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MoHoTepanus ynagauMTMHMO0OM NO cCpaBHEHUIO C Nnawuebo y NoapOCTKOB
C 12 neT 1 B3pOCnbIX NALMUEHTOB CO CpeaHeTSXKeNMbIM U TAXENbIM

aToNUYeCcKum gepmMaTuTom: pesynbTraTtbl uccnegosaHmm Measure Up 1 u 2°

OueHuTb achpekTUBHOCTL U Ge3onacHoCTs MOHOTEpPanK YnagauntuHub 8 gosax 15 mr unu 30 mr Bbin cTaTUCTUYECKK
(O) ynapaumuTuHMGoM y NoAPOCTKOB 1 B3POCTILIX CO CpefiHe- 3Hayumo Gonee achdpekTUBHLIM, Yem nnauebo, No Bcem

TAXENbIM W TAXensIM AT/, KOTOpPbLIM NOKasaHa
cHCTeMHas Tepanus nepen4HBEIM U paHAXMpoBaHHEIM BTOPUYHEIM KOHEYHBEIM TOYKam

Measure (1)1 Measure ()2
Wceneposanua Measure Up 1 M 2 — MexayHapoaHble
o ; St v vV
paHAOMU3NPOBaHHbIE ABOWHbLIE cnenbie KNMHUYecKkue
uccnepoeanus Il asbl ¢ MOEHTUYHBIM OU3aAHOM BTOpUUHbIe KOHEUHbIe TOUKNH vV V'V
( KpuTtepumn BknrovyeHus ) ( ConepBUUHbIe KOHEUYHbIE TOYKH )

YnagauwTuHMG NpuBoamn K cTaTMCTUYECKW 3Havyumo Gonee BeIpaXKeHHoMY
OYMLLIEHWIO KOXMW Ha 16-i1 Hegene no cpaeHeHUo ¢ nnauebo

i

Measure /1 Measure )2
B 12-75 1009 i 1007
o3pact 12-75 ner . .
P CpefHeTsKenbIn wean 19,7 b
- 80 g9 — B0 ... 729
n TaxKenei At = ' .
+EASIz 16 n vIGA-AD 2 3 = 60 =
+ WP-NRS = 4 £ £
= + Mopaxenwe 2 10 % nnowagwn ‘s; 40+ ‘s;
HepocTtaTouHblil oTBET NOBEpXHOCTY Tena & &
Ha TUK unu TKC 20+
0- 0
o EASI 75 IGA-AD 0/1* EASI 75 IGA-AD 0/1*
( [u3aiiH uccnepgoBaHMsa ) v v
****p < 0,0001 no cpasHeHWio ¢ Nnaye6o (C KOHTPONEM Ha MHOWECTEEHHBIE CPABHEHUA)
Hepenn © 18 260 I ynapauMTUHMG 15 Mr B ynapaumtuHuG 30 mr I nnauebo
I'Iepno,q nevyeHwWA ¢ NpUMeHeHWeM I'Ipo,qneuuce cnenoe
1:1-1 JABOWHOTO CNenoro Metoga wccnegoBaHue (NpogonxaeTca)

( CHMXKeHWe MHTEHCUBHOCTU KOXHOro 3yaa )

ynapauutunmG 30 mr 1 plcyt

CTaTMCTHYECKHU 3HAYMMOE CHUMKEHWEe MHTEHCMBHOCTH KOMKHOrO 3yja
ynagauMTiHKG 15 Mr 1 plcyT Ha6/ganock B clefyiolmux BpeMeHHbIX ToYKax:

T e " ynanaunTHmG 30 mr 1 ployT y ynagaumTuHuG 30 Mr ynagaumtuHmG 15 mr
_ NyYLWEHME OLEHKN MO
ynagauwTuHmue 15 mr 1 pleyt Aenb 2
WP-NRS Ha z 4 banna (4epes 1 geHs nocne
Measure /1 N =847 () ConepenuHbie KOHEUHbIE TOHKA: gczeé":;;z:"::;s; E;"‘SBH“D" pipuema nag:oﬁ mabll
Wty EASI 75w vIGA-AD 012 :
Measure'/2 N =836 Ha MCXOOHOM YpOBHE) KOHB4HAR TOMKE
Ynagauntunnb B 06eunx gosax (15 mr n 30 mr)
X0OpoLWwo NepeHoCKUNCA Ha NPOTAMEHWWX
Bcex 16 Hepgenb Tepanuu Al(He nean Fonoexan Gone  Hasodapuurur ﬂosblmeﬂue ypoBHa KOK
ynagayuTHHHG 15 mr 6,8-12,7 6,9-8,9 5,0-6,5 5,8-7,8 3,3-5,7
Hauﬁoonee yacTble HA _ ynagauuTMHKG 30 mMr: 14,5-17,2 % 6,0-13,3 % 6,7-7,1% 6,4-11,6 % 4,3-5,6 %
(2 5 % nauwenToe B ntoGoit n3 rpynn nnauebo:  2,1-2,2% 43-7,1% 4,0-4,3% 4,7-5,7% 1,8-2,5%
NpUMEHEHWs ynagaunTuHnba):
Measure Measure
HEe Haﬁmo,qanul::b netaneHbIX UCXO408
HABA 166 (59,1) 176 (62,6) 200 (73.3) 146 (52,5) 166 (60,1) 173 (61,3) 1 GIIYME6B PASBATUA SKTHBHORM diopMb!
Cepbestuie HA 8(2.8) 6(2.1) 8(2.8) 8(2.9) 5(1,8) 7(2.5) TB, HapyweHuA diyHKUMM NOYeK,
i HKT,
HSA, koTop * 12(4,3) 4(1,4) 11(3,9) 12 (4,3) 11(4,0) 7025 Rffé;e:g?ig"w nepchopau
Cepbeanbie UKL 0 2(0,7) 2(0.7) 20,7 1(0,4) 2(0,7)
epneTHueckan x3ema 4(1,4) 0 3011 0 3(11) o B rpynne npumeHeHus ynagaumtiuHuba
& aoae 30 Mr Beina oTmeyena bonee
OnosceIBaoWMiA repnec 0 5(1.8) 6(2.1) 2(0.7) (2,2 3(1.1) BLICOKAA 4acToTa PAIBUTUA aHEMUK
“ HBﬁTPDnEHMH no cpagHEHWID
LLuls 0 1604 o 0 20.0 0 © rpynnoii NpMMeHeHKa ynagauutuHuba
[a HeKniovenker HMPK) 0 0 2(0.7) 0 0 1(04) B go3el15 mr v rpynne nnauebo;
n yposHsa 2(0,7) 5(1.8) 8(2.8) 4014 2(0.7) 4(14) Bonswurctso Taknx HA umenn
NpPEXoAALMA xapakTep
I Y

(_ KnioueBble BbiBOAbI )

YI'Ia,I]aLI,I.-‘ITHHI-‘IG B obeux A03ax B KaYecTee MOHOTEepanum o HuKkaknx HOBBIX BAXHBIX pUCKoB BeaonacHoCTH npu o B zacnennénHom pexuMe
OeMOHCTRpUPOBaN NpeBoCcxo0CcTBO Haj nnau,eﬁo Ha 16-i NpPUMEHEHWK ynaﬂauHT“H“Ga BLISIBNEHO He BbINo, / nponoqmaejcg npoeejeHve
§ HE[ene No COCTOAHWIO KOXW, 3yAa 1 ApYTUM MCXoOam, 3a UCKNoYeHWem Bonee BLICOKOR YacToTel pasBuTHA NPoANEHHOW YacTh

coobLLaeMbIM NauMeHTamu, Y B3POCHbIX W NOAPOCTKOB aKkHe no cpaBHeHuio ¢ npodmnem BesonacHocTu vccnenoBaHui
CO CpefIHETAXENbIM U TAxenbiM AT ynagauMTuHuba npu neveHny peBMaToMaHOro apTpuTa ANUTenNbHOCTLIO A0 5 neT

CHocku: wccnenosanue Measure Up 1: NCTD3569293; ucenegosanve Measure Up 2 NCTO3807422, aCHikeHHe HA 2 2 BANNA OTHOCUTENEHO MCXOAHOMD YPORHA,
CNUCOK NUTepaTyphi: 1. Gultman-Yassky E, et al. Lancet 2021,397:2151-68

[ D AT — ,qepuamr BT3 — " I KT — y A TpaxT; MBAM — WHEEKUMA BEPKHIK ASIXaTENBHSIX NYTER; KOK — KpeaTHHS : HMPK —

pak ko, HA — ensHoe TE— 1y  THK — ; THC — KOPTHKOE EAS| — WHOEKC PACNPOCTPAHEHHOCTH W TRMECTH 3KIEME! (OT
awrn, Eczema Area and Severity Index); EASI 75/90/100 — ynyuwenue oueHiM No EAS| Ha = 75 %/90 %/100 % oTHOCHTENEHD MCXOAHOrG ypoBHA: MACE — CEPBEIHOE HEWENaTeNsHoe Cepa Toe {oT aHrn. major
adverse cardiovascular event). vIGA-AD — sanugupoBanHan Wrana ana ofwel ousHk TAKECTH AT anem {or awMrn. Ir ‘s Global it for AD); WP-NRS — MarcHManbHaA HHTEHCHBHOCTE KOUWHOMD 3y0a
NG YUCNOBOR PEATMHrOBOA Wrane (oT anrn. Worst Pruritus numerical rating scale); HABX — BNbHME B xo0e L 12.04,2022 | JAKa-RU-00064-FM
B P® npenapar ynagauutuiuG 3apervcTpupoBan Nod TOProBeiM HaWMEeHoBaHHEM PnHBSK MNpor ans np Tpenap PAHB3K 15 Mr PUYBCTEM K Tam npenap b M
nepuog rpyquoru a:KapMnmeaHuR aetckwi Boapact ao 18 net (aderTeHOCTE M T 12 net u ctapwe. MNogpoGHyio uchDpMauwo 0 npenapate

nekapmsennnro npenapara PAHB3K 15umr htt ,rr rIs msmlnzdmv u/Grs View v2.as) :(7mu|m Guid=: 32388936-302&40IB—ba?f—aabe13443&72&t {,qa'ra oﬁpauqenml man 2022).
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* Onurocaxapuabl 2'FL MAEHTUYHBI NO CTPYKTYPE 0IMrocaxapuiam, Coaep KalumMmMcs B rpyAHOM MOJIOKeE.

BAXXHOE 3AMEYAHUE. OntumanbHoe nuTaHue nAns matepern M ux pJeten B TedeHue nepsBbix 1000 gHen siBnsetcs
OCHOBOMOJIAralLnM A5 340POBbSl HA BCIO XXU3Hb. Mbl cunTaem, 4To Nyylwnii Cnocob KOpMUTb Pe6EHKA — 3TO KOPMUTb FPyaAbHo.
[pyaHoe Monioko obecrneynBaeT naeasnbHo cbanaHCUPOBaAHHOE NUTAHMWE U 3aLWUTY OT 6oNe3HeN AN MAageHLeB. 340PO0BbIM paLMoH
MaTepu BO BpeMsi 6epeMeHHOCTM 1 MOoCJie POLOB MOMOraeT Co3aBaTh AEMO MUTATEJIbHbIX BELLECTB, HEOOXOANMbIX 419 340POBOM
6epeMeHHOCTH, a TaK>Ke ANs NOArOTOBKU U NOAAEPXAHUS NlaKTauuu. BepHyTbcs K rpyAHOMY BCKapMAMBaHWUIO MOC/IE ero OTMEHbl,
TPYAHO, TaKO OTKa3 MMeeT couuasibHble U GUHAHCOBbIE MocneacTBms. Heob60cHOBaHHOE BBEAEHNE YACTUYHOIO KOPMIEHUS U3
Oy TbUTOUYKM MW APYTrUX MPOLYKTOB Y HANMUTKOB, OTPULLATENIbHO BAUSET HA KOPpMJIeHMe rpyabio. Ecnn maTh nprvHMMaeT peleHve 06
OTKas3e OT FPyAHOr0 BCKAaPMJIMBAHUS, BaXXHO MPUBECTU € U3JIOXKEHHbIE Bbille AOBOAbl U MPOUHCTPYKTUPOBATb KaK MpPaBUJIbHO
roTOBUTb CMEeCb, fAenas 0CO6bl aKLUEHT Ha TOM, YTO HeKUNsYéHas BOAA, HECTEPWUNIM30BaHHble BYTbINKWM WU HenpaBuibHOe
pa3BeleHNE CMECU MOTYT MPUBECTU K 3abosieBaHUIO pebeHkKa.
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NOREH
PERDMBHHANTHEM
- 13 oo
« MNepBbit 6UoaHanor akynmMsymaba o
. BbICTpO N CTAaOUTbHO CHMXAaEeT aKTUBHOCTb TePMMHA/IbHOIO KOMI/1eKCa CTEPIIbHO
KoMnnemeHTa"?
. HpeD,OTBpaLLI,aeT BHyTpVICOC%EI,VICTbIVI remonnsy 60/1bHbIX I'IapOKCI/I3MaI'IbHOI7I
HOYHOW reMornobuHypueii'?
. }/ﬂquuaeT KaydeCTBO XWN3HU ['IaLI,l/IeHTOB1
KpaTtkasi MHCTPYKUMSi MO MeAULIMHCKOMY Mp! o np Ta pus®. PerncrpaunoHnHelit Homep: /1M-005395-110319. dapmakoanmHaMuka. SKynm3ymal noaasnseT akTMBHOCTb TEPMUHANIBHOTO KOM-

nnekca KoMnaeMeHTa Yenoseka, 061aaas BbICOKOM ad)CbMHHOCTb)O K ero C5-KoMNOHeHTy, BCNeACTBMe Yero NoNHOCTLIO 6NoKUpyeTcs paclienneHne komnorneHta C5 Ha Cha 1 C5b 1 o6pasosaHue TepMuHaibHOro
Komnnekca koMmnaemenTa C5b-9. Takum 06pasoMm, sKy13ymal BOCCTaHaBIMBAET PErYNALMIO aKTUBHOCTY KOMM/IEMEHTa B KPOBY 1 NPe/oTBPalLaeT BHYTPUCOCYANCTLIM FreMO/U3 Y NaLMEeHTOB C NapOKCM3MabHO
HOUHOI remornobuHypweit (MHF), a Takxxe NpeAoTBpaLLaeT N30LITOUHYIO aKTMBHOCTL TEPMUHANILHOMO KOMMIEKCa Y NAaUMEHTOB C aTUMUUHLIM FeMOUTVKO-ypemmnyeckinm cuiapomom (alyC), rae npuunHoii 3abone-
BaHVS ABNSETCH reHeTMYECKM 06YCNI0BEHHAA AMCPEryNALMA CUCTEMbl KoMNemeHTa. C ApYroi CTOPOHS!, AeULMT TePMUHANEHOMO KOMMIEKCa KOMMNIeMeHTa CONPOBOXAAETCS NOBLILUEHHON YaCTOTON pas3BUTS
VH(EKLNIA MHKANCYIMPOBAaHHBIMU MUKPOOPFraHN3MaMi, raBHBIM 0GPa30M, MEHUHIOKOKKOBOW MHheKLMM. Tpu 3TOM 3Ky/M3ymMat NoaAepXMBaET COAepKaHie PaHHUX NPOAYKTOB aKTUBALINM KOMMIEMEHTa, Heo6-
XOAMMBIX N5 ONCOHU3ALMM MUKPOOPTraHU3MOB W BbIBEAEHUS MMMYHHbIX KOMMIEKCOB. JleyeHne npenapatoMm Snn3aprsi® ConpoBOXAAETCs GbICTPLIM W CTAGW/IbHBIM CHIKEHWEM aKTUBHOCTW TEPMUHANBHOIO
KOMMneKkca KomnaemeHTa. NMokasaHua K nNpuMeHeHuto. [penapat 3113apusa® nokasaH ANa Ne4YeHUs NauMeHToB C: NapoKCKU3MarnbHON HOYHOW remornoGuHypuen (MH). SddexkTBHOCTL aKkynM3ymaba noa-
TBEPXAEHa y NauMeHTOB C remMOo/IM30M 1 CONYTCTBYIOWNMUN KNNHUYECKMMU CUMNTOMaMK, CBUAETENLCTBYIOWNMN O BbICOKOW aKTUBHOCTU 3860ﬂeBaHMﬂ, BHE 3aBNCUMOCTK OT HOTDQGHOCTVI B reMOTpchq)yawﬂx B
aHaMHe3e; aTUNUYHLIM FreMoIMTUKO-ypemmyeckum crHapomom (al'yC). MpoTtmeonc ms ansa r . MNoBbIlWeHHaa YyBCTBUTENBHOCTb K 3KyN13ymaly, 6enkaM XOMAYKOB WK APYrMM KOMAOHEeHTaM
npenapara. MNepvog rpyaHoro BCckapmnmBaHus. AKTuBHasA uHekums Neisseria meningitidis. OTcyTcTBMe BakumHaumu npotvs Neisseria meningitidis (ecnu HeT cooTBeTCTBYOLEN NPOMUNAKTUHECKO aHTUONOTY-
KoTepanun B TedeHne 2 Hefernb Nocne BakuuHaLnm). Cnoco6 NpUMEeHeHNs U A03bl. BHYTPUBEHHO KanenbHo B TeyeHne 25-45 MuHyT Ans B3POCAbIX U B TeYeHue -4 yacoB ANs NauMeHToB [AETCKOro Bo3pacTa.
MapokcusmansHas HoUHas reMorNoGUHYPUS: KYPC NNeYeHns ANng B3pOC/bix NaUMeHTOB (2 18 neT) BknoyaeT 4-HeaebHblid HauanbHblil UMK C NoCnedylowmm UKNoM noaaepxvsatowei Tepanqi. HavansHbli Lkn:
600 Mr npenapata 2nusapua® 1 pa3 B Hefeno B TeueHve 4 Hegenb. Mogaepxusatolian Tepanus: 900 mr npenapata dnu3apus® Ha 5-ii Hegene, ¢ nocneayowum BeegeHnem 900 mr npenapata Snv3apua®
Kaxable 14 + 2 AHEel. ATUNUYHbIA FEMONUTUKO-YPEMUYECKIA CUHAPOM: KypC NeUeHNs ANs B3POC/bIX NALMEHTOB (2 18 NeT) BKNoUaeT 4-HeeNbHbli HauarnbHbIA LMK C NOCNEAYIOWM LMKIOM NoAAePXKUBaIOLLET
Tepanuu. HavaneHblii unkn: 900 Mr npenapata dnmn3apua® 1 pas B Heaenio B TeueHve 4 Hefenb. MNoaaepxwvsatowas Tepanua: 1200 mr npenapata Inusapus® Ha 5-i Hegene, ¢ nocnegytolwm seedernem 1200 mr
npenapara 3n113apua® kaxable 14 + 2 aHeli. MpumeHeHue B neanatpum. [ns nauventos ¢ MHI u al'yYC monoxe 18 net gosa npenapata In1sapua® onpeaenseTca 8 3aB1CUMOCTM OT Beca pebeHka. Mo6ouHble
fAeicTBUA. HanGonee YacTbiM HeXenaTeslbHbIM SBNEHWEM NPY NeUeHUM SKyIN3yMaGoM SBNSNack roNoBHas 60Mb (OTMEYanack, raBHbIM 06Pa3oM, B HAUYaNbHOM LUMKIe Tepani). Hanbonee TsxensiM Hexena-
TeNbHbIM ABNEHUEM ABNSANCA MEHUHIOKOKKOBBIN cencuc. Opr: np Mo Ka4ecTBy 1 ms o peakuusax ot notpe6uteneit: AO «EHEPNYM», 601125,
Bnagumunpckasn o6n., MeTywmHCKWiA paioH, noc. BonbruHckuii, yn. 3asoackas, ctp. 273, /d +7 (49243) 72-5-20, 72-5-14, pv@generium.ru.

[ns nonydyeruns Gonee nNoapoGHO UH(POPMALIMM 03HAKOMBTECH C NOMHOW UHCTPYKLMET N0 MEANLMHCKOMY NPUMEHEHMIO NeKapCTBEHHOro Npenapata 9113apus® nepes ero HasHavexuem.”

1. Kulagin A., Ptushkin V., Lukina E. et al. Phase Il clinical trial of Elizaria® and Soliris® in adult patients with paroxysmal nocturnal hemoglobinuria: results of comparative analysis of efficacy, safety, and pharmacological
data. Blood. 2019; 134 (Suppl. 1): 3748. (Kynaruu A, MrywkuH B., NlykuHa E. v ap. lll thasa knvHnyeckoro necneposanus dnmsapun® n Conmprca® y B3pOoC/ibix NaLyEHTOB C MapoOKCU3MaribHOM HOYHOM reMorIoGuHy pueii:
pesy/bTaThl CPaBHUTENBHOMO aHanu3a athPeKTUBHOCTH, 6€30MacHOCTU 1 (hapMakoIornieckinx AaHHbIX. XXypHan bnaa. 2019; 134 (npun. 1): 3748). 2. MrywkuH B.B., Kynarud AL, lykvra E.A. v Ap. Pe3ynbTaTsl OTKPLITOro
MHOTOLIEHTPOBOIO KNMHMYECKOrO MccnenoBanns Ib asbl no oleHke 6e30MacHOCTH, (hapMaKOKUHETUKN 1 (hapMaKoAVHAMUKN NepBOro G1OaHasnora skyMsyMata y HeneyeHblX NauvMeHToB C NapoKCU3MarbHOM
HOYHOV reMornoGuHypureit B thase nHAyKunn Tepanin. Tepanestrnyeckuin apxus. 2020; 92 (7): 77—84. 3. VIHCTpyKUMs MO MEANLIMHCKOMY MPUMEHEHWIO TEKAPCTBEHHOMO Npenapata dnunsapus®, http://grls.rosminzdrav.
ru/Gris_View_v2.aspx.

Matepvian npeaHasHa4eH Ana CneumanicToB 34paBOOXPaHEHNS.

L]
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Ten./chakc: +7 (495) 988-47-94, www.generium.ru Pharmaceuticals



TM re pa3a® Generium

Pharmaceutical

HopHasa anbda

CBob6oaa abixaHus!

® CHWXAET BA3KOCTb ote
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@ YNYYLAET QYHKLKO
BHELLIHEIO [IbIXAHUA %
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[IbIXATENbHbIX MYTEW 22

KpaTkan MHCTPYKUMA N0 MEAULMHCKOMY NPUMEHEHNIO NEKapcTBEHHOro npenapara Turepasa®

PeructpaunonHblii Homep: JIM-005537. MeXayHapoaHoe HenaTeHTOBaHHOE Ha3BaHWe: [0pHasa anba. JlekapcTBeHHaa (hOpMa: PAcTBOP ANA MHTANALMN.

apmakoTepaneBTU4eckan rpynna: otxapkusaiolee mykonutuyeckoe cpenctso. Kop ATX: RO5CB13. MokasaHua k npumeHennio: CumnTomarnyeckan Tepanva B O ) Generium
KOMGMHALMM CO CTAHAAPTHON TEpanviel MyKOBIUCLIMA03A Y NALMEHTOB CO 3HaeHMeM (hOPCUPOBAHHOM XU3HEHHOI emKocTi nerkux (PXKES) He MeHee 40 % OT HOPMbI € Lignbio oo

YNy4WeHna yHKLMA nerkux. MpoTBoNoOKa3aHmA: OBLILWEHHAA YyBCTBUTENLHOCTL K AEVCTBYIOWEMY BEWECTBY Mpenapara Wi ero KOMNoHeHTaM. C OCTOPOMHOCTbIO:

bepemeHHOCTb, nepvon rpyaHoro Bekapmnveatma. [etn o 5 ner. Cnoco6 NpUMeHeHUA M A03bI: PACTBOP B aMNynax NPeaHasHaYeH TONbKO [ANA Pa30BOr0 MHFaNALMOHHOMO

npumMeHeHwa. Mpenapar Turepasa® Henb3a PasBomUTb WM CMEWNBATS C APYrvMY MPenapatamin Wi PacTeopamil B eMKOCTU HeBynaiiaepa. CMeluusaxvie npenapara ¢ pyrvmu - anepaaa’
1IEKAPCTBEHHbIMI CPEAICTBAMU MOXET NPUBECTY K HEXKENATENbHBIM CTPYKTYPHBIM /UMK (yHKUMOHANbHbIM U3MEHEHUAM npenapara Turepasa® uiu apyroro KOMMOHEHTa CMecH. -_——— . tanen

2,5 Mr [10pHabl anba (COOTBETCTBYET CoflepxuMoMy 1 amnynbl — 2,5 M HepasseneHHoro pacteopa, 2500 ELl) onuH pa3 B CyTKM, MHTanALMOHHO, 663 pa3BefieHua, C NOMOLLbIO |

PKeT-HeGynaitaepa. Mpasina NpoBeaeHA MHranALn: npenapar Turepasa® MOXHO BBOAUTb C NOMOLUbIO KeT-Hebynaiiaepa ¢ KOMMPECCOPOM MHOrOPA30BOrO UCMONb30BAHMA,

KpOME YNbTPasByKoBbIX, IOCKOMbKY OHY MOYT UHaKTMBPOBAT AEICTBYIOLLIEE BELIECTBO NPenapara nu He 06ecneuy T HeoOXOMMOiA CTeneHw pacnsineHya xuakoctu. MoBouHoe Pacracp gn NHTanmtni
neiicTBue: HexenarenbHble peakLy Npy fieYeHny JOPHa3oit anbta BOSHUKAIOT perko (<1/1000), B BONLWKHCTBE CMy4aes CrlaBo BbIPKEHbI, HOCAT NPEXORALIIA XapakTep v He 4

TPeBYIOT KoppeKLUMI [103bl. HapyWweHnA Co CTOPOHbI OPraHa 3peHA; KOHBIOHKTUBHT. HapyLWeHUA CO CTOPOHbI [bIXaTeNbHOV CMCTEMbI, OPraHOB rPYAHOM KNETKN W CPEROCTEHNA: R 4 § dunyr nnuisepusct 1o 2,5 A
W3MEHEHUE FON0Ca, OnbILKa, DAPUHTHT, NAPUHTYT, PUHUT (BCE HEMHCDEKLMOHHOI NPUPOLBI), MHCYEKUMM AbIXaTeNbHbIX MyTew, B TOM YMCAe Bbi3BaHHbIe Pseudomonas, yBenuyeHme

6POHXMANbHOrO cekpeta. HapyweHua co CTOPOHbI XeNyn04HO-KULEYHOT0 TPaKTa: aucnenca. HapyweHA co CTOPOHbI KOXW 1 MOLKOXHbIX TKaHEW: Cbinb, kpanueHuLa. O6wwe Soocos somus e s CTeraaan

paccTpoiicTsa: 60nb B rpyay (MnespanbHan/HekapanoreHHan), NMpEKCuA, ronosHan 60b. BanAHME Ha pe3ynbTarbl NaBOpaTopHbIX 1 MHCTPYMEHTANbHBIX UCCMIEROBAHMIA: CHIKEHVE
nokasatenei hyHKLMM [blxaHue. T1aUvenTbl, y KOTOPbIX BOHUKAIOT HEXeENaTeNbHble ABMIEHIA, COBNaJaloluMe C CUMMTOMaMi MyKOBMCU03a, MOTYT, Kak Npasio, NPORoMXars
npUMeHeHve N0pHa3bl anba. HexenatenbHble ABNEHVA, NPUBEALIME K NONHOMY NPEKPaLLEHMIO NeYeHMA [OPHa30ii anbeha, HaBAIoANCh Y 04eHb HEBOMBLIOO Y¥CAA NALWMEHTOB,
24acToTa NpepbIBaHKA Tepaniy Gbinia CXOAHON ¢ Ha3Ha4eH1eM nnauedo (2%) v fopHasbl ansa (3%). Popmbl BbINYEKa: N0 2,5 Mr/2,5 M pacTBopa 4NA MHranALmii 8 avnynax
NONUMEPHbIX, U3rOTOBMEHHbIX METORIOM TEPMUYECKOH 3KCTPY3uK. 6 aMnyn NOMUMEDHbIX — B CBETO3ALNTHOM NaKeTe 13 KOMBUHUPOBAHHOT0 MaTepuana. GPOK ropHoCTH: 2 rofa.
He ncnonb3o8arb N0 MCTEHEHMM CPOKA FORHOCTH, YKa3aHHO0 Ha ynakoske. YCNOBMA OTNYCKA U3 anTek: no peLenty.

1. Shak S, Capon DJ, Hellmiss R et al. Recombinant human DNase | reduces the viscosity of cystic fibrosis sputum. Proceedings of the National Academy of Science — USA 1990;
87: 9188-9192. (Tpyab! HaUMOHanbHOIA akapemmm Hayk CLUA 1990; 87:9188-9122) 2. J.M. Quan et al. Journal of pediatrics. 2001; 139:813-820. (KypHan neauarpum, 2001;
139:813-820). 3. Awenura EJ1. w op. ScpchekTuBHOCTb M Ge30macHoCcTb GvoaHanoruyHOro nexapcraeHHoro npenapata Turepasa® (nopHasa anbtha) npu ANUTENbHON
CMNTOMATINYECKOIA TEPANUY NAUNEHTOB C MYKOBUCLMAO30M: Pe3yNbTarbl Knuknyeckoro ucenenosanua |l dpass! f/Tynsmoronorua. — 2020. — T. 29. — N°. 6. — C. 695-706.

Wndhopmauua npeanasHayeHa aAnA cNeUManucTos 3paBooxpaHeHua.
Mepen Ha3HaueHMEM 03HAKOMBTECH C NONHO MHCTPYKUME! N0 MEANUMHCKOMY NPUMEHEeHNI0 NeKapCTBEHHOr0 Npenapara.
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O6palwjeHue K YyutaTenam

[Aoporue apys3bs, koaneru!

B Havyane mapta coctosncs XIX Cbesa neanaTpoB Poccuu, NocBSLEHHbIM 95-neTuio
Halemn npodpeccrmoHanbHOM accoumnalmMm, U aTo 6b1s10, 6€3yCN0BHO, CaMoe MaBHOe CobbIThE
neavMaTpUyYecKoM NOBECTKM BeCHbI-2022. TpyAHO MepeoueHnTb ero 3Ha4MmMoCTb A/t BCEro
coobulecTBa cneunanmcToB, paboTalolmx ¢ AeTbMU, BeAb B MporpaMme 6bl10 BCe: IEKL MK
C U3/I0KEHUEM MOoCNefHUX HOBOCTEN MEAULIMHCKOM HayKu, pa36op KIAMHUYECKMX Clyvaes,
[AMCKYCCHM N0 caMblM HaboNeBLIUM BOMPOCcaM NeanaTpun U COnpsxeHHbIX crneLmanbHoCTeN,
Kpyrnble CTOMbl, 3acCefjaHns 3KCNEePTHbIX FPYnM, BbICTYMIEHUS MHOCTPAHHbIX CTIMKEPOB, NPO-
M3BOAMUTENEN, IOPUCTOB, NpeactaBuTenen MunuasgpaBa Poccun, PPOMC, PrIL, o6eyaeHne
3TUYECKMX BOMPOCOB MEAMULIMHbBI, B TOM YWCie AETCKOM, Npo6aeM NCUX0NIOrnK U nefarornku,
HPaBCTBEHHOIO CTAHOB/IEHUS MONIOAOr0 MOKONeHUs poccusiH. 060 BCEM 3TOM HamMcaHo
B HalleMm NoCTpenn3e cbesfa U KPaTKUX COOBLLEHMSAX, OCBELLAlOWMUX OTAeNbHbIe 3aceaHuns
6onee noapo6Ho. Mo nToram cbesaga NpUHATa Pe30/oL M.

Bo3BpaTuBLIMCL K CBOEN MOBCEAHEBHOW AEATENbHOCTH, HaWW Konaneru ¢ ewe 66/blunm
pPBEHWEM CTanun TPYAUTbCSH, CTapasicb MPUHUMaTb PeLeHUs TObKO C MO3ULKUIK fOoKa3aTesb-
HOW MeAWLMHbI, @ MOTOMY K/IMHUYECKUE PEKOMEHaLMM Ha O4epeaHOM BUTKEe CTajiu 04eHb BOCTPEBGOBaHHbIMU (B 3TOM HOMeEpEe
Mbl Ny6MKyeM ABa AOKYMEHTa — KJIMHWYECKME peKoMeHaaLumMm no BegeHuto geter ¢ al'YC 1 ¢ MyKOBUCLIMA030M), TaK e KaK 1 0630-
pbl IMTEpaTypbl (YUTANUTE NPO PacCTPOMUCTBA CO CTOPOHbLI opraHoB KT y aeten ¢ PAC 1 npo nopaxkeHus Koxu y geten ¢ COVID-19)
W jAanaMXecTbl NOCNeHUX HOBOCTEN MeAULIUHDI.

MpuBbIYKa OeNUTLCS APYT C APYFOM UHTEPECHBIMU KIIMHUYECKUM HabnoAeHUAMIU NPOAOJIKEHA M Ha CTPaHMLLax 3TOro XypHana.
0693aTe/lbHO 03HAaKOMbTECH C UCTOPUAMU NALMEHTOB, U3TOXKEHHBIMU AOKTOPaMK M3 MOCKBbI U IPYrMX ropo0B Hallew CTPaHbl.

[MpumeyaTenbHo, 4TO Nepea Havyanom naHaemmm COVID-19 B 2020 roay neavatpbl 6Gbiln NOCNEAHUMMU, KTO yCnen NpoBeCcTU CBOM
KoHrpecc obnanH, a B 2021 1 2022 rogax Mbl 6bI/1M NEPBLIMU, KTO OTKPbIBaN Yepeay rubpuaHbIX MEPONPUATUI, NpesycMaTpuBalo-
LMX OYHOE MPUCYTCTBUE yHacTHUKOB. O6 3TOM BO3MOXKHOCTM BCTPETUTLCS C KOIIEraMu INLLOM K 1Ly, rnasa B rnasa Mbl Meytanu
flonrue mecsiLbl KOBUAHbIX OrpaHnYeHnin. M, nepeocmbicnivBas BCe 3TU COOLITUS, XOYETCH MOAYEPKHYTb — 3TO BCE OYEHb 3HAKOBO:
3HaYuT, NegnaTpbl — O4EeHb XOpOLKe NoAM, ecnm cobiBatoTCs UX MeudThl! [ycTb Tak 6yaeT Bceraa!l

C yBaXeHuem,

rnaBHbIA peAaKTop XypHana, akagemuk PAH, npodeccop, 3acnyKeHHbll geatesib HayKu PO,

3aBepyowan Kadeapon pakynbTeTCKOM NegnaTtpuu neguatpuyeckoro pakynbretra PHUMY um. H.U. NMuporoea,
pykoBoauteno HUU neguatpum n oxpanbl 3gopoBbsa aeteit HKL N22 ®IrBHY «PHLX um. akag. B.B. MeTpoBcKoro»,
coBeTHUK BO3, uneH 6iopo Ucnonkoma MexxayHapoaHOW neauaTPUUYECKON accoLuaLmm,

nacTt-npe3uaeHT EBponeicKon neguatpuueckon accoumnauuu (EPA/UNEPSA),

noyeTHbi npodeccop YHuBepcuteta ®opxa (Utanua),

NMo4YeTHbIN YieH neguaTpuiecKkoro paxkynbreta KoponeBckoro Koanepxa repanestoB Upnanguu

Nleina CemypoBHa Hama3oBa-bapaHoBa

Dear friends and colleagues!

We held the 19th Convention of Pediatricians of Russia in early March. It was dedicated to the 95th anniversary of our
professional association and it became definitely the most significant pediatric event of the pediatric agenda during the spring
period of 2022. Its role for the entire community of specialists working with children could hardly be overestimated as he program
has included everything: lectures with latest news of medical science, analysis of clinical cases, discussions on the most crucial
issues of pediatrics and other “related” specialties, round tables, expert groups meetings, speeches from foreign speakers,
manufacturers, lawyers, representatives of the Ministry of Health of Russian Federation, Federal Compulsory Medical Insurance
Fund, Russian Orthodox Church, discussion of medical ethical issues (pediatrics included), psychology and pedagogy issues,
establishment of moral values in Russian young generation. All this is covered in details in the Convention post-release and in brief
messages on individual meetings of the Forum. The resolution was adopted on the results of the Convention.

Our colleagues have double downed on their daily activities trying to make only evidence-based decisions and, therefore,
clinical guidelines became very relevant (we publish two documents in this issue — Clinical Guidelines on the Management of
Children with aHUS and Cystic Fibrosis), as well as literature reviews (read about gastrointestinal disorders in children with ASD
and about skin lesions in children with COVID-19), and digests of the latest medical news.

The habit to share interesting clinical cases with each other has continued on the pages of this journal. Read more about the
patients whose stories are presented by doctors from Moscow and other cities of our country.

It is notable that pediatricians were the last to hold their congress off-line before the start of the COVID-19 pandemic in 2020,
and we were the first to open a series of hybrid events with in-person participation in 2021 and 2022. We have dreamed about
this opportunity to meet our colleagues face to face, eye to eye, for many months during COVID-19 limitations. And now, | want to
emphasize after taking the new look at all these events, that this is really significant, pediatricians are very good people as their
dreams come true! Make it happen!

Sincerely,

Editor-in-Chief, Member of the RAS, Professor, Honoured Scientist of the Russian Federation,

Head of the Ped iatric Department of Pediatric Faculty of N. I. Pirogov Russian National

Research Medical University, Head of Research Institute of Pediatrics and Children's Health in Petrovsky National
Research Centre of Surgery, WHO consultant, Member of the International Pediatric Association (IPA) Standing
Committee Board, the Past-President of the European Paediatric Association (EPA/UNEPSA), Honorary professor of
University of Foggia (Italy),

Honorary member of pediatric department of Royal College of Physicians of Ireland

Leyla Namazova-Baranova
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ABTOpP, OTBETCTBEHHbI 32 Nepenucky:

CynetimaHoBa 304 AAnTOBHA, KaHAMAAT MEAMULIMHCKUX HaYK, OLEHT, BeyLWwmnit Hay4HblA COTPYAHWMK OTAENa COLMaNnbHOM neauatpumn v opraHusaLnm
MYNbTUAMCLMNAMHAPHOIO conpoBoxaeHus aeten HUN negnatpum n oxpaHbl 30opoBbs aetert HKL N22 ®IEHY «PHLIX um. akag. b.B. MeTposckoro»
Appec: 119333, Mocksa, yn. dotueson, 4. 10, Ten.: +7 (499) 400-47-33, +7 (987) 296-38-48, e-mail: z.suleymanova00@gmail.com

PaccTtporictBa aytuctuyeckoro cnektpa (PAC) — pacrnpocTpaHeHHble HapyLeHnsi pa3BUTUS HEPBHON CUCTEMbI, OT/IN-
Yawumecss HeogHOPOAHOCTbIO C BbICOKOH BapnabesibHOCTbIO M reTePOreHHOCTbIO M0 TAXECTH MCUXMYECKUX, HEBPO-
JIOTMYECKNX U COMATUYECKMX CMMNTOMOB. [@CTPOMHTECTUHA/IbHbIE PACCTPOMCTBA, TakMe KaK abgomMuHaibHas 60/b,
3anop, gnapes, ractpodsopareasbHbli Pe@aIOKC, PaCCTPONCTBA NMUTaHUS, HapYyLEeHUS] KULLEYHON MUKPOBUOTbI, 4acTo
BCTPEYaIoTCs Yy ayTUYHbIX AeTel. BoigsBneHa B3auMOCBA3b MEXAY CTENEHbIO BbIPAXEHHOCTH XKENYA0YHO-KMLLIEYHbIX
HapylweHUn U TSXKECTbIO rnoBegeH4yeckux cumntomoB npu PAC. CywjecTByeT HEO6X0ANMOCTb paHHeNn AUarHOCTUKM
M OLI€HKM raCTPOMHTECTUHAbHbIX HapyLweHni npu PAC, BO3BMOXHOCTHU X KOPPEKLMU C LUE/bIO ONTUMMU3aLNU MTUTaAHMUS,
pa3paboOTKU MHANBUAYATbHOIO KOMMNJIEKCHOIO JIEYEHNS U TAKTUKU BEAEHUSA C MPUBJEYEHUEM CNIELNAINCTOB Pa3/iny-
HbIX Npogpuien.

Knr4yeBble cnoBa: paccTpoiicTBa ayTUCTMYECKOro CreKTpa, AETH, raCTPOUHTECTMHAJ/IbHbIE HapyLeHMs, KulieyHas
MUKpPO6UMOTa, pacCTPoNCTBa NMUTaHUs

AnsuymtnpoBanns: Cyneimanosa 3.4., YctuHoBa H.B., TypTn T.B. OCO6€HHOCTM raCTPOUHTECTUHASbHBIX HAPYLIEHWUI Yy AeTewn
C pacCcTponCcTBaMM ayTUCTMYECKOro cneKkTpa: 0630p nuTepatypsbl. lNeguatpmndyeckas papmakonorus. 2022;19(2):99-104.
doi: https://doi.org/10.15690/pf.v19i2.2397

OBOCHOBAHME B TOM 4yucne n B Poccuu, 4to npuBreKaeT BHUMaHUE U Tpe-
B nocnegHve roabl HabniogaeTtcs pPocT MokasaTenen 6yeT AONONHUTENbHbIX UCCNefoBaHui. B HacTosiwee BpeMms,
pacnpocTpaHeHHOCTU PacCTPOMCTB ayTUCTUYECKOIO CMeK- no oueHKe BcemMupHOM opraHuM3auunm 34paBOOXpPaHEHUS,
Tpa (PAC) B nefguaTpuvyecKow nonynsaumMuM B psje CcTpaH, PAC B mupe guarHoctupyetca B cpegHem y 1 pebeHka

Zoya Y. Suleymanova?, Natalia V. Ustinoval- 2, Tatiana V. Turtil- 3

1 Research Institute of Pediatrics and Children's Health in Petrovsky National Research Centre of Surgery,
Moscow, Russian Federation

2G.E. Sukharevskaya Research and Practical Center of Mental Well-Being of Children and Adolescents,
Moscow, Russian Federation

3 Pirogov Russian National Research Medical University, Moscow, Russian Federation

Features of Gastrointestinal Malformations in Children
with Autism Spectrum Disorders: Literature Review

Autism spectrum disorders (ASDs) are common neurodevelopmental disorders characterized by heterogeneity and high variability
in severity of mental, neurological, and somatic symptoms. Such gastrointestinal malformations as abdominal pain, constipation,
diarrhea, gastroesophageal reflux, nutritional disorders, intestinal microbiota disorders are common in autistic children. The asso-
ciation between the severity of gastrointestinal malformations and the severity of behavioral symptoms in ASDs was revealed. Early
diagnosis and assessment of gastrointestinal malformations in ASDs is crucial for their further correction to optimize nutrition, to
develop individual complex treatment and management with the involvement of multidisciplinary specialists.

Keywords: autism spectrum disorders, children, gastrointestinal malformations, intestinal microbiota, nutritional disorders

Forcitation:SuleymanovaZoyaY.,UstinovaNataliaV., TurtiTatianaV. Featuresof Gastrointestinal Malformationsin Childrenwith Autism
Spectrum Disorders: Literature Review. Pediatricheskaya farmakologiya — Pediatric pharmacology. 2022;19(2):99-104. (In Russ).
doi: https://doi.org/10.15690/pf.v19i2.2397
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OB30P JINTEPATYPbI

13 160 petein [1]. MNo gaHHbIM LLEHTPOB MO KOHTPOO U NPO-
dunakTuke 3abonesanui CLLUA (Centers for Disease Control
and Prevention; CDC), ony6nnMkoBaHHbIM B 2018 r., pacnpo-
CTPaHEeHHOCTb ayTucTuyeckux paccrponcts B CLUA cocta-
Buna 23 cnydaa Ha 1000 peten (Kaxabii 44-n pebeHoK)
B Bo3pacte 8 net [2]. Mo odnumnanbHbiM AaHHbIM PoccTaTa,
¢ 2014 no 2018 r. nokazaTtenu 3ab6oneBaeMOCTU ayTU3-
MOM (AETCKMM M aTUMNUYHBLIM) y AeTen B Bo3pacTe Ao 14 nert
yBennuunucb Ha 107,1% (c 5,3 go 11 Ha 10 000 peten),
y noapocTtkoB 15-16 netr — Ha 206,4% (c 1,8 go 5,78 Ha
10 000 noapocTKoB) [3, 4].

Heo6xoanMMocTb paHHen auarHocTuku PAC 1 opraHu-
3aunn 3PPEeKTUBHON MEAMLMHCKON MOMOLLKU, MCUXONOrU-
4YECKOM KOPPEKLMM AOKa3aHa B MHOMOYMCNEHHbIX Mcche-
[OBaHUSAX, TaK KakK OKa3blBaeT MOMOKUTENbHOE BAUSHUE
Ha abunuTauuio geTen C HapyweHuemM HenpopasBMUTHS.
CUMNTOMbI ayTUCTUYECKMX PACCTPOMCTB OTIMYAIOTCA HEOoA-
HOPOAHOCTbIO C BbLICOKOM BapuabenbHOCTbIO M reTepo-
FEHHOCTbIO MO THAMKECTU MCUXMYECKMX U HEBPONOrMYECKMUX
NposiBAEHUM, CONPOBOXKAAITCA COMaTUYECKMMU paccTpom-
CTBaMM, YTO 3HAYUTENbHO OC/IOXKHAET MAEHTUPUKaLMIO
MapKepoB Ha HayajbHbIX 3Tanax. B 1o ke BpemMa paHHuI
CKPUHUHI M cTpaTudUKauus rpynn naumeHToB HeobXxoau-
Mbl, TaK KaK HEpPBHasa cucTeMa NepBbIX JIET XU3HKU BCE elue
nnacTM4yHa, M NpPU CBOEBPEMEHHON MEAMLMHCKOW MOMOLLM
CyllecTByeT BOSMOXHOCTb MPeAoTBpaLLeHUs uan ocnabne-
HWS 3CKanauum CUMNTOMOB paccTponcTaa [5, 6].

Mpouecc pocTta pacnpocTpaHeHHocTM PAC yacto cBsi-
3aH C paclWWpeHMEeM rpaHuL, AMarHOCTUYECKUX KpUTEpUEB
C NpU3HaHMeM Hepopa3Hoobpasuns ayTMCTUYECKUX COCTO-
AHWWA, NOSIBIEHUEM YHMBEPCasbHbIX CKPUHWHIOB, PaHHeEMN
AWarHOCTUKOW COMyTCTBYIOLWEro reHeTMYEeCKOro cMHApoma,
NOBbILUEHHOW OCBEAOM/IEHHOCTbIO O6LWECTBEHHOCTH, @ Tak-
e NepecMoTPOM CYLLECTBOBAaBLLEN paHee KnaccupuKauum
Ho3onorun (DSM-5) [7-9].

Llenb nccnepoBaHus

Llenbto gaHHOro uccnegoBaHusa asnsetcs 0630p coBpe-
MEHHbIX Hay4HbIX AaHHbIX O raCTPOMHTECTUHA/IbHbIX Hapy-
weHunsax y aeten npu PAC, cogepxalimxcs B 6a3ax PubMed
(https://pubmed.ncbi.nim.nih.gov) un Google Scholar
(https://scholar.google.com).

METOAbI

0630p Hay4yHbIxcTaTen B 6a3ax PubMed (https://pubmed.
nchi.nlm.nih.gov) n Google Scholar (https://scholar.google.
com) 6bl/1 BbINOMHEH B OKTAGpPe-HoA6pe 2021 I. ¢ UCMOSb-
30BaHMEM crefylowmnx MOUCKOBbLIX 3anpocoB: «autismy,
«autistic», «autism spectrum disorder», «mitochondrial»,
«gastrointestinal disorders», «eating behavior, «gut
microbiota». B pe3ynsrate npoaHannavpoBaHbl 237 ny6nu-
Kauun. CNKUCKM CCbINTOK Ha 0630pbl U BK/OYEHHbIE UCChe-
LOBaHWA OblIM M3YyYeHbl ANS BblBAEHWUA MOTEHUMaNbHO
peneBaHTHbIX CTaTel. 3aTeM BbINOMHANACA MOWUCK cTaTen
B CTPYKTYpe CMWCKa NMTepaTypbl C LIE/blO BbISBAEHUS BCEX
cTaTen, KoTopble 6bln YKa3aHbl aBTopamu, 4TO NO3BOAUIIO
NMaAEHTUPULMPOBATb AOMNOSHUTENbHbIE IUTEPATYPHbLIE NCTOY-
HWKK. [ocne nonyyeHus pesynbTaToB NOUCKa OTOGMpanuchb
ny6auMKauun, B KOTOPbIX 06GCYXKAanncb BOMPOCHl, COOTBET-
cTBylOlWME Lenn uccnegoBaHus. UcknoveHne aybaupyto-
WX Ny6amMKauum ocylwecTBnanoCch BpyyHyto. Ha aTom aTa-
ne 6blna chopmMupoBaHa nepsBuyHasas 6asa nNyobAMKaLMA.
Mocne TwaTtenbHOro 3y4eHns nyennmKaLunm He BKAOYanuchb,
€C/IM OHWU He y4yacTBOBaiM B OCHOBHOM aHanu3e, He Obln
Ha aHrMNCKOM A3blKe, OblIM OTYETAMKM O Ciy4vasnx, Gblau
ony6nmMkoBaHbl 40 2015 r. B pe3ynbrate B Ka4yeCTBEHHbIN
CUHTE3 BKJtOYEHbI 44 cTaTbu.

ONPEAENIEHUE

PAC npeactaBnsaioT cO60M KIMHUYECKM M 3TMOMNaTore-
HETUYECKWN TeTepOreHHylo rpynny HapyweHun Henpopas-
BUTHUS, XapaKTEPU3YIOLIMXCS 0COBEHHOCTAMMU COLMaNbHOIO
B3aMMOJENCTBUSA, 0EDULNTOM OOLEHNS U OrPaAHUYEHHBIM,
cTepeoTunHbim nosegeHmem (DSM-5 n MKB-10) [6].

deHotnn PAC accouuupyetcs C HEKOTOPbIMU reHe-
TUYECKUMKU cUHApPOMamK (cuHapombl MaptuHa - bBenn,
[ayHa, MNpagepa — Bunnu, AHrenbmaHa, Cmut — Marenuc,
On[Xopaxun n ap.), XPOMOCOMHBIMU U FEHHBIMW MYyTaLms-
MU, HacneACTBEHHbIMW HapylleHUM MM O6MeHa BeLEecTB
(beHUNKETOHYPUSA, FOMOLMCTUHYPHUS, AeDULMT KMHA3bl KETO-
KWUC/TIOTHOW AernaporeHasbl UPHbIX KUC/IOT C Pa3BETBJ/IEH-
HOW uenbto, cuHapom Cmuta — fleman — Onuua, CMHAPOM
Candununno v ap.), anunencuen [10, 11]. B Hay4HbIx uccne-
[IOBaHMAX NOCNeaHUX NeT o0co60e BHMMaHWEe OTBOAMTCSH
raCTPOUHTECTUHASIbHBIM HapYyLIEHUAM, acCOLMUPOBAHHbLIM
cPACI[1, 6, 7].

CocTofiHME KMLWEe4YHOW MUKpPOoGUoThl y peten ¢ PAC

3HaynTEeNbHOE YUCIO UCCNIeAoBaTENbCKUX Tpynn oTMe-
YatoT, 4To y Aeten ¢ PAC nmetoTcsd 0CO6EHHOCTU MUKPOBUO-
Ma KWLIEYHWKA MO CPABHEHMWIO C HEMPOTUMUYHBIMU AETbMMU
[12-16]. U3MeHeHU MUKPOBMOMa KULIEYHUKA OKa3biBaloT
BIUSIHWE Ha Pa3BUTUE HEPBHOWM CUCTEMbI, MOCKOJIbKY HEBO3-
MOXHO OTpULATb ABYHAMpPaBAEHHYIO KOMMYHUKaLMIO MEXAY
KULIEYHUKOM M mo3rom [17, 18]. D. Campion u coaBT.
B cBoer paboTe OoTMevaloT, YTO KulevyHas MWKpobuoTa
UrpaeT Ba)KHyl0 pPO/Jb B KWLIEYHOM romMeocTase, B pas-
BUTWUM LIEHTPANbHOM HEPBHOW CUCTEMbI, @ TaKXKe B MoBe-
[IEHYECKON MOaynsiuMu M noBTopstolMxcs aucbanaHcax
KULWEYHOM MUKPOBMOTLI ayTH4HbIX Ntogen [19]. MukpobuoTa
KUWEYHMKA, Bblaensis meTabonuTbl, OKa3bliBaeT cylle-
CTBEHHOE B/IMSHWE Ha OYHKLUMOHUPOBAHWME LIEHTPasbHOM
HEPBHOW CUCTEMbI U KENYAOUYHO-KMWeYHoro TpakTta (FKKT).
P. Chakraborty un coaBT. uccnegoBanu B3anmMoCBsA3b TsXe-
CTM CUMMMNTOMOB ayTUCTUMYECKWUX HaPYLIEHUM U KENyaou-
HO-KMLWeYHbIX cumnToMoB y 176 geten ¢ PAC B Bo3pacTe
oT 2 ao 7 net. bonbuwmnHcTBO (93,2%) NaUMEHTOB MMENU
eNyAO4YHO-KULeYyHble cuMnToMbl, 1y 88,1% y4acTHUKOB
6b110 60N1€e ogHOro cumnToma. Hambonee yactble CUMMTO-
Mbl Y 06C/ie0BaHHbIX AeTeln OTMeYanucb B BMAE 3anopa,
orpaHvyeHus B efle, NPOsIBIEHUS MeTeopM3amMa U abaoMMU-
HanbHOW 60nuK. BbiiBNeHa KoOppenaumsa Mexay CTeneHbto
BblpaXeHHOCTK HapyweHun KT 1 TaxecTblo noBeaeHve-
CKux cumntomos [20].

A. Fattorusso M coaBT. CYMTAOT, YTO M3MEHEHHbIN
MWKPOBMOM KuleyHUKa y aeTen ¢ PAC He HOCUT yHUKaSb-
HOrO XapakTepa, M HEKOTOpble pe3ynbTaTbl MPOTUMBOpPE-
4YMBbl, BO3MOXHO, M3-3a HEOAHOPOAHOCTWM BKJIKOYEHHbIX
B uccnepoBaHue nauyueHtoB [21]. Mpun 3aTOM AUCHYHKLUSA
KUWeEYHUKa YacTo BcTpeyvaeTcsa y geten ¢ PAC u moxeT
KoppenupoBaTb C TAXECTbio ayTu3Ma B 3aBUCUMOCTH
OT CTEeMEeHW BOCMNANMUTENbHbIX U3MEHEHUIN B KULIEYHUKE.
Tak Kak npo6MOTUMKKM YMEHbLUAOT BOCNanuUTeNbHbliE MNPO-
LeCChbl B KMLIEYHMKE M 06GNeryatoT raCTPOUHTECTUHANbHbIE
CUMNTOMbI, BEPOSAITHOCTb NMOTEHLMANBHOIO MNOIOXKUTENbHO-
ro BO3/1eNCTBMUS NMPOGUOTUKOB C LENbI0 YMEHbLIEHNS CUM-
NTOMOB ayTUCTUYECKMUX HapylleHn TpebyeT aanbHenwero
n3yveHus [22].

Hanuyve npu3HakoB MMMYHHOW AUCOYHKUMKM Yy AeTen
¢ PAC npogemMoHcTpupoBaHo B uccnegosaHum D.R. Rose
n coaBT. bbl1o 06HapyKeHO NOBbIWEHWE YPOBHS NPOBOC-
nanuTenbHblX ULMTOKKMHOB IL-5, IL-15 n IL-17 ¢ 6onee HU3KUm
YPOBHEM PEerynaTopHoro uutokuHa TGFBRL1 no cpaBHeHwuto
C KOHTPOJSIbHOM rpynnon Ha ¢doHe NPU3HaKOB NOBbILEHHOM
NMPOHULLAEMOCTHM KMULIEYHOMN CTEHKM [23].



B page uccnefosaHuin oTMedeHa 60nee BblCOKas 3abone-
BaemocTb Clostridium y ayTuuHbIx feten [21]. B kadyecTBe noa-
TBEpXAeHUsa runotesbl o Clostridium Kak 0 noTeHuuanbHOM
dakTope pucka PAC npuBoauTCs UCCneaoBaHue, B KOTOPOM
y OeTen C ayTUCTMYECKMMM pacCTponcTBamMu nocne npose-
[EHHOro Kypca BaHKOMMLIMHA 3HAYUTENbHO YAYYLLWANCD HER-
ponoBefeHYECKHME U KENYA0HHO-KULLEYHbIE CUMNTOMbI [24].

B HacTosilee BpeMsi aKTUBHO BeAeTCs MOWUCK WHbIX
3PPEKTUBHbIX METOAOB BO3AENCTBUA Ha MUKPOOGUO-
Ty KuWweyHuKa. MccneposaHue, nposegeHHoe D.W. Kang
WM COaBT., 3aK/ll4anocb B TpaHcnnaHTauun deKanbHOM
MUKPOBUMOTbI B BbICOKUX J03ax B TeyeHue 7—8 Hepl AeTam
¢ PAC oT 350p0BbIX JOHOPOB C NpeaBapUTENbHbIM 2-Heaeb-
HbIM KYPCOM Jle4eHunsi nepopasibHbIMU HEBCAChIBAOLWMMUCS
aHTM6MOTUKaMu. Tepanus nepeHoca MUKPOBUOTbI yiyywnna
COCTaB KuLEeYHOM MUKPOBUOTLI Ha 8 Hea 1 Ha 80% cHW3Wna
BblpaXK€HHOCTb raCTPOUHTECTUHASbHbBIX CUMNTOMOB Y AeTEN
C ayTUCTUYECKMMM PacCTPOMCTBAMMU K OKOHYAHUIO NeYeHns
[25]. B paae uccnenoBaHuit Takxe 6bl10 NPOAEMOHCTPUPO-
BaHO OYEeBMAHOE YNydlleHWEe CaMOYyBCTBUS, YMEHbLUEHUE
BblPaXKEHHOCTH XeNnyLo4YHO-KULWEYHbIX PacCTPONCTB, n3me-
HEHWe CTPYKTYpPbl MUKPOOMOMa KULWEYHWKA WU yBeENUYEHUE
MUKPOGHOro pa3Hoo6pasus Mnocsie fnepeHoca KULe4HOM
MWKPO6GKOTLI [26, 27]. TakTMKa deKanbHOM TpaHcniaHTa-
LMK NpeacTaBAsSeTCqd HOBbIM afbTepHaTUBHbLIM MOAXOAOM
K NIe4EeHUI0 HapyWeHUs KUWEYHOM MUKPOOGMOTbLl npu PAC,
TpebyloWwmnM AabHENLLIETrO N3YYeHHS.

Mpu HepaBHEM WM3YYEHUM MUKPOOMOTHI MOAOCTM pTa
He Obl/I0 BbISIBJIEHO pa3Myinm B ee pasHoob6pasum B ob6pas-
Lax C/MOHbl HEMPOTUNUYHbBIX AETEN U AEeTEN C ayTUCTUYECKH-
MUK HapyweHuamu. OgHako B o6pasLuax CAtoHbl NauMeHToB
C ayTUCTUYECKUMU HapyweHuamMu 6bina obHapyKeHa HU3-
Kasi pacnpoCTPaHEHHOCTb KOMMEHCANbHOro MUKpoopra-
Hu3Ma Prevotella, y4acTBylouero B MmetabonmMame caxapu-
0B 1 6GUoCMHTE3E BUTAMUHOB [28].

B pasnuyHbIx MCCcnegoBaHnax cocTaBa KULWEYHON MUKPO-
6MOTbl MPUBOZATCA AaHHble O 3HAYMTENIbHOM MOBbILEHUU
Konuyectsa Clostridium, Desulfovibrio, Caloramator, Alistipes,
Sarcina, Akkermansia, Sutterellaceae v Enterobacteriaceae,
OTBETCTBEHHbIX 3@ NPOAYKLMIO TOKCUYHbIX AN5 OpraHnu3ma
MeTaboMTOB, LOMNOMHUTENIbHO OKa3blBaloWMX NaToreHeTH-
yecKoe pgewncteue npu PAC. OGHapyxeHa 60siee BbICOKas
pacnpocTpaHeHHOCTb 3TUX MWUKPOOPraHWM3MOB B MMKPO-
6u1oTE, YEM Y HEMPOTUMUYHLIX AeTen. [lpn aToM MmetoTes
[OCTOBEPHbIE MPU3HAKU CHUMKEHUSA COAEPIKaHUS MWUKPOOP-
raHM3amoB (poga Bifidobacterium, Lactobacillus, cemencTtBa
Veillonellaceae, Coprococcus, Prevotella spp., Akkermansia
muciniphila), oKa3blBalOWMX NPOTEKTUBHOE MPOTUBOBOCMA-
NMTEeNbHOE AENCTBME Ha CNM3UCTYIO 0B0M0YKY KULLIEYHMKA,
o6ecneynBaowmnx bepMeHTU3aLmIio yrneBoaoB U CUHTES
BMTaMWHOB, aMWHOKMUCAOT [16, 21].

HapyweHuns KuwevyHon MuKpo6uoTbl npu PAC moxeT
UMeTb TaKXe TpUOKOBbLIN KOMMOHEHT, OOYCNOBJIEHHbLIN
Hanuumem Candida albicans. B 6onee WMPOKOM CMbicNe —
KaHAMAO3HOE MOopakeHue CBMAETENbCTBYET O MpU3HaKax
obner4yeHHon aaresumu ncesporncdoB rpuboB BereacTBUE
CHUXKEHNS 6apbepHbIX GYHKLMI CTU3UCTOM 060/I0HKM NULLLE-
BapuTenbHoro Tpakta. Kpome toro, rpubel Candida albicans
NPOAYLIMPYIOT TOKCUYHbIE METABONTLI, YTO, BO3MOXHO, TaK-
K€ BHOCUT onpefeneHHbIvi BKnag B MaHUbecTaLmio ractpo-
WHTECTUHaNbHbIX HapylweHui [29]. Tem He MeHee, POnb rpu-
60B B pa3BuTun PAC 10 KOHLLA HE BbIICHEHA, 1 HEOBX0AUMbI
LOMONHUTENbHbIE NCCNELOBaHUS.

Takvm 06pa3oM, XoTs Obl10 ONYGIIMKOBAHO MHOXECTBO
nccnenoBaHUin KuwevyHon MuKpo6uoTbl npu PAC, go cux
nop HeT e4MHOro MHEHWS O TOYHOM COCTaBe KMLEYHOro
MUKpOo6UOMa, KOTopbI crneunduyeH ana nogen ¢ PAC.

B3aumocBaA3b C pacCTPOMCTBOM NUTAHUSA

UccnepoBaHns nokasanu, 4YTo AETU C pPacCTPoOMCTBaMMU
ayTUCTUYECKOrO CMEKTPa HaxoaaTCs B rpynne pucka passu-
TUSI PacCTPOMCTB MWUTaHUS M MULLEBOro noseaexus. Cpeau
JeTer M NOAPOCTKOB C pacCTPOMCTBaMM MULLEBOro nose-
[IeHus1 pacnpocTpaHeHHocTb PAC cocTtaBnsieT, Mo pasHbiM
JaHHbIM, oT 3 o 10% [30].

o 75% peten ¢ PAC nmetoT n3bupatenbHoCcTb B nuTa-
HUK, CBSI3AHHYD C 3aBMCMMOCTbIO OT TEKCTypbl, 3anaxa,
LuBeTa UM Temnepartypbl NPOAYKTOB, puUTyanbHOe noseae-
HWE NpU NpUemMe MUK U KOMMNYIbCUBHOE ynoTpebreHue
onpeaeneHHbIx NPoAyKToB. OTKa3 OT eflbl MOXKET NPOSBAATb-
€S AUTENbHBIM YAEPHKMBAHMEM MULLM BO PTY, PyMUHALMEN,
Hecnoco6HOCTbIO MpOXeBaTb WM MPOrJOTUTL ee Bcnea-
CTBME 3aJEPXKKM PasBUTMUA OpasibHbiX MOTOPHbLIX HaBbl-
KoB [31]. MoaTomy cyuliecTByeT HEOOX0AMMOCTb B MEPBYIO
oyepenb UCKIOYUTb racTpoadodareasnbHbii pedoke, 3y6-
Hyto 60/b, NULEBYIO aNNIEPruto, HEMEPEHOCUMOCTb TAKTOS3bI
M XPOHMYecKne 3anopbl. [lepBble NpobaemMbl, CBA3aHHbIE
C noBeeHMEM BO BPEMS MpuMema MUl 1 BbIGOPOM efbl,
nosIBNSAOTCS Y AeTer B 16 MeC M 4YacTo COXPaHSIOTCA B NO4-
pPOCTKOBOM BoO3pacTte. PaccTporcTBa nuuweBoro noeege-
HUSI MPU AyTUCTUYECKMX HaPYLWEHUSX MOTYT GbiTb CBS3aHbl
C OCHOBHbIMW CUMNTOMaMM1 OFPaHUYUTENIbHOTO U NMOBTOPSIO-
Lerocs NoBeAeHUsl U PasninaMM B CEHCOPHOM BOCMPUSI-
Tin nuwm [7]. F. Solmi 1 coaBT. onucbiBaloT MacwTabHoe
nccnenoBaHue, nNpoeBeaeHHoe B BennkobputaHumM ¢ nomo-
b0 aHKeTMPOBaHMSA, B BbIGOPKE KOTOPOro y4acTtBoBas
5381 noapocToK B Bo3pacTe 7, 11, 14 v 16 net. Bonpocsl
aHKeTbl OTpaalM OCHOBHble NOBEAEHYECKME pPacCTPOMn-
CTBa MULWEBOrO MOBEAEHUSA (EXXEOHEBHO, €XeHeaeNbHo),
KOTOpblE MCMOMb30BaNMCh B psae Npeablaylnx uccnemo-
BaHuK. MpKn ouLeHKe pe3ynbTaToB o6palianocb BHUMaHWe
Ha TeyeHne 6epeMeHHOCTH, BO3pacT U o6pa3oBaHMe marte-
pu, ee aHTPONMOMETPUYECKMUE AaHHble, Hanuine Mnocnepo-
[I0BOM AernpeccuM M pPacCTPOMCTB MULLEBOro MOBEAEHUS
B Te4YeHue n3HU. OBHapyKeHO, YTO MOAPOCTKMU, KOTOpble
B Bo3pacTte 14 net coobuialoT 0 paccTponcTBax NuLEBOro
NoBEAEHUS, yKe MMenu 6ofiee BbiPayKeHHble ayTU4YHble
coumanbHble YepTbl B BO3pacTe 7 NET N0 CPAaBHEHMIO C rpyn-
non KoHTpons. lMNonydyeHHble pe3ynbTaThl NO3BOAWMAN Npea-
NOJIOXWUTb, YTO BbIPAXKEHHbIE ayTU4HbIE YepTbl B AETCTBE
MOTYyT NpeacTaBnATb GaKTop PUCKa pPa3BUTUSA PaccTpou-
CTBa NULLEBOro NOBeAEHMS B NOAPOCTKOBOM Bo3pacTe [32].

AyTUCTUYECKME paCCTPOWCTBa TaKXe 4yacTo ObiBatoT
CBfi3aHbl C TPYAHOCTAMU 06pabOTKMU CEHCOPHON MHDOpPMa-
LMK, BKIOYAS YPE3MEPHYID MM HEeAOCTaTO4YHY0 YyBCTBU-
TENbHOCTb K CEHCOPHbIM CTUMY/aM B OKpYyXKalolen cpese.
ATMNMYHaa ceHcopHas ob6paboTKa Npu3HaHa OCOOGEHHO-
ctbio PAC n BcTpeyaetcs B 45-95% cnyvaes. L.T. Chistol
M COaBT. B MPOBEAEHHOW paboTe OLEHMIM B3auUMOCBHA3b
MeXay opasibHOW CEHCOPHOM 06PabOTKOM U CENEKTUBHO-
CTbio npuema nuwm y ageten ¢ PAC v y HEMPOTUNUYHBIX
aeten [33]. ABTOpbI NMpUWAKM K BbIBOAY, 4YTO GOJbLIMHCTBO
neten ¢ PAC umenu atMnunyHble CEHCOPHbIE XapaKTepuUCTH-
KK, 6onee y3Kui NuweBon Habop, OTKasbiBasiCb OT 60Jb-
Lero KosnyecTea NPOAYKTOB, NOTPEGASAN MEHbLUEE KOMU-
4ecTBO QPYKTOB M OBOLLEN, YTO TpebyeT B3anMOAENCTBUS
C MHOronpoduIbLHON rpynnon cneumanmcTos.

TunMyHOoe pa3BMTME MULLIEBOrO MOBEAEHWUS COCTOMT
B TOM, 4TO OGOJbIIMHCTBO AETEN MPOXOAAT CTaAuio Mulle-
BOW HeodOobUM, NpM KOTOPOW OTKa3 340pPOBOro pebeHKa
NPUHUMATb HOBblE MPOAYKTbl B CBOW MPWBLIYHbIA PaLMOH
HOCUT npexoasawmnin xapaktep. OgHaKo AETU C HETUMUYHBIM
nsberaHnemM NULLEBLIX NMPOAYKTOB HE XenaklT eCTb 3HaKOo-
Mble MPOAYKTbl WM Mpo6oBaTb HOBblE, YTO HabnaaeTcs
B 35% cny4aeB, 1 He pearvpyloT Ha NOBTOPHOE BBeAeHUe
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NPOAYKTOB TaK, Kak HeMpoTunuyHble aetu [34]. bes Bmella-
TeNbCTBa CO CTOPOHbI NeAMaTPOB U POAUTENEN aneTa AeTen
C n3bupaTenbHbIM NPUEMOM MULLM OCTAeTCs OrpaHUyYeHHOM
4O B3pocCnoro Bo3pacta, NO3TOMYy HEOOXOAMMO paHHee
BbliBfiEHWE TPYAHOCTEN B NUTaHWKU. B ganbHenwem nonesHa
MHOronpodunbHas MNOMOLWb CAeunanucToB ANna ynyduwe-
HWSI CEHCOPHbIX OLLYLEHWN, CBA3AHHbBIX C MPUEMOM MULLM,
a TaKXe 419 NOBbIWEHNS afeKBaTHOCTM M pa3Hoobpa3us
B MUTaHMUM.

FacTpoMHTeCTUHANIbHbIE CUMNTOMbI

UccnepoBaTenbCKkne rpynnbl, 3aHUMaloWmMecs BOMpo-
camu, CBSI3aHHbIMW C ayTUCTMYECKMMM paccTponcTBamu
y AeTen U NofpOCTKOB, MOAYEPKMBAIOT BbICOKYIO pacnpo-
CTPaAHEHHOCTb Y HUX COMYTCTBYIOLWMX FAaCTPOUHTECTUHANbHbIX
HapyweHui. Mo gaHHbIM 0630pa C. Holingue u coaBT., cpea-
HSI9 pacnpoCTpPaHEeHHOCTb 3anopa Cpean ayTUYHbIX AeTen
coctaBnsiet 22,2% (4,3-45,5%), avapen — 13,0% (2,3-
75,6%) v apyrnx cumntomoB — 46,8% (4,2-96,8%) [35].
Cpeau apyrux CMMNTOMOB BCTpeYaloTcs »Kanobbl Ha abao-
MUHanbHyl0 601b, METEOPU3M, PBOTY, NPOSBAEHUSA racTpo-
330dareanbHOro pediiokca.

B nccneposaHun M. Prosperi v coaBT. n3y4yanucb pac-
NPOCTPAHEHHOCTb U XapaKTep KeNyAoYHO-KULLEYHbIX CUM-
NTOMOB W NWLLEBOM U36MPaATENbHOCTH Yy 163 AOWKObHUKOB
¢ PAC. No gaHHbIM uccnegoanus, 40,5% neten ¢ PAC nmenu
XOTS1 6bl OAMH TAXENbIA KEeNyaOYHO-KUWEYHbIN CUMMNTOM
WK NUWEBYIO CENEKTUBHOCTb. [pynna nccnegyemblx geten
nmena Tak)Ke npob6neMbl CO CHOM, caMornoBpexKjatolee
noBefeHne U NOBbIWEHHYIO TPEBOMXHOCTb, HO HEe OTIMYya-
nacb 3Ha4yMTeNbHO MO MoKasaTtenam IQ u cTeneHu TAXKecTH
aytu3ma [36].

Bcneacteue HapyweHHOM KOMMYHWKaLMK, U3MEHEHHO-
ro BOCNpuATUS GONbLIMHCTBO MaLMEHTOB 3aTpyAHAKTCA
Coo6WNTb 06 abaoMWHanbHOW 60/IM U MOrYT MNPOSABAATb
BO3OY)KAEHWE, HapylleHWe CHa W Apyrue nosefeHYecKue
CUMMNTOMbI, HE YKa3blBas Ha HanuMyMe CMMNTOMOB CO CTO-
poHbl KKT. AnarHocTnKa nNaTtonorMyeckux COCTOSHUIA 3TOM
rpynnbl NauneHToB 6GbiBaET CNOXKHOM M ANUTENbHON. CNeKkTp
ayTUCTUYECKMX CUMMTOMOB, BJIMSIOWLMX HA FaCTPOMHTECTU-
HaNlbHble CUMMTOMbI, BKOYAET CONPOTUBIEHNE UBMEHEHM-
AM pauMoHa NUTaHUS, KOMOPOUAHYIO TPEBOrY, HapylweHue
MOTOPUKKU NULLEBAPUTENBHOIO TPaKTa U U3SMEHEHHOE CEH-
COpHOE BOCNpuaTHUE B BMAE 60/1€BOro cuHapoma [7].

B. Restrepo # coaBT. B CBOel paboTe OTMETWUIMH,
4YTO raCTPOMHTECTUHANbHbIE CUMMNTOMbI Yalle BCTpeyanuchb
y aetert ¢ PAC no cpaBHEHWUIO C rPynnon HEMPOTUMMUYHBIX
neten (47,8 n 17,8% cootrBeTcTBeHHO). [pn 3atom 30,6%
AeTen ¢ ayTUCTUYECKUMU HapyLWeEHUAMU UCMbITbIBaAN MHO-
ECTBEHHble CUMMTOMbI €O CcTOpOoHbl KT no cpaBHeHuto
c rpynnon KoHTpons (5,4%). OAHOBPEMEHHO racTpPOUHTe-
CTUHa/bHble pacCTPOMCTBA COMPOBOXAANWUCH YCUAEHUEM
camornoBpeXjaloLero noBegeHns, COMaTUYECKUMMN XKano-
6amu, COKpaLlleHNeM NPOAOIKUTENBHOCTH CHa [37].

Bo3MOXHO, 3anogo3puTb KOMOPOUAHYKO NaToNoruio
nNpPMEMIIEMO NO U3MEHEHUIO COCTOSHUSA M yCUMBAlOLLENCA
CTEPEOTMNHOCTU MOBEAEHUS, TMMEPAKTUBHOCTU, MOBbIWeE-
HMIO TPEBOXHOCTH, arpeccum, CamomnoBpPEKAEHMIO, KOTOpble
KOPPENUpYIT C BblPaXeHHOCTbIO racCTPOUMHTECTUHAbHbIX
cumnTomoB [38]. Bonpoc npuYMHHO-CNeACTBEHHOW CBSI-
31U MeXay BblPa*KEHHOCTbIO NOBEAEHYECKUX CUMMMTOMOB
n NosiBNEeHWeM HapylweHun co ctopoHbl XKKT ocTaeTcq ewe
OTKPbITbIM. B HacToswee Bpems TaKKe HET ybeauTenbHbIX
cBugetenncts cBasn PAC ¢ uenvaknen, UMMYHOONOCPEAO-
BaHHbIMK 3a60NeBaHUSAMM.

Oetn n nogpocTku ¢ PAC UMeIoT NOBbIWEHHbIM PUCK pas-
BUTUSA OXMPEHMS U M3OLITOYHOrO Beca BCNEACTBUE MEHb-

Wero uHTepeca K akTMUBHOMY NMOBELEHMIO U 3aHATUSIM CNop-
TOM, HapyLLEeHUS CHa, MPUBEPKEHHOCTU K NOBTOPSOLEMYCS
PEeXMUMy MUTaHWS, BKIOYAIOLWEMY BbICOKOKaNoOpHUHble Npo-
LYKTbl, BO3MOXHOIO Ha3Ha4YeHUs No nokasaHuam 1 npuema
npenapaTtoB (HEMPONENTUKOB, NPOTUBOCYAOPOXKHbIX Mpe-
napartoB), CNOCOBCTBYIOLMX YBENUYEHUIO Macchl Tena [7].

B 0630pe J. Wasilewska 1 M. Klukowski [39] npuBoasTcs
CBefeHNs IHAOCKOMUYECKNUX UCCNe0BaHNUN BEPXHUX U HUMK-
Hux otaenoB KTy neten ¢c ayTUCTUYECKUMU PpacCTPONCTBA-
MU. Pe3ynbTaTbl MOKasanu 3HLOCKOMUYEeCKUe u rmcTonaTo-
NornyecKkne nNpusHaku pedniokc-azodarnta, XPOHMYECKOro
ractTpuTa U XpOHMYEeCKOro ayoaeHuta. lNpu KonoHocKonuye-
CKMX MccnefoBaHUsX 4acTo BbIABASANCE UIEOKOAUT M BOC-
nanutenbHble MHGUNLTPATbI CAN3UCTON 0BO0M0YKU TOHKOIO
M TONCTOrO KULWEeYHUKa. HYacTb NauMeHTOB UMENU MPU3HAKK
XPOHMYECKOro BocnaneHms CanM3ncTon 060104KN KULLEYHU-
Ka HU3KOMN CTeNeHMu, KOTopble SBASANCL NPOAPOManbHbIMU
dazamu BOCNanuTeNbHOro 3a6oneBaHns KUWeYHuKa.

B uccnepoBaHun A. Krigsman u S.). Walker npuso-
aaTca pesynbtaTthl KonoHockonuu npu PAC, KoTopble
LEMOHCTPUPYIOT MPU3HAKM XPOHUYECKOTr0 BOCNANMUTENbHOMO
NoBPEXAEHUA TOHKOrO M TONCTOrO KUIWEYHWKa B BuUAe
MHOUABTPALMN UMMYHHBIMU KNETKaMM CIM3UCTON 060/104KM
KULWEYHMKA, y3N0BON NTMMOOUAHOM rMnepniasunm, y4acTkoB
AMM@aHrMaKTa3mmn KULWEYHOM CTEHKKU. HO, MO MHEHMIO aBTo-
POB, YHUKaNbHble BOCManUTeNbHblE XapaKTEPUCTUKM acco-
unupoBaHHoro ¢ PAC aHTepuTa OT/IM4aloTCs OT KapTUHbI BOC-
nanuTenbHblX 3a60M1eBaHWU KNMWeEeYHNKa. NTpn MUKPOCKOMUK
06pa3uoB 6MONCUU OBHAPYKEHbI YCEYEHHbIE U pa3pyLUEeH-
Hble MMKPOBOPCUHKM SHTEPOLIMTOB C NpoLLeccaMm CaMOBOC-
CTaHoB/EHMA B BUAE GUOPUHOSHOIO MOKPLITUSA, YTO NPUBO-
OWT K HapyweHUIo MpOoLLEeCCOB MULLEeBapeHns BCneacTeue
ncye3HoBeHUs GEePMEHTOB LWETOYHON KalMbl U MOBbIWEHMS
KULWEYHOM MPOHMLAEeMOCTU. BHYTPMNPOCBETHOE COAEPKM-
MO€ KULLEeYHMKa B BUAE MaKPOMOJIEKYN NOCTyNnaeT B Kanu-
N9pbl CIU3UCTOM 060/1I04YKM KULIEYHUKA, Bbl3blBas MECTHYIO
aKTuBauuio B- n T-numdoumMToB Cc nocneqytollen BbipaboTKoM
npoBocnanuUTeNbHbIX LUTOKMHOB, aHTUTEN, UMMYHHbIX KOM-
NIEKCOB M UX NOCTYNJeHneM B nepudepmnyeckoe KpoBEHOC-
Hoe pycno. [poBocnanuTebHbIe LMTOKMHBI, 06pagyloLmecs
B KMLUEYHUKE, MOTyT NpeogoneBaTtb remMaToaHuedanmyecKkun
6apbep, oKasblBas HeMpoToKcuyeckoe Bo3aencTtaue [40].
B page uccnepgoBaHuit NPUBOAATCS AaHHbIE O CHUMXKEHHOM
3KCMNPEeccun GEeNKOB MMOTHbIX KOHTAKTOB (TPULENNIONNH,
KnayauH-1, OKKAANH), GOPMUPYIOLLNX KULWIEYHbIN 6apbep,
Npu BbICOKMX NMOKaldaTensix 30HyAMHa, YTO CBMAETENbCTBO-
Baso O HalM4YUM BbICOKOM MNPOHULLAEMOCTU KMLLEYHOrO
G6apbepa [41-43].

3AKNTIIOMEHHUE

Mutanue asnaetcs onpegensowmnm GakTopom pasBu-
TMA pebeHKa. CylwecTByeT HeOOXOAMMOCTb paHHew Aua-
FHOCTUKM M OLLEHKM racTPOMHTECTUHANbHbIX HapyLleHWN
npu PAC, BO3MOXHOCTM WX KOPPEKUMW C Lenblo OnTu-
MU3aLMKU NUTaHWS, pa3paboTKM MHAMBUAYaANbHOIO KOM-
MMEKCHOro NevyeHUs U TaKTUKKU BEAEHUS C MpUBMIEYEHMU-
€M CMeuuManncToB pasnnyHblx npodunen. MNytn peweHus
oTparkeHbl B npukasze MwuH3apaBa Poccum oT 13 MIOHS
2019 r. N 396H «O BHeceHWn n3meHeHun B lopsagok
nposeaeHns NPoPUNaKTUHECKUX MELULIMHCKUX OCMOTPOB
HecoBeplweHHONeTHUX» [44], B KOTOPOM YyKa3blBaeTcH,
4YTO «B pamMKax nNpodMnakTUYecKoro MeguLMHCKOro oCcMo-
Tpa HEeCOBEpPLEHHONETHMX, LOCTUrLIMX BO3pacta 2 neT,
CKPUHUHI Ha BbliBNEHWE Tpynnbl PUCKA BO3HUKHOBEHUS
WY HaNMYKUS HapyLWEHUIM MCUXMYECKOr0 Ppa3BUTUS OCYLLECT-
BASIETCA NyTeM MNPOBELEHUA aAHKETMPOBaHMA poauTenen
JeTen, ocMOTpa BPa4YoM-NCUXMaTPOM AETCKMM B OTHOLLE-



HWUW JeTen, BKJOYEHHbIX B FPynny pUCKa BO3HWUKHOBEHUSA
WN HaNW4YnUs HapyLWeHUM NCUXMYECKOr0o pas3BUTUSA».
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HWUW negunatpmm n oxpaxbl 3aopoBbsa ageten HKLL N°2 OIrEHY
«PHLX nm. akaa. B.B. MNetposckoro», MockBa, Poccuinckaa Pegepauma

HdepmaTtosormyeckue npoaBiEeHUNA

COVID-19 y peten

ABTOp, OTBETCTBEHHbI 3a Nepenucky:

Am6apysH 3ayapa TurpaHoBMY, KaHOUAAT MEAULIMHCKUX HayK, 3aBedyloLni oTaenennem aepmatonorun HUW negmatpum u oxpaHsl 300poBbs AeTei

HKL, N°2 ®I'BHY «PHUX vm. akaa. B.B. MetpoBcKoro»

Appec: 117593, MockBa, JutoBckui 6ynbBap, 4. 1a, Ten.: 8 (915) 400-00-02, e-mail: edo_amb@mail.ru

B npejctaBieHHoON ny6aMKauuu onucaHbl pasindHble gepmaTtoaorudeckue npossaeHus COVID-19, KoTopble pa3BuBasnCh
y nNauMeHTOB AETCKOro Bo3pacTa, OnucaHa 4yactoTa Mx BCTPEYaeMOCTH, a TaKKe 0COBEHHOCTU K/IMHUYECKON KapTUHAbI.
OT1a€e/1bHO pacCMOTPEHbI BbIChINaHUs Mo TUMY NCEBAOOTMOPOKEHNN KaK Hanbosiee crieymduyHblie cpeau AETCKOM rnonyns-
UuK, nepeHecLlen KopoHaBUPYCHYIO MHPeKUMIO. TaKkxKe npeAcTaB/IEHO ONUCaHUE KOXKHbIX POSIBAEHUI NPU MyIbTUCUCTEM-
HOM BOCMaanTeIbHOM CUHAPOME Y AETEN, 3aTPOHYTbl BONPOCHI 1a60paToOPHON ANAarHOCTUKM.

Knru4eBble cnoBa: COVID-19, SARS-CoV-2, nceBA00TMOPOKEHHS, Chiflb, JETH, MYJIbTUCUCTEMHbIN BOCNANTEIbHbIN CUH-

Apom

Ana yntnpoBanunsa: ViBaHunkos B.B., AM6apuaH 3.T., KyabmuHoBa A.[l. JepmaTonoruyeckne npossneHus COVID-19
y neten. lNegunatpudeckas papmaxonorus. 2022;19(2):105-114. doi: https://doi.org/10.15690/pf.v19i2.2398

BBEAEHUE

Hosbin PHK-BUpyc n3 cemenctea Coronaviridae, KOTo-
pbIM NONYYUN Ha3BaHUE «KOPOHaBUPYC TAXKENOro 0CTPOro
pecnupaTtopHOro cuHgpoma 2» (severe acute respiratory
syndrome-related coronavirus 2; SARS-CoV-2), Bnepsble
Obl1 BbIiBNEH B KuTae B MpPOBMHLUMK YxaHb B 2019 1.
M CMNyCTS HECKONIbKO MECSLEB Mnocie o6HapyxeHus pac-
nNpoCTpaHuICsa No Bcemy mupy [1].

Bupyc pacnpocTpaHaeTcd BO3A4YLWHO-KanebHbiM
nyTeM, HO UMEIOTCH COOOLLEHUA O deKanbHO-OpasbHOM
nytu 3apaxenusa [2]. OcHoBHOM MuweHbio SARS-CoV-2
ABNAETCA CAM3UcTas 060N0YKa BEPXHUX [AblXaTelb-
HblX NyTen. MexaHU3M MPOHUMKHOBEHUSA BUpyca B Knet-
Ky-MULIEHb OCYWECTBNSETCA 3a CYeT B3auMOLENCTBUS
C peLenTopoM aHrMoTeH3uHnpespalwatuero GepmeH-
Ta 2 (ACE2). 3Kcnpeccua reHa KAeTo4YHOro peuentopa
ACE2 6blna npoAeMOHCTpUpOBaHa B page TKaHen yeno-
BEKa, BKJII0Yas [bIxaTesibHble MYTH, XKeNYA0HHO-KULIEYHbIN
TPaKT, KOXY U XXMPOBYIO TKaHb [3].

COVID-19 npoTteKaeT ¢ Bap1MabenbHOM CTENEHbIO THKe-
CTU M 06bIYHO BKJOHaET B cebs nMxopalky U pecnupa-
TOPHbIE CUMMTOMbI. HacTo OTMe4aloTCH TaKue CUMMTOMBbI,
KaK MoBblleHWE TemnepaTtypbl Tena, MUanrus, roloBHas
60/b, cnabocTb, nNoteps OBOHAHUA U BKyca W/uUnu ero

n3BpalleHune. TakKe onncaHo pa3BUTUE HOBOIO TSXKENOro
ocnoxHeHua COVID-19 — MynbTUCUCTEMHOrO BOCNasu-
TenbHoro cuHapoma (MIS), y KOTOpoOro BblAENSOT AETCKYO
(MIS-C) n B3pocnyto (MIS-A) dopmbi [4].

B paHHUX Ny6AnKaumsx BbICKa3blBaaMCb MPEANON0KEHNS
0 6onee nerkom TeyeHnn COVID-19 y nmaumeHToOB AETCKOro
Bo3pacTa. OgHako B HacToslliee Bpemsi OoTMedyaeTcs Bce
60/bllee YMCNO AeTeN U NOAPOCTKOB C TAMXKENbIM TEYEHUEM
3aboneBaHusl, KoTopoe TpebyeT rocnutanusalmm, YTo CBS-
3aHHO C NOSIB/IEHWEM HOBbIX LUITAMMOB KOpPOHaBMpyca, KOTo-
pble NpoABASIOT 60/bLUYI0 BUPYIEHTHOCTb U NATOrEHHOCTb [1].

ABTopbl npoBenu B PubMed noucK opuruHanbHbIX
M 0630pHbIX CTaTeN, ONMUCAHUIN KIIMHUYECKNX CllyYaeB, Hamnu-
CaHHbIX Ha aHTIMMCKOM 5i3blKe U 0Ny6ANMKOBaHHbIX ¢ 11 Hos-
6ps 2019 no 30 gHBaps 2021 r. bbin UCNoNb30BaHbI KAto-
YyeBble C/IOBa «KOXKa», «CblMb», «4ETU», «MYNbTUCUCTEMHbIN
BOCMaNUTENbHbIA CUHAPOM» U «4EPMaTONOrns» B COYETaHUMU
¢ «COVID-19» n «SARS-CoV-2». ABTOpbl OFpaHU4ynan Konu-
4eCTBO CTaTEMN, UCKIOYMB Te, KOTOPblE HE UMEeNn MPAMOro
OTHOLWIEHUS K KOXHbIM nposieneHuam COVID-19. Mpu aHa-
NIM3€ Hay4YHbIX NY6ANKaLMIA UICNONb30Bau ciegylolme aaH-
Hble: KJIMHWYECKMEe NPOSIBNEHUS 3aboNieBaHusl, oKanusa-
LMa BbICbiMaHWi, BO3pacT MaLMEHTOB, FMCTONOrMYECKUe
1 nabopaTopHble AaHHbIE.

Viadislav V. lvanchikov, Eduard T. Ambarchyan, Anastasia D. Kuzminova

Research Institute of Pediatrics and Children’s Health in Petrovsky National Research Centre of Surgery,

Moscow, Russian Federation

COVID-19 Dermatological Manifestations in Children

This article describes various COVID-19 dermatological manifestations that can develop in children. Their incidence and clinical
features are described. Chilblain-like lesions were considered as the most typical in children population after coronavirus infec-
tion. Description of skin manifestations in multisystem inflammatory syndrome in children is also presented, issues of laboratory
diagnosis are covered as well.

Keywords: COVID-19, SARS-CoV-2, chilblain-like lesions, rash, children, multisystem inflammatory syndrome
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Ta6auua. Knaccndurkaums Boicbinanmi npu COVID-19, yacToTa Mx pa3BUTHS U CBA3b C BO3PACTOM M TAXKECTbIO Te4eHus 3aboneBaHus,

afgantupoBaHo 13 Seque C.A. et al. [7]

Table. Rashes classification in COVID-19, their incidence and correlation with age and disease severity, adapted from Seque C.A. et al. [7]

” Yacrora, CucrtemMHbie Hauano
Tun BbicbiNaHUKA KnuHuuyeckue nposBneHusa o BospacTt -
% nposiBIEHUA BbIiCbINaHUMH
BbICbiNaH1s Mo TUNY PO30BOr0
nvwas, MHOropopMHoOWM
Makyno-nanynesHble 3KCCYAATUBHOM 3pPUTEMBI, 9-47 B3pocnble Nerkue 0-14 gHen
JIMXEHOUAHBIX BbICbINaHWUM,
BUPYCHOWM 3K3aHTEMbI
MATHa 3aCTOMHOrO CUHIOLWHOIO
Netun Nerkue nnun .
MceBAOOTMOPOXKEHUSA OTTEHKa Ha KOHEeYHOCTSIX, 18-75 0-14 pHen
M NOAPOCTKM OTCYTCTBYIOT
HanoMMHaloLWMe OTMOPOKEHHUS
Heotnnynmebl oT Apyrux Gopm
YpTuUKapHble KpanuBHULLbl, aHTMOOTEK 9-30 B3pocnble Nerkue o vnn 0-14 gHen
BCTpevaeTcs peaKko
BbICcbiNaHus No TMnNy BE3WKyn .
Be3ukyno-6ynnesHole . y ¥ 9-15 B3pocnbie Nerkune o wnn 0-14 gHen
npu BETPSIHOM ocne
BbiCbinaHns no Tuny ceT4aToro
Nueepo, nypnypa, HeKpo3 Yepes
NMBefO, NYyprypbl, HEKPO3 KOXKKU 4-9 MNoxkunble Taxenole .
KOXMK ", 10-14 pHen
KOHe4YyHoCcTewn
KOXHbIE NPOSIBJIEHUSA COVID-19 Y AETEHN Makyno-nanynesHole BbicbinaHua npu COVID-19

MNepBoe cucTeMaTM3MpoBaHHOE OMUcaHue AepmaTtosio-
rmyeckux nposisneHun COVID-19 ony6inKoBanuM B CBO-
en paboTe UCNaHCKWe fepmaTonoru, KoTopble pasfenunv
MX Ha 6 rpynn: ypTUKapHble BbICbINaHUsA, 3pUTEMATO3HO-
nanynesHble BbICbiNaHUsA (KOpenogobHas Cbifb), nanyno-
BE3UKYNAPHbIE BbICbINAHUA, NCEBLOOTMOPOMXKEHUSA, BbICbI-
naHWg No TUMYy CET4aToro SMBEAO W remMopparuvyeckue
BbiCcbiNaHus [5]. Take aBTopamu O6biNM OMMUcCaHbl Ciy4au
MHOTro®OPMHOM 3KCCYAaTUBHOM 3PUTEMbI U PO30OBOIr0 nLWas
Hunbepa, pa3BUBLUNXCS Yy NALMEHTOB NOCSE NEPEHECEHHOIO
COVID-19. HactoTa BOBJieYeHUS KOXKM Npu nHdekunm SARS-
CoV-2 pazHnutca ot 0,2% B paHHuUx nyb6nunkaumusax o 20,4%
B COBPEMEHHbIX COOBLLEHUSX [6].

B HacTofiwee BpeMs GONbWKWHCTBO MccnegoBaTenen
pasaensioT nopaxkeHune Koxu npu COVID-19 Ha 5 OCHOBHbIX
rpynn (cM. Taénuuy). MNofo6Hble BbICbINaHUA OTMeYatlTes
KaK y AeTei, Tak U Yy B3pOC/bIX NaLUEHTOB, OLHAKO UMEIOT
pas3Hyto 4acTOTy BO3HUKHOBEHMS B 3aBUCMMOCTHU OT BO3pac-
Ta [7]. BMecTe ¢ TeM cnefyeT y4uTbiBaTb, YTO B HACTOALWMUM
MOMEHT HET OO6LLENPU3HAHHON KNacCUPUKaLUN KOXKHbIX
nposisneHun COVID-19.

MakKyno-nanyne3Hble BbiCbiNaHUs

B aTy rpynny BXOAST MHOMOYUCSIEHHbIE 3pUTEMATO3HbIE,
MaKyno-nanynesHble (KopenogobHbIe) BbICbINaHUSA, KOTOPbIE
MUMEID CXOXYIO KJIMHUYECKYIO KapTUHY C NOParKEHUSAMU KOXKM
NpPU MHOFOYUCSIEHHbIX BUPYCHbIX MHPEKuusax. Mo aaHHbIM
AV. Marzano, makyno-nanynesHble BbICbliNaHUS COCTaBM-
M 47% OoT BCcex cny4aeB KOXHblX nposisneHun COVID-19
[5]. Mpu gaHHOM TUME BbICbINAHWA YacTo OTMeYaeTcs 3y[
C pa3/IMYHON CTENEHbIO UHTEHCUBHOCTH, HO 3a4acTyto Noj06-
Hble BbICbIMaHUS MOTyT HUKaK He 6eCrnOKOUTb NauueHTOB.
[aHHble 0 Koppenauuu Mexay WUHTEHCUMBHOCTbIO BbiCbiMNa-
HUA U CTEMEHbIO TAXECTU 3aboneBaHus NPOTUBOPEYUBHI.
M3BECTHO, YTO BbIChbINaHWA Ha KOXe MaHUPeCTUpYOT BMecTe
C OCHOBHbIMU MPOSIBNEHUAMU 3a60NEBAHUSA U pa3peLLatoTcs,
KaK npaBuiio, B TeyeHue 2 Hef. BbicbinaHWs NoKanuaylotes
B 06/1aCTU KOHEYHOCTEN M TynoBuula (puc. 1, 2), B NaToNoru-
YeCKMM NpoLecc MOoryT BoBieKaTbCs TaA0HU 1 NoAowBsbl [8].

He ABAs0TCA cneundUnyHbIMU U TPeBYIOT NpoBeaeHns Aud-
depeHUnanbHOM AMarHoCTUKK ¢ APYrMMU BUPYCHbIMU 3a60-
NeBaHUSAMM, CMOCOGHbLIMU BbI3BaTb CXOXYIO CbiMb. 3a4acTyio
Heob6xoaAuM TWaTeNbHbI C60P aHaMHe3a NauueHTa Ha npea-
MEeT MPUMEHEHNS NEKAPCTBEHHbIX CPEACTB, YTO MOMOXET
UCKJII0UYNTb KOXKHblE€ NEKapCTBEHHbIE peaKuuu [8].

NMomumo HecneundryecKnx BbiCbiNaHUm, GblaN ONUCaHbI
cnyyau passutng COVID-19-uHayumMpoBaHHOM MHOrodopMm-
HOW 3KccyaaTMBHOW 3pUTEMbl Y NaUMEHTOB AETCKOro BO3-
pacTa (puc. 3) [6].

MHOro4mMcneHHble UccaefoBaHMA OTMeYaloT CBSA3b
COVID-19 c po3oBbiM nuwaem XXubepa (puc. 4), KOTopbin
ABNSETCA TUMUYHLIM MapanHPEKLMOHHbIM 3aboneBaHu-
ewm [10].

MceBAOOTMOPOIKEHUSA, TN «<KOBHAHbBIE Na/bybl»

NceBaoooTmopoxeHusa (chilblain-like lesions), KoTo-
pble MHOTMe aBTOPbl MMEHYIOT «KOBWAHLIMW ManbLamMu»,
npeactaBnaloT cob6om TeMHO-OUONETOBLIE NATHA, Nanynbl
M 6NAWKK, KOoTopble o06pasyloTca 6e3 npealecTByoWwero
BO34enNCcTBMUSA HU3KKUX TemnepaTyp [10]. MNoparkeHna obbly-
HO pa3BMBaloOTCA Y AeTeN M NOAPOCTKOB 6€3 XPOHUYECKUX
3abofeBaHMn U peaKo HabnwoaatTca y aetern mnaguwe
10 net. OHM BO3HMKAIOT Ha cTonax (puc. 5, 6) B 74-100%
cnyyaeB, HO TaKXe 6bliM ONUcaHbl U Ha KUCTAX (puc. 7).
MopakeHnss 06bl4HO MHOXECTBEHHblE, OKpyrnon ¢GopMbl
M BapbMpyloT B pa3Mepax OT HECKONIbKMX MUIIMMETPOB
0o 1-3 cMm, noparkasi BeCb nasnel ¢ YeTKOM AemapKauuen
Ha ypoBHe ncHedanaHroBoro cyctaesa. Kak npasuno,
nopa)KeHuss npeacTaBneHbl KpacHOBaTO-GUONETOBLIMU
NATHaMW, KOTOPble M3pedKa PacnoNoXKeHbl Ha poHe oTey-
HOM KoM [11].

O6bIYHO MOopaaloTCcs OKOJIOHOTTEBAs KOXa W Uno-
HUXMK. B nocneayollemM MNOpa*KeHUs MOryT UMEeTb Be3u-
Kyno-6ynnesHblii XapaKTep W MNOKPbIBATbCA KOPO4YKaMM
(puc. 8) [11]. Ha nogowBax M 60KOBbIX NOBEPXHOCTHAX CTOM
MOryT HabnogaTbCa rpyoble 3KXMMOTUYECKME U UHOUb-
TpUpoBaHHble nopaxeHusa (puc. 9). B otanume ot B3poc-
NblX, Y KOTOpbIX B 45% cny4yaeB HabnoaanMcb CUMMATOMbI



Puc. 1. Makyno-nanyne3aHble BbiCbiNaHUs B 06nacT1 TynosuLla
y pebeHkKa [9]

Fig. 1. Maculo-papular rashes on child body [9]

Puc. 3. COVID-19-uHayumpoBaHHas MHorodopmHas
3KccyaaTMBHasg aputemMa y pebeHka [6]

Fig. 3. COVID-19-induced erythema exsudativum multiforme in a
child [6]

COVID-19, y paeTelt n noapocTKoB 3aboneBaHWe NpoTeKa-
no 6eccMMnToMHO. Cy6beKTUBHO MOrM 6ecnoKouTb 60Mb
1 3ya B 061acTu BbicbinaHui (o1 9,4 no 57,8% cnyyaes) [11].

NceBAOOTMOPOXKEHUSA  XapaKTepHbl Ans  geTen
M NOAPOCTKOB M MOTYT GblTb €AMHCTBEHHLIM MPOSBIEHNEM
COVID-19 [10]. CTOUT OTMETUTb, YTO AaHHble BbiCbiMaHWUA
CNOCOGHbI pPa3BMBaTbCS Yepe3 HECKONbKO Hefenb nocne
nepeHeceHHoOn MHbeKumun. Mo nocneaHUM AaHHbIM, MCEB-
[I00TMOPOXKEHNUA COCTaBAAT A0 75% cpefn BCEX KOMHbIX
cumntomoB COVID-19 y neten [10].

Puc. 2. Makyno-nanyneaHble BbiCbiNaHUs, CAnBatoLLMecs apyr
¢ Apyrom [9]

Fig. 2. Maculo-papular rashes, confluent [9]

Puc. 4. Po3oBbift nuwwan ubepa, uHayumpoBaHHbin COVID-19 [8]
Fig. 4. COVID-19-induced pityriasis rosea Gibert [8]

Bo3MOXHOEe 06BbACHEHWE PaACNPOCTPAaHEHHOCTU MCEB-
[0OOTMOPOXEHW OCHOBAHO Ha YCTOMYMBOW BblpabOTKe
nHtepdepoHa-1 (IFN-1) y geten. IFN-1 genctByeT KaK cBS-
3ylolllee 3BEHO MEeX/y BPOXK/AEHHbIM U aganTUBHbIM UMMY-
HWTETOM W WrpaeT HEMoCPEeACTBEHHYIO POSib B MMMYHOMO-
OynauMM 1M BbipaboTKe NPOTUBOBUPYCHbIX 6enkoB. bonee
BbicOKasa BblpaboTKa IFN-1 y Monoabix nauMeHToB, BO3-
MO}HO, CBAi3aHa C Ny4YlMM MPOTUBOBUPYCHLIM MMMYHHbIM
OTBETOM, 4YTO MOXET OO6BbACHUTL 60/ee HU3KWMe MnoKasa-
TeNU pecnupaTtopHbIX U CUCTEMHbLIX CUMMNTOMOB, Bbl3BaH-
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Puc. 5. [ceBAOOTMOPOXKEHNA B 061aCTH CTONbI Y pebeHKa [11]
Fig. 5. Chilblain-like lesions on child’s foot [11]

Puc. 7. llceBAOOTMOPOXKEHMS B 06/1aCTH KUCTU y pebeHKa [9]
Fig. 7. Chilblain-like lesions on child’s hand [9]

Puc. 6. <KoBuaHble nanbubl» Ha cTone [12]
Fig 6. “Covid toes” on foot [12]

Puc. 9. MNopaxeHue B 061acTu NATOK C pa3BUTUEM
He60/bWKX BE3UKYN C NIOTHOM NOKPbLILWKOM HA MOBEPXHOCTH
NceBAOOTMOPOXKEHUN [11]

Fig. 9. Lesions on heels with development of small vesicles with
solid crusts on chilblain-like surfaces [11]

Puc. 8. 06pa3oBaHue TPELLUH 1 KOPOYEK B oYarax
nceBAOOTMOPOXKEHMS Ha cTonax [13]

Fig. 8. Cracks and crusts in chilblain-like foci on the feet [13]

Hbix COVID-19, B aton nonynsauun. Kpome TOro, Hapy-
WeHUss B perynsiumMu BblpaboTKM WMHTepdepoHa CBSA3aHbl
C ayTOUMMYHHbIMW COCTOSHUSIMU U TSXKENbIM BOCNaNeHUEM.
MNceBAOOTMOPOXKEHUS, CBSI3aHHble ¢ COVID-19, aHanormnyHbl
TEM, KOTOpble OMNMUcaHbl y NaLUeHTOB ¢ UHTepdepoHonaThs-
MU, rae Habnogaetcs gedeKTHasa perynsums, NpUBOASLLAs
K M36bITKY NPOAYKLMK MHTEepdEpPOHOB [14].

[pyrve runoTtesbl CBSA3bIBAOT pa3BWTUE MCEBAOOT-
MOPOXEHUN ¢ 06pa3oBaHMEM MUKPOTPOMOGOB B nNopa-
EHHbIX COCYyflax KOXW W pa3BUTUEM BackynuTa. JaHHas
runoTe3a OCHOBbIBAETCSH Ha TOM, YTO KOPOHaBWUPYC CBS-
3biBaetcd ¢ ACE2, KoTopbit B 601bWOM 4YUCNie npoay-
uMpyeTca Ha nepuuuTax. opaxeHue nepuuuTa MOXKET
NPUBOAUTL K BOCMaNEHUI0 COCYAUCTOM CTEHKWU W runep-
KoarynsiumMm M pas3BUTUIO KIMHUMYECKMX nposBaeHuin [11].
lMcTonaTtonorMyeckme fjaHHble XapaKTepu3yTcs NOBPeXK-
JEHVWEM COCYAOB C MePUBACKYIAPHbIM MHPUNLTPATOM.
MoBpexaeHne 3HAOTENUS MOXeT OblTb BbI3BaHO HeMo-
CPeACTBEHHO BO3AEWCTBMEM BMPYCaA, OT/IOXKEHUEM KOM-
nieMeHTa Wi NpuBie4YEHUEM MMMYHOOMNOCPEAOBaAHHbIX
KNneTok. [McTtonaTonorMyeckne pesynbraTbl Hecneuuduy-



Puc. 10. YpTHKapHble BbiCbiNaHWs U AKCKOpUaL MK Y NOAPOCTKa
Ha ¢oHe COVID-19 [9]

Fig. 10. Urticarial rashes and excoriations in a teenager with
COVID-19 [9]

Hbl, U NPOBELEHUE PYTUHON BGUOMCUU KOXMU HE PEKOMEH-
fosaHo [15].

Ona Tepanuu NceBAOOTMOPOXKEHWUM OMUCaHbI MOMbIT-
KW MCMNONb30BaHUS CUCTEMHbIX @HTUIUCTAMUHHbLIX MNpena-
paToB U TOMUYECKMX KOPTUMKOCTEPOWUIOB, OAHAKO PEe3Yyib-
TaTbl UX MPUMEHEHUS OCTaloTCA MNPOTUBOPEYUBLIMKU [16].
MNceBAOOTMOPOXKEHUS UMEIOT TEHAEHLMIO K CaMOCTOSATENb-
HOMY pa3peLleHunIo B CPOKKU OT 12 aHen f0 8 Hej, no3Tomy
B 60/IbLLIMHCTBE Cly4aeB TPeBYIOT TONIbKO aKTUBHOIO Hab/to0-
neHus, 6e3 NPUMEHEHNS MEAMKAMEHTO3HOro nevyeHuns [16].

YpTuKkapHsbie BbiCcbinaHus

KpanuBHuua nposBnsieTcs 3yAAWWMU  BOAALIPAMU
(pnc. 10) n coctaBnsier okono 9-30% oT obwero 4yuc-
fla KOMXHbIX KIJIMHUYECKUX MPOSBAEHUA Yy NaLUeHTOB
c COVID-19 [17]. Yale Bcero perucTpupyemble ciy4vau
KpanueHULUbl nNpu COVID-19 6binn y B3poChbix. Y [eTen
YPTUKapHbIe BbIChbINaHWS, CNIPOBOLMPOBaHHbIE UHDEKLIMEN,
BbISIBNSIOTCA PEXe W 3a4vacTylo ABMSOTCH €AUHCTBEHHbIM
CUMNTOMOM 3a60neBaHus [17].

BeposiTHO, BUPYCHbIE MHDEKLIMM MOTYT Bbi3blBaTb HEUM-
MYHOMOTMYECKYIO KPanUBHULYY, aKTUBUPYS Ty4YHble KIETKH
yepes CUCTEMY KOMIMIEMEHTA WU NPAMO MopaXkas CTeHKU
cocyfoB, nockosnbKy SARS-CoV-2 cBf3biBaeT peuentopbl
ACE2 Ha aHpoTenuouuTtax u nepuumtax [18].

Be3uKyno-6ynne3Hbie BbiCbINaHUs

Besnkyno-6ynnesHble BbICbIMaHWUA  PErUMCTPUPYIOT-
cq y 4% nauuMeHToB C AepMaToNorMyecKUMu CMMNTOMaMu
n nonoxwutenbHow MUP n3 Hocornotkn Ha COVID-19 [17].
MNepBoHavyanbHO Be3WKyNspHas Cbiflb, O KOTOPOW coobLua-

I0Cb Y NaumneHToB ¢ anarHo3om COVID-19, Hocuna nanyno-
BE3WKYNE3HbIN XxapaKTep, N0A06HO NPOSIBIEHNAM BETPSHOM
ocnbl. 3TOT BMA BbICbINAHUM Yale BCTPEYAETCA Y XKEHLWMH
cpeaHero Bo3pacTta, HO 06 UX pa3BuTMM COOBLWanoCch Tak-
e Yy B3pOCAbIX MYX4YMH M MaUMEHTOB LETCKOro Bo3pacTta.
B uenom Be3unKyno-6ynnesHble NoparKeHns Koxu Habnoaa-
I0TCS 3HAYMTENBHO PEXE, YeM MaKyno-nanyfnesHble BbICbl-
naHus, NCeBA00TMOPOXKEHMA U KpanuBHULa [19].

CuunTaetcs, 4TO BE3UKYNSPHbIE NMOPaXKEHUS NOABASIOTCS
Ha paHHuX cTaausx 3aboneBaHuns COVID-19, npeactaBne-
Hbl MOHOMOP®HbLIMU AUCCEMUHUPOBAHHBIMU MYy3blpbKaMy,
06bl4HO pasBuBalOWMUMUCSH Yepe3 3 AHSA OT NosiBNEHMs
nepBblX pecnuMpaTopHbIX CUMNTOMOB, U COXPaHAIOTCSH OKONO
8 AHen 6e3 Koppensunn ¢ TAKEeCTbio MHPEeKLMU. Be3nKynbl
npeo6najaloT Ha TYNOBULLE, HO KOHEYHOCTU TaKKe MOoryT
OblTb BOB/EYEHbl B MartofnorMyeckuin npouecc. O6bIYHO
BE3WKY/bl COAEPKAT CEPO3HbIN IKCCYAaT, O4HAKO CO BpeMe-
HEM OH MOXEeT MYTHeTb U NpuobpeTaTb FTHOMHbLIN XapaKTep
(puc. 11). 3ya BCTpeyaeTcs 4acTo, HO 06bIYHO OH BblpaXKeH
cna6o [20].

CyliecTByeT HECKONbKO TEOPUIM OTHOCUTENbHO NaTtobu-
3M0N0MMYECKUX MEXAHU3MOB, CBSAI3AHHbIX C BE3UKYAAPHLIMU
nopaxkexHuamu. P.R. Criado 1 coaBT. ynoMsHyu, 4To o6pa-
30BaHne BE3UKY MOXET BblTb Pe3yNbTaTOM rMnepakTUBHO-
CTM UMMYHHOW CUCTEMbI, NPOBOLMPYIOLLENA NOTEHLMANbHbIN
LIMTOKMHOBBIN LWTOPM C y4acTMeM KOXU. B ToMm e nccnego-
BaHWK 6blna BbIABMHYTA rMnoTe3a O NpsMoM uuTonatuye-
cKkoM addekTe SARS-CoV-2 Ha cocyabl 3HAOTENUS, MOTYLLEM
BbI3blBaTb BE3UKYNAPHbIE NOpaxeHus [21].

B cnyvyae pas3BUTUS BE3UKYNE3HbIX BbICbINAHUM Tpe-
6yetcsa npoBefeHune anddepeHUManbHOW AWMArHOCTUKMU
C BETPSIHOM OCMOMN U KOXHbIMU NEKaPCTBEHHBIMU peaKuus-
MW, B TOM YUCJIE C reHEepannM30BaHHbIM 3K3aHTEMATO3HbIM
nyctynesom [21].

Jlusepgo, nypnypa u HEKPO3 KOXXK

MeTexuu, cnvBatoLmecs B Nypnypy, 06bIYHO ONMCLIBAIOT-
CHl KaK Heb6oJbliMe U He ucYesalolle Npu HagasBaMBaHWK
NATHA. TW NMOAKOXHbIE KPOBOU3NUAHUA UMEIOT MHOrO NaTo-
bGU3NONOTMYECKUX MPUYKH, BKIKOYAA TPOMBOLMTONEHMUIO,

Puc. 11. Be3uKyno-nyctynesHble BbiCbiNaHUS Ha KOXe
KOHe4YHocTewn y pe6eHka ¢ COVID-19 [9]

Fig. 11. Vesicle-pustular rashes on limbs skin of a child with
COVID-19 [9]
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Puc. 12. lfemopparnyeckume BbiCbiNaHns B 061aCTU HUKHUX
KOHe4yHocTeln Ha ¢poHe COVID-19 [9]

Fig. 12. Hemorrhagic rashes on lower limbs in presence
of COVID-19 [9]

Puc. 13. HeKpo3 Koxu y pebeHKa ¢ Taxenbim TedeHnem COVID-19
1 H-cuHgpomowm [23]

Fig. 13. Skin necrosis in a child with severe COVID-19 and
H-sundrome [23]

ANCOYHKLMIO TPOMOBOLIMTOB, HapylleHUs CBEPTbIBAEMOCTH
KPOBM M NOTEPIO COCYANUCTON LeNOCTHOCTU.

[emopparnyeckue BbICbiNaHUA SABAAIOTCA OAHUMU
M3 HaMMeHee 4acTo OMUCbIBAEMbIX KOXHbIX NMPOSIBIEHUN
B cBA3K ¢ COVID-19. Mo agaHHbIM PETPOCMNEKTUBHOIO UCCe-
JloBaHus, NnpoBeAeHHoro Bo dpaHumu, u3 277 naymveHToB
C MOparKeHMsMn Koxu Ha ¢poHe COVID-19 remopparunye-
CKWe BbICbiNaHus Habnoganuch TobKo Y 3%. MopaxeHus
pacnonaranucb Anddy3HO, Ha akKpasbHbiX Yy4dacTKax
WK Ha KOHeYHoCTax (puc. 12, 13) [22].

B cepun cnydaeB B3pocnbix nauyueHtoB ¢ COVID-19
M nypnypon Oblna NpoaeMOHCTpUMpoBaHa cnaboBocnaiu-
TenbHasg TpoM6oreHHasa BackysnonaTus ¢ otioxeHuem C5b-9

Puc. 14. PeTukynapHoe nueeao y nauneHta ¢ COVID-19 [9]
Fig. 14. Livedo reticularis in a patient with COVID-19 [9]

n C4d KOMMNOHEHTOB CUCTEMbI KOMMJEMEHTa U COBMECT-
HOW WX SlOKanuM3auuen co CnarmKoBbIMU TIMKONPOTEMHAMMU
COVID-19 B MUKPOLIMPKYNATOPHOM pyclie KOXMu [15].

Y nauneHToB ¢ COVID-19 onncaHo pa3BuUTME CETYATOro
nuBeno (puc. 14) n3-3a HapyLeHus TOHyca COCYL0B U CKOPO-
CTW TOKa KPOBMU Yepes Hux. MNoparkeHus, nojo6HbIe ceTyaTo-
MYy IMBE[0, HacTo 6bIBAIOT JIEFKUMU, MPEXOAALLUMU U HE CBS-
3aHbl C TPOM603MB0IMHECKUMU OCNIOKHEHUAMMU [24].

MynbTuCcHCTEeMHbIH BOCNaaUTEe/IbHbIA

CUHAPOM y aeTen

Ha npoTsxkeHun Bcen NnaHAeMuKU y ieTen peaKo Habnoaa-
JINCb TAXEble OCNOXHEHUs, cBA3aHHble ¢ COVID-19. OgHako
c anpensa 2020 r. cTanu NoSBAATLCA MHOMOYUCIEHHbIE NY6/Nn-
KauuMm 06 OCNoXHeHun uHobekunn SARS-CoV-2 cumnto-
MOKOMI/IEKCOM, KOTOPbIA CXOX C KJIMHWMYECKOW KapTUHOM
6one3nn Kaacaku (BK) [25]. Mo3aHee L. Verdoni n coasr.
COOBLLMAN, YTO B TEYEHUE KOPOTKOrO NMPOMEXKYTKA BpeMeEHU
OHU cTanu ceugetenamu 30-KpaTHOro yBenunyeHus 3aborse-
BaemMocTu KaBacaKku-nogo6HbIM CUHAPOMOM — B OCHOBHOM
y AETEN, Y KOTOPbIX A0 3TOr0 OblN BbISBAEH MOJIOXKUTENbHbIN
pesynstaTt Ha aHTuTena npotus SARS-CoV-2 [26]. 310 HoBOe
3aboneBaHue 6bl1I0 Ha3BaHO MY/LTUCUCTEMHLIM BOCMNasu-
TeNlbHbIM CUHAPOMOM Y aeTewn (MIS-C) [27].

C Tex nop 4acTtoTta perucTtpauuu cnyvaes MIS-C nocre-
neHHo pocna BO BceM Mwupe. Mo HabnwogeHuam, MIS-C
LEMOHCTpUPYeT nepekpbiBatowmneca 4eptol ¢ BK u cuH-
[POMOM TOKCMYECKOro WoKa y HeboNblOro yucna geten,
3aboneBwunx COVID-19. Tem He MeHee, BaHO OTMETUTH,
4yto MIS-C Tak)Xe MMeEeT HECKOJSIbKO 3aMETHbIX pas3finyui
B cpaBHeHuM ¢ BK, Takux Kak 6onee crtapwuin Bo3pacT



Puc. 15. OTeyHble 3pUTeMaTo3Hble NATHA U XeNAuT
B nepuop6uTanbHON 061acT Ha Koxe nuua y peberka ¢ MIS-C [27]

Fig. 15. Edematous erythematous macules and cheilitis on
periorbital skin in a child with MIS-C [27]

naumMeHToB, HalMine abaoMMHaNbHbIX CUMNTOMOB U 60Jb-
Llee KOJIMYECTBO CllydaeB C BOBJIEYEHUEM CepLeyHO-COCY-
OUCTON cUCTEMBI [26].

KoxHble cumntomMbl MIS-C BapuabenbHbl M BKJOYalOT
B cebs AnddPy3Hy0 NOAMMOPOHYIO Cbilb, KaK NpaBuio —
MOPBUANDOPMHYIO NaJOHHO-MOAOLWBEHHYIO 3PUTEMY, a TaK-
e Apyrve BapuaHTbl KOXKHbIX NPOSBNIEHWUIA, KOTOPbIE Gbln
onucaHbl npu COVID-19 (puc. 15-17) [26].

KoxXHble cMMNTOMbI GblM TPETbUMM MO 4YacToTe Mpo-
aBrieHna MIS-C y 3ab60neBlUMX [LeTer Mocne XesyooyHo-
KULWEeYHbIX CUMNTOMOB M nxopaaku [29].

Ha puc. 18 npeactaBneH AMArHOCTUHECKUM anroputm
y AeTen ¢ BbiCbiNaHMAMMK Ha Koxke n COVID-19 [30].

JlaGopaTopHble uccneaoBaHus

Na6opaTtopHble aHanu3bl Heo6XOoAMMbI MNaLMEHTaMm
C TshKenbiMu obwummn cumntomamu COVID-19 u B cnyyasx
CUHAPOMA LIMTOKMHOBOTO LWITOPMA, U TAKUM 60JIbHbIM MOXET
norpe6oBatbcs rocnutanmsaums [31]. O6bI4HHO 3TO HE OTHO-
CUTCA K NauneHTaM € M30AMPOBaHHbIMU MOParKEHUIMU
KOXMW, 3a UCK/IIOYEHUEM Clly4aeB, Korga Takue nopaxeHus
CBfi3aHbl C 06LMMU CUMNTOMaAMM USIK COXPAHSAOTCS AONblUE
0XXMAaeMOW NPOAOSIKUTENBHOCTH.

Y nauMeHToB C TAXKeNbIM Te4eHnem 3aboneBaHnsa MOryT
HabMloaaTbCA CHUXKEHUE YPOBHA anbbyMuHa (~75%), noBbl-
lweHue ypoBHs C-peaKTuBHOro 6enKka (~60%) 1 nosbilWeHUe
YPOBHS naKtataernaporeHasbl (~60%), TakKKe oTMevaeTcs
numooneHus. B HacTosilee BpeMs He cyllecTByeT 6uomap-
Kepa UM KomMOuHauunm 6MOMapKepoB, KOTOpble SIBASIOTCSH
[OCTaTO4HO YYyBCTBUTENbHLIMU U CEUUIUYHBIMU ANS NPO-
rHO3UPOBaHUA KNUHUYecKoro TedeHns COVID-19 [32].

Y 60NbWHUHCTBA [A€TeX C KOXHbIMKM MPOSABAEHUSIMU
COVID-19 He peructpMpoBanocb 3HA4YMMbIX OTKJIOHEHWM
B KIMHUYECKOM 1 BUOXMMUYECKOM aHanu3ax Kposu. OgHaKo
Yy HEKOTOPOro KOJiMyecTBa MaLMEHTOB [AETCKOro Bo3pacTta
OblN10 BbIABNEHO HE6O/bLIOE MOoBbilWeHMe D-gumepa B Koa-
rynorpamme [33].

Puc. 16. MNanbmapHas aputema y pebeHka ¢ MIS-C [28]
Fig. 16. Palmar erythema in a child with MIS-C [28]

Puc. 17. [eHepanu3oBaHHas MaKyno-nanyne3Has cbinb y pebeHKa
¢ MIS-C [28]

Fig. 17. Generalized maculo-papular rash in a child with MIS-C [28]

MoaxoAbl K Tepanuu BbiCbiNaHUi y AeTen

KonuyectBo cTaTei, ONUCbLIBAIOWINX KOXHblE MposiBNe-
HMa COVID-19, yBennuMBaeTca C KaxAblM AHEM, OAHAKO
JlaHHble O BO3MOMHbIX BapWaHTax €ro Jie4eHus OorpaHu-
YeHHbl. B MHOrOYMCneHHbIX Ny6aMKauusax O KIAMHUYECKMX
cnyyasx unv cepun ciyvaes coobuiaetcs 06 MCMonb3oBa-
HUW Pa3IMYHbIX NEKAPCTBEHHbIX NpenapaTtoB Aas Tepanuu
COVID-19: rnapokcuxnopoxuHa, HMBIM, nonvHaBupa/puto-
HaBWpa, TouMnudymaba, as3UTPOMULMHA WU CUCTEMHbIX
KopTUKOCTepPOUaoB. OaHaKo 6GONbLIMHCTBO 06CY:KAaeMblxX
KOXHbIX nposaBneHun COVID-19 okazanucb camopaspe-
LIAOWMUMUCH U KpailHe pelKko pearnpoBain Ha CUCTEMHYIO
1 TONMYecKyto Tepanuio [34].

BonbwKWHCTBO Ny6avKauuim cooblaeT O CMOHTaHHOM
paspelleHnn BbiCbiNaHWi, TEM He MEHee, UMEIOTCH HEMHO-
royncreHHble cOOGLIEHUsS 06 YCMelwHOM WCMoSib30BaHWK
TOMUYECKUX KOPTUKOCTEPOWUIOB WM CUCTEMHbIX aHTUrUCTa-
MWHHbIX NpenapaTtoB [35]. B 60nbWKWHCTBE MNyGAMKaLIUK
ans tepanun MIS-C coobuianocb 06 MCNONb30BaHUKU BHY-
TPUBEHHOIO MMMYHOINO6GYNMHA C MONOXKUTENbHLIM 3dbEK-
TOM [29]. BMecTe ¢ TeM B HACTOSLLMIN MOMEHT HEAOCTATOYHO
NaHHbIX 0191 TOYHOW OLIEHKW BAUSHWUSA UCMONb3YEMbIX METO-
[OB Tepanuu Ha KoxHble npossneHusa COVID-19 [36].

OBCYXAEHMUE

KoxHble nposaBneHna COVID-19 pa3Hoo6pasHbl
M BK/OYaAlOT MaKyno-nanynesHble BblCbiNaHUS, NCEBAO-
OTMOPOXEHUSA, YPTUKapHble BbICbiNAHWUSA, BE3UKYASPHbIE
BbICbINaHWA, a TaKXKe IMBESO0 U remopparuieckue noparxe-
HUS. Kpome Toro, mopaeHue KOoxu BCTpevaeTcs y aeTew
¢ MIS-C — HOBbIM U cepbe3HbiM 3ab0neBaHUEM, KIUHU-
YyecKas KapTMHa KOTOPOro cxoxa ¢ 6one3Hblo KaBacaku
n o6ycnoBreHa BO34ENCTBMEM KOpoHaBupyca. OgHaKo
6ONbLIMHCTBO KOXHbIX NposBneHun COVID-19 He aBnsaioT-
ca cneundUYHbLIMKU M HabnoaalTea NPU APYrUX BUPYCHbIX
3aboneBaHusx, 4To TpebyeT NnpoBeaeHnsa auddepeHunans-
HOW AMArHOCTUKM.
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Puc. 18. InarHOCTUYECKNIA anropuT™ y AeTen ¢ BbiCbiNaHMAMM Ha Koxe n COVID-19 (agantupoBaHo 13 [30])
Fig. 18. Diagnostic algorithm for children with skin rashes and COVID-19 (adapted from [30])

r

[lepmaTonoruyecKkne CUMNTOMbI, KOTOPble MOTYT GbiTb NposiBNeHMAMU COVID-19: makyno-nanyne3Hblie BbiCbiNaHUs, )
NCeBAOOTMOPOXKEHHUSA, YPTUKapPHbIE BbiCbINaHUs, BE3UKYN0-6yie3Hble BbiCbINaHUs, IMBEAO0, Nypnypa niu HEKPo3 KOXHU
\ Y
N
MpeflwecTBYIOLWMUIA KOHTAKT C YHETOBEKOM C NOATBEPKAEHHBIM HeT npeawecTByloWero KOHTaKTa ¢ NoTeHLManbHO 60/bHbIM
COVID-19 unu nofo3peHMeM Ha Hero; BbiICOKas 4enoBEKOM; HU3Kas pacnpocTpaHeHHocTb COVID-19 cpean
pacnpocTpaHeHHocTb COVID-19 cpean Hacenexus HaceneHus )
Y
4 N
MpoBecTu MLUP ana SARS-CoV-2
\/ \/ MpoBecTn auddepeHumanbHyo AnarHoCTUKY:
® CEeBAOOTMOPOXKEHUA — UHTepdEepoHOonaTmm, Xono40BOM
OTcyTCcTBME 06LWMX MmetoTtcs obuime NaHHUKYUT
NPU3HaKOB M CUMNTOMOB NMPU3HaKK U CUMMTOMBI o 3K3AHTEMaTO3Has ChiMb U NYPMYPa — APYrHE BUPYCHBIE
COovID-19 COovID-19 CbIMK, TOKCMKOAEPMMUS
® ypTUMKapHas CbiNb — KOHTAKT C annepreHamu, HapylieHue
B CUCTEME KOMMeMeHTa
\ J
(" R
Mposectn MUP ana SARS-CoV-2
Mpu nerkon dopme 3aboneBaHUs — HUKAKKUX AaSIbHENLINX
nccneaoBaHum
v Mpv cpeaHETKENOM U TAKENOM TeljeHMM 3a60J‘IeBaHvMFI,
NOAO3PEHUN HA MYNLTUCUCTEMHBIV BOCMaNWUTENbHbIV
MNposectu MNUP ans SARS-CoV-2 CUHAPOM — KJIMHUYECKUI aHaNn3 KPoBH, GYHKLIMU NEeYEHM,
PaccmMoTpeTb BO3MOXHOCTb MPOBEAEHUS faNibHeNLwen NoYeK, NakTataerngporeHasa, MapKepbl BocnaneHus,
[IMarHOCTUKM B clly4ae pacnpoCTPaHEHHbIX, CTOMKUX UK MapKepbl CBEPTLIBAHUS KPOBM; PACCMOTPETb GUOMCUIO KOXKM
NOBTOPSIOWMUXCA AEPMATONOMMHECKMX CUMNTOMOB A9 TCTONATONIOMMU; PACCMOTPETL CEPOSIOTMYECKME aHaNU3bI
\ J

TaKk)e cxoAHble CUMMNTOMbI HaGNIOAATCA NPU KOXKHbIX
NIEKapCTBEHHbIX peaKUMUsx U MynbTUCMCTEMHOM BoOCMNasu-
TE/IbHOM CUMHAPOME, YTO HEOBXOAMMO YUYMTbIBATb Yy AAHHOWM
rpynnbl NaLUEHTOB.

UCKNoYeHUeM SBNKIOTCS BbIChINAaHUS MO TUMY NCEBAO-
OTMOPOXEHUN, KOTOpble cneumMduyHbl 4Na AeTen U MoJso-
[bIX B3POC/IbIX U MOTYT IBASTLCS €AMHCTBEHHbLIM MposBe-
HMEeM nepeHeceHHoro 3aboneBaHns. [laHHble BbICbIMaHUSA
MOXHO CYMTaTb NAaTOrHOMOHMYHbIMMK ansa COVID-19 v npea-
CTaBASIOWMMN HAMGONbLWYO ANArHOCTUYECKYIO LIEHHOCTb
ONS KNMHMuucToB. OIHAKO M3-3a CPpaBHUTENbHO MO3HMUX
CPOKOB pa3BUTMS NCEBAOOTMOPOXKEHUIM anarHo3 COVID-19
B GONbWWHCTBE NOAOGHbLIX CllyHaeB CTaBUTCS PETPOCneK-
TUBHO.

B HacTosiLMM MOMEHT OTCYTCTBYIOT AOCTOBEPHbIE CBE-
neHns 06 adPEKTUBHON Tepanuu KOXKHbIX MPOSBIEHUN
SARS-CoV-2. OgHaKo, N0 MHEHUIO aBTOPOB, AaHHbIE BbIChI-
naHua He TPebylT aKTUBHOIO NeYeHUs M3-3a TEHAEHLMK
K CaMOCTOSITE/IbHOMY pa3pelieHunto. Takxe No MpuynHe
OTCYTCTBUSA chneunbunyeckmx nabopaTopHbIX MapKepoB
He cnegyeT NPOBOAWTbL U36LITOYHYIO TaGoPaTOPHYIO AMarHo-
CTUKY, EC/IM Y NaLMEHTa HET NOAO3PEHUI Ha MYSILTUCUCTEM-
HbIM BOCMaIMTE/IbHbIM CUHAPOM.

MNMockonbky SARS-CoV-2 npofonxaeT pacnpoCTpaHsATb-
csl, TO4YHas 1 6bicTpas noAeHTUOUKALNS KOXKHbIX MPOSBAEHUM
MOXEeT UMETb pellalollee 3HaYeHue AN paHHen AuarHo-
CTUKM M MPMUBECTM K YAYYWIEHUIO MPOrHO3a y NalMeHTOB
¢ COVID-19 n MIS-C.

3AK/TIIOMEHME

HecmoTpsi Ha 601bLIOE YACIO AaHHbIX C OMMCAHUEM KJIN-
HUYECKMX BapMaHTOB TeyeHus 3abonieBaHus, nybavKauum
0 Tepanuu KOXHbix nposieneHnn SARS-CoV-2 HegocTaTo4HO,

n TpebyeTca npoBeAeHWe 60MblIEero Yncna uccnefoBaHum
05 PeLIEeHUs 3TOM NPoBIEMbI.

BKJIAl ABTOPOB

B.B. MBaH4YMKOB — c60p AaHHbIX, 0630p HayYHbIX Ny6n-
KaLwui no TeMe cTaTbM, NPOBEAEHME aHaNM3a AaHHbIX, HaMu-
CaHwue TeKcTa PyKoMucu.

3.T. AM6apusiH — y4yacTue B peaKTMpPOBaHWKU PYKOMUCH
W YyTBEPXKAEHWE OKOHYaTENbHOro BapuaHTa Ans nybnauka-
L.

A.[4. KyabMuHOBa — 0630p HayyHbiXx Nyb6AMKauun
no TeMe CTaTbu, aHanu3 n 06paboTKa AaHHbIX.
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Cepusa «<bonesHu geTckoro Bo3pacta ot A go A»
ABTtopbl: A A. bapaHoB, M.K. bextepeBa, H.WN. bpuko u ap.

3a60/1eBaeMOCTH.
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Pyxosoncmo Ona Bpavyen nocesleHO npobreme
pOTaBUPYCHON UHPEKLIMU, ABNSAIOLLENCH OCHOBHOM
NPUYMHOM racTPOIHTEPUTOB Y IETEN B BO3pacTe mnaa-
we 5 net. OTeyecTBEHHbIMW 3JKcnepTamu npeacran-
JIeHbl aKTyalbHble [AaHHble MO 3NWAEMWOJSIOTMKU poTa-
BUPYCHOM MHbEKUMM KaK B Poccuinckon depepaunu,
TaK U BO BCEM MUpPE, OCBELEHbI BOMPOCHLI 3TUOJIOTUK
n natoreHesa. C no3vumMn aoKas3aTelbHOM MeAWLUHbI
paccMaTpuBaloTCd METOAbl NeYeHUs U NPObUNaKTUKW.
Noapo6HO M3N0XKeHa opraHuM3auuns NpoBeAeHUs BaK-
UMHaUWMM NPOTUB POTaBUPYCHOW WMHOEKUUU — eOuH-
CTBEHHOTO0 3OGDEKTUBHOIO METOAa KOHTPOSA YPOBHSA
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B cTatbe npeactasieH cayvan cuHagpoma loBa — BapmaHTa NnepBUYHOro MMMyHoAeduunTa, NOATBEPKAEHHOIO reHeTuye-
CKU. Criy4an MHTepEeCEeH paHHeN NOCTaHOBKOM AnarHo3a 61arogaps KOMIMJIEKCHON OLl€HKE aHaMHECTUYECKNX, KITIMHUYECKNX
n nabopaTtopHbIX JaHHbIX. XapaKTepHble peHOTUNMYecKkme 0CO6EHHOCTU — ULEBbIE AUCMOPPU3MbI, PpeUnaUBUpPYIOLLnE
JIOKa/IM30BaHHbI€ rHOMHbIE MHPEKUMUM, 1abopaTopHbIe noKkalaTtesn B BUAe abCoI0THON HENTPONEHUN N 303UHOPUINN —
SIBUINCb OCHOBHbLIMM MPU3HaKaMu ayTOCOMHO-AOMMHaHTHOro runep-IgE-cuHapoma y pebeHKa npu oTCyTCTBUN BbICOKMX
3HavyeHnn ISE. B KninHu4ecKkoun peannsaynmn 3abosieBaHns y pebeHKa Cbirpasio poJib codeTaHme 2 reTepo3nroTHbIX MyTaLmm
B reHe STAT3, KoTopbie OH yHacsie4oBaJi OT oTLa M maTepu.

Knro4deBbie cnoBa: getv, cnHapom MoBa, nepBuYHbIe UMMYHOAEPULMNTBI, runep-IgE-cuHapom
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AKTYAJZIbHOCTb

MNepBryHbIE MMYHOAEeDULUMTBI (MTN[) — pa3HopoaHas
rpynna 3abofieBaHWM, B OCHOBE KOTOpbIX NexaT myTa-
UMK GaKTOPOB rNYMOPAsabHOro M KIETOYHOI0 MMMYHMUTETA.
B nocneaHue roabl 6narogaps BHEAPEHUIO B KIMHUYECKYIO
NPaKTUKY MOJIEKYNSIPHO-TEHETUYECKMX METOOB CTaNo BO3-
MOXHbIM CBOEBPEMEHHOE BbISIBJIEHWE HAPYLLIEHUI paGoThl
KOHKPETHbIX 3BEHbEB WMMYHHOM cucTeMbl. 10 AaHHbIM
HauuoHanbHOM accouuaunM 3KcneptoB B obnacTu nep-
BMYHbIX MMMyHoaeduumntoB (HAIIMWL), Ha ceroaHsAWHUN
OeHb onncaHo okosio 300 reHeTu4eckux aedeKToB, Npu-
Boaswwmx K M. B 1o xe Bpemsa MNU[ aBngaioTca peakumMmu
3a6051€BaHNsIMU C NPUMEPHON YaCTOTOM BCTPE4YaemMoCTu
okono 1 : 10 000 HoBoOpoOXAeHHbIX [1]. HU3Kas pacnpo-
CTPAHEHHOCTb OTAE/bHbIX HO30/10rMi, HecneunduyecKkne
nposiBNeHnss 3aboneBaHMs B HavyalbHOM nepuoge, BO3-
MOXHOCTb MaHudecTauunu NN/, B pasHom Bo3pacTe, B TOM
yucne y B3pOCiblX, — BCE 3TO 0OBACHSAET CIOXKHOCTb CBOE-
BPEMEHHOM NOCTaHOBKM TOYHOIO AnarHosa [2].

KIMHUYECKMM CNTYYAN

Manbumk P. B Bo3pacTe 1 roga 6bln rocnutann3npo-
BaH B OTOpuHONapuHronorunyeckoe otaeneHne AIKB cB.
Bnagumupa B CBSI3W C ABYCTOPOHHUM OCTPbIM THOMHBIM
oTMTOM. N3 aHaMHe3a XKM3HU U3BECTHO, 4YTO PeEBGEHOK OT 3-1
6epemMeHHOCTH y 30poBon Matepu. Cectpa n 6pat 6 n 7 net
340poBbl. BepemeHHOCTb NpoTeKana ¢ yrpo3om npepbiBaHus
Bo Il v lll TpumecTpax. Poabl 3-n, camoctoaTenbHble, Ha 37-1
Hea. Macca Tena npu poxaeHun — 2840 r, annHa — 49 cwm,
oueHka no wkane APGAR — 9/9 6annoB. Ha 3-M 4. }XWU3HMK
B CBSI3X C Ppa3BUTUEM [biXxaTe€IbHON HEAOCTATOYHOCTH nNepe-
BegeH Ha WBJ1, Kotopasi npoBogunacb B TeyeHue 3 CyT.
Ha 6-e cyT KM3HM Bbl/IM OTMEeYeHbl Nanysie3Hble BbiCbiNaHUS
no BCEMY Tefny, pacLEHEHHble KaK MNPOsiBJEHWE TPUBKO-
BOM WHOeKumn. K 10-M CyT KM3HM COCTOSIHME MasibyMKa
YAy4LWKNOCh, BbiMMCaH U3 poaaoMa C AMarHO30M «CMHAPOM
JblXaTeNbHblX PaccTpPoMCcTB». Haxoauncs Ha ecTecTBeH-
HOM BCKapMAMBaHWW, MPUKOPM BBOAWMNCS MO BO3pacTy.
dusnyeckoe pas3sutne — 6e3 ocobeHHocTen. B Bo3pacTe
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Clinical Case of Job Syndrome in Infant

The article presents clinical case of Job syndrome, variant of primary immune deficiency disease confirmed genetically. This case is inter-
esting for its early diagnosis due to comprehensive assessment of anamnestic, clinical, and laboratory data. Such typical phenotypic fea-
tures as facial dysmorphisms, recurrent localized purulent infections, and laboratory parameters (absolute neutropenia and eosinophilia)
were the major signs of autosomal dominant hyper ISE syndrome in a child with normal ISE levels. The combination of 2 heterozygous
mutations in STAT3 gene inherited from his father and his mother has played its role in disease clinical features in the child.
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CLINICAL CASE

KIMHUYECKOE HABJTIOAEHUE

3 mec 6bl1 AMarHocTMpoBaH abcelecc B 3aTbl/I0YHON o6na-
CTK, Npy 3TOM 06paLLano Ha cebs BHUMaHWe OTCyTCTBUE BOC-
nanuTenbHbIX UBMEHEHUH B KIMHMYECKOM aHann3e KpOBM
(neikoumnTbl — 12,8 X 109/n, HeitTpodunbl — 1536 Ki/MKN),
a TaKXe yBenuyeHue ypoBHSA 303MHOGUNOB (1920 Kn/MKN
npu Hopme Ao 500 Kn/MKN). B 9 mec Manb4yuK 6bi1 rocnu-
Tann3nMpoBaH B XMPYypruyeckoe OTAENeHWe C AMarHo3oM
«nermoHa nesoro 6egpar». B KIMHNYECKOM aHann3e KpoBu
B TOT Nepuop; neikountsl — 14,4 x 109/n, HeTpodUbI —
1872 Kn/MKA, 303nHobunbl — 3312 Kn/MKn. B 11 mec
Obl1 AMarHOCTMpPOBaH NapanpoKTUT, NPOTEKaBLIMK CO chne-
AYIOWMMU U3MEHEHUAMU B KIMHUYECKOM aHanuM3e KpOoBMU:
neikountel — 11,7 X 109/n, Hentpodunsl — 702 K/MKA,
303nHOGUNBLI — 1310 K/MKA. BaKHO OTMETUTb, 4TO BCE 3TH
3anu3ogbl NpoTeKann 6e3 MoBbieHWs TemnepaTypbl Tena,
notpe6oBanu nNpoBeAeHUs OMepaTUBHOINO BMeLlaTeNbCTBa
W aHTMGaKTepuanbHOM Tepanun ¢ UCNONb30BaHMEM npena-
paToB LMPOKOro CNeKTpa AENCTBUS.

[BYCTOPOHHUI OCTPbIN CPEdHUN THOMHbLIA OTUT, MOCAY-
UBLUWIM NpUYMHOMN rocnutanmsaumv B ANKB cB. Bnagumupa,
TaKKe npoTeKan 6e3 TemnepaTypHon peakuuu. MNpu ocmo-
Tpe obpallanu Ha ceba BHUMaHWE N1LEeBblE AMCMOPDOU3IMBI:
BbICTynawLwWwmin nob, WKMpoKasa nepeHocuua, rmy6boKko noca-
eHHble rnasda. OTMe4Yanucb MPOSABAEHUS aTONMMYECKOro
AepMaTuTa (Ha KoXe nua, pyK, *KMBOTa, NnepeaHen noBepx-
HOoCcTM Gedep MakynonanynesHas CbifMb SPKO-PO30BOro
uBeta co cnegamu pacdecos). CornacHo nabopaTopHbIM

JaHHbIM B KIMHMYECKOM aHanu3e KpOBMU: NEWKOLMUTbl —
15,05 x 109/n, HenTpodunbl — 1068 KA/MKA, 303UHODHU-
nbl — 2200 Kn/MKA. YpoBeHb o6uero IgE — 16 ME/mn.
MNMoTpe6oBanocb NnpoBeAeHUe MUPUHIOTOMUM C ABYX CTOPOH,
aHTUBaKTepHnanbHOM Tepanuu.

C y4yeTOM MOBTOPHbIX 3MNU3040B THOMHbIX WHOEK-
UMW M OocOoBeHHOCTEM aHanuM3a KpoBW Obll npoBe-
neH aHanu3 KonmyectBa TREC (T-cell Receptor Excision
Circle) — 916 konuin/mMKn  (pedepeHcHble  3Hauve-
HUA  76-1162 konun/mMKn) u KREC (Kappa-deleting
Recombination Excision Circle) — 950 konui/MKn (pede-
peHcHble 3HavyeHna 111-1119 Konui/MKn), He BbIABUBLLIWIA
HapyweHus co3peBanusa T u B-numdboumtos.

YuuTbiBass HECKOJIbKO 3MU3040B THOMHbIX WHOEKUMH
C OTCYTCTBMEM afleKBaTHOM BOCNaNUTENbHON peaKLuumn opra-
HM3Ma, abCONIOTHYIO HEWTPOMEHMIO, 03UHODUINID, BbIIO
HeobxoauMo uckKtodatb MU, pebeHOK 6blil KOHCYNBTUPO-
BaH MMMYHONIOrom. [0 COBOKYMHOCTU @HaMHECTUYECKMUX
[LaHHbIX U GEHOTUMMYECKMX OCOBEHHOCTEW A5 NpoBeAeHHUs
anddepeHumansHON AMarHOCTUKM U OLLEHKM TSXKECTH COCTO-
SIHWA 6bl1a UCMONb30BaHa CKPUHMHIOBAs cucTeMa KanHuye-
CKMX 1 abopaTopHbIX NPU3HAKOB Npu runep-IgE-cuHapome,
pa3paboTaHHasa B 1999 r. rpynnow nccnepgosatene B CLUA
(cm. Tabnuuy). B Hawem cnyvae 35 6ann0B y ManbymMKa CooT-
BETCTBOBA/NN BO3MOXHOMY cuHApomy MoBa [3]. 3To nocny-
WMNO OCHOBaHMEM K MPOBEAEHUIO MONEKYNSPHO-TEHETHYE-
CKOro o6cnefoBaHus.

Ta6auua. OnucaHune MexayHapoaHon 6annbHON WKanbl ans anddepeHunanbHON AMarHOCTUKMU U OLLEHKM CTEMEHM TSXKECTH NauneHTa

C NoAo3peHneM Ha cuHaApoM MoBa

Table. Description of international score scale for differential diagnosis and severity assessment of the patient with suspected Job syndrome

Bannbl

MNokasartenn

0 1 2 3 4 5 6 7 8 10
IgE, (IU/ml) <200 | 201-500 501-1000 1001-2000 | > 2000
AGcLECCHI KON Het 3-4 >4
MHeBMOHMSA Het 2 3 >3
MapeHx1MaTo3Hble aHOMannu
nerkix Het BpoHx03KTa3bl MHeBMaTouene
i 2 2 -3
Ckonnos (rpapycel) <10 10-14 >20
Mepenombl KocTen Het 2 >2
303nHODUANS (KN/MKN) <700 700-800 > 800
XapaKTepHble 4epTbl MLa Het + EcTb
CpeauHHble aHOManuu Het EcTb
Cbifb Y HOBOPOXAEHHOIO Het Ectb
JK3ema Het Jlerkas Sﬂp):fg:; Taxenas
i el B -6
Kanangos Het OpanbHbivt | Horteson CucTeMHbIN
[pyrue TsKensle UHPeKL MK Het Taxenble
daTtanbHble UHOEKLMKU Het Ectb
'MNepmMo6MNbHOCTbL CycTaBoOB Het Ectb
Niumdpoma Het EcTb
YBenuyeHne WUpHUHbI Hoca <1SD 1-2SD >2SD
Bbicokoe He60 Het Ectb
BoapacTHas KoppeKLuus >5net 2-5 net 1-2roma | <lroga

lMpumeyarne. Hannume cuHapoma Mosa npu 20 6annax manoBepoaTHo, npu 20—-40 6annax — BO3MOXHO, Npu 40 n 6onee 6annax — Hau-

605ee BEPOSTHO.

Note. The presence of Job syndrome at 20 points is unlikely, at 20—40 points — possible, at 40 or more points — most likely.



MeToaoM NPSAMOro CEKBEHNPOBAHMSA BbINOIHEHO UCCe-
noBaHue reHa STAT, B a3k30He 20 BbiiBfieHa HyKneoTugHas
nocnegosaTenbHoCTb cduppGIlUArgup B reTepo3uroTHOM
COCTOSIHMW. B 3K30He 23 BbIIBNEH BapuvaHT HYKIeOoTUAHOM
nocnegoBatenbHoctu cTCpMet726Thr B retepo3uroTHOM
coCcTosiHMK. bBbllo pekoMeHJOoBaHO NpoBeAeHne Mone-
Kyl ipHO-reHeTM4YecKoro o6cneaoBaHns BCEX Y/1EeHOB
cembW. Y maTepu Gbina noaTBepKaeHa myTauus reHa STAT,
B 9K30He 20 BbIIBNE€Ha HyKNeoTUAHas NocneoBaTe/ibHOCTb
€.1781_1786dup (p.Glu594_Arg595up) B reTepo3nroTHOM
CcoCTOsfiHMW. Y oTua — MyTauusa reHa STAT3, B aK30He 23
BbISIBfieHa HyK/NeoTuaHaa nocnefoBaTenbHoCTb ¢.2177T>C
(p.Met726Thr) B retepo3uroTHOM COCTOSIHWKW. Y cTapluen
CcecTpbl NauneHTa BbigBneHa MyTauusa reHa STAT3 B 9K30-
He 20 ¢ HYKNneoTUAHOM nocnefoBaTenbHOCTbIO €.2177T>C
(p.Met726Thr) B reTepO3MroTHOM COCTOSIHUK, YHACeA0BaH-
Has oT oTua. OTMETUM, YTO KJIMHMYECKM BCE YS€Hbl CEMbM
OblIM 340pOBbLI. TaKMM 06pa30M, Hal NauueHT yHacneno-
Ba/n MyTaluu OT OTLa M MaTepHM.

Bbbin nogTBEprKAEH AMarHo3 cuHapoma Mosa ¢ ayTocoMm-
HO-AOMMWHAHTHbLIM TUNOM HacNeLOBaHUS.

OBCYXAEHME

CuHapoMm MoBa — opdaHHoe 3ab6oneBaHne U3 rpynnol
UMMYHOAEDULMTOB, KIMHUYECKM NPOSBASOLWEECs AepmaTy-
TOM, PELNANBUPYIOLLUMU MHDEKLMAMM KOXKM U HUIKHUX AbIXa-
TenbHbIX NyTen. Yactota cuHapoma — okono 1 : 1 000 000
yenosek (1,5-4% Bcex M) [4, 5]. BnepBble aTo 3a6oneBa-
HWe 6bli10 onucaHo B 1966 r. Davis, Wedgewood, Schaller
Ha npumMepe ABYX NaLMEHTOB C IK3EMOW, PELIMANBUPYIOLLUM
dYypyHKYNe3oMm, rmunepmMobuIbHOCTbIO CYyCTaBOB, Mnepeno-
MaMW B peaynbTaTe He3HaYyuTeNbHbIX TPaBM W Hanu4yu-
€M XapaKTepHbIX 4epT mua (y6oKo NnocakeHHble rnasa,
LUMPOKasa mepeHocuLa, BbICTyNaloWmMin MacCuBHbIN Nog6o-
POAOK M WKMPOKKUI Hoc). B 1972 r. Buckley o6patun BHUMA-
HWEe Ha 3KCTpemasibHO BbICOKME ypoBHM ISE y nauuneHToB
€ Nogo6HbIMKW cuMnTOMamu [B].

B HacTosilee BpeMsa BblAENSOT ayTOCOMHO-AOMUHAHT-
Hbln TMN 1 runep-IgE-cnugpoma (AD-HIES, OMIM #147060),
06ycnoBNeHHbIM MyTauuen B reHe STAT3, M ayTOCOMHO-
peueccuBHbIM TMN 2 (AR-HIES, OMIM #243700) ¢ myTaunen
B reHe DOCKS8. Mepsbin TN (AD-HIES) KnuHW4eckn npo-
ABNAETCA PeLUANBUPYIOLLMMKU IOKANU30BaHHbIMU MHObEK-
UMMM GaKTepuanbHoOM M rPUOGKOBOM 3ITUONOTUKU, PEHO-
TUMUYECKUMU OCOBEHHOCTAMM B BMAE BbICTynatoLero
(onumnurcKoro) nba, WMPOKOKW nNepeHocuLbl, IMy6oKo noca-
}KEHHbIX ras, rMnepMobuIbHOCTbIO CYyCTaBOB, NepenoMamu
KocTen. lMpu nabopaTtopHOM 06CNefoBaHUN BbISBAAIOTCA
HEUTPOMEHUs, 303UHODUNNSA, BbICOKMW ypOBEHb 06LLErO
IgE. Ang BToporo tuna (AR-HIES), noMMMO peunanBmpyoLmx
MHOEKLMN KOXM M NErKUX U BbICOKOro ypoBHSA IgE, xapak-
TepHo nopaxkeHne LUHC n oTcyTCTBME U3MEHEHWUA OMOPHO-
ABWratenbHOro annapara.

B faHHOM KAMHMYeCKOM cnyyae K Bo3pacTy 1 roga
ManbyuK nepeHec 3 anu3oda TAXKeNbIX NOKaIM30BaHHbIX
THOMHbIX MUHPEKLMIN (abcuecc 3aTblIo4HOM obnacTu, dner-
MOHY neBoro 6egpa, NnapanpoKTUT), KOTOPblE HE COMPOBO-
¥AaNMUCb BblpaXeHHOM 00LWen BocnanmMTelbHON peaKkumnen
opraHu3ma. PeTpocneKTuBHas OLEHKa BbigBMAA OTCYT-
CTBME HEUTPOPUNIbHOro NermkoumTo3a npu GakTepuanb-
HbIX npoueccax, abCcoNoTHYI0O HEMTPOMEHUIO U 303UHODU-
nuio Bcerga Bbilwe 800 Kn/MKA. 3TW AaHHble MO3BONUIM
3anogo3putb MU 1 HanpaBuUTb pebeHKa K UMMYHOJIOTY.
Cneumnanuct, oueHMB O0COBEHHOCTM deHoTuna ManbyuKa
(BbICTYNAOWMIK NO6, WLMPOKas nepeHocuua, rnyboKo noca-
}KEHHble rnasa), UICMoNb30Bas LWKany BEPOATHOCTU runep-
IgE-cuHapoma.

HopmanbHble 3HaveHus obuwero IgE B Hawem cnydvae
TpebyloT 06bsiCHEHMS. OnucaHbl NauMeEHTbl C NOATBEPK-
OEHHbIM AnarHo3om runep-IgE-cnHgpomMa M HopMasbHbI-
MU WU MUHUMANbHO MOBbIWEHHLIMK YpoBHAMK IE [7, 8].
Kpome Toro, B HECKOJIbKMUX KTIMHUYECKUX ONMUCaHUAX Y AeTen
80 1 roga Xu3HW Nokasatenb IgE He Bbixoawun 3a npege-
Nbl pedepeHCHbIXx 3HavyeHuin [9]. Taknm o6pa3om, ypoBEHb
ISE MOXeT 3aBMCeTb OT BapuaHTa MyTauuu unuM Bo3pacTa
nauneHTa U BpeMeHHOro daktopa. 9T0T Bonpoc TpebdyeT
JanbHENLWNX UCCNEea0BaHUN.

B 6onblumHcTBE cnyvyaes npu AD-HIES B neproae HOBO-
POXXAEHHOCTM ONMMChIBAETCS Nanyfnes3Has Cbifb, KOTOPYIO CBS-
3bIBAlOT C FPUBKOBBLIM NOpaxeHueM Koxu. OgHOBPEMEHHO
XapaKTepHbIE KOXKHbIE UBMEHEHNS MOTYT C/YXKUTb NOBOLOM
ans 6onee BHUMaTeNbHOro HabNOAEHWS 3a MaUMEHTOM
C BO3MOHOCTbIO KOHCYNbTaLuMM UMMYHONOra Npu Heo6xo-
avmocTtu [10]. Y Hawero nauuveHTta Toxe 6blla oTMe4vyeHa
CblMb Ha 6-e CyT Nocse poXAeHus.

OnbIT cneunanucTa NO3BOAWA cCpal3y HanNpaBuUTb
Mafb4yMKa Ha MNpoBeAeHWEe MONEKYNAPHO-TeHETUYECKOro
ob6cnefoBaHMa C Lenblo UCKAloYeHns cuHapoma Mosa.
Bbinv noaTBEpPKAEHBLI MyTaumn B reHe STAT3, 4TO Xxapak-
TEPHO ANS ayTOCOMHO-4OMMHaHTHOrO Tuna 3abonesa-
HMS. B HaweMm cnyvae cuHapom MoBa maHudecTupoBan
npu coyYeTaHun 2 3HaAYMMbIX MyTauUM B reTepo3uroTHOM
cocTosaHMM B reHe STAT3, KoTopble 6biM yHacnenoBaHbl
OoT MaTepu 1 oTua. OTAENbHO 3TU UBMEHEHMS B FEHE HE NPU-
BEe/IM K KNMHMYECKOM MaHnbecTaunmn 3aboneBaHuns y poau-
Tenen pebeHKa v cTapllen cecTpbl. 3HAa4YMMOW OKal3anacb
KOMOMHaLMS, KOTopylo pebGeHOK yHacnegoBan OT 060uMX
poautenen.

leH STAT3 y4yacTBYET B CUTHaNbHbIX NYTAX pAaa LUTOKK-
HOB, MyTauuWW B HEM MPUBOASAT K HapyWeHWIO NPOAyKLMK
psga nNpoTMBOBOCMANUTENbHBIX LUTOKMHOB nMMOLUTaMK.
B 10 ke Bpemsi NoCcTENEHHO pa3BUBaAETCA aKTUBALLMA MPOAYK-
LMK NpoBOCNaNUTENbHBIX LLUTOKUMHOB MMUENOUAHBIMU KeT-
Kamu (Makpodaru, MOHOLMTBI), HTO B YCII0BUSIX HAPYLUEHHbIX
CUrHaNbHbIX NyTeH NPUBOAUT K 303MHODUANN U MOBLILWEHUIO
ypoBHS IgE [11].

CoBpeMEHHbIE CKPWHWHIOBbLIE METOAbl He MNO03BOSA-
0T BbIIBNIATb CMHAPOM MoBa y HOBOPOXKAEHHbIX. [To3aToMy
Ba)HO OLEHMBaTb KJMHWYECKME MNPU3HaKKM 3abonesa-
HUWS, ANa TOro Yyto6bl CBOEBPEMEHHO HanpaBuTb NauueHTa
K cneuuManucty M NpoOBECTU MOJEKYISPHO-TeHeTUYEeCKoe
o6cnegoBaHue. Mcnonb3oBaHWe MeEXAYHAPOAHOM LWIKa-
Nbl N03BONsSET 060CHOBATb HEOBGXOAMMOCTb MPUMEHEHMUS
COBPEMEHHbIX JMAarHOCTUYECKMX METOAMK.

3AK/IIOYEHHME

PeunanBupylowmMe rHoMHbIE Npouecchl, NpoTeKalolwme
6e3 nuxopagKku, B co4veTaHuu ¢ GEHOTUMUYECKUMU AUC-
Mopdur3aMaMun, abCONOTHON HENTPONEHMUEN U 03UHODUIIU-
€1 No3BOoNAT 3anoA03pUTb NEPBUYHBIN UMMYHOAEDULIUT.
Mpu coxpaHsitolencs abCoNtoTHOM HENTPONEHUU HEOBXO-
AMMO pelnTb BOMPOC O LLenecoobpa3HoCTU NpoBefeHUs
MONEKYNSPHO-reHeTuyeckoro ob6cneposanus. OTcyTcTBUE
NoBbIWEHNS YyPOBHS obwero IgE He ucKoYaeT cuHApOM
NoBa y feTen NepBoro roga *u3Hu. BolparKeHHOCTb KANHKU-
YeCKMX NposiBNeHU 3aboneBaHns, No-BUAUMOMY, 3aBUCUT
OT TUMa W KONMYeCTBa 3HAYUMbIX MyTaLMI.

MpeacTaBneHHbIN KIMHUYECKUIN CnydYank AEMOHCTPUpPYET
BO3MOXHOCTb PaHHeh AMarHOCTUKU PEeAKOoro nepBuUYHO-
ro nmmyHogeduuuta — cuHgpoma Mosa — 6Gnarogaps
COBMeCTHOM paboTe CneuManncToB, rpaMoOTHOMY aHanu3y
aHAMHECTMYECKMX, KIMHUYECKUX U MapakAMHUYECKUX AaH-
HbiX. CBOEBPEMEHHO YCTaHOBJ/IEHHBIM AMArHO3 Mo3BoseT
HayaTb Ne4YeHne U MMHUMU3UMPOBATb OC/TOXKHEHHUS.
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BBEAEHMUE

[opTaHb — OAMH M3 M3HEHHO BaMHblX OPraHoB,
HaxoAsIWMICs Ha MepeKkpecTe AblXxaTeflbHOro U nuuieBa-
PUTENBHOIrO TPAKTOB, a TaKXe obecrneyuMBalOWMM Mexa-
HU3M 3BYKOBOCMPOMU3BEEHMS (FON0C), TaK HEOBXOAUMbIN
ons sep6anbHOro o6LIeHUA U MUAEHTUDUKALMN.

[opTaHb — nNoOnoe BO3AYXOHOCHOEe o06pa3oBaHue,
cocTosilee U3 XpALWEBOro Kapkaca W pacnonaratolieecs
y B3pociblX Ha ypoBHe C4-C6 no3BoHKOB. C nomoLuybio
CBSI30K M MbllL, rOpTaHb MNojBeleHa K MNoAbsA3bl4HOM
KOCTH, CTPOEHME U DUKCaLMSA KOTOPOKN K APYrMM MblLILAM,
MayWMM K nonaTke, rpyamHe, WKMA0BUAHOMY OTPOCTKY, ob6e-
crneynBaeT NOABWMKHOCTb FOPTaHK, a NpU TpaBMax — onpe-
[eNeHHbIn YpoBeHb aMopTu3aunn. OKoCTEHEHME XpsLlen
ropTaHu NpomncxoamT B Bo3pacTte okono 20 net [1].

TpaBmMa ropTaHu Yy B3pOC/biXx BCTpevyaeTcs peaxko
n coctaBnget 1 Ha 30 000 ob6palleHnin 3a MeaULIMHCKOWM

NMOMOLLbIO K OTOPUHONapuHronory. Haméonee 4actbiM1 Npu-
YMHaAMU TPaBM roOpTaHM ABNAIOTCH aBTOMOGUIbHAA aBapus,
CMopTMBHAsA TpaBMa, yyacTue B ApaKe, NnageHue o6nacTblo
Len Ha Tynoun TBepAbli NnpeaMeT. Takke ropTaHb TpaBMUpY-
eTCcs Npy NOBELIEHUU U GU3UYECKOM Hacunuu. TpaBma rop-
TaHW BO3HMKAET Npu HanpasBaeHHOM B 06NacTb Lewn yaape,
HaHEeCEHHOM C BbICOKOM CKOPOCTbI0. Mo4ytn 80-90% TpaBm,
nepenoMoB, BbIBUXOB U OTPbIBA FOPTaHM OGbLIYHO MPOUCXO-
AT B pe3ynbTate TpaBMbl TyNbIM NPeaMETOM, NOJyYeHHOM
npu BbICOKOM CKOPOCTWM nocnegHero. lNepenom xpswewn
ropTaHW MOXET BO3HWKHYTb MO MeXaHW3My GapoTpaBMbI.
CornacHo npuHuuny bepHynnu (0anH U3 3aKOHOB a3poauHa-
MUKM), CYXKeHne anameTpa Tpybbl NPUBOAUT K BO3PACTaHMIO
CKOPOCTU MOTOKa BO3Aayxa. TaKMM 06pa3oMm, Npu CUAbHOM
BblOXe BO3[yxa, KOTOPbIA NMPOUCXOAMT MPU YUXAHUM, CHH-
XPOHW3UPOBAHHOM C BHe3amnHbIM W CUJIbHbIM 3aKpPbITUEM
roIOCOBOW LWENW, KaK NpuW Kawne, Noj rofiocoBbIMU CKnag-
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CLINICAL CASE

KIMHUYECKOE HABJTIOAEHUE

Kamu cozgaeTca ropa3go 60/bliee BHYTPUMPOCBETHOE
JaBneHune. 3TO NOBbIWEHHOE JaBNeHWE MOXET Bbi3blBaTb
remMaToMy rofioCOBbIX CKNaA0K, @ B UCKIIIOYUTENBHO PeaKuX
cnyyaax — nepeniom xpsuwen roptanu [2].

Mo gaHHbIM AUTepaTypbl, CpeaHun Bo3pacT NnauueHToB
C TPaBMOM ropTaHu cocTaBnseT NpuMepHo oT 34 go 37 nerT,
HO AnManas3oH BapbupyeT oT 14 no 84 net. Yalule Bcero BcTpe-
YyaeTcs nepenom WwutosuaHoro xpsauwa [3].

JNleTanbHOCTb cocTaBnsieT NpuMepHo 1% W 3aBUCUT
OT TSXKECTM TpaBMbl — NepesioM MepCTHEBMAHOMO Xpslia
MOXET MPUBECTU K CMEPTENBHOMY UCXOAY Y MHOTUX NaLMneH-
TOB M3-3a HapyLWEHUs AblxaHWs, BbI3BAHHOIO 06CTPYKUMENH
AbIXxaTeNbHblX NyTen. 3To CBA3aAHO C TeM, YTO NEePCTHEBMA-
HbIM XpALY, NpeacTaBnseT co60mM CNAOWHOE KObLO, MPOCBET
KOTOPOro MOMeT 6/10KMPOBaTbCA BO3HMKLLEN remMaToMOMN.
Bonbloe 3HaYeHNE UMEET TaKKe OTEK MAMKMUX TKAHEN, KOTO-
pbIi MOXET HapacTaTb B TeyeHue 6 4 [3].

TpaBMbl ropTaHu y geTen ciy4arlTcs KpanHe peako
No CPaBHEHWIO CO B3POC/bIMU, YTO OOBACHAETCA aHa-
TOMUYECKMMU W NOBEAEHYECKMMW OCOBEHHOCTAMM.
AHATOMMYECKM feTcKas ropTaHb HaxoaUTCs Ha ypoBHe C4,
NO3TOMY 3allulieHa HUXKHEW 4YentoCTblo. Y AeTen Takxe
OTHOCHTENIbHO 3M1aCTUYHbIN XPSL, U OTCYTCTBYET OKOCTEHE-
HWe Mo CpaBHEHMIO CO B3POC/bIMU, MOITOMY BEPOSATHOCTb
nepenoma mana [1].

B o6nacTu roptaHun cocpeaoToyeHbl HECKONbKO pednek-
COreHHbIX 30H. OCO60ro BHUMaHUS 3acny>KMBaeT CUHOKa-
poTuaHas, Tonorpaduyeckn npoeumpyowascs B COHHOM
TPeyrofibHWKE LIeKn, CogepKallasi COHHy0 apTepuio, 6yx-
AWM HEPB M BHYTPEHHIOW ApemMHyto BeHy. Mpu TpaBme
ropTaHu, fJaxke ecin He BbIIBASIOTCA NPU3HAKKN €€ NOBPEeX-
[LeHUs, HepeaKo BO3HUKAET BblparKeHHOEe LWOKOBOE COCTOS-
HWe, KOTOPOE MOXKET NPUBECTU K pedNIEKTOPHON OCTaHOBKe
AbIXaHWUA W CcepaeyHOn AeATeNbHOCTU W, KaK cneacteue,
K KpaTKOBPEMEHHOW NoTepe CO3HaHUA U Aaxke neTanbHOMY
ncxogy — Nogo6HbIN MEXaHN3M MMEETCSA Y BCEM M3BECTHOMO
consipHoro pednekca [4, 5].

TpaBMbl ropTaHu nNoAapa3genstoTcs Ha OTKPbITblie
W 3aKkpbiTble. OTKPbITblE TPaBMbl FOPTaHU UMEIOT BbICOKMI
NPOLEHT NeTanbHOCTH N3-3a aCPUKCHUM M MACCUBHBIX KPOBO-
TEYEeHWUN B ciydae paHeHUs KPYMHbIX COCYAO0B Len. TAXecTb
COCTOSIHUA MpPU 3aKPbITOW TpaBMe ropTaHW onpegenser
npexe BCero HapyweHue abixaHus. Takxe xapakTepHbIMU
npu3HaKkamun TpaBMbl FOPTaHu ABASAIOTCA AUChOHMUSs/adoHuA
(oxpunnoctb / oTCYTCTBMUE rosoca), agucdarusa (HapyweHue
rnotaHus), oaMHodarus (601b Npu rnoTaHuK) [6].

K/IMHUYECKMUM CNTYYAH

MauneHT C., 16 net 7 mec, o6bpaTtunca B HUN neguma-
TpUKn 1 oxpaHbl 3gopoBba aeter HKL, N22 ®IrBHY «PHLX
uM. akag. b.B. lNeTpoBcKoro» ¢ »anob6amu Ha 60/b Mpu rno-
TaHUU WU oxpunnocTb. N3 aHamHe3a: yTpOM B AeHb obpa-
LeHMa B urpe ¢ 6patoMm 5 neT noayydun clydyanmHoln ygap
HOrom B 061acTb Wewn, Nocne Yero BO3HMKNA 60M1b NPU rIo-
TaHUM U oxpunnaocTb. Npu ocmoTpe Bpayom-oTOpMHONA-
PUHION0rOM OTMEYaeTca He3HayuTeNnbHas 601e3HEHHOCTb
npu TpaKkuuKW roptaHu, adoHUs, NpU aKTe rnoTtaHua —
60/1€e3HEHHOCTb. [TpM 0CMOTpe ylen, MOTKKU U HOoca naTo-
NOTUN He BbIBNIEHO.

MpoBeneHa guarHoctMyeckaa dubpoHasodapuHrona-
puUHrocKkonus (puc. 1).

Mpn ocmMoTpe roptaHK OCTPbIX BOCMANUTENbHbIX U3Me-
HEHWW He BbIBMEHO: ropTaHb CUMMMETPUYHA, CAM3ucTas
060n04Ka po30Bas, 4YUCTasl, HaAropTaHHUK PacnonoXKeH
no cpeaHer NUHWKW, BanneKkynbl U rpyweBUAHbIE CHMHYCHI
€cB0O60OHbI, YePNanoBUAHbIE XPALLM NOABUMKHbI C 06enX CTo-
POH, FONOCOBbLIE CKNAAKM cepble, bnecTalme, Npu GoHaumm

Puc. 1. du6poHazodapuHronapmHrockonums (bubpockon ¢ 2,7
MM, 0630p 270°)

Fig. 1. Fibronasopharyngolaryngoscopy (fiberscope ¢ 2,7 mm,
270° view)

lMpumeyaHue. TopTaHb B COCTOSHUM CMOKOMHOTO AblXaHuWs.
Note. Larynx at calm breathing.

Puc. 2. MynbTucnvpanbHas KomnbloTepHasa ToMorpadus roptaHu
(Philips Ingenuity 64 sl)

Fig. 2. Larynx multispiral computed tomography (Philips Ingenuity
64 sl)

MpumedaHne. AKcuanbHasa npoekuus. CTpesika ykasbiBaeT Ha
nepesioM nNpasow MiacTUHKK WWTOBUAHOMO XpaAlla B NepeaHem
oTaene.

Note. Axial plane. Arrow indicates fracture of thyroid cartilage’s
right plate in anterior part.

oTMeYaeTcs HECMbIKaHWE B 3aHUX OTaeNax. Buanmas yactb
Tpaxeu He 3MEHEHa.

YynuTbiBas B aHamHe3e TpaBMy ropTaHu, adOoHMIo,
OTCYTCTBME OCTPOBOCMANUTENbHbIX U3MEHEHUN, NaUMEHTY
C AMArHO30M «3aKpbiTas TpaBMa ropTaHu» 6blJI0 MOKa3aHo
npoBeAeHne MybTUCIMPaNbHOM KOMMbIOTEPHOM TOMOrpa-
OUM M MaArHUTHO-PE30HAHCHOW TOMOrpaduM OpPraHoB LLEN
(pnc. 2, 3). JlyyeBble uccnegoBaHWMs MNOATBEPAMAM Mepe-
JIOM MpaBOW MNACTUHKK LWMTOBUAHOIO Xpslla B NepegHeMm
oTaene, HaauvyuMe rematoMbl MO BHYTPEHHEW MOBEPXHO-
CTW NMpPaBOM MJACTUHKK WMTOBWUAHOIO Xpslla, aCUMMETPULIO
roJI0OCOBbIX CKNA/I0OK.

MaumneHT ¢ anarHo3om «3akpbiTas TpaBMa ropta-
HU. lNepenom npaBoW MNNACTUHKKM LWWTOBUOHOMO Xpslla.



Puc. 3. MarHutHo-pe3oHaHcHasa Tomorpadus roptanu (Philips
Achieva 1,5 T)

Fig. 3. Larynx magnetic resonance imaging (Philips Achieva 1,5 T)

lMpumeyaHme. KopoHapHas npoekuus. T2 TSE. lemaTtoma no
BHYTPEHHEN MOBEPXHOCTU NPaBOM MIACTUHKM WHUTOBULHOMO
Xpsilla (yKa3aHo CTpesikon). ACUMMETPHS rO0COBbIX CBA3OK.
Note. Coronal plane. T2 TSE. Hematoma on the inner surface of
thyroid cartilage’s right plate (indicated with arrow). Asymmetry of
vocal folds.

[emaTomMa BHYTPEHHEW MOBEPXHOCTM MpPaBON MNACTUHKM
LWMTOBMAHOIO Xpsiar» rocnutannanposaH B JIOP-otaeneHune
C KPYrnoCyTO4YHbIM HabntoAeHWEM, TAe NPOBOANAACH CUCTEM-
Hasa aHTubaKTepuanbHasa (uedtpuakcoH 1 r + 0,9% NaCl 20
M1 BHYTPMBEHHO 2 pa3a B AeHb N2 5) n KopTUKOCcTeponaHas
Tepanus (AexkcaMeTasoH no cxeme 16 Mr — 16 mr — 12 mr —
12 Mr — 8 Mr — 8 Mr — 8 Mr BHyTpMBEHHO 1 pa3 B A€Hb).

Ha cnepytowme cyTKu nocne TpaBMbl 415 OLEHKK AMHa-
MUKW COCTOSIHMS rOpTaHM B OCTPOM NOCTTpaBmaTuye-
CKOM nepuoge NpoBeAEHbl TAapUHIOCKOMNNS U KOMMbOTEP-
Has Tomorpadus opraHoB LlWen. Ha napuHrocKonuu BXxoA
B ropTaHb cBO6GOAHbIN, CAM3UcTasd 060/104Ka po3oBas, npa-
Basl rosocoBas CKMajKa KpacCHO-CMHEro LBeTa, OTeyHa.
CMblKaHKe npu GoHaLMKU HEMoJIHoe.

Mo gaHHbIM KOMMbIOTEPHOW TOMOrpadum OpraHoB LWeun
YTOYHEH AnarHos: «[lepenomM npaBor MAACTUHKKU LWMTOBUA-
HOro XpsLWa ¢ Hann4ynem remaTtomMbl 06bEMOM OKOJ10 3,5 MJI».

[MayMeHT BbiNUCaH Ha 8-" AeHb CO 3HAYUTENbHbIM Yyy-
weHneM. ncdoHns coxpaHsanach B TedyeHne 3 Hej, B Aasb-
HenweM ronocoBast GyHKLMSA BOCCTAHOBMACh NOSMHOCTbIO.

OBCYXAEHME

3aKpbITblM Nepenom roptaHu — [OBOMLHO peakoe
COCTOSIHME B MeAuaTpUMYEeCcKON NpaKTUMKe, BOSHWKHOBEHWE
KOTOPOro MoeT MMeTb ObITOBOW XapaKTep. MNoBpexaeHue
XpSAWeENn ropTaHK, Kak npaBwufio, NMPOUCXOAMT BCNeacTBue
HanpaBNeHHOro ygapa, HaHeCeHHOro ¢ 60MblION CUJION
B 061acTb Wew.
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BAKLUHbI U UMMYHOMNPO®UIIAKTUKA COBPEMEHHOM MMUPE.
PYKOBO/JCTBO ANl BPAYEMN

MNoa penakumen: Hamasosown-bapaHosoi J1.C., Bpuko H.U., Penbabniom U.B.
M.: NeanaTpb, 2021. — 648 c.

B MOHorpacduu npeacTaBieHbl HOBble CBEAEHNS O POU UMMYHONPOdUNaK-
TUKW B NPOrpaMMUPOBAHUM U COXPAHEHUN 3A0POBbS YeNOBEKA, ONMUCaHbI
UMMYHOGHONOrMYECKME NpenapaThl 419 aKTUBHOM M MAaCCUBHOM MMMYHU3aLMK
[AeTel ¥ B3POC/bIX pa3Hblix BO3PACTHbIX FPYNM M pa3HOro COCTOSAHNUS 340POBbS.
Oco60e BHUMaHWe yaeNneHo OnucaHuio MHOEKLMOHHbIX 6one3Hen, npenot-
BPpaTUMbIX C MOMOLLbIO BaKuuHauuu. OThenbHas rnaBa MOCBslWEHa HOBOM
KopoHaBupycHon uHdekumn COVID-19, B TOM 4yucne, NpuMHUMNEGM Na1aHOBOM
BaKLMHaLMK B nepuoj naHAeMuu, onucaHbl HOBble MpenapaTtbl 415 3aluThl
oT SARS-CoV-2.

MoHorpadua aapecoBaHa crneuvanuMcTam, 3aHMMaloWumes npoéremMamu
BaKUMHAUMKM — neauaTtpam, TepaneBTaM, XMpypram, akylepam-rmHeKkosoram,
repuatpam, anuaeMuonoram, Bpadam Apyrux crneuuanbHOCTEN, npenoaasare-
NIIM BbICLUEN LWKOMbI M KOMNEAXKEN NO MEAULIMHCKUM U BUONOTMYECKUM CeLm-
anbHOCTAM, CTyAeHTaM MEeAMLMHCKUX U dapMaLleBTUHECKUX BY30B M KONEA-
JKEW, a TaKKe opAanHaTopam U acnupaHTam.
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O60ocHoBaHue. ArammariobyiMHeMuss — 370 3aboJsieBaHMe, OTHOCSLLEECS K rpyrnne nepBUYHbIX UMMYHOAEPULMTOB
C HapyleHHneM NPOAYKLUMM aHTUTEN, XapaKTepHU3yoLLEecs CyLLECTBEHHbIM CHUXEHUEM UJIN NPAKTUYECKU MOJIHbIM OTCYT-
cTBnem B-knetoK. llpu oTCyTCTBUU NaTOreHETUYECKOro 1e4eHUss GopMUPYIOTCS TsKesible 6aKTepuasbHble MopaxKeHus
Pa3/IMYHbIX OPraHoB M TKaHEH, YTO MOXET MOCAYXUTb MPUYMHON 1€TalbHOro ucxoga y nauneHta. CBoeBpeMeHHbIN yyeT
aHaMHe3a, KIMHUKO-1abopaTopHbIX AaHHbIX MO3BOIUT BOBPEMS 3aMof03pPUTh JaHHY NaToa0rmMi U Hadatb Tepanuio,
4YTO crnaceT »n3Hb 60/1bHOMY. OnNUcCaHne KIMHUYECKOro cay4as. B ctatbe npuBOAUTCS KIIMHUYECKUI C/lydan no3gHen
AMarHoCTUKM aramMmarsiobyiMHeMUn ¢ QOPMUPOBAHUEM THIKEJTbIX OCIOKHEHMIH U KynMpOBaHMEM KIMHUYECKMX MPOsiB-
JIeHUI Ha GOHe naTtoreHeTu4yecKon Tepanuun. 3aKknwdyeHme. HecmoTtps Ha 4e6I0T 3abosieBaHUs BO BTOPOM [0J1yrognu
KU3HU, Han4ue MoBTOPSIOLYMXCS THONMHBIX MPOLEeCCOoB, He MoAAalLWmMXCs cTaHAapTHOM Tepanum, B COYeTaHUNU C PE3KUM
CHUIKEHNEM YPOBHEN MMMYHOI/TI06Y/IMHOB BCEX K1AaCCOB, arammarsiobyninHemus 6blia 3anof03peHa ToJIbKO K AOLWKO/b-
HOMy BO3pacTy. lcxoqom cTanm MHBanuau3aums naymeHTa, 3HauynTebHoe yXyAlleHUe KaqyecTBa KU3HH.
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Clinical Case of Agammaglobulinemia Late Diagnhosis
in Preschool Child

Background. ASammaglobulinemia is a disease from the group of primary immune deficiencies with impaired antibodies produc-
tion characterized by significant decrease or complete absence of B-cells. Due to the absence of pathogenetic treatment, severe
bacterial lesions of various organs and tissues can develop, and they can lead to the patient death. Timely history taking and clinical
and laboratory data analysis will allow to reveal this pathology early and start the therapy that can save patient’s life. Clinical case
description. This article demonstrates clinical case of agammaglobulinemia late diagnosis with development of severe complica-
tions and reversal of clinical manifestations in response to pathogenetic therapy. Conclusion. Despite the disease onset in the
second half-year period of life, the presence of recurrent purulent processes resistant to standard treatment and the significant
decrease of all immunoglobulin levels, agammaglobulinemia was suspected only at preschool age. The outcomes were disabled
patient, and considerable aggravation of the quality of life.
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CLINICAL CASE

KIMHUYECKOE HABJTIOAEHUE

OBOCHOBAHME

AramMmarnobynnMHemMuss — 3TO rpynna BpPOXKAEHHbIX
LedeKTOB aHTUTEeNonpoAyKLMK, XapaKTepuaylolwasncs pes-
KUM CHWMKEHMEM KOHLIEHTpaLMK BCEX KaCCOB CbIBOPOTOY-
HbIX UMMYHOT106YNIMHOB (Ig) M KONMYECTBa LIMPKYIUPYIOLLUX
B-kneTok. Yactota BCTpe4aeMOCTU aramMarnobyinHeMuu,
Nno JaHHbIM pasHblX aBTOpOB, cocTaBnseT oT 1 : 100 000
no 1 : 200 000 [1]. JaHHaa natonorus MMeeT pPas3/nyHbIn
XapaKTep HacnefoBaHWs — CLENJEHHbI ¢ X-XpOMOCOMOW
MM ayTOCOMHO-PELLECCUBHBLIN. X-CLLEMNEHHbIn BapuaHT
araMmarno6yfMHeMUN HOCUT Hal3BaHWe 6onesHu bpyToHa
n coctaBnsieT 6onee 80% Bcex HacneACTBEHHbIX BapMaHTOB
arammarnobynuHemuu [1, 2]. MNpu 6one3Hn bpyToHa Hapy-
LIaeTcs CUHTE3 6eflka 6PYTOHOBCKOM TUPO3UHKMHA3b! (BTK),
006YCNOBNEHHbIN JedeKTOM reHa, PacnooXeHHOro Ha ANNH-
HOM nneye X-xpomocoMmsbl (Xq21.3-Xq22). B pe3ynbrarte npo-
MCXoauT ocTaHOBKa auddepeHuMpoBkn B-numdoumtos
Ha cTaguMu npe-B-KNeToKk B KOCTHOM MO3re, MpuMBOASLLaN
K OTCYTCTBMIO 3penbix B-numdouuntos B nepubepryeckom
KpOBOOGPALLEHNN U CEPBESHOMY CHUMKEHMUIO KOHLEHTpaLMK
BCEX KNacCoB MMMYHOrno6ynuHoB B CbiBOpOTKe [1, 3, 4].
[Ons paHHoro 3aboneBaHWs xapakTepHa MaHudecTauus
KIMHUYECKMX NPOSIBAEHUH BO BTOPOM MOSYTOAUU MM3HU
PeLNaMBUPYIOWUMU TAKENbIMU BaKTepuanbHbIMU UHOEKLK-
AMMU NIErKUX, KOXM U NMOLKOXKHOM KnetyaTku, JIOP-opraHos,
Bbl3BaHHbIMM B OCHOBHOM Streptococcus pneumoniae,
Haemophilus influenzae. Y nauneHToB MOryT pa3BuBaTbCS
MHEKLMOHHbIE apTPUTbI, AMapenHbIin cuHapoMm. Mpu ¢dnsu-
KanbHOM OCMOTPE MMEIOT MECTO Masible pa3mMepbl Naabnmpy-
eMbIX TMMdaTUYECKMX Y310B. B guarHocTuke Begyliee mecTto
3aHMMaloT BblllenepevymcneHHble KNMHUYECKUE NPOoSBEHHUS,
HO OHW He SBNSAITCA NAaTOrHOMOHWYHBIMU TOMIbKO ANS aram-
MarnoéynuHemuu [1, 4]. JlabopaTopHbIMK MeToAamMu, NOMO-
ralowmmn 3anofo3puTb AaHHYIO NaToNoruo, ABASKOTCA
UMMYHOrpamMmMa (CHUXEHWE BCeX KnaccoB UMMYHOIrNo6ynm-
HOB B CbIBOPOTKE KpoBM), deHOoTUNMpoBaHue nMmdounTos
(conepaHune CD19 B-kneTok meHee 2%). [locToBEPHO MoA-
TBepXKhaeT AMarHo3 reHeTuyeckoe obcnegoBaHue, Hanpas-
JIEHHOE Ha MoUCK mMyTauun B reHe BTK. Ha gaHHbIN MOMEHT
B MPaKTUKy BHeAPAETCA HeoHaTa lbHbIA CKPUHUHT, 3aK/ova-
IOWKMICA B KONMMYECTBEHHOM oOrnpeaeneHnM MeToaoMm Mou-
Mepas3HOM LEenHOM peaKkLnn B pexmme peanbHOro BpeEMeEHH!
B CYXMX NATHaX KPOBM HOBOPOXAEHHbIX ypoBHA TREC (T-cell
receptor excision circle — KonbLeBble Y4aCTKH, Bbipe3aHHble
n3 JHK B T-numdoumnTte npm ero co3peBanmmn) n KREC (kappa
recombining excision circle — KonbueBble yvyacTkn [HK,
Bblpe3aHHble Npu co3peBaHnn B-KNeToK U3 NoKyca, Koampy-
loLwero Kanna-Lenb), NO3BONSIOLLMI HA PpaHHUX CPOKax 3ano-
Lo3puTb gedeKTbl T- ' B-KneTto4yHoro 3BeHa MMMyHWTETA.
JleyeHre ocHOBaHO Ha NOXW3HEHHOW 3aMeCcTUTeNbHOM Tepa-
nuM npenapatamu UMMYyHOrno6ynvHa 4enoBeKa C LEblo
nogaep>aHus npetpaHcdysnonHHoro IgG Ha ypoBHe 5-7 r/n
[1, 3]. CBoeBpemeHHas AnarHOCTUKa U BOBPEMS Ha4vaToe
NnevyeHne No3BONAIOT U3bexaTb HeobpPaTUMbIX U3MEHEHWUN
B OpraHM3mMe, COXpaHUTb Ka4eCTBO XU3HU NauneHTa [5-7].

KJAUHUYECKWA NPUMEP

O nauueHTte

B I'bY3 HO «[leTcKas ropoacKas KaMHudeckas 60/1bHULA
N21 r. HuxHero Hosropopga» Habnogaetca manbduk T. (gaTa
poxaeHus: 05.11.2005) ¢ Bo3pacTta 5 neT. AKylepcKo-
TMHEKONOrMYeCKNn aHaMHes: pebGeHOoK oT 1-i 6epemeH-
HOCTH, NpoTeKaBllen Ha doHe HedbponaTuu Bo Il un 1l Tpu-
mecTpax, 1-x dU3MONOrMyecKkMx CpoYHbIX poaoB. Macca
Tena npu poxaeHun — 4500 r, anvHa Tena — 52 cwm.
OueHKa no APGAR — 8/9 6annos. lNepuon HOBOPOXKAEH-
HOCTM npoTeKan 6e3 ocobeHHocTen. Ha 4- AeHb XU3HM

B poadome NpoBefleHa BaKLMHaLMA NPOTUB TyGepKynesa,
Ha NepBOM rofly *W3HW NPUBMBANCHA MO HaLMOHANbHOMY
KaneHaapto, NOCTBaKLMHaNbHbIA Nepruo 6e3 OCNOXHEHWHN.
Peb6eHOK Haxoguncs Ha rpyaHOM BCKapMnBaHUM Ao 2 Mec,
B CBSAI3M C rMnoranakTMen y maTepu B AajibHEMIWIEM Maslb-
YWMK Obl1 NEPEBEAEH HAa MCKYCCTBEHHOE BCKapM/IMBaHMeE.
OTMeyvanuch Nerkne nNposiBiEHUs aTonMYecKoro aepMmartuta
B Bo3pacTe 1,5 mec, KoTopble 6blIM KYNMPOBaHbl UBMEHEHM-
MK B aveTe matepu. Pusanyeckoe, HEPBHO-NCUXMYECKOTO
pa3BuUTHe pebGeHKa Ha MepBOM oAy YKM3HU COOTBETCTBO-
Bano Bo3pacTty. CeMenHbl aHaMHe3 No HacNeACTBEHHbIM
3a60/1eBaHUAM, CO C/IOB MaTEPH, HE OTSArOLLEH.

M3 aHaMHe3a 3a60neBaHNs M3BECTHO, YTO AEBIOT KJIUHMU-
YeCKMX NposBeHM Npon3oLen B Bo3pacTe 10 mMec ¢ pa3su-
TUS1 OCTPOro A3BEHHOMO NapanpoKTuTa. [lanee pe6eHoK ctan
€)XXEroflHo 60/1€eTb TAKENbIMU MHEBMOHUSAMMU, OCNTOXKHEHHBIMU
nneBpuTaMu, B YepeaoBaHUN C ABYXCTOPOHHUMW FTHOMHbLIMM
CUHyCUTamK, oTuTamu. Kaxkabin anu3on 3abonesaHus Tpebo-
Bafl rocnuTann3auuu B ctaumoHap. MpMMeHeHne cTaHaapT-
HbIX KypCOB aHTMGaKTepraibHOM Tepanuu ¢ y4eToOM BbiceBa
MUKPO®DSIOPbl UMENO HU3KUK 3DDEKT B BUAE ANMTENBHOIO
TEYEeHUss BOCMaNMTENbHOIO MpoLecca U MEANEHHOro ero
KynupoBaHus. B 2 roga pebeHoK nepeHec GpnerMoHy nuua.
B 4 roga 4 mec Ha pOHe BETPSHOM OCIbl TAXKENO0ro TeYeHHUs
y Manb4iuKa pasBuaacb BHEGONbHMYHASA BUPYCHO-6aKTEPU-
anbHas NHEBMOHWS, OCNOXHEHHas GOpMUPOBaAHUEM Bynnbl
NIErKOro W AblXxaTeNbHOW HeAOCTaTOYHOCTbIO 3-M CTEMEHM.
PebeHok anutenbHo Haxoaunca Ha WBJ1. Ucxogom atoro
cTano pa3Butve dubpoartenekrasa cpeaHen AoAn npaBoro
JIEFKOr0 1 CTOMKOM adasuu.

dusuKanbHas AUAarHoCTUKa

Ha MOMEHT nocTaHOBKM AMarHosa B Bo3pacte 5 et
cocTosiHne pebGeHKa no 3ab0fieBaHWUIO OLEHWBANOCh
Kak Tsxenoe. PoanTtenu nauneHTa npeabaBisiv Kanobbl
Ha MNOCTOSAHHOE HapyLleHWe HOCOBOIO AbIXaHWUS, CIN3UCTbIE
Bbll€/IEHUS M3 HOCA Ha MPOTAXEHWW MOCNEeAHEro rojaa,
a TaK)Xe COXpaHeHWe peaKoro BAAXKHOro Kaluns ¢ otaene-
HMEM He6ONbLLIOro KoaM4yecTBa rHOMHO-CM3UCTON MOKPO-
Tbl Mocne nepeHeceHHoW MHEBMOHMM (C Bo3pacTa 4 net
4 mec). ManbymK He nuxopagun. MNpu 06bEKTUBHOM OCMO-
Tpe 6blNM BbIBNEHbI cheayloune mameHeHus. KoxHble
NMOKPOBbLI GblJIN CMYI/IblE, YUCTblE, BbIChINAHUSA Ha KOXe
otcytcTBOoBann. Co C/NOB MaMbl, HUKAKWUX BbICbINaHWM
Ha KOXe M CIM3UCTbIX 060/I04KaxX paHee TaKXe He oTMeYa-
nocb. lMpn ocMoTpe 3eBa perncTpupoBanach fNerkas rune-
pemMusa ayxeK, MMHAaNUHbl Gbl/IM YMEHbLUEHBI B pa3Mepax.
HocoBoe AabixaHue 6bl10 3aTPyAHEHO, B HOCOBbIX Xo4ax
OTMeYanncb Cyxue KOpKW. ManbnupoBanncb MNOAYENIOCT-
Hble TMMdaTnyeckue y3nbl o 0,8 cM B AnameTpe, 3nacTmy-
Hble, 6€360/1e3HEHHbIE, HE CMasiHHble C OKPYXaloWMMK
TKaHsaMK. TTOAKOXKHO-XKXUpOBas KneTyaTka pebeHKa 6bina
BblpaXeHa He[JOoCTaTO4HO, pacrnpefeneHa paBHOMEPHO,
TYProp MArkux TkaHen cHuxkeH. O6pauiana Ha ceb6s BHUMa-
HWE CYTYNO0CTb. B NErknx aycKkynbTaTMBHO BbICNYLIMBANOCh
EeCTKOe [blXxaHWe, KOTOpoe MPOoBOAWIOCH BO BCE OTENbI,
XpUNoB He 6blf10, YacToTa AbixaHun — 24/muH. MNpu nep-
KYCCUM OTMEYEHO HeBOSbLLOE YKOPOYEHUE NMEPKYTOPHOro
3ByKa B NoasonaTtoyHon o6nacTu crnpaBa, B OCTalbHbIX
oTaenax NepKyTOPHO SICHbIM IErOYHbIN 3BYK. TOHbI cepaua
OblIN ACHblE, PUTMUYHbIE, YUCTble, YacToTa CepAeYHbIX
COKpauieHnn — 84/MuH. }X1BOT Npu Nanbnaumm pebeHka
Obl1 MATKWIK, 6e360Ne3HEeHHbIn BO Bcex oTenax. [leyeHb
nanbnupoBanacb y Kpas pebGepHOM AYyru, Kpaw POBHbLIN,
3M1aCTUYHbIN, cene3eHKka He nanbnupoBanack. Ctyn 1 pas
B CYTKM, 0DOpPM/IEHHbIM, 6€3 NaTONOrMYEeCKUX NPUMECEN.
An3ypun He oTMeYanock.



Ta6nuua 1. YpoBeHb UMMYHOrNo6YynMHOB y pebeHKka B 5,5 neT
(POKB r. MocKBbI)

Table 1. Immunoglobulins’ levels in 5.5 years old child (Russian
Children’s Clinical Hospital, Moscow)

Mokasartennb YpoBeHb, I/n Hopma, r/n
186G 3,3 5-13
IgA 0,06 0,36-1,65
IgM 0,66 0,7-1,6

MpeaBapuTenbHbii AUArHo3

[Meanatpom OblI0 3aMoA03PEHO HanuMyve y pebeHKa
NepBMYHOTO0 UMMYHOAEDULMTHOINO COCTOSIHWMSA B BO3pacTe
2 roga 3 Mec, HO y6eauTeNbHbIX AaHHbIX 3@ UMMYyHoAedHU-
UMT No pe3ynbraTaM aHalvM3a ypPoBHA MMMYHOrI06YyINHOB
nony4yeHo He 6bin10. B nocneagyoulem yrnyéneHHoe nmmy-
Honormnyeckoe o6cnenoBaHne NPOBEAEHO MWL B BO3pac-
Te 5 neT nocne nepeHeceHHoOn BETPSHOW OCMbl THAXeNoro
TeYeHUs B CBA3M C NOJO3PEHNEM Ha arammarnobyiMHeEMMUIO.
ManbyunK 6bln1 HanpasfieH Ha Aoo6GcnenoBaHue U nedYeHne
B OTAe/IeHMe KJIMHUYECKOW UMMYHONOrMn Poccumnckon get-
CKOW KNMHUYECKOoM 60/bHULbI . MOCKBbI.

AnarHocTuyeckue npoueaypbl

B umMMyHOrpamMme oTMe4anocb CHWXXEHWEe BCex Knac-
coB Ig (cm. Tabnuuy 1). Npu deHoTMNMpoBaHnn numoboLm-
TOB MEeTO0M MPOoTOoYHOM untTomeTpumn CD19+ — 0% (npwm
Hopme 19-36%). MpoBeaeHo reHeTnyeckoe obcenenoBa-
HWEe METOAOM CEKBEHWPOBAHMS, BbiiBNeHa AeneLmsa 3K30-
Ha 19 reHa BTK.

KnuHunyeckum guarHos

Ha ocHoBaHun ge6iota 3ab6oneBaHns BO BTOPOM MoOJy-
FOAMN YU3HU, HaNUYUA PELMAMBUPYIOWMX TSKENbIX ANU-
TeNbHO TeKylWmx 6aKTepuasbHbIX MPOLECCOB Pa3fIMYHON
NIOKanu3aunmn (KoxKa, NOAKOXKHAaa KfeTyaTKa, KULWEYHUK,
6poHxonerovyHas cucrtema, JIOP-opraHbl) B co4eTaHuUM co
3HAYUTENbHBIM CHUXKEHMEM BCEX K1acCoB MMMYHOr106Y-
JIMHOB, OTCYTCTBMEM MpU GEHOTUNMPOBAHUU NTUMOLMTOB
CD19+, oGHapyxeHuem peneuum sK3oHa 19 reHa BTK
pe6eHKy 6bla BbICTaBNEH AUarHo3 «X-cuenjeHHas aramma-
rnobynuHemua ¢ aeduuntom B-kneTok. dubpoartenekrtas
cpefHen 4onun npasoro nerkoro. Adasus».

AnddepeHunanbHas gMarHocTuka

MOCKONbKY OCHOBHbIMW KIMHWYECKMMU MPOABAEHUAMM
araMmarnobyinHeMmnn ABASIOTCA TSXKeNble peunanBupyto-
Wwre 6aKTepuanbHble MHPEKLUK, TO B MEPBYIO o4epeab 6bin
WUCK/IIOYEH TSXKENblh KOMOUHUPOBAHHbLIM MMMYyHOAEDUUMT
¢ gednuntom T- n B-kneTok. KnuHnyeckne nposiBaeHnsa aaH-
HOrO COCTOSIHMS MOXOXKM, Of4HAKO 3aboneBaHue aeboTupyet
C POXAEHUS, UMeeTCH 3adepKKa B GU3MYECKOM pa3BUTUN.
Pe6eHOK npv KOMOGUMHWMPOBAHHOM MMMyHoAebuuMTE Moa-
BEPXKEH OMMNOPTYHUCTUYECKUM WHbeKkuuam (C. Albicans,
BUPYCbl repnec-rpynmnbl), HepeaKo BO3HUKAOT OC/OXKHEHMS
nocne BaKUMHAUMK XUBbIMKM BaKuuHamu (BCGuT) [2, 5].
B KAMHUYECKOM aHanu3e KPoBKU UMeET MeCTO TMMbONeHus,
B MMMYHOIrpaMMe TaKe OTMeYaeTcs CHUXKEHWe Uau oTCyT-
CTBME BCEX CbIBOPOTOYHbIX MMMYHOrN06ynnHoB. OaHaKo
npu ¢eHoTUNMPoBaHMM NUMOPOLIMTOB BbLIABNSETCS 3Ha-
yutenbHoe cHueHue CD3*t T-numoountoB (MeHee 20%
oT obLero Konnyectsa MMMGOLMTOB), B OTIMYME OT aram-
Marno6ynuHemuu. NMpu CKPUHUHIEe 0BGHapYXMBaAETCH OYeEHb
HU3KWUI UK Heonpeaensiemblt ypoBeHb TREC.

Bo3HWKano nogo3peHne Ha BPOXKAEHHYIO LMKIUYECKYIO
HEWTPONEHMIO, HO abGCONIOTHOE KOJIMYECTBO HENTpPOdUIOB
y ManbyuvKa Npu KaxKaom M3MepeHuu Obio B npegenax

pedepeHCHbIX 3HAYEHWUI, YTO UCKIIIOYWUIO Hannine AaHHOro
3a6oneBaHua y nauueHTa [8, 9].

MeauuMHCKMe BMellaTebcTBa

lNocne yctaHoBNeHWS AuarHo3a pebeHOK HaxoauTcs
Ha MOXW3HEHHOW 3aMeCTUTE/IbHOW Tepanuu npenapartamu
MMMYHOrNo6ynnHa 4YenoBe4yeckoro HopmanbHoro (OKkTaram,
lamyHekc) B go3e 0,4 r/kr 1 pa3 B 3—4 Henenu ans noaaep-
aHus LeneBoro ypoBHs IgG.

[AnMHamuKa n ucxopabl

Mpun perynapHon 3amMecTUTENbHOW Tepanuu npenapa-
TaMu MMMyHornobynuHa ypoBeHb IgG Hopmanu3osascs
(3,96-9,3 r/n). Y pebeHKa Ha GpoHe AaHHOro nevyeHns 60nb-
e He BO3HWKaNW Taxenble GaKTepuasnbHble MOpaXKeHus
OPOHXONIErOYHOM CUCTEMbI, KOXM, MOAKOMXHOWM KieTyaTKu,
ApYrux TKaHewn n opraHoB. C yactoton 1-2 pa3sa B rog otme-
Yyanucb OPBWM nerkoro te4yeHus.

MporHos
[MPOrHO3 Npu perynsapHom nevyeHun ANns *n3Hm — OTHO-
CUTENbHO 61aronPUATHLIN.

OBCYXAEHME

ArammarnobynuHemua — dartanbHoe 3aboneBaHue
npU OTCYTCTBMM NATOrE€HETUYECKOro JfieYeHus, Mo3aTomy
TaK Ba)KHbl CBOEBPEMEHHas AMarHoCTMKa 3TOM MaTonoruu
W Ha3Ha4yeHWe 3aMecTUTENbHON Tepanuu. [aHHbI KanHUYe-
CKWUI cnyyal 4EMOHCTPUPYET KapTUHY NO34HEW AUArHOCTUKM,
HECMOTPSA Ha TUMM4YHOE TeyeHwe 3aboneBaHus, ¢ Hebnaro-
NPUATHBIM MCXOAOM B BMAE MHBaNMAM3aUMW NaLueHTa, Hapy-
LIEeHUs KayeCTBa ero M3HW. B HacToswwee BpeMs NosSBUANCH
6onee CoBepLUEHHbIE METOAbI ANArHOCTUKK NEPBUYHBIX UMMY-
HOaedULMTOB, B TOM YUCNe U araMMarnobynmHemMuu, ¢ NoOMo-
wbto onpeaenenns yposHsa TREC n KREC B nepudepnyeckon
KpoBW. [JaHHble MeTOAbl B MEPCMNEKTUBE MOTyT 6bITb BKOYE-
Hbl B HEOHATAJIbHbIA CKPUHWUHT 415 60/1ee paHHEro BblsiBAEHUS
MMMYyHOAEeDULMTHBIX cocTosiHMI [10]. MaumeHTbl ¢ arammarno-
OyIMHEMUEN OOMKHBbI OblTb NOXW3HEHHO OOEeCneYeHbl cneu-
MdUYECKUMK NpenapaTamnu UMMYHOTNOBYIMHOB ANS NpefoT-
BpaLLeHWs HeobpaTUMbIX MBMEHEHUI B MOPAXKEHHbIX TKAHSAX
W opraHax. Ha gaHHbI MOMEHT B Lieflom no Poccun umeetcs
4edULNT HEeOBXOANMBIX AN 3aMeCTUTENIbHON Tepanuun npena-
paToB, YTO MOXKET 3HAYUTENBHO CHU3UTL IPDEKT OT SIeUEHMS.

3AKNIOYEHUE

Taknm o6pasoM, B JaHHOM KJIMHUYECKOM HaboaeHUN
NpeAcTaBNeHO KNacCHMYecKoe TeyeHne arammarnobynmHe-
Mun. HecmoTps Ha Hanmune y pebeHKa TUMUYHbIX KWHKU-
YEeCKWUX MPU3HAKOB 3TOr0 BapuaHTa MEPBUYHOIO MMMY-
HogeduMUMTaA MMenacb NO3AHAA MNOCTAaHOBKA [AuarHosa.
Heo6xoAMMO MOBbILWIEHWE OCBEAOMJIEHHOCTU MNeauaTpoB
0 KJIMHMKO-NabopaTopHbIX NPU3HaAKax UMMyHOAEDULMTHbIX
COCTOSIHUW, B YaCTHOCTM araMmmarno6yMHEMUH, YTO NO3BO-
NIUT BOBPEMS 3anofo3puTb AaHHYKO NaTonoruio, cBoeBpe-
MEHHO HayaTb 3aMeCTUTENbHYIO Tepanuio MMMYHOrNo6YyIu-
HaMu, n3bexatb GPOPMUPOBAHNUA OC/TOKHEHUI M MOBbLICUTb
Ka4yecTBO KM3HU NauneHTa.

WHOOPMUPOBAHHOE COIJIACHE

OT poauTensa nauueHTa noay4eHo NUCbMEHHoe MHOOoP-
MWpOBaHHOE [O06POBONbHOE cornacue Ha ny6aAnKauuio
pe3ynsTaToB ero o6¢cneqoBaHua U nedyeHns 27.12.2021.

INFORMED CONSENT

Patient’s parents have signed written voluntary informed
consent on publication of his diagnosis and treatment
results (signed on December 27, 2021).
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ONPEAENIEHUE

femonutuko-ypemudecknn cuHgpom (FYC) asnsercs
OAHOM M3 BeaylWmx NPUYUH Pa3BUTMSA OCTPOro NOBPEXK-
nenusa nodvek (OMM) y peten [1]. TYC xapaKTepusyetcs
Tpuagon nNpuU3HaKoB C pasBuTMeM Kymo6c-HeraTMBHOWM
MWKpPOaHrMonaTM4eckom remonnTnuyeckon aHemmm (MATA),
Tpom6ouuToneHnn u OlM. YKa3aHHble MPU3HaKU ABASA-
I0TCA  COCTaBAAWUMKU  KJIMHUKO-MOPGDONOrMYEeCKOro
cuHApoMa — TPOMBOTMYECKON MUKpoaHruonatuun (TMA),
NPOSABASAIOWENCSH OKK/IO3MOHHBIM NOpPaXeHWeM CoCcyaoB
MUKPOLMPKYNATOPHOIO pycna, BO3HUKWWM BCNeAcTBUE
nospexaeHua aHpotenusa. Mpu sHAOTENUMANbHOM AuC-
GYHKLMM NPOUCXOAUT aKTMBauus TpoMbGouuToB C 06pa-
30BaHMEM TPOM6GOB, 4YTO NPUBOAMT K MeXaHUMYECKOMY

NOBPEKAEHNIO IPUTPOLIUTOB U K TPOMOUPOBAHUIO NpoCBe-
Ta COCyAOB C rnocnejyolen UWLEMUEN opraHa, B MeEPBYIO
oyepeab noyek [1-3]. B ocHoBe TMA nexaT noBpexaeHune
N AMCOYHKLMA IHAOTENUS, BbI3BAHHbIE PA3IMYHBIMU NPUYK-
HaMu, 4TO U 0ByCNOBNMBAET pa3dHoobpasne ee dopm [1, 4].

Knaccuoukaumns I'YC cnoxHa, NOCKONbKY KNUMHUYeCcKas
KapTuHa 3aboneBaHUi MOMXET NPosABAATLCA B LWWPOKOM
[iManasoHe KJIMHUYECKUX CLieHapHeB.

BonbwunHcTBO cnydaeB (4o 90%) 'YC Bo3HMKaOT
B peaynbrate MHOUUMPOBAHUA OGaKTEPUAMU, MPOAYLIU-
PYIOLWMMKU LUMTa-TOKCHUH (Stx): 3aHTeporemopparuyeckomn
Escherichia coli (STEC) wnu Shigella dysenteriae 1-ro
Tuna [5]. OaHHaa dopma TMA Ha3biBaetTcqd TUMNUYHBbIM
'YC/STEC-I'YC. STEC-T'YC aBnsieTcs ogHUM M3 Haubonee
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KJIMHUYECKUE PEKOMEHAALIUU

pacnpocTpaHeHHbIXx 3ab6oneBaHni, TPEBYIOLNX IKCTPEHHOWM
3amecTuTenbHon noyeyHon Tepanuu (3MT) y ageten [2, 6].
JletanbHOCTb Npu TMNMYHOM 'YC BO BCeM MuUpe B nepuog
ocTpon ¢as3bl gocturaet 2—-5% [7].

OcTanbHble 10% cny4vaeB 'YC TpaaAMLMOHHO 6binKn crpyn-
nupoBaHbl Kak atunmyHbin [YC (al'YC). OgHako no mepe
TOr0 KaK Halle noHumaHwe natoreHesda [YC yny4ywumnocb
3a nocnegHune 20 neT, cTano scHo, 4to al'YC — 3T0 He 0/iHO,
a MHOXECTBO pa3fiMyHbiXx 3a60NeBaHUM CO CXOXMMU KU-
HUYECKUMU Npu3Hakamu. B 6onblumHcTBe cnyvyaeB alYC —
ynbTpapenkoe (opdaHHOe) 3ab6oneBaHue nporpeccupyioLLe-
ro TeyeHusa BcneacTBue cucteMHon TMA, o6ycnoBfieHHOM
XPOHUYECKON HEKOHTPONMPYEMON aKTuBaLuen anbTepHa-
TMBHOIO NyTW KOMMNNemeHTa [1, 5, 8]. al'YC xapaKTepuayeTtcs
peumaMBUpyoOWMM TeYEHUEM Ha NPOTAXKEHUN BCEWN XUBHM
W NpeactaBnseT coboi NOTEHUMANbHO KU3HEYrpoxatollee
CcoCTOosiHME. YcTaHOBNEHO, 4YTO npu ae6ioTe al'YC B AeTCKOM
BO3pacTe TepMuHalbHasf CTagus XPOHUYECKON 60SIE3HU
noyek (XbIM) — XbBIN 5 — pa3BuBaeTCcs pexe, HO CMEPTHOCTb
y AeTen Bbllle, 4eM Y B3pochbix [1, 5].

B gaHHOM cTaTbe 6yaeT MATM peydb O TaKTUKe BeaeHus
negnaTpuyeckmx naumneHtoB ¢ al'YC.

3TUOJIOFUSAA U NATOFEHE3

'YC npeactaBnseT co60n cepbe3Hylo TepaneBTUYECKYIO
npo6bnemMy B neguaTpmm U OETCKOM Hedponoruu, SBAAACh
0AHOM U3 Beaylwmx npuynH OMMN ¢ noTeHuManbHOW TpaHC-
dpopmaumen B XbIN 5 B pa3nuyHble CPOKKU OT Havana 3abo-
neBaHus. HecmoTpsa Ha TO 4TO Haubonee pacnpocTpaHeHa
STEC-accoumnpoBaHHasa ¢popma 'YC ¢ TUNUYHLIM Anapen-
HbIM NpoApPOMOM, TpebyeTcs TulaTeNbHOE NOATBEPHKAEHNE
MHOEKLIMOHHON 3TUONOMMK ANA TOro, YTO6bl CBOEBPEMEHHO
ncknounte alyYC m 'YC, cBA3aHHbI# C MHEBMOKOKKOBOM
MHbEKLMeRn.

ATUNKYHbIN [YC — ynbTpapenkoe XpOHUYECKOE CUCTEM-
Hoe 3a60/1eBaHME reHETUYECKOW NPUPOAbLI C NPOrpeccupyto-

WMM Te4eHMemM U HebGnaronpUsaTHbIM NPOrHO30M, B OCHOBE
KOTOPOrO NIEXUT XPOHUYECKAa HEKOHTpPOMpyeMas akTuaa-
LMS anbTepHAaTUBHOMO NyTH KOMMNEMEHTa, BeayLias K KOM-
nnemeHT-onocpeaosaHHon TMA[1, 5, 8, 9].

Cuctema KomnnemeHTa npeacrtaBnsieTr co60M CMOXKHYI0
ceTb U3 6onee 4em 40 6eKOB, KOTOpas COCTaBASET OCHOB-
HY0 YacTb BPOXAEHHOW MMMYHHOM CMCTEMbI U CNOCOBCTBY-
€T KOHTPO/I0 aAanTUBHOIO MMMYHHOMO oTBeTa. KoMnnemeHT
aKTMBMPYeTCs TPeMS pasHbiMKU NYTAMM; OOLLEN TOYKOW,
Ha KOTOPOM CXOAATCA BCE TPWU MyTH, ABNSETCS pacluenne-
Hne C3 KOMNOHeHTa KoMnneMeHTa. HapylweHus, nexauume
B OcHoBe pa3suTua al'YC, KacaloTca anbTepHaTUBHOMO MyTH
aKTMBauuu.

B otnivMyve OT nepBbiX ABYX MNyTEW, aKTUMBaLMSA KOTO-
pbiX Ha4YMHaEeTCs Mnocie CBA3bIBAHUS C UMMYHHbIMU KOM-
niekcamu UaM MUKpPOOpraHM3Mamu, anbTepHaTUBHbBIN NyTb
HaXoAMTCS B COCTOSIHUM MOCTOSHHOM aKTUBaLMWU, UCXOAHbIN
YypOBEHb KOTOPOW HM3OK (TaK Ha3blBaeMbl MEXaHW3M X0N0-
CTOro X04a), 4To o6ecneynBaeTcs CrOHTaHHbIM TMAPOAN30M
C3 KomnoHeHTa KomnnemeHTta. O6pasyloumincs npu 3Tom
dparmeHT C3b MOXKET cBA3bIBATbCA KaK C MaToreHamu, Tak
M C COBCTBEHHbIMM KNEeTKaMKn opraHnama. Ha 4yxepogHon
(Hanpumep, 6aKTepuanbHoM) noBepxHocTM C3b cBA3biBa-
etca ¢ ¢pakTopom B (CFB), B pesynbrate yero o6pasyercs
C3-koHBepTa3a (Komnnekc C3bBb). NocnegHas mHorokpar-
HO ycunuBaeT pacluennerHve C3 3a cyeT popMUPOBaHUS TaK
Ha3blBaeMon netnn amnandukaumu. MNMpu npucoeanHeHUK
K C3-KoHBepTa3e AoNnoNHUTENbHbIX dparmeHToB C3b ob6pa-
3yetcs C5-koHBepTasa (C3bBb(C3b)) — 3aH3MMaTUHECKuI
KoOMMneKe, pacwennsowmnin C5 KOMMNOHEHT KOMMNJEMEHTa.
Mpu pacwenneHnn C5 ob6pasyetca dparmeHT Chb, 3any-
CcKalolwmi c6opKy MembpaHoaTaKkytowero kKomniexkca C5b-9
(MAK), KOTOpbIV BbI3bIBA€ET IM3UC 6AaKTEPHAbHbIX KNETOK.

lMoBEPXHOCTb KNETOK X03AMHa B HOpMe 3aliuuieHa
OT IOKanbHOM amnandukaumnmn n aenosunumm C3b. 3Ty 3awum-
Ty obecneymBaeT »KECTKMM KOHTPOAb CO CTOPOHbI psaja
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perynaTopHbix GaKTOpoB KOMMEMEHTa, NpeAcTaBAeHHbIX
KaK naa3MeHHbIMKW, TaK U MeMbpaHOCBSA3aHHbIMK GenKa-
MW, GUKCUMPOBAHHLIMM Ha MOBEPXHOCTU 3IHAOTENMANbHbIX
KNeToK. OCHOBHbIMM MAa3MeHHbIMU NPOTEMHAMM, Perynu-
PYOLWUMKN anbTEPHATUBHbLIN NYTb aKTMBALMKW KOMMNEMEHTA,
cnyxat ¢akTtopbl H (CFH) u | (CFl), Mem6paHOCBS3aHHbI-
MW — MeMO6paHHbIA KodaKTopHbIA npoTenH (MCP) u Tpom-
6omoaynuH (THBD).

CFH — ocHOBHOW perynatopHbii daKTop anbTepHaTUB-
HOro NYTW aKTMBaLMK KomnaemeHTa. OH 6noKkupyeT obpa-
30BaHue C3-KoHBepTas3bl U HaNpsMyto YCKOPSIET ee pacnag.
Kpome Toro, daktop H aBnsetcs kodpaktopom CFl B nHaK-
TuBaumu C3b, KOTOpas NPMBOAUT K 06pa30BaHMUI0 HEAKTUB-
Horo ¢parmeHTa iC3b, He cnoco6GHOro cBs3biBaThCs ¢ haK-
TopoMm B ans o6pasoBaHua C3-koHBepTasbl. Monekyna
CFH unmeet aBe ob6nacTtn cBasbiBaHMa C3b. MMepBas noka-
nusyetcs B N-KOHUEBOW YacTu, rae cesasbiBaHue C3b pery-
nMpyeT amnanduKauuio anbTepHaTUBHOINO MNyTM KOMMe-
MeHTa B nna3me. BTopas o6nactb CBA3bIBAHUSA Hax0AUTCS
B C-KOHLIEBOW 4YaCcTh MOMEKYNbI, B 3K30Hax 19 n 20, cBA3bI-
BaHWe C KOTOPbIMM HapywaeT cnoco6HocTb C3b duKcmpo-
BaTbCS HA NOBEPXHOCTU IHAOTENMUS, HTO MPUBOAMT K JIOKaNb-
HOWM MHAKTMBALMK anbTepPHaTUBHOIO NyTU. TakMM 06pa3om,
CFH npuHagnexuT Kao4yeBas poib B 3alyuTe 3HLOTENM-
anbHbIX KNETOK OT aKTMBauuKM KomnnemeHTta. Kpome Toro,
YyCTaHOB/IEHO BaxHoe 3HaveHne CFH B perynauumn dyHKUMm
TPOMOOLMTOB 3a CYeT GNOKUPOBAHUS aKTUMBaLMK KOMMe-
MEHTa Ha MX MOBEPXHOCTH, YTO, B CBOIO 04Yepeab, MPUBOANT
K YMeHbleHWIO0 GYHKUMOHANbHOW aKTUBHOCTM M CNoCo6-
CTBYET CHUXKEHUIO PUCKa TPOMBOO6pa30BaHus.

CFl — cepurHoBasi npoTeas3a, Kotopas pacwennaet C3b,
npuBoAS K GOPMUPOBAHMIO HeaKTMBHOro iC3b B NpncyTCTBMM
pPacTBOPUMBIX M/UIM MEMOPAHOCBA3aHHbIX KOPAKTOPOB.

MCP — uHTerpanbHbii TpaHCMeMOpaHHbI 6eN0K, KOTO-
pbI 3KCNpeccupyeTcs Ha MOBEPXHOCTU KETOK, rae CBs-
3biBaeT C3b ¥ aBnsfetca AOMNOMHUTENbHBIM KOaKTOPOM
nns CFl.

THBD — 3HAgoTenuanbHblM MUKONPOTEUH C aHTUKoary-
NIAHTHBIMKW, MPOTUMBOBOCNANNTENBHBIMU U LUTOMNPOTEKTUB-
HbIMW CBOWCTBaMM, KOTOPbIN CAYXWUT TaKKe perynsTopHbiM
6€/IKOM CUCTEMbl KOMMIEMEHTA, BbINONHAS QYHKLMUU MEM-
6paHocBa3aHHoro Kodaktopa CFl. CeaAsbiBaeT C3b, ycKo-
psis ero nHaktuBaumio CFl B npucytcteun CFH.

Taknm 06pa3om, perynsuma anbTtepHaTUBHOIO NyTU KOM-
njaemMeHTa ocylecTBnseTcs YeTblipbms 6enkamu — CFH, CFl,
MCP 1 THBD, B3anmoaencTBmne KOTopbIX MPMBOANT K NPeo6-
pasoBaHuio C3b B HeaKTMBHYlO Mosekyny iC3b, 6n1oKkupys
TeM cambIM K/II0YEBOW MEXaHU3M aKTMBaLMM — o6pas3oBa-
HWe Bce 60/blunX KonmyecTB C3-KoHBepTa3bl C Nocaegyto-
en 6e3yaeprHon npoaykunen MAK.

Mpeanonaraetcs, 4To MMelolmecs y naumeHToB ¢ al'YC
MyTauuK B reHax, KOAUPYIOLWMX perynaTopHble 6enKu, npu-
BOAAT K HapYyLEHUIO 3alMuTbl 3HAOTENMaNbHbIX KIETOK
OT aKTMBaLUMKW CUCTEMbI KOMMAEMeHTa Bcneacteue gedu-
uuTa mam, Yawe, GyHKUMOHaNbHbIX HapyLleHUn 3TUX Mpo-
TeMHOB. B pesynbrate Ha MOBEPXHOCTU KNETOK 3HAOTENMUA
ycunuaetcsa o6pa3oBaHne MAK, Bbi3biBalOLLEE UX MOBPEK-
aeHve c o6GHakeHunem Ccy6aHAOTENMaNnbHOro MaTpMKCa,
TpaHchopmauunen aTpomboTMyeckoro deHoTuna B MNpo-
TPOMOOTUYECKMI M MocneaylwmMMm obpa3oBaHUEM TPOM-
60B. [lononHUTENbHLIN BKaA B npouecc Tpomb6oo6pa3oBa-
HUS y NauneHToB ¢ MyTaumamu CFH MOXeT BHOCUTb TaKKe
aKTMBaLMA KOMMNJEMEHTa Ha MOBEPXHOCTU TPOMOOLMTOB,
npuBoAALWas K YCUNEHMIO UX GYHKLMOHANBHON aKTUBHOCTH
[1,5,8,10-12].

Hapsigy ¢ Hanbonee 4acTo BCTpeyvaloWmMMnUcsa myTauu-
MU reHOB 6eNKOB-Perynsitopos, NPUBOAALMMU K Hapy-

WEHNO UX OYHKLMKM MO KOHTPOMO aKTUBHOCTM anbTepHa-
TMBHOro Nyt KomnaemeHTa (loss-of-function), onucaHbl
TaKxe MyTauuu reHos, kogupytowmx CFB n C3 KomnoHeHTa
KomniemeHTa, obecneynBalolme 3Ha4yMTeNbHOE Hapac-
TaHue aKTMBHOCTM (gain-of-function) 3a cyeT cTabunusa-
umn C3-KoHBEpPTasbl U €e PE3UCTEHTHOCTU K MHaAKTMBaLUK
COOTBETCTBEHHO, YTO BbI3biBAET M36bITOYHYIO aKTMBaLMIO
cucTeMbl KomnnemeHTa. lNpenmywecTBEHHOE MopaxeHue
noyek npu alyYC, no-sMaumomy, o6yc/ioBieHO OCOGEHHOM
YyBCTBUTENBbHOCTbIO GEHECTPUPOBAHHOMO M1OMEPYISPHOrO
3HAOTENUS K NOBPEXKAEHMNI0, 06YCNOBAEHHOMY HapyLWeEHHOM
perynauven komnnemenTa [1, 5, 9-11].

MoneKynsipHasa guarHoctuka al'YC cnoxHa v BKaoYaeT
B cebs B HacTosllee BpemMs He MeHee 9 pa3nu4yHbIX reHOB
(CFH, CD46/MCP, CFI, C3, CFB, THBD, CFHR1-5 w DGKE),
NOWCK TranfioTUNOB C BbICOKMM puckoMm (CFH-CFHR3
n MCPggaac) n onpegeneHue KonmyecTsa Konuim BapuaLmm,
rMOPUAHbLIE TEHbI U APYTMe CNOXKHbIE FTEHOMHbIE NepPecTPom-
KW B reHoMHon o6nactn CFH/CFHRs [10, 13].

al'YC accouuupyetcss ¢ MyTtaumamm CFH y 20-30%
nauneHtoB, MCP — y = 8-10% n CFl — y = 6%. MyTauumu
reHa ¢aktopa B (CFB) BcTpevatotca B 104% cny4aes,
B TO BpeM$ Kak MyTauuu reHa C3 dpakumm KomniemeHTa
naeHTnounumpytotTea y 6-10% nauymeHToB. Peaknmu aBns-
I0TCS MyTauuMu reHa tpomb6omoaynuHa (THBD) — 3-5%.
Okono 12% nauuneHtoB ¢ alYC umeloT MyTauuum ABYyX
n 6onee reHoB cucTteMbl KomnaemeHTa. leH CFH cyuwe-
CTByeT B KnacTepe (KflacTep perynstopoB aKTuBauuu
KOMMNaeMeHTa) BMecTe C MATbIO BbICOKOrOMOMOrMYHbIMU
reHamu, Kogupyllwmmmn 6enKku, ceasaHHble ¢ paktopom H
(CFHR1-5) [12]. B HacTosiLlee BpeMs U3BECTHO, 4YTO MyTa-
LMK, AeneLUnn U reHOMHble NepecTPOMKKM pacnpocTpaHeHsl
B 39TOM o6nactu. HYactoTa BCTpeYaemMOoOCTHU FreHOB, KOAWUPY-
owmx 6enkn CFHR1-5, coctaBnser 3-10%. bonee yem
y 10% nauuneHToB ¢ al'YC, npenmMyLlecTBEHHO y OeTew,
BbIIBNAOT ayToaHTuTena K CFH — ocHoBHOMY peryns-
TOPHOMY NPOTEUHY aNbTEPHATUBHOIO NYyTU KOMMAEMEHTA,
HanuMyme KOTOPbIX MPUBOAUT K TEM e NOCneacTBUAM,
4TO U MyTauMK ero reHa. «AHTUTEeNbHbIN» al'YC CKNOHEeH
K YacTomy peuunamBupoBaHutio. B 30-48% cnyyaeB al'YC
B HacToslllee BPEMS He HaxoAUT AOMKHOro o6bACHEHMS
C NO3WUMA MONEKYNnsapHoW reHeTukn [14-17]. OmHako
AaHHasa rpynna nauneHToB AEMOHCTPUPYET aHanorn4yHyto
TAXEeCTb 3a6oNeBaHUs C pPeLUaUBMUPYIOWMM XapaKTepPoM
TeyeHus, KaKk u npu al'YC ¢ reHeTUYeCKU NOATBEPKAEHHON
npupoaon 3aboneBaHus.

MyTauun B reHax CFH, CFl, THBD n C3 npeo6nagatot
y nauMeHToB Mnaglwe 1 roga, B Bo3pacte 1 roga v ctaplue,
NMOMUMO BbILLEOMNMUCAHHbIX MyTaLWi, BbISBASIOTCA MyTauuu
MCP. Y peteit ¢ maHudecTaumen B BO3pacTHOM WHTEpBa-
ne mexay 7 » 11 rogamu Yaue onpeaensaioTcs aHTuTena
K CFH [16].

CeMenHbIn U cnopaaudecknn al'YC HOCAT cCeMenHbIn
xapakTep (cubcebl, poauTenun, 6abyliKku U AedyWKKU UMetoT
3a6oneBaHue) y = 25% nauueHtoB. Cnopaanyeckue cny-
Yaun al'YC vmeloT nyywunin NporHo3, 4em cemenHble GopMbl.
HeoTAroweHHbln ceMENHbIN aHaMHe3 He WCK/YaeT BO3-
MOXHOCTU TeHeTU4YecKon nepepadn 3abonesaHus. Jlnwb
NoSIOBMHA HOCUTENEN MyTaLWK B CEMbE B TEYEHUE KUBHU
nMmetoT MaHudecTauuio 3abonesanus [14, 18].

B psage cnyyaeB nNpu MONEKYNSAPHO-FEHETUYECKOM
TECTMPOBAHUN BbLIABAAIOTCA MyTauuW FEHOB, He CBA3aH-
HbIX C KOmMnaemeHToM (DGKE — anauunrnmuepuHKuHasa e,
INF2 — nHBepTUpoBaHHbIM dopmMuH-2, PLG — nnasmuHo-
reH), U MyTaLuK B reHax, NpuBoasne K gedeKTHoMy meTa-
6onmM3my KobanamuHa C (MUT, MMAA, MMAB, MMACHC,
MMADHC, MCEE) [13].

PEDIATRIC PHARMACOLOGY. 2022;19(2)

9

NEAUWATPUYECKAA ®PAPMAKONIOIUSA / 2022 / TOM 19 / N2 2



CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

B HacTofiLee BpeMSs YCTaHOB/IEHO, YTO FreHeTU4YecKue
aHoOManuMM KOMMNJeMeHTa, KOTOpble paHbllie paccMaTpwu-
BanM KakK OCHOBHY0 NpuyunHy passutung al'YC, asnaioTca
nMwb daKTopoM, npegpacnofaralownM K BO3HWKHOBE-
Huto TMA. Ina peannsaymun 3ToM NpeapacnoioXeHHOCTH
TpebyloTca AOMNOAHUTENbHbIE GaKTOPbl, KOTOpble MOryT
OKaszaTb BAWSIHWE Ha pas3BUTME WKW NporpeccupoBaHue
alyYC. Takumn daKTopamu, MHULUUPYIOWMMKU AOMNONHMU-
TeNbHYI0 aKTMBaLMIO KOMMAEMEHTa Yy NpPeapacnonoXeH-
HbIX UL ¥ NOTOMY Ha3blBA€MblMU KOMMAEMEHT-aKTUBU-
PYIOLLMMU COCTOSHUAMM, CRYKaT MHOEKLMMN AblIXaTeNbHbIX
nyten (18% cnyyaeB), XeNyAo4YHO-KMLWEYHOro TpaKTa
(KKT) (24%), 6epemeHHOCTb (7%), TpaHCNAaHTaUUsa opra-
HoB (5%) v np. [2, 16, 17, 19]. OgHako noyTtn y 1/3 naum-
eHToB ¢ al'YC TpurrepHbole dakTopbl naeHTUdULMpOBaTb
He yaaeTtcs [20].

SANUAEMHOJIOrUa

AtununyHbin F'YC coctaBnsiet 5-10% ot Bcex cnyvyaeB 'YC
y OeTe 1 B OCHOBHOM SIBNSIETCS CNELCTBMEM HapyLeHUs
perynaumMm cuctembl KomniemeHta. B HacTosiwee Bpewms
nsBectHo o 6onee 1000 naumeHToB ¢ alYC, y KOTOpbIX
BbIIBfIEHbl MyTaLWW FEHOB, KOAMPYKOWMNX GEeNKM Komnne-
mMeHTa [21].

Mo paHHbIM pasnuyHbiX uccnegoBaHun, 3abonesa-
emocTb al'YC B EBpone coctasnsier 0,23-1,9 cnyyaeB
Ha 1 mnH B rog, B ABcTpanun — 0,44 cnydas Ha 1 MSIH B rog.
Cpeau nuu, < 20 net — 0,26-0,75 Ha 1 MnH B roa, ay B3poc-
nbix — 0,42-1,9 cnyyaeB Ha 1 maH Broa [1, 9, 21, 22].

PacnpocTtpaHeHHocTb al'YC kone6netcs oT 2 go 10 Ha
1 MAH YyenoBekK. Y nuu B Bo3pacTe < 20 net — ot 2,21 ao
9,4 Ha 1 MnH YyenoBeK. Cpean nauneHToB Ao 4 neT pacnpo-
CTpaHeHHOCTb 3aboneBaHnsa cocTaBuna 3 Ha 1 MH AeTCKO-
ro HaceneHus, y getev ¢ 5 0o 15 net — 0,3 Ha 1 MJIH IETCKO-
ro Hacenenusa. Cpean B3pocibix B EBpone — 5,75 Ha 1 MAH
HaceneHus, a ABcTpanun / Hoson 3enaHaun — 2,4 Ha
1 mMnH Hacenexus. Camas 6onbluas pedepeHcHas nonyns-
uMa nauveHtoB ¢ alYC 3apeructpupoBaHa B EBpone —
16 427 365, npy 3TOM pacnpoCcTpaHEeHHOCTb 3a601eBaHuUA
coctaBuna 4,96 Ha 1 MNIH OT 06LWEen YNC/IEHHOCTU Hacene-
Hua [1, 9, 21, 23].

B Poccuiickon ®epepanmm TOYHbIX CTaTUCTUHECKUX AaH-
HblX HeT. 3aboneBaemMocTb cocTaBaseT okono 0,8 Ha 1 MAH
[LEeTCKOro Hacenexuss B rog. ExxerogHo guarHocTtupyetcs
0K0/10 26 HoBbIX cny4aeB al'YC. PacnpocTpaHeHHOCTb 3a60-
neBaHus coctaBnaeT 1 cnydan Ha 143 000 geTcKoro Hace-
NeHus.

B 60% cnyyaeB ae6ioT al'YC pa3BMBaeTcs B [JETCKOM
Bo3pacTte. Cpean peten oaMHAKOBO 60MEOT Malb4yMKM
n aeBoYKKU. Kpome TOro, B BOo3pacTte A0 6 mec U ¢ 6 mec
[10 2 neT B paBHOM KoJsindectBe — 28 n 28% cny4aeB COOT-
BeTCTBEHHO. B Bo3pacTte 2-15 net al'YC guarHoctupyeTtcs
y 44% peten. UHbeKuns aBNAeTCS caMbiM 4acTbiM Komnne-
MEHT-aKTUBMPYIOLLMM COCTOSIHWEM B peanu3auuun 3abone-
BaHua. BakuuHauun oTBOAUTCH 2-€ MECTO CPeaM MpPUYKH,
npoBouupytoLLMx pa3BuTtne al'YC (TONbKO y AeTeN, UMEIOLLNX
reHeTuyecku gedekKr) [21-23].

Y B3pochnbIx cpean 6onetomx npeobnagatoT nmua KeH-
CKOro nona, Tak Kak 6epeMeHHOCTb ABASETCS YacTblM TPUr-
repHbiM cobbiTnem. Cpeau nauueHtoB 20-40 net alYC
anarHoctupyetcsa y 48%, 50-60 net —y = 8% u > 60 net —
y=1%[1, 12, 15].

K/JIACCUDUKALIUA

[o HacToslero BpeMEHW BOMPOChLI KhaccudpuKkauuu
'YC ocTatotca npegMeToM Aauckyccuin. lMpepgnaraemble
pa3nuyHble KnaccuduKkauum nnbo He COHOKYCUMPOBaHbI

Ha OCHOBHOW natodun3nonorun 3abonesaHus, MM60 CruLL-
KOM C/I0XHbl.

Cnepyet OTMETUTD, YTO PSS aBTOPOB PEKOMEHAYIOT Ha3bl-
BaTb Bce popmbl TMA, Kpome TPOMOBOTUYECKON TPOMBOLMU-
ToneHnyeckon nypnypsl (TTMN), kak F'YC, npy aToM Bbigenas
STEC-T'YC, nHeBMOKOKK-accouumpoBaHHbi 'YC, UHbeKLUHU-
OHHO 06ycnoBneHHbI 'YC (rpunn A, BUpyC UMMyHOAEeDULIN-
Ta YyenoBeka, uMToMeranoBupyc, Bupyc dnwreiHa — bapp,
napsoBupyc B19, Bupyc BeTpsSiHOM ocnbl, BUPYC KoKcakw,
Bupychbl renatntoB A, B n C, Salmonella typhi, Bartonella,
NenToCcnupo3, PUKKETCMO3, Manapus, nuxopagka [eHre),
atunuyuHbin TYC, BTOpHUYHbIN TYC 1 T'YC, 06ycnoBneHHbIn
nedbeKTHbIM MeTabonMamoMm KobanamuHa [24]. Apyrue
uccnepoBaTenu npegnaratoT BblAeNATb HacNeACTBEHHYIO
n npuobpeTeHHyto TMA, KOTopble MOTyT UMETb NEPEKPECTHI.
Tak, ana pas3sutng HacnegcreeHHon TMA moryT noTtpe6o-
BaTbCs TpUIrrepbl, a npuobpeteHHas TMA MOXeT UMeTb
reHeTUYECKYI0 OCHOBY. TaKXe peKkomeHayeTcs Knaccuodu-
umpoBatb TMA B 3aBUCMMOCTH OT OTBETA Ha Tepanuio [25].

MpuHUMasa BO BHUMaHWE, 4TO MatomMopdonorn4yeckomn
ocHoBoW no6on popmbl 'YC aBnaetca TMA, B 2020 r. 6bina
npeanoxeHa aTMonorvyeckas ee knaccuodunkauus [10].

1. NepBuyHbie popmbl TMA
TTN:

° BpOXAeHHas;

°  MpuoBpeTEHHas.

ryc:

° npuobpeTeHHble GOopMbl — UMHDEKLMOHHO 0BYCNOBJIEH-

Hble (STEC-T'YC, Streptococcus pneumoniae, Shigella

U T.4.), aHTu-CFH-anTuTena (alYC);
® HacneacTBeHHble GOpMbl — MyTalMKU FEHOB KoMMne-

mMeHTa (al'YC).

2. Bropuunbie dopmbl TMA, accoyunpoBaHHble C:
® ayTOMMMYHHbIMK 3a60NEeBaHUAMY;
°*  MHPeKuUamMu;
® BGEpPeMEHHOCTbIO;
® TpaHCnAaHTauuewn ConnaHbIX OpraHoB;
® TpaHCnAaHTaunen reMonoaTUYECKUX CTBONOBbIX KIETOK;
°  METUIMaNOHOBOW aUUaEMUEN;
® 3/10Ka4yeCTBEHHbIMM HOBOOGPA30BaHUAMM;
® 3/10Ka4eCTBEHHOW rmnepTeH3nen;
® JleKkapcTBamMu (LMKIOCMOPUH, TaKPOIMMYC, CUPOSIUMYC,

3BEPONUMYC, reMuUnTabuH, MUTOMULMH, 6eBaLu3yman,

CYHUTUHNO, 6opTEe30MKUOB, KapdUN3oMnb, aganumyman,

Konuaorpen, CMMBacTaTUH, 3CTPOreHbl, NporecTareHsl,

nporecTareHbl U 3CTPOreHbl B KOMOGMHALMK U 4p.).

TpaguunoHHo al'YC TaKXe noapasfensioT Ha cemMen-
HbIX U cnopaanyveckuin. B ctpykType al'YC Ha gonto cemein-
HOro (AMarHOCTUPYEMOro MO KpawHew Mepe y 2 4ieHoB
ceMbM) NPUXoanTCs, No pasHbiM AaHHbIM, Bcero 10-20%,
Toraa Kak cnopaguyeckui al'yYC, npu KOTOPOM OTCYyTCTBYET
ceMelnHbin aHaMHe3, BcTpedaeTtcad y 80-90% nauueH-
TOB C 3TOoM natonornei. B ocHoBHOM al'YC Hacneayetcs
no ayTOCOMHO-AOMUHaAHTHOMY TUNy ¢ 50% neHeTpaHTHO-
CTbl0, 3HAYUTENIbHO peXe — Mo ayTOCOMHO-PELLECCUBHO-
My/nonureHHomy Tuny [13]. Cneayet NOMHWUTb, 4YTO OTCYT-
cTBMe 3aboneBaHna y POACTBEHHMKOB HE UCK/OYaeT ero
HacneACcTBEHHOroO xapaKTepa, MOCKOAbKY 340PO0BbI€ YNeHbI
cembMn nauneHTa ¢ alYC Moryt oKkasaTbCsl HOCUTENAMU
naToreHHbIX MyTaLum.

K/IMHUYECKASA KAPTUHA

Ona passutua alYC Heo6x0aMmMO B3auMMoaencTBue
reHeTU4YEeCKNX aHoOMalui B cucTeMe KommnneMeHTta ¢ dak-
TOpaMu BHELIHEW Cpefbl, KOTOPble UrPatoT POb TPUITEPOB,
NPOBOLMPYIOLLMX AOMNOHUTENbHYIO aKTUBALMIO KOMMNJIEMEH-
Ta y NpeapacnonoXeHHbIX nuL,.



KnuHnyeckaa kaptuHa al'YC xapaKTepu3yeTcs 3Hauu-
TeNbHbIM NOAMMOPPU3MOM CUMNTOMOB. OHAKO OCHOBHbI-
MU NPOSBAEHUAMU GONE3HU ABASAIOTCA TPOMOOLMTOMNEHUS,
MATA u OIMM, cocTtaBnsawwmne KnaccuyecKkyio Tpuagy TMA.
He wnckniovaetcs (B 20% cnydvaeB) cTeptoe Hadano alYC
C MefNeHHbIM nporpeccupoBaHuem. MNpu aTom Ha npoTH-
KEHUN HECKONBbKUX HeLeNb UK Jarke MecsaleB oTMeYatoTcs
CNnabo BbIpaXKeHHas aHeMuWs, TPaH3UTOpPHas TPOMOGOLMTO-
neHna u coxpaHHas GyHKLMA NoYeK. BOZMOXKHO TaKKe pas-
BUTHE «HenonHon» TMA C¢ OoTCyTCTBMEM TPOMOOLMTOMEHNUU
(13-40%) nnu, pexe, MATA (6%) [24]. B psae cnyvaeB onu-
CaHO pa3BUTUE TONbKO No4YeyHbIX Npu3Hakos TMA B oTcyT-
CTBME remMaToIorM4eCK1X HapyLeHnw.

B 60nblUMHCTBE c/iy4aeB MopaxKeHne novyek MaHuode-
ctupyeT OMM ¢ HanuyMem Onuro-/aHypum wnu 6e3 Hee.
Mpu coxpaHeHHOM auypes3e oTMeYaeTcs NPOTEUHYPUS, UHO-
r4a maccvBHas, BNAOTb A0 Pa3BUTUA HEDPOTUYECKOTO CHH-
ApoMa, 0COB6EHHO MpWU NOCTEMEHHOM pa3BUTMM 3abonesa-
HUS. BO3MOXHO nosiBneHne rematypuun. Cneayet OoTMETUTD,
yto npwu allYC O MoXeT He 6biTb NEPBbIM NPOSIBJIEHNEM
60ne3Hu. MNMprumepHo 17% nauneHToB AEMOHCTPUPYIOT NLb
YMEPEHHbIM MOYEBOW CUMHAPOM 6€3 HapyweHus yHKUUK
noyeKk. 3aboneBaHne MOXKeT TaKKe AeblTupoBaTb U30MuU-
pOBaHHOM MPOTEUHYPUEN C NpU3HaKamMu HavanbHou XBIl.
MNMonoBuHa peten M GONbLIMHCTBO B3POCAbLIX MaLMEHTOB
¢ al'YC HyxpatoTcs B npoBeaeHnn 3MNT B MOMEHT rocnuta-
nusaunn. XBIN 5 y MHOrMx nauneHToB pa3BMBaeTCa He3a-
BMCUMO OT XxapaKTepa MaHudecTaumm 6onesnu [18, 20, 22,
23, 25].

ApTepuanbHasa runepteH3us (AlN) passuBaeTcs y 60/b-
WMHCTBA MNauMeHTOB BCNEACTBME Meperpysku o6bemMom
NPy HaM4YUK ONNUFO-/aHYyPUN U/ UK TUNEPPEHMHEMUUN N3-3a
ULWEMWN TKaHKU NoYdeK, obycnosneHHon TMA.

[eHepanu3oBaHHbIN xapakTep TMA npu al'YC o6ycnos-
NIMBaeT pasBWUTME 3IKCTPapeHasbHbiX NMPU3HAKOB 60Ne3HMU,
CBAI3aHHbIX C MOPa)EHMeM MWKPOLMPKYNSTOPHOrO pycna
Pas3nnYHbIX OPraHoOB M CUCTEM, B TOM YMC/E FTONOBHOMO MO3-
ra, cepaua, nerkux, KT, opraHa 3peHusi. BHenoye4yHble
nposiBneHns 3abonesaHus HabnwgaoTcs y 20% naumMeHToB,
M3 KOTOPbIX NOYTH ABE TPETU UMEIOT 60/bLIE OLHOIO IKCTPa-
peHanbHoro npmuaHaka [1, 8, 18, 22]. B HeKoTopbIX cnyyYaax
CNOXHO OTIMYUTL MEPBUYHOE MOparKeHWe opraHoB BcClea-
ctBue TMA u BTOpuUYHble ocnoxHeHusa (Al / neperpyska
YUOKOCTbIO / 3NIEKTPOSIUTHBLIE PAaCcCTPONCTBA).

Y 60/bWMHCTBA NALMEHTOB UMEETCS BblpaxeHHbIN OTeY-
HbIA CUHAPOM, OCHOBHbLIMM MPOSIBIEHUAMMW KOTOPOIO CAy»KaT
MaccuBHble nepudepunyeckne oTEKU BMNOTb A0 aHacapKu
W BbINOT B NOMOCTAX (TMAPOTOPAKC, TMAPONEPUKAPA, aCLMT).
MpUYMHON OTEKOB ABNAETCS PE3KO MOBbIWEHHas cocyau-
cTas NPOHULAEMOCTb, MHAyUMpoBaHHaa C3a u CbHa Kom-
NOHEHTaMM KOMMNeMeHTa 4yepe3 0cBob6oXKaeHMe 60MblUMX
KONMYeCTB rMcTamuHa.

MoYTN y NONOBMHbLI NALMEHTOB AMarHoCTUpyeTcs nopa-
eHne LIHC pa3HoM cTeneHu BbIpaXEHHOCTU (COHMMU-
BOCTb, Pa3Apa*MTeNbHOCTb, CYAOPOr1, HapyleHns 3pe-
HUS, reMunapes uan remunnerus, ctynop, koma). B page
cllydaeB BO3MOXHO pa3BUTME OTeKa roJIoBHOro Mo3lra,
06yCn10BNEHHOE MOBbLIWEHHONW COCYAMCTOM MPOHMLLAEeMO-
cTbio [1, 8, 10].

Y 40% nauneHToB pa3suBaeTcd TMA MvoKapaa, OCHOB-
HbIM NMPOSIBEHNEM KOTOPOM MOXET 6biTb AnNataLMoHHas
KapavomuonaTusi ¢ Npu3HakaMu MocTeneHHO HapacTato-
LLEeN UK OCTPOM cepaevyHor HegocTaToYHOCTU. Hebonbloe
yncno (okono 3%) NMauueHToB C MHTPaMUOKapAuanbHOW
TMA geMOHCTpUpyeT pas3BUTUE OCTPOro UHPapKTa MUO-
Kapfaa, KOTOpPbIM MOXET cTaTb NPUYMHOM BHE3AMHOM CMep-
™ [26, 27].

NleroyHast TMA MOXeT cTaTb MPUYNHOM PA3BUTUSA FEMOP-
parnyeckoro anbBeosiMTa MM OCTPOro pecrnuvpaTopHOro
AncTpecc-cnHapoMa B3pochbix. HapacTatowas Bcneactasue
3TUX MPUYUH AbiXxaTeNbHas HeAOoCTaTOYHOCTb B psfige Chy-
yaeB TpebyeT MPUMEHEHUS WMCKYCCTBEHHOW BEHTUAALMMU
nerkux. loctatoqyHo YacTo y nauuneHTtos ¢ al'YC pa3BuBatoT-
€Sl ABYCTOPOHHUE MHPUALTPATbLI B NIETKKX, YTO 3aTpyAHSeT
BepuduKaumuio guarHosa v Tpebyetr auddepeHumanbHom
AWArHOCTMKM C BaCKyInTaMu U MHOEKLMOHHOW naTtonornem
[8, 22, 26, 27].

MoparkeHne KT BcTpeyaetcs npnbnnantenoHo y 30%
nauueHtoB ¢ al'YC. Han6onee 4acto Habnogaetca nopa-
KEHWE KULWEYHWKa, NposBAasiolleecs aAvapeen, TOWHOTOM
W PBOTOM, XOTS1 BO3MOXHO pa3BuTne abaomuHanbHoro 6one-
BOr0 CMHApOMa. HepeaKko oTmevaeTcs pas3BUTUE OCTPOro
naHKpeaTuTa C XapaKTepPHbIMU KIMHUYECKUMU NPU3HAKaMu1
BMNAOTb A0 MaHKpeoHekpo3a. OnucaHO OCTpoe pas3BuTUE
caxapHoro guabeTa. Pexe HabnopaloTcs MWeMUYECKUE
HEeKpo3bl NevyeHun [8, 22, 27].

Take B psge cnydyaeB AWaArHOCTUPYETCs MopayKeHue
opraHa 3peHua B BMAe nyp4yeponofobHOM peTuHonmaTuw,
NposBAAOWENCH MNPEeUMyLecTBEHHO O6GunatepaibHbiM
noBpeXaeHnemM opraHa 3peHus ¢ OTEKOM AWCKa 3puUTenb-
HOro HepBa, UHTPaPETUHANbHBIMU KPOBOMUIIUSHUAMM, MAT-
KUMKW BaTOOBpa3HbIMKU IKCCyaaTaMun, MaKynspHbIM OTEKOM.
B HacTosilee BpeMs Hanbonee NPUHATON Teopuen aBnseTcs
MUKPO3MB0/M3aLns COCYAUCTON CETU CETYATKU, MPUBOAS-
Wwas K npekanunisapHon OKKI03MK apTeEPMON U MUKPOCOCY-
MCTOMY MHDAPKTY CNOS HEPBHbIX BOIOKOH [28].

Peagkum nposBneHnem alYC aBnaeTcs nopa)keHue
KOXM C pa3BUTUEM OBLUMPHbBIX HEKPOTMYECKMX o4aros [29].
BcTpeyaeTcs Take aurntanbHas UWeMUYecKas raHrpena,
npusogalas K amnytaumm nanbues pyk n Hor [30].

MpumepHO y 6% NauMeHTOB OTMeYaeTcs NoAnopraHHas
HeJoCTaTO4YHOCTb, cBsi3aHHasa ¢ AndodysHon TMA ¢ nopa-
*ennem LUHC, nwemuen mmokapaa, N1ero4HbiM KpoBoTeye-
HWEM W AbIxaTeNlbHON HEeJO0CTaTOYHOCTbIO, NAaHKPeaTUToM,
NeYEeHOYHbIM LMTONUTUYECKMM CUHAPOMOM, MKENyAO4YHO-
KWLIEYHbIM KpoBOTeyeHuem [8, 27]. KcTpapeHanbHble
nposifieHns TMA BO3HWMKAIOT Kak B OCTpon dase, TaK
W nocne Hee (cnycta rofbl) B peaynbraTe XPOHUYECKO-
ro HapyweHua GYHKUMM KOMMJIEMEHTA M MPU COYeTaHuuU
¢ daKTopamu NOBpPEXKAEHUA KNETOK 3JHAOoTenusa (nekap-
CTBa, rMnepTeHsuns, obnyvyerume u gp.). NMpun aTom Hago nNom-
HUTb, YTO TAXKE/ble IKCTPapeHanbHble NPOSIBAEHUS MOryT
BO3HWKHYTb MPW OTCYTCTBUWM SIBHOrO peuunausa 3abone-
BaHWS W OTK/JIOHEHUI remMaTofIorMYecKUx noKasaTenen,
Tak Kak alYC — xpoHuyeckoe 3aboneBaHue, TeyeHue
KOTOPOro Npofo/MKaeTcs, Aaxe ecnu CoCTosHME nauneHTa
KaeTcs CTabMNbHbIM.

AUATHOCTUKA

B cBa3K ¢ Tem, 4yto Bce TMA He3aBUCMMO OT KX nartore-
He3a UMEIOT CXOAHbIE KNMHUKO-NabopaTopHble NPOosiBAEHMS
M OBLLYIO TMCTONOMMYECKYI0 KapTUHY, YPE3BbIHaNHO BaXKHOM
npeactaensetca auddepeHumancHas AMarHocTuka Mexay
OCHOBHbIMK dopMamu nepsruiHon TMA — STEC-TYC, al'yYC
nTTM.

Y peten B Kpyr anddepeHunanbHO-AUarHoCTUYECKOro
novcka, kpome STEC-T'YC, al'YC u TTM, cneayeT BKO-
4yaTb METU/IMaNIOHOBYIO auuaemuio (aedeKTHbii MeTabo-
NM3M Kob6anamuHa) 1 N'YC, accounmnpoBaHHbIN C MTHEBMOKOK-
KOM, MpOoAyLMpyloWMM HenpammHuaasdy. TakuMm o6pas3om,
npu anarHoctuke N'YC nepBoHayanbHO HEOGXOAMMO YCTaHO-
BUTb Hannyme TMA, B nocnegylowem — npoBecty audde-
peHuManbHyt0 AMarHOCTUKY MEXAY NePBUYHbIMU U BTOPUY-
HbiMK TMA.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

KpuTepun gMarHoCTUKM TUMUYHOIO reMOJIUTUKO-

ypemuyecKoro cuiapoma (STEC-IyC)

Mpn pasutum cumntomoB TMA Ha poOHe cMMNTOMOB
co cTopoHbl XKKT (anapes u/vnu TOlWHOTa/pBOTA W/MAn
6011 B }UBOTE U/UNN FaCTPOIHTEPUT) HEOBXOAMMO UCKJIIO-
4yutb STEC-T'YC. OH ycTaHaBnMBaeTCs Ha OCHOBaHWK XapaK-
TEPHOM KJIMHWMYECKOW KapTWHbl C AMAPENHBIM MPOAPOMOM
M OOMKEH OblTb NOATBEPXAEH NabopaToOPHbLIMKU AAaHHbLIMMU,
ncknovaowmmmn gpyrne TMA. narHoctuka TMA ocHoBaHa
Ha Hanuuynn MATA 1 TPOMOGOLIMTONEHMN B COYETAHUM C MNPU-
3HaKaMu NOpParKeHUs MOYEK U/UNKN IKCTPaPEHaNbHbIMU NPO-
asnenuamu [1, 4, 9, 11-13].

Hanuyne MATA ycTaHaBNMBalOT Ha OCHOBAHWK BbisBNE-
HUS Yy nauneHToB Kym6¢c-HeraTMBHOM aHeMUK, LUIM30LMTOB —
dparMeHTMPOBaHHbIX 3PUTPOLUMTOB B Ma3Kke nepubepuye-
CKOM KPOBU (AMArHOCTMYECKM 3HAYMMOE WX COJEp)KaHue
ona TMA — > 1%), noBbilWeHMsa nakTataernaporenass (JIA0),
CHWXEHUs ranTornobuHa. MmnepbunnpybuHemuns (3a cyet
NOBbIWEHMA HENPSMON dpaKLMK), CBOBOAHbIN reMOrnobuH,
PETUKYNOLMTO3 TaKKe ABNSIOTCH HECNEUMDUYECKUMMN UHON-
KaTopamu remosin3a 3puTpoLIUTOB.

TpOMOBOLMTONEHNIO AMArHOCTUPYIOT MNpPU Konn4vecTse
TpomGBoLuToB < 150000/MMm3. ECAM 4ncno TPOMGOLMTOB
NpPEeBbIWAET 3TO 3HA4YEHUE, TO 06 MX MOTPEBNEHNN MOMKHO
CYAWTb MO CHUMKEHWIO KonuyecTBa Tpomb6ouuToB > 25%
OT 6a3a/bHOro0 YPOBHS (€C/iM OH U3BecTeH). B ma3Kkax nepu-
pepryecKon KpoBM MOXKHO OBHapPYXKUTb FTMIraHTCKME TPOM-
60UNTbI, NPM TPENAHOBMOMNCUN KOCTHOIO MO3ra — HOpMaJib-
HOE KOJIM4EeCTBO MerakapuoLmTos.

Y naumneHtoB ¢ MAIA 1 TpOMOGOUMTOMNEHMEN Hannuune
OllM, n301MPOBAHHOIO MAM B COYETAHUMM C CUMMNTOMamu
nopaxeHusa KT, UHC, nerkux, cepgua, CnyX 1T OCHOBaHMK-
eM ansa guarHoctukm TMA.

Teyenne STEC-TYC c nopakeHnem [pyrux OpraHos
M CUCTEM, MOMMMO MOYEK, BO MHOTOM OMpeaenseT NporHo3
M MUCX0A. IKCTpapeHanbHble MPosiBieHUsT 60Ne3HU MOryT
6bITb CBSI3aHbl C 3/IEKTPOJIMTHBIMM pacCcTPOMCTBaMM, MeTa-
60MYECKMMU HaPYLLEHUSIMHK, TUNeprugpaTaLmen, MHTOKCK-
Kaluuen, CUCTEMHON BOCMNanMTENbHOW peaKkuunen, a B page
cny4yaeB — c pa3sutnem TMA.

B cnyyae koHctataumm TMA guarHo3 STEC-T'YC MOXKHO
BepudunLmMpoBaTb, ToJIbKO UCKoUMB al'YC m TTI. CKPpUHUHT
Ha STEC-I'YC nokasaH npv Haan4mMm CMMNTOMOB CO CTOPOHbI
HKKT. N3BecTHO, 4T0 ¥y 5-10% naumMeHToB MOXeT He OblTb
npealwwecTByOWEN AMapen B aHamMHe3e, 4TO MOAYepKMBa-
€T Ba)KHOCTb MWKPOGMONOrMYECKOro MCCeaoBaHUsl BCEX
naumMeHToB ¢ TMA He3aBMCMMO OT ucTopuM 3aboneBa-
Hus. JlabopaTopHble MccneaoBaHWs cnegyeT BbIMOAHATb
B MepBble CYTKU rocnutann3dauuy nauueHta B cTauMoHap
[0 Hayana aHTMbaKTepuanbHoW Tepanuu. AunarHo3 STEC-
'YC MoxeT OblTb OTBEPrHyT Ha OCHOBAHWKW WCKIIOYEHUS
Hanunuma Stx B KpoBu m cTyne. Ana ucknodeHuns STEC-T'YC
noKasaHbl:

° oceB Kana ans BbiasneHusa Kynbtypbl STEC (Ha cpeay
MacConkey ans E. coli 0157:H7);

°  MHOMKaUMS W BblAENEHWE U3 KIIMHUYECKOrO MaTepuana
(Kan / peKkTanbHbI Ma30K) LUITAMMOB 3HTEpPOremMopparu-
yeckux E. coli metogom TLP;

* onpepgeneHne Stx B CbIBOPOTKE KPOBM;

° onpegesieHne B CbIBOPOTKE KPOBW aHTUTEN K JIMNOMO-
nMcaxapuay Haubonee pacrnpoCTPaHEHHOrO B AAaHHOM
pernoHe cepotmna E. coli.

MLP-aHan13 nepBuYHbIX GeKasbHbIX KynbTyp ABASETCS
Hanbonee YyBCTBUTENbHBIM U CNeUnPUIEecKuM uccnegoBa-
HMEM ANt CKPUHMHIA OPraHM3MOB, NPOAYLIMPYIOLLMX TOKCH-
Hbl. OTpMLUaTENbHbIN PE3YNbTaT CKPUHUHIA NPU NOA03PEHUM
Ha STEC-I'YC poctoBepeH, ecnn aHanu3 cobpaH Ao Havana

aHTMbGaKTepManbHOM Tepanuu. B cnyvyasax npoBeaeHUs aHTH-
GaKTepuranbHOM Tepanuun YacToTa BblaeneHmsa na ctyna AHK
EHEC meTtoaom TMLUP cyuecTBeHHO Bbille TONbKO B NepBble
6 oHen anapeun. TakuMm o6pa3oM, onpeaeneHue LWura-Tok-
CWMHa B Kane / peKTanbHOM Ma3Ke meTtogom [P B 6onee
no3aHWe CPOKKU NpeacTaBNseTca HelenecoobpasHbiM.

MepcneKTUBHbIM ABNAETCA BHEAPEHWE B PYTUHHYIO
NPaKTUKY BbIABNEHUSA U NAEHTUDUKALMUU FEHOB BUPYNEHTHO-
ct1 EHEC (rfb0O, 5, — nunononucaxopua 0157, eae — dak-
TOp aAre3Mnm UHTUMUH, Stx1, 2 — wura-TOKCUH Tvna 1, 2)
C NOMOLLbIO MynbTUNAEKCHOM TLLP.

MpucyTcTBME CbIBOPOTOYHBIX aHTUTEN IgM npoTuB cneu-
ndunyeckoro nunononucaxapuaa E. coli CNyXuWUT BaXKHbIM
[I0Ka3aTeNIbCTBOM HeJlaBHO NepeHeceHHoW nHdpeKumm STEC
(meToa ELISA, aHan13a naccuBHOM remarriloTuHaunm) [24].

STEC-T'YC Bceraa pa3BuBaeTcs ocTpo. BonHoo6pa3Hoe,
peunaMBupytollee TeHeHe HexapaKTepPHO ANg AaHHon dop-
Mbl TMA. lNocne nepBoHavyanbHOro nageHus remornobuHa
M TPOMOGOLUMTOB MOCTENEHHO WX YPOBEHb HapacTaeT, XOTs
NPU3HAKKM MOYEYHOrO MOBPENKAEHUA MOTYT COXPaHATbCSH
elle AnuTenbHoe Bpems.

KpuTtepuu, nozsonsiiowme
3anofo3puTb/ycTtaHoBUTb auarHo3 STEC-T'YC:

® OTCYTCTBME CEMENHOr0 aHaMHe3a;

e Bo3pacT gebtota 'YC — 6 mec — 5 ner;

e passutre 'YC Ha doHe KMLIEeYHON MHDEKLNK (MPU3HAKMK
nopaxkenusa KT, anapes, reMoKoAuT);

* passutre 'YC BO Bpems BChbIWKKN MHbeKLnn STEC;

e MATA — CHUWXeHWe remMornobuHa, wusoumtosd > 1%,
peTuKynoumnTos, npoba Kym6ca oTpuuatenbHas, noBbl-
weHune NI, CHUXKEHUE KOHLEHTPaLUWK ranTornobuHa;

e noTpebreHne TpombGOLMTOB —  Tpom6GouuThI
< 150000/MM2 MAK YUCNO TPOMBOLUTOB YMEHbLIEHO
> 25%, He BbIX0As 3a rpaHuLbl HOPMbI;

® oOpraHHas AMCPYHKLMA — MoparKeHne Mnoyek, cepaed-
HO-COCYAMUCTOM cucTeMsbl, nerkux, KT, opraHa 3peHus
nap.;

° MNONMOXMUTENbHbIV pe3ynbTaT noceBa Kana MW Hanudue
Escherichia coli / Shigella dysenteriae 1-ro Tuna B Kynb-
Type dekanun metogom lMLP

® aKTMBHOCTb ADAMTS13 > 10%;

® HeT U3MEHEHWI COoaepKaHUsa aunIKapHUTUHOB MO AaH-
HbIM TaHAEMHON MacC-CNeKTPOMETPUY;

e 0GespeunanBHoe TeyeHue (!).

Kputepum gnarHocTMKM aTUNUYHOIO

remMoJIMTUKO-yPEMUYECKOro CUHAPOMA

[o HacToAwero BpeMeHu cneunduyeckue AnarHoCTu-
yeckune mapkepbl al'YC otcyTcTBytOT. AnarHo3 «al'YC» — 310
AMarHo3 uckyerus. OH ycTaHaBAMBAETCA Ha OCHOBaHWUM
COBOKYMHOCTU [aHHbIX: aHaMHe3a, Hanu4usa/oTCyTCTBUS
TPUTTEPHOro CO6bITUS, XapaKTepHou Tpuagbl TMA v JOSIKEH
ObITb NOATBEPKAEH NaboPaTOPHbIMKU AaHHBbIMK, UCKIIIOYato-
wmmu apyrue popmbl TMA. TedyeHne al'YC yacTo xapaKTepu-
3yeTcs coveTaHmeM Ol ¢ aKkcTpapeHanbHbIMU NPOSBAEHU-
AMU. KnMHUYecKass HacTOPOXEHHOCTb B OTHoweHun al'yC
Heo6xoanMa MpW HaNMYUK CUMNTOMOKOMNMNJIEKCA racTPO3H-
TEepoKoNuTay aeTew B BO3pacTe < 6 Mec, yka3aHWI Ha paHee
HEOOBACHUMYIO aHEMUIIO, CTEPTOE Havyano UM OTHOCUTENb-
HO MOCTEMEHHOE Hayano CO CHUMEHWEM MOYEeYHON O YHK-
LMW B TEYEHNE HECKONBbKKUX HEN, BONHOOOPa3Hoe TevyeHune
C MOBTOPHbLIMK NaAEHUAMMU YPOBHS remMornobuHa u TpoM60-
LMTOB, NOAO3PEHNS Ha paHee NepeHeceHHbIn ['YC, cemen-
Hble cnydaun 'YC B pa3nuyHoe Bpemsl.

B cnyyae passutua TMA anarHo3d al'YC MOXHO Bepw-
duumnpoBaTb, TONbKO UCKIIOYMB ApyrMe GpopMbl MEPBUYHBIX



n BTOpMYHbIX TMA: STEC-T'YC, TTI, NHEBMOKOKK-accoLuu-
poBaHHbI TYC 1 I'YC, 06ycnoBneHHbIn aedeKTHbIM MeTa-
60/1M3MOM KobGanamuHa, B T4. Ha GOHe MeTUNIMaroHOBOK
aumMaemuu.

OwnarHo3 STEC-T'YC moxeT 6biTb OTBEPrHYT Ha OCHOBa-
HUW UCKNIOYEHNA HaNWYMa Stx B KPOBM U CTyNE, AUMArHoOCTU-
KW BUPYCHOM 3TUONOMUKU SUapeu.

Ana ncknoyvenus TTI Bcem naumeHtam ¢ TMA HeoO6-
X0AMMO onpejeneHne aKTUBHOCTM MeTannonporeasbl
ADAMTS13. UccnepoBaHne aktuBHocTM ADAMTS13 cne-
AyeT BbINOMHATL A0 Havana naasmoTtepanuu. AKTMBHOCTb
ADAMTS13 B Hopme cocTtaBnsetr 80-110%. CHuxeHue
ee ao < 10% cBuaoetenbcTByeT B nonb3dy TTI, 4yTOo Tpe-
6yeT B nocneayolem B KpoBu aHTU-ADAMTS13-aHTuten
onsg BepuduKaLummn reHeTU4eCKon namn ayTouMMyHHOW dop-
Mbl 3a60seBaHna 419 Bbi6opa TaKTUKK NedveHns. Y nauneH-
ToB ¢ al'YC aktnBHOCTb ADAMTS13 MOXET OblTb CHUXKEHA,
OAHaKo ee NoKaszaTtesb Bceraa npesbiwaeTt 10%. CHuxeHne
aKkTuBHoctM ADAMTS13, nomumo al'YC, moxeT Habnio-
naTbCsa NPU CUCTEMHbIX 3ab6oieBaHUAX (KaTacTpoPUYECKUI
aHTudochonunuaHeii cuHapom (APC), cuctemHas KpacHas
BonyaHka (CKB)), cencuce, cuHapomMe AMCCEMEHWPOBAH-
HOro BHYTPMUCOCYAMUCTOro cBepTbiBaHMA (ABC-cuHapome).
B cnyyasx HEBO3MOXHOCTM HEMEANEHHOro MCCNefoBaHms
akTuBHocTM ADAMTS13 y nauueHta ¢ TMA U KpanHen
TSXECTbIO COCTOSIHMS, OBYCNOBMMBAIOWEN YIrPO3Y MKU3HM
WU BbICOKMM PUCK TSXENbIX MOYEYHbIX W/MAU BHemno4ey-
HbIX OC/TOXHEHWI, CneayeT MCMnoNb30BaTb NPaBuIo, B COOT-
BETCTBMM C KOTOPbIM 3HAYEHWUS KpeaTMHUHA CbiBOPOTKM
> 150-200 mKmonb/n (1,7-2,3 Mr/an) B COYETAHUU C YUC-
nom Tpom6ountoB > 30000/1 MK NPaKTUYECKU WMCKIIO-
yatoT anarHos TTI1. MoCKoNbKY BblpaXeHHOCTb TPOMOOLMK-
TONEHUM NPSIMO KOPPENUPYET C MOKa3aTeneM aKTUBHOCTH
ADAMTS13, B nocneaHee Bpems MNOSBUAUCL CBEAEHWUS
0 TOM, 4YTO NpU CTabUIbHON YMEPEHHON TPOMOOLUTONEHNHU
(He Hmxe 70000/1 MKN) aKTMBHOCTb MeTanlonpoTeasbl
MOXHO He onpeaensats [13, 24].

Y peten ¢ KAUMHUKO-nabopaTopHbiMU nNpu3Hakamu TMA
TaKxe cnegyeT NnpoBoanTb anddepeHuUnanbHyo AMarHocTm-
Ky mexay al'YC, I'YC, accouumpoBaHHbIM ¢ Streptococcus
pneumoniae, n I'YC, accouunpoBaHHbIM ¢ AeDEKTHbIM MeTa-
6011M3MOM KobanamuHa, B T.4. C METUIMANOHOBOM aLMAaY-
puen.

['YC, accouununpoBaHHbI ¢ Streptococcus pneumoniae
(pnl'YC), Hanbonee 4acto BCTpevaeTca y AeTerh mnajlle
2 neT n coctaBnaeT okono 5% scex cnyyvaes 'YC B neaua-
Tpu4yeckon npakTuke. Ha ¢oHe MHBA3UMBHOM MHEBMOKOK-
KoBon nHbekumn F'YC passuaetcs B 0,4-0,6% cnyyaes.
HecmoTpsi Ha TO 4TO BaKuUMHaUMSA OT MHEBMOKOKKOBOM
MHOEKLMN U3MEHMNA «<MUKPOOBHbIM nensax», pnl'YC He cTan
eule 6onee peakum. B 72% cnyvyaeB pnl'YC pa3BuBaetcs
Ha ¢OHe MHEBMOHWWU W/WAK IMMUEMbI NNEBPLI, B 23% —
MeHWHIMTa 1 B 5% — NHEBMOKOKKOBOro cencuca [31]. PaHee
CYMTaNOCh, 4YTO OCHOBHYIO pPONnb B NatoreHese pnlYC urpaet
aHTureH TomceHa — PpuaeHpenxa (TF-aHTUreH), nokanwu-
30BaHHbIAN Ha MNOBEPXHOCTU IPUTPOLMTOB, TPOMOOLMTOB,
3HAOTENNANbHbBIX KNETOK U KNETOK KNYOOUYKOB M MOKPbITbIV
cvanoBbIMK KucnoTamu. MNpegnonaranocb, YTO HEMPaAMUHHK-
Aa3a A NTHEBMOKOKKa paspyluaeTt N-aueTun-HempaMmMHOBYIO
KWUCNOTY MOBEPXHOCTU KNETOK, 06Haxas TF-aHTUreH, KoTo-
pbi aTaKkyloT UMpKyaupylowme IgM, obycnosnvBas remo-
NM3, NOBPEXKAEHNE IHAOTENNANbHbBIX KNETOK W arperauuio
TpoMbouuTos [8]. OaHaKo B HacTosiliee BpeMs AOKa3aHo,
yto pnlYC MoXeT OblTb CBfAA3aH C NOTpPeb/NieHMEM KOM-
nneMeHTa Ha paHHen cTaguu 3aboneBaHua Yepes anb-
TepHaTUBHbIM NyTb €ro akTuBauuu. Mpu gecnanmpoBaHum
daKkTop CFH He MoxeT cBs3biBaTbcs ¢ C3-KOHBEPTA30M

Ha NOBEPXHOCTU KNETKK, YTO NPUBOAUT K aKTUBHOMY 0bpa-
30BaHuo MAK [32]. THEBMOKOKKMK 3 HEKTUBHO CBA3bIBAIOT
PLG 4yenoBeKa 4epe3 MOBEPXHOCTHble GeNKKM GaKTepui
Tuf n PspC. MNpu akTMBaumMn nna3MmnHa Ha GaKkTepuanbHOM
NOBEPXHOCTU aKTUBHas NpoTeasa MOBpeXAaeT 3HAOTENU-
anbHble KNETKHU, Bbl3blBaeT peTpakumio 3HAOTENUS U OOHa-
EeHWe MaTpuKca, Hapylas MeCTHbI roMeocTas M Cnocoo6-
CTBYS Pa3BUTHIO TPOMOOreHHOro COCTOSHMS.

Takum o06pas3om, CBA3b MeEXAY AecnannpoBaHUEM
MeM6paHbl U HeperynupyeMomn akTuBauuen KomniemeHta
BO3MOXHa 6e3 B3anmoaenctBus TF-aHTUreHa u aHTU-TF-
aHTuTen [31, 32]. OTcyTcTBME arrioTUHALUK 3PUTPOLMTOB
npu 37 °C TaKkXe CBWAETENbCTBYET MPOTMB POAM aHTU-
TF-aHTMTEn. Kpome TOro, ycTaHOBNEHO, 4YTO CBA3blBaHWE
aHTUTen K TF 3Ha4nmo Bblle npu TemnepaType Huxe 4 °C
W He3HauuTenbHo — npu 37 °C, 4TO elle pa3 NOATBEPKAAET
HEeCOCTOSITENbHOCTb paHee NpeacTaBNeHHON naTtoreHeTuye-
CKOW moaenu 3aboneBaHUs B €CTECTBEHHbIX ycnoBuax [32].
PassuBaetca pnl'YC Ha 3-13-11 feHb Te4EeHUS MHBA3UBHOWM
NMHEBMOKOKKOBOW MHdEeKuMn. JMarHocTMyeCKMMnU OCOBEH-
HocTaMmun pnlYC aBnsiotca passutue OlM, Tpom6ouuTo-
neHnn n MATA ¢ nonoxuTenbHon npamon npo6on Kym6cea
(60-90%) npu oTcyTCcTBMM NabopaTopHbIX [OKa3aTeNbCTB
OBC-cuHapoma [1, 8, 13, 24, 33]. Ansa nauuneHToB ¢ pnl'YC
XapaKTepHbIMK ABAKIOTCS ANMTENbHAsA ONUIYpUs, pasBuUTUE
onn y scex nauneHToB ¢ notpebHocTbio B 3MT B 40-80%
CNyyaeB, a TaKXKe Hanuyme aKcTpapeHasbHbiX NPOSBAEHWU
(MONHWeEHOCHas nypnypa, NaHKpeaTHT, X0NeuncTuT, TpoMbo-
3bl, KapauonaTus, rnyxota) [1, 22].

I'YC, accounmpoBaHHbii ¢ AedeKTHbIM MeTaboM3MoM
Ko6anamuHa (cblC-I'YC) — mMoHOreHHoe ayToCOMHO-peLec-
cuBHoe 3aboneBaHue. N3BecTHo 37 cnyyaeB cbIC-I'YC
¢ MaHudecTaumen B Bo3pacTte o 1 roga B 17 Habnwge-
Huax. JaHHaa dopma — peakun cnydyam TMA B AE€TCKOM
BO3pacTe, MPUYMHON KOTOPOM SBNAETCH reHeTuyeckoe
opdaHHOe 3aboneBaHMe — MeTUAMANOHOBasa auuaeMus.
[e6loT 3a6oneBaHna B 5% cnyvyaeB y geten < 1 roja,
B 25% — cTapuwe 1 roga. Boigenstot 2 dopMbl 3a6oneBaHus:
C paHHMM (< 1 roaa) u no3gHMM Havanom (1 roag) [24, 34].
Ocob6eHHOoCTAMMU TeveHus cblC-T'YC ¢ paHHUM Havanom
y AeTen aBASTCA TPYAHOCTUM BCKapMaMBaHus (pBoTa, Cpbl-
rMBaHus, 0TKa3 OT efbl), pa3BUTUE TMNOTPOPUN, NOPaXKeEHUE
LHC (Mbllwey4yHaa runoToHus, netaprus, 3ajeprka passu-
TS, cygoporu, MuKkpouedanus/rugpouedanus), HapylweHue
3peHns (MUrMeHTHas peTuHonaTus / HUcTarm), Tsenas
Al Be3 nevyeHus netanbHbI UCXOL MPaKTUYECKM 3anpo-
rpammupoBaH y 100% ageten. Mpu nosgHen maHudecTauum
cbIC-TYC xapaKTepHO pa3BWUTME NEro4HOW TMNEePTEH3UM
(40%), nopaxkeHne LLHC (KOrHUTUBHbIE HapPYLUEHUS, aTaKCcKs,
cyaoporu, muenonatus) n Taxkenasa Al [1, 35].

[AunarHoctuka chIC-N'YC ocHOBbLIBAeTCH Ha BbIIBJIEHUU
MATA, MaKpouuTO3a, peTuKynountoda < 3%o, TPOMOOLM-
TONeHun c/6e3 NENKONEHNN U HENTPOMNEHUU, NPOTEUHYPUN
c/6e3 HeppOTUYECKOro cuHapoMa, rematypuu, OMM, npo-
rpeccupytowen XbI, Taxenoro metabonnMyeckoro aungosa
C MONOXMUTENbHBbIM @HUOHHLIM UHTEPBANOM, TMNEPrOMOLU-
CTUHEMMU, MOBLIWEHUS YPOBHS METMAMANOHOBOM KWUC/O-
Tbl B KpOBU/MOYe (ra3oBas xpomatorpadus), noBblLEHUS
YPOBHSA METUAMaNOHUIKAPHUTUHA U NMPOMNMOHUAKAPHUTUHA
(TaHAEeMHasi Macc-CMeKTPOMETPUS) B KPOBM, martoforunye-
CKMX MyTauuw B reHax MUT, MMAA, MMAB, MMACHC,
MMADHC, MCEE [1, 36].

UckntoveHne STEC-TYC, TTN, pnlYC u cbIC-T'YC y nauu-
€HTa C He Bbi3biBaloWwen coMmHeHun TMA no3Bonsier aua-
rHoctupoBaTb al'YC. Kpome TOro, Heo6XxoAMMO MOMHMUTb,
yto B 20% cny4yaeB AMArHOCTUPYIOTCS HemnosiHble GopMmbl
al'yYC B Buae anMaabl CUMNTOMOB BMECTO TpMabl: cOYeTaHWEe
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

MATA ¢ OMNMN unn Tpom6oumnToneHun ¢ OMN. TaKKe 1 3KCTpa-
peHanbHble nposiBneHuns al'YC moryT oTmMmevaTbes 6e3 nabo-
paTopHbIX NPU3HakoB TMA y nauneHToB C yKe yCTaHOB/EH-
HbIM AnarHo3om [37].

Kputepuu, nossongioume sanoao3putb alyC:

° BO3pacT <6 mec / > 5 ner;

° y MNajeHua < 6 MeC HeraTtMBHbIA TeCT Ha MNPUCYT-
CTBME METUIMANOHOBOW KMCNOTbl B MOYe, HOpMasb-
Hbl# YPOBEHb METUAMANOHUNKAPHUTUHA W NPONU-
OHWNIKaApPHUTMHA B KPOBM MO [JaHHbIM TaHAEMHOWM
Macc-CMeKTPOMETPUH;

e pne6oT TMA 6e3 guapenHoro npoapoma, NHEBMOKOKKO-
BOW MHDEKUMH;

® OTHOCWUTENIbHO MOCTEMEHHOE Hayano Ha GOoHe racTpo-
3HTEPOKONUTA (BO3MOXKEH TEMOKOMMUT) CO CHUMKEHWEM
no4yeyHon GYHKLKUW B TEHEHUE HECKO/bKUX AHEN;

° BO3MOXHa NOMOXKMTENbHAsA CEMENHAn UCTOPUS;

® CUMMTOMbI CUIbHOWM YCTaNoCTH, 3aepKKa pasBuTuUs;

®  3MM304bl HEBPONOTMYECKMUX HAPYLIEHWI (O4aroBble CUM-
NTOMbI, CMYTAHHOCTb CO3HaHWSA W Ap.) NPU aKTUBHOCTH
ADAMTS13 > 10%;

° MNpU3HaKW/CUMNTOMblI 3aboneBaHUn APYrMX OpraHoB
(MHbapKT MMOKapaa, KapauomuonaTus, 60/b 3a rpyau-
HOW, OAbllWKa, AblxaTenbHas HeA0CTaTOYHOCTb, MaHKpea-
TUT, renaTuT, KOAUT U 4p.);

° paHee nmeslmnecs anmsoabl TMA/TYC;

e MATA — CHUWX¥eHWe remMornobuHa, wusoumtosd > 1%,
peTuKynouunTos, npoba Kym6ca oTpuuaTtenbHas, noBbl-
weHue JIAI, CHUXKEHUE KOHLLEHTPaLWK ranTornobuHa;

e noTpebneHne TpombGOLMTOB —  TpomMOGOLMUTHI
< 150000/MM2 MAK YUCNO TPOMBOLUTOB YMEHbLIEHO
> 25% OT UCXOAHOr0, HE BbIXOAS 3a rPaHuLbl HOPMbI;

® OpraHHas AMCOYHKUMA (MOopayKeHue NOoYeK, cepaeyHo-
cocyamucTon cuctembl, nerkux, KT, opraHa 3peHun
v ap.);

° pasBuTME HePPOTMYECKOro CMHAPOMA MPU OTCYTCTBUMU
oMM Ha ¢poHe TMA,;

e OrlN 6€e3 CHUXKeHUs auypesa;

° NpuW AnaperHoM MNpoapoMe oTpuuaTenbHbl pesynbraT
Escherichia coli / Shigella dysenteriae 1-ro Tvna B Kyfb-
Type dekanum metogom lLP;

® aKTMBHOCTb ADAMTS13 > 10%;

e  TMA ¢ pazsutrem OMI 1 aKkcTpapeHanbHbIX NPOSBAEHUN
npu YCNOBMUK, YTO NOCNEAHMNE He CBA3aHbl C 06bEMHON
neperpy3xkou;

e oTcyTCcTBME 06paTHoro pa3sutua TMA Ha doHe nnasmo-
Tepanwuu;

e otcyTcTBMe npu3HakoB CKB, A®PC, 3HAOTENMOTOKCUY-
HOCTW NleKapcTB.

Kputepuu, noareBepxpatowme guarHos alryc:

® OTArOWEHHbIN ceMenHbln aHamHe3 — chaydyau alyYC
B CEMbE;

e pasutve TMA nocne BakuuHauuu, OP3, TpaBMmbI
M 6€e3 TPUITEPHOro COBLITUS;

e passutve TMA y nayuMeHToB Mpu AMaApernHOM Mpo-
ApomMe C oTpuuaTtenbHbiM pes3ynbTatom Escherichia
coli / Shigella dysenteriae 1-ro Tuna B KynbType deKkanui
meTtogom [MLUP (mccnegoBaHue npoBoaUTCS A0 HadHade-
HUS @aHTMOUOTUKOB);

° MNOBTOpPHbIE 3NM304bl Fremonn3a u noTpebneHns Tpom6o-
LUMTOB B Nepunog maHudecTtalmm 3aboneBaHums;

° NosIBIEHME 3KCTpapeHanbHbiX CUMMNTOMOB Mpu paspe-
watkouwenca TMA;

° peuuamBbl, pasgeneHHble NepnogaMmm peMUCCHUM n Npo-
rpeccuposaHuem ao Xbll 5;

® naToreHHble MyTauuu reHOB, KOAWUPYIOLWMX BGENKN KOM-
niemeHTa, onncaHHble npu alryc;
®  ONOXWUTESIbHbIN KJIMHUKO-TabopaTopHbIN 3PDEKT KOM-
naeMeHT-6/I0KUpytowen Tepanuu (3kynnusymaon).
OTcyTCTBME MATOrEHHbIX MyTalLMW FeHOB, KOAMPYIOLWMX
6eNlKM KOMMAeMeHTa, He NpensaTcTBYeT anarHoctuke al'yC
13-3a BO3MOXHOCTM BapnaHTOB B reHax, OT/IMYHbIX OT KNlac-
cuyeckux reHos al'YC, u BapnaHTOB, KOTOPbIE MOXHO NpO-
NyCTUTb NPU BbICOKONPON3BOAUTENBHOM CEKBEHWPOBAHMUU
(Hanpumep, 60MblNE FTEHOMHbIE MEPECTPONKU MU UHTPOH-
Hble BapuaHTbl, He OXBa4Y€HHblE€ TPAANLMOHHbBIM NaHEeNbHbIM
TECTUPOBAHMKEM).

XKano6bl  aHamHe3
Mpu ocMmoTpe nauMeHTOB C MOAO3PEHMEM Ha TWUMMY-

Hbi/aTUNMYHbIX YC Heob6xoaMmo o6paTUTb BHWMaHWe

Ha cneaytowme Kanobbl:

® ¢cnabocCTb, BANOCTb, 6bICTPAs yTOMASAEMOCTb, OTCYTCTBUE
anneTuTa, roN0BOKPYKEHHUE;

° TOWHOTa, pBOTa, 60/b B XMBOTE, YaCTbIN KUAKUIN CTYA;

° nepubepuyecKre OTEKHU, yMeHbLIEHMEe 0O6bema oTaense-
MOW MOYM, UBMEHEHME LIBETA MOYMH;

° ofblllKa;

® remMopparnyeckuit CMHLPOM — remMopparnyeckue Cbifb
Ha KOXXe, KpOBOTEYEHMUS;

® Tr0n0BHble 60711, MCUXOMOTOPHOE BO36YKAEHME, CNyTaH-
HOCTb CO3HaHu$, Cyaoporu;

® HapyleHWe 3PEHUS pa3HOW CTENEHU BbIPAXKEHHOCTH.
MNpu cbope aHamHe3a y MaUMEHTOB C MOLO3PEHUEM

Ha TUMUYHbIN/AaTUNUYHBLIN TYC 06paTUTb BHUMaAHWE Ha cne-

ZyloLlyto tHbopMauuio:

e cnydyan TMA B ceMbe;

° paHee umesLlMecs ann3oabl TMA;

e passutMe TMA nocne OCTPOM KULEYHON UHIEKUUn
(E. coli, S. dysenteriae 1-ro TMna), NTHEBMOKOKKOBOW
UHbeKUUK, BakuuHaumm, OP3, OPBUN ¢ KnweYyHbIM CUH-
[POMOM, TPaBMbl M 63 TPUITEPHOro cobbiTua [13, 24].

dusukanbHoe o6¢cnefoBaHue

Hapsigy co cTaHAaapTHbiM ¢W3UKallbHbIM OCMOTPOM
nauuMeHTaM pPeKOMeHAYEeTCS OLEHUTb COCTOSIHWE BOAHOrO
GanaHca opraHu3ma, U3mMepsTb apTepuanbHoe AaBfieHue,
KOHTPONMMPOBATb COCTOSIHWE AblXaTeNlbHOW W cepaedHown
®YHKUMIA, NPOBECTU BU3yalibHYIO OLIEHKY MOYM (Mpu ee
Hann4mm) Ha npeamet makporemaTtypuu [38] (YYP C, Y44 5).
OCHOBHOW LieNblo 0cMOTpa ABNsieTcs 06HapyKeHWe Npu3Ha-
KOB MOPayKeHUs MOoYeK U IKCTPapeHasbHbIX NMPOSBIEHUN.

JlabopaTopHble AuarHoCTUYECKNE UCCNefoBaHUS

Bcem nauuveHTamM Heo6Xx0AMMO NPOBOAWTb MUCCNefo-
BaHWe ypoBHA 6ydbepHbIX BeLWeCcTB B KPOBU, BOAOPOLHbIX
MOHOB (pH) KPOBU C LENbl0 AUAarHOCTUKKU HapPYLIEHUN KKUC-
NIOTHO-OCHOBHOIO COCTOSIHUS KPOBU, KOHTPO/S B AMHAMUKe,
B T.M. nevenuns [39] (YYP C; YA/ 5). AeKoMNeHCUPOBaHHbIN
MeTaboNMNYeCKMI aLmMao3 aBASEeTCA NoOKa3aHMeM ans cTap-
Ta 3MT He3aBUCUMO OT YPOBHA a3oTeMuun. BbiaBneHue
TAXeNoro metabonnyecKoro aunao3a € MnofIoKUTENbHBIM
@HWOHHBIM MHTEPBANOM MOXET MO3BOJIUTb 3anofo3puUTb
cbIC-TYC.

TakXe peKoMeHL0oBaHO NpoBeAeHne obLwero (KnnHuye-
CKOr0) aHanun3a KpoBM ¢ uccnegoBaHveM bparMeHTUpPOBaH-
HbIX 3PUTPOLIMTOB (LLM30LMTOB) MO Ma3Ky KPOBM, MOACYETOM
PETUKYNOLMTOB C LIE/bIO ANArHOCTUKM, KOHTPOAS B AUHAMMU-
Ke, B T.4. le4eHus, B OCTpOM rnepuoge nodon dopmol TMA,
a Takxe npu peuunaunse alYC [8, 40-42] (YYP C; YA4 5).
Y nauuneHToB ¢ 'YC onpeaensieTca CHUXKeHWe remornobuHa,
PETMKYNOLMTO3, Wn3oumnTo3 > 1%. MNpun STEC-I'YC BbISBAS-



€TCs NIEMKOUMUTO3 CO CABUIOM JNenKouuTapHon GopMmynbl
B/EBO, NoBbiweHne COI.

MexayHapoaHbin CoBeT no cTaHjapTu3auuu B rema-
Tonorun (ICSH) paspab6oTtan pekomeHAauUuKM MO WAEHTHU-
dmKaumMm wnsounToB. dparMeHTUPOBaHHbIE 3PUTPOLMUTLI
B Ma3Ke KpoBM — 3TO dparmMeHTbl 3pUTPOLMUTOB B Buae
nonymecsua, wnanbl Hanoneoxa, wnema (Kacku), Tpeyronb-
HWKa, ¢ 2—3 OCTPbIMKU BbICTYNaMW MAKU MafeHbKWe Henpa-
BUIbHON GOPMbI dpparMeHTbl, UMELWME NUHUIO pa3nomMa.
Bbln0 TaKKe NPeANoKEHO WK30ouMTaMmn cHnuTaTb MUKpocoe-
POLUMTLlI MPU HaNM4YMKM B Ma3Ke KPOBM LUMI3OLIUTOB APYrom
dopmbl [43].

06a3aTtenbHbIM ABASAETCA ONTUYECKUIN KOHTPOAb TPOM-
6oumnToB (N0 POHMO), TaK KaK Npu NogcyeTe Ha aBToMaTHye-
CKOM remMaTtofIorMyecKoM aHanuMsatope pacnaslinecs apu-
TPOLMUTBI MAEHTUDULMPYIOTCA KakK TPOMOOLMTLI, 3aBbllwas
KONMYeCTBO MOCAEAHUX B KOHEYHOM pesynbrate aHanusa.
Mpn HECOOTBETCTBMM YPOBHA TPOMOOLIUTOMEHUU THKECTU
TMA cnegyeT UCKNIOYUTb NIEKapPCTBEHHO-UHAYLMPOBAHHYIO
TpoMOGOUMUTONEHUIO (BanbnpoeBas KWUcNoTa (M npenaparthbl
Ha ee OCHOBe), LedonepasoH + cynbbaKTam, rMAPOXI0PO-
Tmasug v gp.).

MpaMon aHTUrNobynnHOBbLIK TecT (npamas npoba
Kym6ca) n Henpsimomn aHTUIo6YNMHOBLIN TecT (TecT Kym6ca)
Heo6X0AMMO O4HOKPATHO MPOBOAMUTL NaLMeHTaM Ans ycra-
HOBNEHUA Npupoabl remonusa [39, 44, 45] (YYP C; Y44 4).
Ona STEC-TYC, al'YC, TT, cbIC-I'YC, BTopu4HbiX dopm TMA
xapakTepHa Kym6c-HeratnBHasa aHemus, npu pnl'YC npo6a
Kym6ca nonoxutenbHaa y 60-90% nauueHToB. lNpu npo-
BeJeHun Henpamon npobbl Kym6ca oueHMBaeTcs Hanu-
yne aHTUIPUTPOLMUTAPHBLIX aHTUTEN, KOTOpble CoAeprKaTcs
B cBO6OJHOM BMAE B nia3me KpoBW. LA MCKAYEHMS
ayTOMMMYHHOIO XapaKTepa reMosIMTU4ECKON aHEMUKN HEOO-
X0AMMO npoBeAeHne npaMon npobbl Kym6ca, npu KoTopon
onpeaensoTCcs aHTUIPUTPOLMTaAPHbIE aHTMTena / KOoMmMo-
HEHTbl KOMMNJeMeHTa, 3adUKCUPOBaHHbIE Ha NMOBEPXHOCTH
3PUTPOLUTOB KpOBU. pKU NONOKUTENBHOM NPAMON npobe
Kym6ca Heo6Xxo4MMO UCKIYaTb ayTOUMMYHHYIO FTEMONUTHU-
YeCKylo aHeMuIo, cuHapom Puwepa — IBaHca. TakxKe Hago
YYUTbIBATb, YTO BO3MOXHbLIMU MPUYMHAMMU MONOXKUTENBHOIO
pesynbrata npobbl Kym6ca MoryT 6biTb NepenBaHne Kposu
6e3 npeaBapuTENbHOr0 TUNUMPOBAaHMA (MOCTTPaHCdY3MOH-
Has remonnTMyeckas peakuus), CKB, numdoma, nHpeKum-
OHHbIM MOHOHYKJIE03, MWKOMNa3MeHHas MHbEKLMUS, reMo-
NIMTUYECKas peakuus BCneacTBue NMPUMEHEHUS NleKapcTs
(uedanocnopuHbl, aHanorn nypuHa, metTungona).

Kpome TOro, BCeM nauveHTam npuv MOCTYNAEHUM
B CTauuMoHap B cllydae KOpPPEKUMU aHeMUU apuTpouuTap-
HOW B3BECbID U HEOBXOAMMOCTM XMPYPrUYECKOro BMela-
TenbCcTBa HEOOXOANMMO MPOBOAUTL ONpeaeieHne OCHOBHbIX
rpynn no cucteme ABO, onpeaeneHune aHtureHa D cuctemsl
Pesyc (pesyc-daKTop) ¢ uenbio npegoTBpalleHns peakLunu
remarrntotuHaunv [38] (YYP C; Y44 5).

[poBefeHne GUOXMMMYECKOrO aHaM3a KpPOoBU HeOO6-
XOAMMO C LeNnbld AWarHOCTUKM, KOHTPOAA B AMHAMUKe,
B T.M. Ie4eHUs, B OCTPbIV nepuoj 3aboneBaHns U B Nepu-
on o6octpeHuns al'YC: uccnegoBaHue ypoBHSA KpeaTWHUHA
B KPOBM (C pacyeTOM CKOPOCTU KJyb6o4ykoBOM ubTpa-
ummn (CK®), pacyer CK® (pacyetHas (pCK®P) no dopmy-
ne LWeapua), nccnegosaHne ypoBHA MOYEBMHbI, MOYEBOWM
KMCNoTbl, obuiero 6enka, anbbyMuHa, 6unupybuHa CBS-
3aHHOro (KOHbLIOrMPOBAHHOrO), 6unnpyébruHa cBOBGOAHOIO
(HEKOHDBIOrMPOBAHHOIO), HATPUS, Kanus, o6Lero Kanbuus,
HeopraHuyeckoro ¢ocdopa, XJ10pna0B, Kenesa, rMoKo3bl,
deppuThHa, C-peakTuBHOro 6enka, KkpeaTMHdOOoCcHOKNHa3bI
(KPK) n MB-usodbepmeHTa KpeaTuHOOCPOKMHa3bl (KPK-
MB), aktusHocTu JI[I, acnaptataMuHOTpaHchepasbl, ana-

HUHaMWHOTpaHcdepasbl, WenodyHon docdatasbl, amunassbl,
nvnasbl B Kposwu [39, 46-48] (YYP C; YA4 5).

Mpu pazsutnun Ol nNoBbIWIAETCS YPOBEHb MOYEBW-
Hbl M KpeaTWUHWHA, BO3MOXHbl 3/IEKTPOJIUTHbIE Hapylle-
HUS (TMNOHaATpPUeMus, runepKkannemus, runepdpocdaremus,
runokanbumemust). NMokazaHvem ansa uHMUMauun 3MNT aBng-
eTcs runepkanvemus > 7,5 Mmonb/n He3aBUCKUMO OT Bblpa-
YEHHOCTU a30TeMUU. YPOBHM obuliero 6enka u anbbymuHa
MOTYT OblTb HECKO/IbKO CHUXEHbl. BO3MOXHO MNOBbIWEHWE
MOY€EBOW KMCOTbI Y naumeHToB ¢ OMNIM n3-3a CHUXEHHON ee
3KCKpeuunn. TMnepypuKkemMmns TakKe MOMXET COMpoBOXAaTb
HeonnacTMyeckne 3a6oneBaHUs KPOBETBOPHON M umbaTtu-
4YeCKOMN cUCTEMBI, 4TO TpebyeT y psiaa NauneHToB C aHeEMUEN
1M TpoM6GoLMTONEHMEN NPOBEAEHUS TPENaHOBMONCUN KOCT-
HOro mMoasra. f'mnepbunnupybuHeMmns Kak Mapkep remonusa
He Bcerga gMarHoctupyetcsa y naumeHTos ¢ TMA. Bo3MOXXHO
NoBbILLIEHWE TPAHCAMUHAS.

MapKepamu remonunsa Takxe MOXeT OblTb NOBbILLIEHWE
CbIBOPOTOYHOro enesa, depputnHa. OaHako npu coyeTta-
HUKM runepdepputTUHEMUnN (> 500 MKr/n) ¢ renatocnieHo-
Meranuen, UMToneHnem KpoBu > 2 U3 3 IMHUI reMonoasa,
runepTpuravuepuageMmen u/mnm rmnodnbépruHoOreHemMmen
Heo6xoanMMOo NpoBeaeHne TpenaHo6MoNcMmM KOCTHOro Mo3ra
ONA UCKNoYeHns remodaroumMtapHoro cuHapoma. Y nauu-
eHToB ¢ TMA Bcerga noBblleHa aktuBHocTb JIATN. MHaMuKa
aKTuBHocTM JIAI B KpoOBWM MO3BONSET OPUEHTUPOBOMY-
HO OLEeHMBaTb YpOBEHb aKTMBHOCTWM remonusa. B Hopme
B CbIBOPOTKE KPOBM BCe dpaKLumn pepMeHTa onpeaenatoTcs
C He6O0/bLLOM aKTUBHOCTbIO B COCTaBe CyMMapHOro nokasa-
Tens — o6wen NAr.

MosbiweHne JIAI B CbIBOPOTKE KPOBWM — WHAMKATOP
NPaKTUYECKK N06Oro NOBPEXAEHUA KNETOK, B KOTOPbIX
NIOKanM3oBaH depMeHT (B KNeTKax nevyeHu, cepaua, noyex,
CKeneTHbIX MbllwLax, aputpouuntax). Onpeaenserca obuias
aktMBHocTb J1I, cnaraemass M3 aKTUBHOCTEW BCEX UMe-
owmxes 5 nzodpopm (NAr-1, NAr-2, NAr-3, nar-4, nar-s).
Ona MuoKapaa M MO3roBOW TKaAHM OCHOBHOM SBASiETCH
NAr-1, ana apuTpPOLMTOB, TPOMBOLMTOB, NOYEYHOM TKAHU —
NAr-1 v NAr-2. B nerkux, cenesexke, WATOBUAHOW M Noj-
EeNyoo4HOM }enesax, Haano4yeyHukax, numbouunTax npe-
o6napaet JIA-3. NAI-4 HaxoguTcs BO Bcex TKaHsax ¢ JIA-3,
a TaKXe B rpaHyfouuTax, nnaueHTe M MYMKCKWUX MONOBbIX
KneTKax, B KoTopbix coaepxutcs n JIA-5. CooTBETCTBEHHO
npu 3aboneBaHMaX, CONPOBOXAAIOLIMXCA MOBPEXAEHUEM
TKaHen 1 paspyleHUEM KNEeTOK, akTMBHOCTb JIZI B KpoBH
NOBbIWAETCS, YTO U OTMeYaeTcs npu passutun TMA.

MoBbiweHne akTuBHOCTM KPK B KpoBu npu TMA cBu-
[IeTeNbCTBYET O MOBPEXAEHUN WU pPa3pylleHUU KIETOK,
oboralleHHbix GepMeHTOM (cepaedvyHas Mblllla, CKenet-
Has MyCKynaTypa, rONOBHOW MO3r, WWTOBUAHASA Kenesa,
nerkune). OnpepenexHne aktuBHocTM KPK-MB (cepaeyHbin
M30bEPMEHT, U3MEHSIOWMINCS NPU NOBPEKAEHUN KNETOK
MWOKappaa) UMeeT 3HadyeHue y nauyueHtos ¢ TMA ansa gua-
FHOCTUKM MOpaXeHus cepaua M NpoBefeHUs MOHUTOPUHIa
COCTOSIHUS.

Y Bcex nauMeHTOB C Mpu3HakaMu AUCHYHKUMKU KT
He3aBUCcUMO oT dopMbl TMA BO3MOXKHO rnopaxkeHne nogxe-
NYAOYHOWM enes3bl, 4To TpebyeT NpoBeAeHN AMHAMUYECKO-
ro KOHTpons GepMEeHTOB MOAKENYA0HHON Kenesbl (NMnasa,
amunasa) 1 ypoBHS MMUKEMUN.

MoBblileHWe KoHueHTpauun CPB B KpoBu npu TMA
MOXeT CBMAETEeNbCTBOBaTb O Te4YeHWU 6GaKTepuanbHOM
MHOEKL MU U NOPaXKeHUM MMoKapaa.

C IMarHocTMyecKon Lenblo B OCTPbIM Nnepuog 3abonesa-
HWS NauMeHTam ¢ nogo3peHvem Ha alYC peKkoMeHaoBaHO
npoBectu uccnegoBaHue ypoBHA C3 dpakuuu Komnne-
MeHTa, ypoBHA C4 dpaKkumm KOMMNNemMeHTa ANs UCKo4e-
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Hus/noateepxaeHus al'YC [33, 42, 49-52] (YYP C; Y44 4).
Y 60-80% nauneHToB ¢ al'YC cbiBOpoTO4HbIM C3 onpeaens-
eTca B npeaenax pebepeHcHoro avana3oHa. B 87% Habnto-
AeHun KoHueHTpauus CFH ocTaeTcs B npegenax HOpMbI.
HopmanbHbIM nokasaTtenb C3 He nckn4vaet gnarHo3a al'yYC,
a BbISIBIEHHOE CHUMEHWE 3TOr0 KOMMOHEHTa KOMMAeMeHTa
MOXET CNYXWUTb AOMONHUTENbHLIM apryMeHTOM B MONb3y
3TOro amarHosa [18, 20, 24, 53]. Mpu STEC-TYC moxeTt
HabnaaTbCcs CHUXKeHWe ypoBHSA C4 B Havyane 3ab6oneBaHus
¢ Hopmanu3sauuen nocne 10 gHen, YTO yKa3biBaeT Ha aKTU-
BaLUMIO KNAaCCUMYECKOro U/MUNn NEKTUHOBOrO MyTeN, B KOTO-
pbIXx NponcxoamT notpebneHune C4.

Bcem nauueHtam ¢ TMA npu npu3Hakax remosnunsa
B HayanbHOM nepuoae 3aboneBaHus, NpU AJAUTENbHON
aHemMuun, nopo3peHun peumamsa alYC, nsonMpoBaHHOM
nosbiweHun JIAI B OTCYTCTBUM APYTMUX NPU3HAKOB reMosn-
3a, aHeMUKU Heob6X04MMO NPOBOANUTL UCCef0BaHKE YPOB-
HA ranTorno6uHa kposwu [42] (YYP C; YAA 5). lantorno6uH
CBfI3blBaeT CBOOGOAHbLIM reMOrno6mH, BbiICBOGOXKAAOLWMN-
CH M3 paspylleHHbIX 3IpUTPOLMUTOB. CHUKEHUE YPOBHS
rantorno6uHa npu TMA yKka3blBaeT Ha ero u3bblTo4HOE
notpe6neHne n 9BNSeTCa NPU3HAKOM YCUIEHHOIO remo-
N13a, NpuyeM MMEHHO BHYTPUCOCYAUCTOrO, TaK KaK remo-
N3 BHE KPOBSHOrO pycna MOHWKEeHWeM rantornobuHa
He conpoBoxgaeTcs. fanTorno6uH CHUXKaeTCca Npu remo-
N13e paHble, 4eM nosbiwaeTtcs JI6 aBNSsSCb TeEM caMbIM
paHHUM MapKepom remonusa. Mpu HedpPOTUYECKOM CUH-
ApomMe y nauuneHToB 6e€3 NpUM3HaAKOB remonn3a TaKxe
MOXET CHUXKaTbCA ranTorno6uMH n3-3a ero NoTepb ¢ MOYOM.
Ha ¢oHe Taxenoro 6akTepuManbHOro npouecca ypoBeEHb
rantorno6uHa MOXeT OblTb HOPMasibHbIM MPU aKTUBHOM
TMA, 4TO CcBSiI3aHO C TEM, YTO JaHHbIK GENOK ABNAETCS
ocTpodas30BbIM.

MpoBeaeHne uccnefoBaHUA YPOBHHA MNPOKaNbLMUTO-
HWMHA B KPOBM PEKOMEHAOBAHO NaLMeHTaMm, MMeLWnM
NPU3HaKK cencuca, pasBUTUS CUHAPOMA CUCTEMHOM BOC-
nanuTenbHOM peakuun, CUHAPOMa MNOMMOPraHHOM Hepo-
CTaTO4YHOCTH; MPU CUMNTOMAaX TKeNbIX MHOEKULMOHHBbIX,
FHOMHO-BOCNANUTENbHbBIX NPOLLECCOB Pa3/IM4HOM NIOKanu-
3auuMu; Npyu NOAO3PEHNN Ha pa3BUTUE reHepannu3oBaHHOM
6aKTepuanbHOM MHPEKLMU; NPU NOAO3PEHUN HA pa3BUTHE
MHOEKLMOHHbBIX OCNOXHEHWUW Yy MauMEeHTOB B YCNOBMUAX
XUPYPIrUYECKUX U PEaHUMaLMOHHbIX OTAENEHWI; NPM NOA0-
3pEeHMU Ha NpUCOoeanHEHWE BTOPUYHOW GaKTepuanbHOM
MHbEKLMM y MaLMEHTOB C BUPYCHBIMU MHOEKLMAMMU, annep-
TMYECKUMKU, ayTOMMMYHHbIMKM 3abofieBaHUaAMMU; nocne
O6GLWMPHBIX XMPYPrMYECKUX BMeLWaTenbCcTB, MPU OCTPOM
OTTOPXEHMM TPaHCNAaHTaTa, NPyU XPOHUYECKON cepaeyHomn
HeJOoCTaTOYHOCTH; MPU Ha3HaAYEHUN U MOHUTOPUPOBAHMUK
cneundunyeckon aHtnbakTepmanoHon tepanuu [54] (YYP C;
yaa4).

Bcem nauueHTaMm C LeNblo AWArHOCTMKK, KOHTPONSA
B AMHAMMUKe, B T.M. lIe4eHUs, B OCTPbIM Nepuoa npu Hanu-
4YuM remopparMyeckoro CMHAPOMa, NiaHMPoOBaHUKM onepa-
TUBHbIX BMeLWaTenbCTB, MPU MCMNOJIb30BAHUU @HTUTPOM-
60TMYECKMX CPEACTB (aHTUKOAryasHTOB) M MPUMEHEHUU
nnasmoTepanuu NoKasaHo UccnegoBaHue Koarynorpammel:
onpegeneHne npPoTpoMOUHOBOro (TpomM60oMIacTUHOBOTO)
BPEMEHU B Mnasme, akTUBMPOBAHHOIO YaCTUYHOIO TPOM-
60MNacTMHOBOrO BPEMEHH, nccneoBaHne yposHsa Gubpu-
HoreHa, pacTBOPMMbIX GUOPUH-MOHOMEPHbBIX KOMMIEKCOB,
MEeXAYyHapoAHOr0o HOPMasM30BaHHOIO OTHOLWEHWS, aHTU-
TPOMOGUHOBOWM aKTUBHOCTH, aHTU-Xa-aKTUBHOCTH, MPOTPOM-
6UHOBON aKTUBHOCTH, D-gumepa) [39, 42, 49, 55-57]
(YYP C; YA/ 5). Heob6xoanmo npoBeaeHne auddepeHumnanb-
HOM AnarHocTuKM ¢ ABC-cMHAPOMOM. CHUKEHWE NPOAYKTOB
aerpagauum ¢ubpuHa, aHTUTPOMOUHA Il NpyM HOpManbHOM

rantorno6uHe, MOBbIWEHWE MPOTPOMOMHOBOIO BPEMEHMU
MW aKTUBUPOBAHHOIO YacTMYHOro TPOMOGOMIACTUHOBOIO
BPEMEHU, CHUXKEHMEe YypoBHHA GuOpMHOreHa, MOBbllLEHWE
MapKkepoB $PUBPUHOOBPA30BaAHUA U aKTUBaLMK GUOPUHO-
nn3a, Bocnanexwuns (CPB, npoKkanbLUWTOHUHA, NPecerncuHa),
notpebneHne TPOMGOLUTOB M GaKTOPOB CBEPTLIBAHMSA NOA-
TBepxaatot ABC-cuHapom. OaHako andbdepeHunanbHas
[MarHoCTMKa He Bcerga BO3MOXHa, Tak Kak [YC Toxe
MOXeT OoCnoXHuUTbca [BC-cuHgpomom. OcTpoe noBpex-
[leHne Nerkux W/wnu WoK 4awe conpoBoxpgatoTcs [BC-
cuHapomom, a ana TMA 6onee xapakTepHa OAUCOYHKUUSA
LHC. Kpome Toro, MATA peaKko BcTpeyaetca npu [BC-
cuHapome, Toraa Kak npn TMA — npaktuyecku B 100% cny-
yaes. Mpu no6on dopme N'YC yacTo passuBaetca Al, Toraa
Kak npwu cencuce ¢ BC-cMHAPOMOM MMEIOT MECTO Ba30-
nnerns u runoToHns. Cnegyet OTMETUTb, 4YTO €Can TPomM6O-
LMTOMEHMSA WU TEMOSIU3 COXPaHAIOTCS Noc/e paspeleHns
cencuca, TO HeO6Xx0AMMO NPOAOSIKMTL AMArHOCTUYECKUM
NMOUCK WX NpuymnH [58].

Tpom6oanacTorpaduio NPOBOAAT B KA4E€CTBE CKPUHUHIa
remoctasa B MpeaonepaunoHHOM nepuoge, nepen vHsa-
3MBHbIMW MpoueaypaMu; AN AMHAMUYECKOrO KOHTPONS
remoctasa fnpu KpoBOMOTEPE U KPUTUHECKUX COCTOSHMSX;
4NS KOHTPONS reMoCTaTUYECKOMN, aHTUarperaHTHOM U aHTU-
KoarynsHtHowm Tepanuu [59] (YYP C; Y44 5).

C AMarHoCTMYECKOM Lenblo MauMeHTam ¢ npuaHakamu
UWEMUN MUOKapha PeKoMeHAyeTCcs MpPOBOAUTb MCCneno-
BaHWe ypoBHSA TPOnoHUHOB |, T B KpoBwM [26, 57, 60] (YYP C;
ya4d 4). B 6onblMHCTBE cnyvaeB OCTPbiM UMHGAPKT MUO-
Kapga y nauueHTtoB ¢ al'YC pas3BuBaeTcsd B OTCYTCTBME
OKKJ/IIO3UBHOIO MOpaXeHUss KOpoHapHbIX apTepun [26, 61].
[ns nocTaHOBKM AMarHo3a OCTPoro WMHbapKTa MWoKapaa
Heo6X0AMMO MOATBEPKAEHWE HaNU4MA OCTPOro NOBPEX-
LEeHUs MWOKapaa (xapaKTepHas AvHaMWKa ypOBHS TPOMo-
HUHa | ¢ pPoCTOM W/MNM najeHuem, pesynbraT BbIXOAWUT
3a BEPXHIO rpaHuLy HOPMbl XOTS Obl B OAHOM M3Mmepe-
HWW) B COYETAHWM C AOKa3aTeNbCTBOM WMWEMWUWM MUOKapaa
(anekTpokapanorpadus (IKI), axoanekTpokapanorpadus
(3x0KTN)). OgHaKo NoBbIWEHWE YPOBHA TPOMNOHWHA | He aBNSA-
eTcs cneundUyHbIM TONIbKO A1 OCTPOW UWEMUU MUOKapaa
C pa3BUTUEM MHPaPKTa MMOKapaa. TPONOHMH | MOXKET NOBbI-
WwaTbCH y NauMeHToB C 3aCTOMHON CepAeYHON M MOoYevHOm
HeLOCTaTO4YHOCTbIO, KapanomuonaTMen. 4To nog4yepKkueaet
Ba¥HOCTb CEPUMHOr0 TECTMPOBAHMA TPOMOHMHA U OLLEHKM
peaynbTatoB 06CNeA0BaHNS B COOTBETCTBYIOLLEM KAWHMYE-
CKOM KOHTEKCTE.

PekomeHayeTca OAHOKpaTHOE onpeaefneHne aKTuB-
HOCTM MeTannonpoTtenHadbl ADAMTS13 B nna3me Kposwu
B OCTPbIN nepunoj 3aboneBaHus naymeHtam ¢ TMA ana gua-
rHOCTUKK/UcKNovenns TTN [13, 24, 39] (YYP C; yA4 5).
AKTMBHOCTb MeTanjonpoTteasbl OLEeHMBaeTca 4O Mn1a3mo-
Tepanuu. 3HavyeHusa aktueHoctn ADAMTS13 > 10% wcknio-
yaet TTN [24, 37, 42]. Npu STEC-TYC/al'YC aKTMBHOCTb
mMeTannonpoTeasbl MOXET OblTb KaK CHWXKEHa, HO Bbllle
10%, Tak U HaxoguTbCa B npegenax pedepeHcHoro aua-
nasoHa. BblparKeHHOCTb TPOMOOLMTONEHUN NPSMO Koppe-
NMpyeT ¢ nokasaTeneMm aktuBHocTn ADAMTS13, noatomy
npu cTabunbHOM TpOMGOLMTONEHMM He HUxe 70 000/1 MKn
aKTMBHOCTb MeTannonpoTeasbl MOXHO He onpeaenstb [13,
24]. Konnyectso TPOMGOLNTOB Kposu > 30 X 102/n 1 KoH-
LeHTpauuma KpeaTtuHmnHa > 200 MKMonb/n y naumeHTta ¢ TMA
npaKTUYeCKK UCKNtoYaeT amarHos TTI [53].

Bce nauuneHTbl ¢ nogo3peHreM Ha al'YC gonkHbl 6biTb
ob6cnenoBaHbl Ha Hannyne aHTuTen K CFH B o6pasuax Kpo-
BM, B3ATbIX 4O MnasdmMoobmMeHa Uan MHOY3UKM nnasmbl [22,
24,42,62] (YYPC; Y44 5). 06pa3oBaHune aHTU-CFH-aHTUTEN
B 90% cnyvyaeB cBA3aHo ¢ paeneuven CFHR3/CFHR1,



yTo 6oNlee XapaKTepHO ANA AeTer, 4eM ANS B3POCibiX
(25-50% vs 5-10%). CBoeBpeMEHHOE BbIIBNEHWE aHTU-
CFH-aHTUTENn nmeeT BaXKHOE 3HayYeHne ans Bblbopa TaKTUKK
Nle4yeHunsl, NOCKOJbKY UX BbICOKUIA TUTP TpebyeT B fONonHe-
HWE K KOMNIEeMEHT-6/0KMpYloWwen TepanumM HasHayeHus
MMMYHOCYNpeccaHToB. [pyM NOATBEPKAEHUN aHTUTENbHOM
dopmbl al'YC TpebyeTca KOHTPONb aHTU-CFH-aHTUTEN Kax-
able 3—6 mec Ha GOoHe fleveHns B nocneayrolem 4o Hopma-
NM3aunn Ux ypoBHS.

MaymeHTam ¢ TMA npu NHEBMOHWU/MEHUHIUTE/CENCUCE
ANA UCKNoYeHna/nogteepxaeHuns pnlYC pekoMeHgoBaHO
NPOBOAUTL MUKPOOMONOrMYECKUI MOCEB KPOBU Ha CTEPUIb-
HOCTb U MMKpPOBMONOrMyecKkoe (KynbTypanbHoe) uccnegoBa-
HWE MOKPOTbI Ha aspobHble U daKynbTaTUBHO-aHa3aPo6Hble
MUKpoopranuamel [37, 41, 63] (YYP C; Y44 5).

MauyneHTam ¢ TMA Ha doHe 6aKkTepunanbHON UHDEKL MK
C NopayKeHWeM Nerkux / pasBuTMEM MEHWHIUTa, cencuca
ANA UCKNoYeHna/nogteepxaeHuns pnlYC pekoMeHgoBaHO
nposefeHne MONEKYNSPHO-BMOOrMYECKOrO MCCIeA0BaHMS
MeTogom MLUP (KpoBb, NneBpanbHbIM 3KccygaTt, CIMHHOMOS3-
roBasi )WAKOCTb) Ha NHEBMOKOKK [24, 37, 41] (YYP C; YA/4 5).
MonekynapHo-reHeTnyeckoe uccnegosanue (MNLUP) Heobxo-
OMMO ANsi NOATBEPXKAEHMA AnarHo3a Npu BblAeNEeHUN NHEB-
MOKOKKOB M3 CTEPWbHBIX WAKOCTEN OpraHuM3ma (KpoBb,
nneBpanbHbI 3KCCyaaT, CIMHHOMO3roBas XWAKOCTb), T.e.
ON9 NOATBEPKAEHNA MHBA3UBHOWM NHEBMOKOKKOBOW UHDEK-
LMK KaK Npu4mrHbl pa3sutma pnlYC.

Takxe naumeHtam ¢ TMA Ha ¢oHe 6GaKTepuasbHOM
MHDEKLMU C NOpaXKeHUEM NEerknx / pa3BUTUEM MEHUHIUTA,
cerncuca Heo6xo4MMO NPOBeAEHNE peaKLMK naTeKc-arrito-
TUHaAUMKW ONa UCKAYeHus/noateepxaernns pnlYC [24, 31,
64] (YYP C; ¥4/ 5). Peakuns naTeKc-arrnioTMHaLUMu aBns-
€eTCsl MeTOAOM 3KCMpecc-AnarHOCTUKMU aHTUIeHOB MHEBMO-
KOKKOB B KPOBW W NIMKBOPE Npu MNOAO3PEHUN Ha UHBA3UB-
Hble GOPMbl MHEBMOKOKKOBON MHPEKLMWN AN UCKIOYEHUS
pnlYC.

[eTam WKoNbHOro BO3pacTa ¢ CMMNTOMOKOMMNEKCOM
TMA ¢ uenblo UCKIOYEeHUSA CUCTEMHbBIX 3a60neBaHui NoKa-
3aHO npoBejeHne WMMYHONOrMYecKoro o6cnefoBaHus
ON9 AMarHOCTUKM ayTOMMMYHHbIX 3aboneBaHui (onpegene-
HWe coaepyKaHna aHTUTEN K aHTUreHam sgpa Knetku n AHK,
K HatuBHon [OHK, K meHaTtypupoBaHHon AHK, aHTMHYKne-
apHbIX aHTUTEeN K Sm-aHTUreHy, BONYaHOYHOro aHTUKoary-
NIFHTa, aHTUTEeN K 6eTa-2-rMUMKONPOTENHY B KPOBU, aHTUTEN
K Kapanonunuhy B Kposwu) [37, 65] (YYP C; YA/4 5). B nepByto
oyepeab HeobxoanumMo McKNto4MTb CKB n A®C. CodveTaHue
KNMHUKO-NabopaTopHbIX nposBieHun TMA ¢ Hanuyuem
aHTUdPocHONUNUAHBIX aHTUTEN CBUAETENbCTBYET B NOMb3Y
avarHosa «katactpoduyeckunt APC» He3aBUCUMO OT TOrO,
UMEIOTCS W Yy NauueHTa MM OTCYTCTBYIOT KJIMHMYECKUE
M UMMyHONOrM4yecKkue npusHaku CKB. [lnarHocTtuka cucrem-
HOW naTtofiorMm y nauneHToB ¢ TMA Heo6xoaMma, NOCKONbKY
BbISIB/IEHHbIM CMEKTP MapKepoB onpegenseTt TepanesTuye-
CKYlO TaKThKy [37].

MayneHtam ¢ TMA npu NoAo3peHUn Ha reHeTU4ecKu
NeTeEPMUHUPOBAHHBLIN AeduumT kobanamuHa C (cblC) peko-
MeHAyeTCq NPOBOAMTbL UCCNeAOBaHMUE YPOBHS rOMoLMCTe-
MHa B KPOBM, YPOBHS BUTaMhHa B,, B KpoBM 1 $HonneBOH
KWUCNOTbl B KPOBU C LIE/bIO YCTAHOBMIEHUS BO3MOXHOM MpU-
YuHbl TMA 1 OL€eHKM HEOBXOAMMOCTH AalibHENLLIETO MOJSIEKY-
NAPHO-TeHeTMYecKoro o6cnenoBannsg [24, 34, 37, 66-69]
(YYP C; YA/ 4). Y nauMeHTOB C reHETUYECKUMU MyTaLUaMK,
npPUBOAAWMMU K AePeKTHOMY MeTabonm3amy KobanammHa C
(MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE), Ha ¢doHe
reHeTU4YeCKM AeTEPMUHNPOBAHHOroO geduumnta KobanammHa
C moxeT pa3BuBaTtbes chbIC-TMA. BbisBneHMe NOBbIWEHHOIO
YPOBHS rOMOLMCTEMHA NMPU HOPMaSbHbIX YPOBHAX BUTaMUHA

B, ¥ ©0OIMEBON KUC/IOTbI ABIAETCSH BEPOATHBIM MPU3HAKOM
avarHosa cblC-I'YC [24, 34].

MNeproMouncTEMHEMUA TaKKe MOXKeT OblTb AuarHo-
CTUpoBaHa npu Tpomb6oduInMmM, 06ycnoBAEHHON MyTauuen
reHos ¢onaTtHoro uukna, geduunte Butamuta By, n dponu-
€BOM1 KMUCNOTbI.

Bcem nauueHtam ¢ TMA mnagwe 6 mec M nauyueH-
TaM He3aBWCUMO OT Bo3pacTa Npu NOAO3PEHUU Ha METUN-
ManoHOBYIO auMAEMMIO C AMArHOCTUYECKOM LEeNblo PeKo-
MEHAyeTCA npoBefeHue TaHAEMHOW MacC-CheKTPOMETPUM
4NS onpefeneHnsa cogepxaHusa nponMoHuIKapHutuHa (C3),
cBo6ogHOro KapHutuHa (CO), a TaKKe KONMYEeCTBEHHOro
onpeaeneHns 3-rmapoKCUNPONUOHOBON, METUANIMMOHHOW,
3-rMapoKCH-n-BanepmaHoBOn KUCoT B modve [42, 66, 67,
69] (YYP C; Y44 4).

TaHaeMHasi Mmacc-cnekTpomMeTpus — MeToa UccnegoBa-
HUS BelecTBa, OCHOBAHHbIA Ha onpefeneHnn OTHOLIEHMS
Maccbl BelecTBa K 3apagy WoHoB. lo3BonseTr onpege-
NIUTb COCTaB CMECU OpPraHM4yeCcKMX BelecTB KayeCTBEHHO
N KonuyectBeHHo. KpoBb (KanunnsipHas/BeHO3Hasi) co6u-
paeTca Ha CTaHAapTHY0 KapToyKy-ounbTp. O6pasel, BbiCy-
lwmnBaeTca 2—3 4 NpU KOMHaTHOM TeMmnepaType (HarpesaTb
W noasepraTb o6pasew, NPAMOMY BO3AENCTBUIO COMHEYHbIX
ny4en HegonycTumo). inarHo3 MeTuIManoHOBOKW aungeMmnm
Heo6XxoAMMO 3anofo3pUTb MPU Hanuvyiun meranobnacro-
3a, MOBbIWEHWN KOHLEHTpPALMKU FOMOLMUCTEMHA M CHUXKe-
HUX METUOHMHA NNa3Mbl, MOBbIWEHUN IKCKPELIMM C MOYOM
rOMOLMCTEMHA U METUIMANOHOBOM KUCNOTLI. [poBeaeHne
MONEKYNSPHO-TEHETUYECKOrO UCCieAoBaHUs HEOOX0ANMO
ansg noATBepXAeHUs auarHosda (Mytaumm B reHax MUT,
MMAA, MMAB MMACHC, MMADHC, MCEE) v npoBeaeHus
MEAMKO-TeHETUYECKOro KoHcynbTupoBaHus [70]. Cnepyet
yuuTbiBaTb, 410 al'YC y nauMeHToB ¢ KOMOGUHUPOBAHHbLIMU
HapylweHUaMU npoLecca pemMeTUIMPOBaHUS MOXET pas-
BMBATbCA TaKKe y eTen cTape 6 Mec v gaxe y B3pOChblX,
B CBfI3M C YEM AaHHble nccneaoBaHUs MOryT NPOBOAUTLCS
Nno KAMHUYECKOM NOTPeBHOCTU B APYrnX BO3PACTHbIX KaTe-
ropusIX NaLMeHToB.

C uenbio ONTUMKU3aLMK peXxnuma BBeAEHUS U 4O3UPOBOK
3Kynmn3ymaba naumeHTam ¢ al'YC npu peumamsax M OTCyT-
CTBMU 3ddeKTa OT KOMMIEMEHT-60KMpyoWwen Tepanuu
(aKynn3ymab) peKoMeHaoBaHO onpegeneHne obllen remo-
NIUTUYECKON aKTUBHOCTM KomnnemeHTta (CH50) [37, 71, 72]
(YYP C; ¥A/4 5). Mpu CH50 > 30% y nauMeHTOB, NonyvatoLLmx
3KyNn3ymab, peKOMeHAYeTCs U3MEHEHNE UHTEePBana Mexay
MHOY3MAMM NpenapaTta UAn yBeanYeHne Ao3bl npenaparta
M3-3a HenosnHon 6noKaabl KomnaemeHTa [72]. Ao HacTos-
LWero BpeEMEHWU HeT HafexHblx 6MoMapKepoB, MOATBEPK-
JalolWmMX aKTUBHOCTb 3a6oneBaHuns ana guarHoctuku alyc,
B TOM Yuche peunanea.

OOHOKpaTHO nauueHTam ¢ TPoM6G0o3amMbGonuen neroy-
HOM apTepuu, MHOAPKTOM MWOKapha, reMopparvyeckum
WMHCYNbTOM U TpOMGO3aMu APYron NoKanmM3alumm nokasaHo
nccnefoBaHve NoAMMOPPHbIX BapnaHTOB reHOB remocTta-
3a U depmeHToB PonaTtHoOro UMKna, NnposeaeHue gumarHo-
CTUKM TPOMBODUINK C LIEeNbi0 Ha3HavyeHuUs onTuMasnbHOM
Tepanuu [15, 73-75] (YYP C; Y44 4). MoryT npoBoAuTb-
Csl MccnefoBaHus arperaumMm TpomMOOLUMTOB, (C NMOMOLLBIO
arperaT-remarrioTMHaULMOHHON Npobbl), aKTUBHOCTU dakK-
TopoB V, VII, VI, IX, X, XI; aHTuTpOoMGKMHa lll, npoTenHa S,
YPOBHS npoTeuHa C, nna3MuUHOreHa, CoaepxaHus aHTuten
K Kapauonunuhy, dochdonmnuaam B KpoBMU, UCCnegoBaHue
nnasMMHOBON (GUBPUHOIMTUYECKON) CUCTEMBI, onpeae-
neHne nonumopdmnama 675 4G/5G (MHcepuus TyaHUHa
B No3uuuun 675) B reHe MHrM6UTOpPa aKkTMBaTopa niasmu-
HoreHa | Tuna (PAI-1) 1 gp. B 3aBMCMMOCTHU OT KJIMHUYECKOM
cuTyauuu.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

Bcem nauneHTam (Npu HanMyuM MOYM) B OCTPOM MNepu-
oje, nepuoje BOCCTaHOBNEHHOrO Auypesa v Npu Kynupo-
BaHMU npusHakos TMA Heo6xoaAnMO NpoBeleHne KinHuye-
CKOro aHanusa mMo4u (o6Hapy»KeHue remornobuvHa B Moue,
onpegeneHne 6enKa B Moye, anbbymuHa B MOYe, MUKPO-
CKOMNUYecKoe uccnegoBaHme ocajKa MO4YHM) C LieNbio AnarHo-
CTUKM MPOTENHYPUU, TEMATYPUK U reMornobuHypum [42, 73]
(YYP C; Y4/ 5). B obwem aHanu3e mMoyu npu niobon dopme
TMA MOXeT BbIIBAATbCSA NPOTEUHYPUS, reMaTypus. TakKe
nccnegoBaHne MNpoBOAMTCA B MpoLecce AMHAMWUYECKOro
HabnoAeHns, B T.4. NOCne TpaHCNAaHTauun NoYku, Yactota
onpeaensieTcs MHAMBUAYANbHO.

PeKkomeH4OBaHO paccMoTpeTb NpoBeAeHUe UccneaoBa-
HMS anbbyMWH/KPEeaTUHUHOBOIO COOTHOLWEHMA MauuMeHTam
B ocTpbit nepunoa STEC-T'YC, al'YC n B nepuoa pemuccumn
NPy HanW4YnmM 6eKa B Pa3oBbIX MOPLMUAX MOYU A5 OLLEHKM
rnomMepynsipHon dunbTpaunn (MccnefoBaHue NPOBOAMTCA
B YTPEHHEN nopumm moum) [72, 76] (YYP C; Y4 4).

MauneHTaM ¢ nNpusHakamu nopaxkeHua KT 6e3 gua-
peu 1 nauneHTam ¢ gnapeemn, reMOKONUTOM A5 BbIiBAEHUSA
STEC-uHdeKuun nokasaHo onpeanenexHve AHK aunaporen-
HblX awepwuxui (EHEC, EPEC, ETEC, EAZEC, EIEC) B 06pa3uax
dekannin metogom MNLP; MMKpo6uronornyeckoe (Kynbtypasib-
HO€) uccnegoBaHne pekanun / peKTanbHOro MasKka Ha gua-
POreHHble 3WEPUXMU C onpefeneHneEM YHyBCTBUTENbHOCTH
K aHTMbGaKTepuanbHbiM npenapatam [49] (YYP C; YAA 5).
[AnapenHbiit NpoapoM MOXKeET 6bITb Npu al'YC, noaToMy BCeM
nauneHTam nokasaH KOMMNEKC ccnegoBaHnii, pEKOMEHAO0-
BaHHbIX Npn STEC-T'YC.

TaKke nauveHTam ¢ npuv3Hakamu nopaxkeHuns KT
6e3 gnapen / ¢ guapeen, naumeHTam ¢ KatapaibHbIM CUH-
APOMOM B COYETaHWUM C Auapeen ANna AMarHOCTUKKU KoMnne-
MEeHT-aKTUBMpYytowero coctosHua npu alYC Heob6xoanmo
npoBefeHne AMarHOCTUKKM BUPYCHbIX Anapewn (poTaBupyc,
peoBupyc, ageHoBMpPYC, acTpoBMUpycC, BUpyc Hopdonk, u ap.)
meTtoaom MUP [12, 77-79] (YYP C; YAA 5). Onapea MoxeT
OblTb MPOSIBNEHWEM B TOM YMCNE BUPYCHOW MHOEKLMM,
noaToOMy BCEM MaLmeHTam ¢ nogo3peHunem Ha al'YC nokazaH
KOMMNEKC MCCnefoBaHWi, pekomeHAoBaHHbIX npu STEC-
ryc.

MauneHTam C MNpu3HaKamu OCTPOW pecnupartop-
HOM WHdeKunn B npogpome TMA noKasaHa AMArHOCTUKa
BMPYCHbIX MHbeKuun metogom [UP, NPA (rpunn, ageHo-
BUPYC, BMpYC npocTtoro repneca 1, 2, 6-ro TMnoB, BMPYC
AnwTtenHa — bapp, uMTOMEranoBMpyc, SHTEPOBMPYC) C Ana-
rHoCTUYecKom uenbto [42, 79] (YYP C; YAA 5).

UHCTpyMeHTaNbHbIe AUarHocTU4ecKue

uccnepoBaHus

PeHTreHorpadus opraHoB rpyaHOM KNETKM NoKalaHa
nauueHtTaMm nNpuv pas3BUTUW/MOAO3PEHUN HA OTEK NErKuX,
NMHEBMOHMIO C LieNbl0 MOATBEPHKAEHUS/UCKNOYEHUS AaHHbIX
coctosiHun [73] (YYP C; Y44 5). Hannuune *anob Ha oablILl-
Ky, 60/1n 3a rpyaMHon, B obnactu cepgua, npuv WYMHOM
AbIXaHWK, Kallne, NaToIorMYeCKUX BbleNeHUaxX Npu Kawne
(THOMHas, KPOBSIHUCTA MOKpPOTA), COXPaHsIoLWascsa BbICO-
Kaa TemnepaTtypa Tena SBASIOTCA NOKalaHUSMKU K NpoBe-
LEHWI0 JaHHOro uccnepoBaHus. C TeMu Xe Lenssmu MoXeT
npPoBOANTLCA KOoMMbloTepHas Tomorpadusa (KT) opraHoB
rPYAHOM KNeTKM npu HeobXoAMMOCTM (He[oCTaTOYHOCTb
CBELEHUN Npu peHTreHorpadun OpraHoB rPyagHON KAETKH,
COMHUTENbHbIE CUTYaLUK).

YnbTpa3ByKoBOE MUCCNefoBaHMe OpraHoB OpPIOWHOM
NoaoOCTM MOKa3aHo BceM nauueHtam ¢ TMA ¢ Lenblo CKpu-
HUHIOBOW [AMArHOCTUKM MOPaXKEHUs MOMbIX U MapeHxuma-
TO3HbIX OPraHoB W/WAN AWArHOCTUKM KULIEYHOM HEMNpPOXOo-
ammocTtu u/unun nepdopauun [73, 80, 81] (YYPC; YAA 5).

PeKkomeHayeMblt MeTOL UCCNeoBaHNA ABASETCA CKPUHMH-
roBbIM Y MaLMEHTOB KaK C npu3Hakamu noparkeHus KT,
TaK u 6e3 Hux. Ansa nauneHToB ¢ 'YC xapaKTepHO nopaxe-
HWe MoNbliX (B NEPBYIO 04epPeAb — TONCTOM KULIKHK) M NapeH-
XMMaTO3HbIX (MeYeHb, NOAXKENyA04Has Kenesa, cene3eHKa)
opraHoB. lNpu runepruapataumnm onpesenstoTcs aXonpuaHa-
KW CBOOGOAHOM }XMAKOCTM B OPIOWHON NONOCTH (rnaponepe-
TOHEYM).

Bcem nauueHtam ¢ F'YC pekomeHayeTcs npoBefeHue
YyNbTPa3BYKOBOIO MCCNEeA0BaHMA MOYEeK C AYNJIEKCHOWM
gonneporpaduen, MO4YEBOro Ny3bips € LeNblo UarHOCTUKM
NaToNorM4eCcKMX M3MEHEHUIN, KOHTPONS B AMHAMUKE, B TM.
neyenuns [73] (YYP C; YA 5). YnbTpa3ByKoBoe uccneao-
BaHWe MoYeK MO3BONSET YCTAHOBUTb WX pa3Mepbl, Nofo-
XeHue, OCOBEHHOCTU CTPOEHWMS W Apyrve napameTpbl.
Jonneporpaduyeckoe uccnegoBaHne oLEHUBAET COCTOS-
HWe peHanbHOro KPOBOTOKaA.

PekomeHayeTcs npoBoauTb peructpauunio KM Bcem
nauneHtam B ocTpbln nepuod TMA ang perucrpauum anekx-
TPMYECKOM aKTUBHOCTU CepAeYHOM MbIWLbl, AUArHOCTUKM
HapyLWeHNI CEPAEYHOro PUTMA, BbISIBIEHUS UWEMWUK, TUNEP-
TPOdUM KEeNyao4KOB, UBMEHEHUI METabONMYECKOrO XapaK-
Tepa (runepkannemus) [26, 73] (YYP C; Y44 5).

TakXe BceM nauueHTam nokasaHo nposegeHne IxoKIr
L4NS OLEHKM CTPYKTYpPbl, pa3MeEPOB U COCTOSIHWE CEPAEYHON
MbIWLbl, KNanaHoOB M COCYyAOB (aopTa, KOPOHapHbIE COCy-
Obl), rno6anbHON COKpaTMUMOCTM MWOKapaa [26] (YYPC;
yad 5). NMpu no6on popme TYC MOryT 6biTb BbISIB/IEHbI
NPU3HaKN 06BLEMHOM Meperpysku (rugponepukapg), Al
M crneyudruyeckux nopaxKeHumn, obycnoBNEHHbIX TPOM6O-
3aMU MEeNIKMX U MHTPaMMOoKapananbHblx cocyaoB npu TMA.
MauneHTsbl ¢ al'YC, umetouwme mytauun CFH/CFB/C3, aHTu-
CFH-aHTUTENa, NogBepXeHbl PUCKY Pa3BUTUSA CepaedHO-
COCYAMUCTbIX OCNOXHEHU [61, 26].

Bcem nauneHtam ¢ TMA ons AMarHOCTUKM nypyepo-
noao6HOM peTMHONaTUK, a TakKe Npu Hanuyiuum Al 1 npu-
3HaKoB nopaxexuns LUIHC nokasaHa ¢yHaockonus [65, 66]
(YYP C; YA4 5). Mpn TMA MOXeT pa3BMUTbCA OJHOCTOPOHHEE
unu éunatepanbHoe NoBPEXKAEHME OpraHa 3peHUs C OTEKOM
[AWCKa 3pUTENbHOro HepBa, MHTPapeTUHaNbHbIMU KPOBOW3-
NMSHUAMM, MSATKUMKM BaTOOOGpPa3HbIMKM JKCCyaaTaMu, MaKy-
NApHbIM OoTeKOoM [28]. MMpoBOAUTCA TaKKe Npu peuuanse
al'yC.

PekomeHayeTca MNpOBOANTL MarHUTHO-PE30OHAHCHYIO
Tomorpaduio (MPT) ronoBHOro mMo3ra C aHrMOPEXUMOM
(6e3 KoHTpacTMpoBaHus) nnm KT ronoBHOro mo3ara (C BHY-
TPMBEHHbBIM KOHTPACTMPOBaHWEM) BCEM MauLMeHTaM € Mpu-
3HaKkamu nopaxeHusa LUHC npu nto6on dopme TMA ¢ uenbto
OLLEHKM CTENEHM UBMEHEHUI B CTPYKTYpPE MO3ra, COCTOAHUSA
M MPOXOAMMOCTM COCYAOB rosoBHOro mo3sra [73, 82, 83]
(YYP C; Y44 5). MPT — 6onee 4yBCTBUTE/NbHbIA MeETOA
Onsg BM3yanusaumm uvwemuyeckmx odaros npu TMA. MPT
rONIOBHOrO MO3ra C aHrMorpaduUyeckum pexnmom no3Bo-
NAeT He TONbKO OLEHWTb COCTOSHME KPOBEHOCHbLIX COCY-
[0B, HO U [aTb XapaKTEPWUCTUKY TOKY KPOBWU B AWHAMWKe
y NauueHTOB C 3HAOTeNuanbHOW AMCOYHKUMEN Ha doHe
TMA. YacToTa uccnegoBaHuM B AMHaAMWKe onpeaensercs
K/IMHUYEeCKON cuTyauuen. CnegyeT usberatb NpUMEHeHMs
nofcofepxalnmx KOHTPACTHbIX BELLECTB MPWU HapyLEHWK
dYHKLMM NOYeEK, NPU HEOOXOANMOCTH MPOBOANTCA HAPKOS.

Hdetam c¢ nopaxenHnem UHC npu TMA c uenblo paH-
HeW AMarHOCTUMKM OTKNOHEHWUI 3NEKTPUYECKON aKTUBHOCTH
rONI0BHOro MO3ra n NPodUNaKTUKKN NOCNEAYIOWMNX OCNOKHE-
HUA PEeKOMEHAOBAHO MpoBefeHWe anekTpoaHuedanorpa-
dun [84] (YYP C; YAA 4).

Bcem nauueHTam ¢ nogo3perHunem Ha 'YC u ¢ yctaHoB-
NeHHbIM guarHoszom YC B npouecce Tepanuu € LeNbio



[IMArHOCTUKM HapyLEeHUH KUCNOTHO-OCHOBHOIO COCTOSIHUS
NMoKasaHo UccreaoBaHWE YPOBHS BOAOPOAHbLIX MOHOB (pH)
Kposwu [42, 73] (YYP C; Y44 5).

UHble anarHocTMyecKkue uccnepoBaHus

LiuTonornyeckoe uccnegoBaHue NyHKTata (acnupaTta)
KOCTHOrO MO3ra MoKa3aHO nauueHTaM C TPEXPOCTKOBOM
NaHUMTOMNEHUEN, NENKEMOUAHON peaKunen, KOCBEHHbIMU
npudHakamu remodarouMTapHOro cMHApoMa ANs AuarHo-
CTMKK 60N1ie3HEN KPoBETBOPHOM cucTembl [85, 86] (YYP C;
yaas).

Mpun nogo3peHnn Ha al'YC 1 NOAroTOBKe K TpaHcniaHTa-
umun npu nroéon popme TMA, npuealen kK XbIM 5, pekomeH-
[OBaHO MpPOBEAEHWEe MOMEKYNAPHO-TEHETUYECKOrO UCche-
[OBaHWS MEeTOAOM CEKBEHMPOBaHMA HOBOro MOKONAEHUS
(NGS) n cekBeHupoBaHusa no CaHrepy ans uiaeHTUdUKa-
LMW TeHeTUYeCKUX MyTauun, accouuupoBaHHbIX ¢ alyYC
(CFH, MCP, CFI, C3, CFB, THBD, CFHR1, CFHR3, CFHR5).
Onsa BbiaBNEeHUS geneuun wauv Jynavkauuin npoBoguTcs
MYNbTUNIEKCHAs NUMrMpoBaHUe-3aBnucMMasn amnandurkaums
30Haa (MLPA) [37] (YYP C; Y44 5). NMpn BbiISBNEHWU METO-
aomM NGS reHoTvna, CBMAETENbLCTBYIOWErO B N0Ab3Y NocTa-
HOBKM [uarHosa, peKoMeHAyeTcs MNoATBEepXKAEHUEe TeHOo-
TMNa MaKCUMasbHO TOYHbIM MeTogoM. K Takum meToaam,
NPU3HaHHbLIM BO BCEM MWPE, OTHOCUTCS CEKBEHWPOBaHWE
no CaHrepy, T.e. NOGYKBEHHOE YTEHWE 3a4aHHOro yyacTKa
OHK annHon 500-1000 HykneoTtnaos. Y nauueHToB ¢ alYC
ANS NOCTaHOBKW AMarHo3a v NPUHATUS PELLEHUS O TaKTUKe
neyeHus naeHTubumKaumsa mytaumin GakTopoB KOMMNIEMeEHTa
He TpebyeTcs. [eHeTMYyecKoe uccnegoBaHWe HeobXxoanMo
ANs onpejeneHuns nNporHo3a u ANMTENbHOCTU KOMMIEMEHT-
6nokupyloulen Tepanun (3kynudymab). CnegyeT MOMHUTb,
YTO MyTaLMU FTEHOB PErYNATOPHbLIX 6EIKOB anbTepHaTUBHOIO
nyT¥ aKTUBaLMKU KOMMNEMEHTa BbIABNSIOTCS HE Y BCEX Mauu-
eHToB ¢ al'YC. OgHaKo oTpuuaTeNbHbIM pe3ynbraT reHeTnye-
CKOro CKpMHUMHIa y nauneHTta ¢ TMA He UCKoYaeT Hanniuns
al'YC. B HacToslluee BpeMsi peKOMeHAyeTCs MpoBeaeHue
reHeTMYeCKOro aHanusa Jaxke npu Hannyium aHtuten K CFH.
Ecnn myTauma wnaeHTMduumpyeTcs y nauuMeHTa ¢ aHTuTe-
namu K CFH, pelweHne o aanbHeWlwem NevYeHUn AO0MKHO
NPUHUMATLCS MHAMBMAYANbHO B KaXA0M Cnyvyae B 3aBUCH-
MOCTU OT TUTPa aHTUTEN U GYHKUMOHANbHbBIX NOCAEACTBUN
mMyTauuu. Kpome TOro, uccnegosaHue Heo6XoAMMO Mpo-
BECTM BCEM nNauMeHTaM, HYXAalowWwuMcs B TpaHCnaaHTa-
LMK NOYKK, He3aBUcMMO OT dopmbl TMA; nepes oTMEHOM
Tepanuu 3KynM3ymabom U ans AUarHOCTUKKM peakux ¢Gopm
TMA (ADAMTS13, DGKE, INF2, PLG, MUT, MMAA, MMAB,
MMACHC, MMADHC, MCEE). B cnyyasx, ecnu npuinHa TMA
He yCcTaHOBJ/IEHA, PEKOMEHIYETCS CEKBEHMPOBaHWE BCEro
3K30Ma A5 MepCcoHanu3MpoBaHHOro neveHuns [22]. baza
JaHHbIX BapMaHTOB reHoB AOCTYMHa no ccbiike: http://www.
complement-db.org/home.php.

C uenbto noaTBEPXAEHUA AMarHo3a TMA B COMHUTENb-
HbIX U HESACHbIX CUTyaLMAX PEKOMEHAOBAHO pPaccMoTpeTb
nposeaeHne HedppobUorncum (6Moncus NOYKKU, GUONCUs NoY-
KW MOoJ KOHTPONEeM YNbTPpa3ByKOBOro uccnenoBaHus) [73]
(YYP C; YA/ 5). buoncus no4ku He sBnseTcs 0693aTeNlbHOM
ANS AMarHoCTUKKM TOW unan mHon ¢opmbl TMA. Tpu npo-
BeAeHun Hedbpobuoncuun y naumeHtos ¢ TMA cyuectByeT
BbICOKMIM PUCK KPOBOTEYEHUSA M3-3a Hanuyus Al, Tpom60-
LuMTOnEHMN 1 ypemuun. OgHako 6MONCUa NMOYKKU MOXKET noa-
TBEPANUTb AnarHo3 TMA B COMHUTENbHBIX U HEACHbIX CUTYa-
LUMaX: COMHeHWM B agnarHo3e 'YC, MaccMBHOM NPOTENHYPUU
y NauMeHTOB C aHEMHUEN U TPOMOBOLIUTONEHMEN, OTCYTCTBUSA
NonHOro nabopaTopHoro cumnTomokomnnekca TMA (dawe
BCEro TPOM6OLMUTONEHUH), KYNMPOBAHUS reMaToN0rM4eCKMX
nposieneHnn TMA Ha ¢oHe COXpaHSAOWErocs CHUMKEHUS

PYHKUMN noYeK, Nogo3peHns Ha BTOpUYHble popmbl TMA,
He3apPEKTUBHOCTH 3KyIM3ymMaba.

ANOOEPEHLUAJIBHAA AUATHOCTUKA

Heob6xoanmo npoBoauTb auddepeHunanbHylo aua-
rHocTuky al'YC ¢ 3abofieBaHUAMU, UMEIOLMMU CXOOHYIO
CUMMNTOMATUKY, C LeNiblo YCTaHOBAEHUS TOYHOro AnarHo3a
1M Bbl6opa onTUMaNbHOW TaKTUKM Tepanuu [73] (YYP C;
yAaA4 5):
e STEC-TYC;

o TT

* MHEBMOKOKK-accoLMMpoBaHHbIn 'YC;

®  MYNbTUCUCTEMHbIA BOCMANUTENbHbIN CUHAPOM Yy AETEW,
accounnpoBaHHbIn ¢ SARS-CoV-2;

®  reMO/MTUYECKUE aHEMUH;

° napoKcuaManbHas HoYHas reMorno6uHypums;

* MeranobnacTHas aHemMus;

® CMHAPOM JBaHCa;

* remob6sacTos;

e remodarounTpaHbii NIMMOOrncTUOLMUTO3;

®  OCTpbI¥ TYBYIOUHTEPCTULMANBHBIA HEDPUT;

e BTOpUYHble ¢opmbl TMA (CKB, A®PC, cuctemHasn
cCKnepogepMusl, 3/70KayecTBEHHas rUMNepTeH3us,
NleKapcTBeHHo-accounnposaHHasa TMA v ap.);

* peakue dopmbl N'YC (DGKE, cblIC-T'YC);

® cencuc.

B cnyvae passutus TMA npu HaaMyMm CUMMNTOMOB CO
cTopoHbl XKKT BHauyane nokasaH CKpuHWHI Ha STEC-TYC,
flanee pekoMmeHgoBaHo BepuduumposaTb STEC-I'YC nocne
nckntovenns TTM u «oTcyTcTBMA noao3peHuns Ha alYCo.
OnarHo3 STEC-T'YC He MoOXeT O6blTb WCKJIOYEH TOJIbKO
Ha OCHOBaHWW OTpULATENbHbIX PE3yNbTaToB MHPEKLMOH-
HOro noucka. PeKomeHJoBaHO cyuTaTb OTpULATENbHbLIN
pe3ynbTaT CKpUHMHra Ha STEC-T'YC gocTtoBepHbIM TONbKO
B Cllyyae, eciv aHanua cobpaH Ao Havyana aHTubaKkTepmanb-
HOW Tepanuu. B cnydasx npoBedeHUs aHTUOaKTepHUanbHON
Tepanuu YyacToTa Bblaenenus us ctyna AHK EHEC meTtogom
MLP cyuwiecTBeHHO Bhille B NepBble 6 AHeW anapen. TeyeHune
C MOopaKeHWem Apyrux opraHoB v CUCTEM, MOMWUMO MOYEK,
BO MHOrom onpegensieT ucxoa v nporHo3 [15, 27, 87, 88].
[Onsa STEC-T'YC He ABNSieTCA xapaKTepHbIM «<BONHOOGpa3Hoe»
(NOBTOPHbIE 3NN304bl reMonn3a n notTpedneHns TpoM6oLu-
TOB) M peunamsmpytolee teyeHne TMA [2, 4, 5, 8-10, 12].

Ucxopa v3 onpegenenuns alYC, ana nocTaHOBKW ero
avarHosa y pebeHKa AO0MKHbl 6blTb MCKNOYEHbI Mpoyue
npuynHbl pa3sutua TMA, B nepsyto odepeab — STEC-T'YC.
B psige cnyyaeB B ae6iote al'YC TaKKe oTMevatoTca anapes
UKW NOpaKeHWe AbixaTeNbHblX NyTen, NoaToMy Heobxoau-
MO cBoeBpeMeHHoe wucKntoyeHne STEC-uHdeKuuu, paB-
HO KaK M WHbeKumn Streptococcus pneumoniae [13, 20,
22, 24, 37]. Kpome 3Toro, cneayet UCKIOYUTb CUCTEMHYIO
naTonornio, MynbTUCUCTEMHbBIA BOCNANUTENbHLIA CUHAPOM,
accounnpoBaHHbii ¢ SARS-CoV-2, nHdekuumn (BUY, HANL),
npegwecTeyoWwyo 3oKadyectBeHHyo Al HELLP-cuHgpom
Yy POXEHWL, npuem neKapcTB (LMKNOCMOPUH, Takponumyc
W Ap.), METUIMANOHOBYIO aLMAEMMIO U T.4. KaK BO3MOXHble
npuymHol TMA.

Ana ucknodeHus TTIM HeobxoauMMO uccnegoBaHWe
akTMBHOCTM ADAMTS13 — ecTecTBEHHOro perynatopa
MUKPOTPOM6006pa30BaHNUs, OTBETCTBEHHOIO 3a MHAKTUBA-
umio dakTopa doH BunnebpaHga y Bcex NauMeHToB C Kap-
TnHon TMA, BblparkeHHbI gedbuunt Kotoporo (ADAMTS13
< 10% OoT HOopMmbI) NpMBOAMT K pa3suTuio TTI. Mpu STEC-
r'YC, alr'yYC v apyrnx TMA aktuBHocTb ADAMTS13 moxeT
ObITb CHU}KEHA, OAHAKO ee NoKasaTefb Bcerja npesbilaeT
10%. Knuunyecku TTM n I'YC umeoT MHOro cxogHoro. TTI
cnepyeT nogospeBaTb Y NALMEHTOB C TAXENOM CTOMKOM
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Tpomb6ouutToneruen (< 30000/mKn) 1 nerkon dopmow OMM
unn 6e3 Hee [22, 24]. OgHako Tsxenasa OMMN BcTpevaeTcs
y 10-12% nauneHToB ¢ namonatmyeckon TTI [89]. Y peTen
TTI MOXeT HOCUTb KaK BPOXAEHHbIN XapaKTep BCneacTBME
neduumnta ADAMTS13, Tak 1 npuobpeTeHHbin — B pe3y/b-
Tate BblpaboTkn aHTU-ADAMTS13-aHTUTEN. BporKaeHHas
TTN (cuHapom Anwoy — LynbmaHa) uMeeT pasfinyHbIK
GEHOTUN U MOXKET NPOSABAATLCH Y HOBOPOXKAEHHbLIX ¢ MATA
N XKENTYXON UK y aeTen ¢ HeoObACHUMOW TPOMOOUMTO-
neHven. [aHHas dopma TTI xapaKTepusyeTcsa aKTUBHO-
cTblo ADAMTS13 < 5%, otcytcTBMeM aHTMTeNn K ADAMTS13
M TOMO3WroTHOW/reTepo3nroTHon myTtaunen B ADAMTS13
[90]. Ana TTMN xapaKTepHO NpeBaaMpoBaHUe HeBPOOruye-
CKOM CMMNTOMATUKMU MPU YMEPEHHOM HapyLUEHUN PYHKLUK
novek [4, 10, 11, 22, 23].

Heo6xoanMmo uccnenoBaHue ypoBHa aHTU-CFH-aHTuTEN,
KOTOpPbIE NOBbLILWAOTCS NPU @aHTUTEN0-0NocpeaoBaHHoOM Gop-
me al'YC [22, 24]. <AyTouMMyHHasa» popma al'YC B OCHOBHOM
BCTpeyaeTcs y AeTen B Bo3pacTte oT 5 o 15 nert. [lencteune
aHTU-CFH-aHTMTEn, Kak u myTaumin CFH, npuBoauT K M36bI-
TOYHOM aKTMBaUWW anbTEPHATMBHOIO NYTU KOMMJEMEHTa.
BbipaboTtka aHTMTen K CFH cBsizaHa ¢ aeduuymtom CFH-
cBfA3aHHbIX 6enkoB 1 n 3 (CFHR1, CFHR3). YcTtaHoBneHoO,
4yto y 90% 6OonbHbIX C aHTUTENbHOW dopmon 'YC onpene-
NeTcs romMo3urotHas pgeneumss B reHax CFHR1-3. Ecnu
BO3pacT pebeHKa Ha MOMEHT aebtoTa 3aboneBaHua < 3 neT
WM NPOBOAMACSA NNa3MOOOMeEH Nepes CKPUHUHIOM, TOSIbKO
o6HapyXeHue ageneLmu noMmoraeT NogTBEPAUTb ONOCpeso-
BaHHOe aHTUTeNamMun 3aboneBaHne y NaLUeHTOB C HU3KUMM
TUTpamun aytoaHtuten K CFH. YuuTbiBas TepaneBTuyecKoe
3Ha4YeHne, He06X04MMO MPOBOANTL CKPUHUHT aHTUTeN K CFH
y Bcex nauuneHToB ¢ al'YC.

lMoCKONbKY MHOrMe myTauuu CKopee BefyT K Hapylwe-
HUIO YHKUMKW OENKOB CUCTEMbI KOMMAEMEHTa, HEXenu
K UBMEHEHMIO UX NIa3MaTUYEeCKON KOHLEHTPaLnK, ypoBEHb
CFH, CFI, C3 n CFB mMoeT ocTaBaTbCs HOPMasibHbIM [aXe
npv HanM4mMm MyTauni. Cam ke MONeKYNSIPHO-reHETUYECKUI
aHanuna TpebyeT 3HaYUTENIbHOO BPEMEHH, U NONYYEHNE €ro
peadynbTatoB B OCTpon ¢dase 3ab6oseBaHUa MPaKTUHECKM
HepeanbHo. Moatomy ana anarHocTnku al'YC M Ha3HayeHus
NeYvyeHunss reHeTM4eCcKoe uccnegoBaHmMe 3HaYeHnsa He umeer.
BmecTe ¢ TEM reHeTUYeCKUM CKPUHUHI HeobXxoanM B Mpo-
uecce HabnloAeHN 3a NaLMeHTaMun 4na onpeaeneHuns ctpa-
TErnn nux 4ONrocpoYHom Tepanuu [22, 36, 37, 62].

MynbTUCUCTEMHBIN BOCNANUTENbHbLIN CUHAPOM Y AEeTEN,
accouunnpoBaHHbil ¢ SARS-CoV-2, aBnseTca KpUTUYecKomn
dopmon COVID-19. MNMpu aaHHOM CUHAPOME pa3BMBAETCS
BUPYC-UHAYLMUPOBAHHbIN BTOPUYHbLIN remodarounTapHbIn
CUHAPOM (LUMTOKMHOBLIM LITOPM), MNPOSABASIOWMNACA HEKOH-
TPOANPYEMON aKTMBaLMeNn MMMYHHOM CUCTEMbl C BbICBO-
6oxaeHneM nposocnanutenbHblX uMTokMHoB (TNF-a, IL-1,
IL-2, IL-6, IL-8, IL-10, rpaHynouuTapHbId KOJIOHWMECTUMY-
NNPYIOLWNK  haKTOp, MOHOUMTAPHbIM XeMOoaTTPaKTUBHbLIN
npotemH 1) u mapKepoB BocnaneHus (CPB, cbiBOpoTOM-
Hbl1 GEPPUTHH), YTO MOXKET NPUBOAUTL K Pa3BMUTHIO OCTPO-
ro pecnupaTopHOro AUCTPEcC-CMHAPOMA, MOSIMOPraHHOM
HeJOCTaTOYHOCTM M CcTaTb MPUYMHOM rnBenn nauueHTa.
MynbTUCUCTEMHbIA BOCMaNUTENbHBIM CUHAPOM Hepeako
pa3BuBaeTCs B NO34HWUE CPOKKU 60M1e3HN. MONOKUTENBHbIN
MUP Ha SARS-CoV-2 onpepenserca He y BCEX MNaLMEHTOB
C MYNbTUCUCTEMHbIM BOCMaNUTENbHbIM CUMHAPOMOM, OAHa-
KO MOYTM Y BCEX MOXHO BbIIBUTb aHTUTENa K BO36yauTe-
nto COVID-19. OCHOBHbIMU KJAWMHUYECKUMM MPOSIBIEHUAMM
MYIbTUCUCTEMHOIO BOCMAaMTENBHOrO CUMHAPOMA Yy AeTen
ABNAOTCS MEPCUCTUpPYIOLWas NMxopagKka U CUCTEMHOE BOC-
naneHue ¢ BOBieYEHMEM B NATONOMMYECKMI NpoLecc pas-
JIMYHbIX OPraHoOB M CUCTEM — CUCTEMbI KPOBM, CEPAEYHO-

cocyaucTon n HepBHoM cucTem, KT, noyek, Koxun. Umetotes
[JaHHble, CBMAETEeNbCTBYyOWME O TOM, YTO MpU GONE3HM
COVID-19 TMA, cBsizaHHas ¢ HapyleHWEM PerynsiLuum KoMm-
nneMeHTa, fBASETCS OLHUM M3 BaKHblXx Natodu3nonoru-
YEeCKMX MEXaHU3MOB B AOMOJHEHME K TPOMBOBOCNANEHUIO
UK Kak ero 4YacTb [91-93]. B cOBOKYNHOCTM Koarynonatus,
cBfi3aHHaa ¢ COVID-19, no-Bnanmomy, npeactaBnseT co6omn
CNIOXHbIM NaTONOMMYECKMUI MpOLLeCC, BbI3BaHHbIM KacKa-
LOM TPOMGOBOCMANEHUs, 3HAOTENMANBHOIO NOBPEXKAEHUS
W aKTUBaUMEN KOMMEMEHTa, YTo NpMBoaAUT K TMA.

AnropuTtMmbl BeaeHus nauueHTos ¢ 'YC/al'YC npeacraB-
NleHbl Ha puc. 1 1 2.

JIEMEHME

Llenbto Tepanun no6on dopmbl 'YC aBnsetca Kynupo-
BaHWe KNUHUKO-nabopaTopHblx npossneHnn TMA, coxpaHe-
HWe 1 ynydlweHne GyHKLMM NOparKEHHbIX OPraHoB, NPeaoT-
BpalweHune passutua XbI 5, nséasneHne ot NOTPE6GHOCTH
B AMANN3HbIX METOAAX NeYEeHUs, HeJoNnyLeHNe nopaxeHms
APYruX BHYTPEHHUX OpraHoB, KPOME MOoYeK, yayyweHue
KayeCcTBa KM3HM NaLMEeHTOB, a TaKXe o6ecneyeHne nux nyy-
Wen BbXKMBAEMOCTH.

KoHcepBaTMBHOE Ie4eHHne

Bcem nauuneHTam ¢ npusaHakamu TMA nokasaHa rocnu-
TanuMsauua B MHOronpoduibHble CTauuoHapbl € OTae-
NleHWemM peaHMMaunn U MHTEHCMBHOMW Tepanuu C Lenbio
OKa3aHua onTMManbHOW MeAMUMHCKOM nomouwwn [37, 94]
(YYP C; ¥A/4 5). Tocnutanu3auma B nogo6Hble cTauMoHaphbl
obycnoBneHa HeOO6XOAMMOCTbIO NPUMEHEHUS AMANU3HbIX
MeToaoB fievyeHunsa (remognanua (I'[l), NOCTOAHHbLIN BEHO-
BEHO3HbIN remoamnanua (MBBIJ) / nocTossHHaa BEHO-BEHO3-
Haa remoanadunsTpauuna (MBBrAP), nepuToHeanbHbIN
ananu3a (M), UcKyccTBeHHaa BeHTUnauua nerkux (MBJ)).
MauneHtbl ¢ alYC/TMA HyXpaalTca B KOPpPEeKUUU Bone-
MUYECKUX PacCTPONCTB, aHEMWM, HYTPUTUBHOrO cTaTyca
(BNNOTb A0 NapeHTepanbHOro nutanus), Al, 3NeKTPOSIUTHO-
ro 6anaHca, KWUCMOTHO-WENOYHOr0 COCTOSIHUSA, TUMOKCUM
n 3HuedanonaTmm, CyqopoKHOro cuHgpoma. MpeanoyreHune
cnepyet otaaBaTtb Avanuady (M), 0CO6EHHO MpU Hannyvum
BblpaXKEHHOW rMNepKanMemMmn M MetTabonnyeckoro aumnao-
3a, KOpPEKLMS KOTOPbIX BBEAEHUEM NpenapaToB, cogepKa-
WMX HaTPUS rTMAPOKapboHaT, U AEKCTPO3bl MOXKET YCYrybuTb
runepruapatauuio [95].

Kpome TOro, pekomeHaoBaHo ob6s3aTenibHoe npoBseje-
HWe pacyeTa XMLKOCTU C ee OrpaHuyeHneM Npu runepru-
ApaTauunn U, Hao6opoT, C KOMMNEHcaLUUen NOTEPb CO CTY/IOM,
PBOTOM MpPK COXpPaHEHHOM AWypese, TaK Kak gervapataums
MOXET YCYrybuTb MLEeMUYECKOE MOBPEXAEHNE NOYEK U APY-
rux opraHos [2, 96] (YYP C, Y44 5).

Bcem getam ¢ noagTBepKAEHHbIM anarHo3om al'YC noka-
3aHO Ha3HayeHue Tepanuu aKyaIn3ymabom. Pexum fo3npo-
BaHWA 3Kynu3ymaba ans AeTen M KpaTHOCTb ero BBeAeHM
onpeaenseTca maccou Tena pebeHka (tabn. 1).

TepaneBTuyeckuin noaxoa K alYC 6bin1 paguMKkanbHO
YCOBEPLWIEHCTBOBAH C OTKPbITUEM W BHEAPEHUEM B KIU-
HUYECKYI0 MPaKTUKY 3Kynusymaba, rymMaHuW3MpoBaHHOMO
MOHOK/IOHaNbHOro aHTuTena K C5-dpakuum TepMuHanb-
HOW CTafguMM KacKaga KomniaemeHTa. Kynn3ymab npepot-
BpalwaeT pacwenneHne C5, Beaylwee K ob6pasoBaHuio
npoBocnanutensHoro C5a n npotpom6oTryeckoro C5b-9
KOMMOHEHTOB, TEM CaMblM YCTpaHAs WX NaToreHHoe Aew-
cTBMe. B ony6anKOBaHHbIX pe3ynbTaTtax KOHTPOAMpYEMbIX
nccnegoBaHUM NPOLEMOHCTPUMPOBaHa BbicOKas apdeKTmnB-
HOCTb 3KynuM3ymaba B BuAe ObICTPOM NMKBUAALMK aKTUB-
HOCTU remonusa (B cpeaHem 3a 7-14 gHen) M NpU3HaKOB
akTuBHOM TMA y 88% nauueHToB C NPOAOIKUTENBHOCTLIO



MauuneHT c npusHakamu OMNIMN n TMA
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nporpeccupoBaHus
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Y
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YCNOBUAX ANS YCNOBUAX
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TpaHcnNaHTaLmum NoYKM
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nporpeccupoBaxusg XbI1, peumansa al'YC,
pelleHns Bonpoca 0 BOSMOXHOCTU NPOBeLEeHUS
TpaHcnaaHTauMu NoOYKK

Puc. 1. Anroputm BefieH1s nayueHTa ¢ TUNMUYHbIM reMOJIMTUKO-YPEMUYECKUM CcUHAPOMOM (STEC-T'YC) / aTUNUYHBIM reMOSIMTUKO-

ypemMU4ecKknum cuHapomom (al'yC)

Fig. 1. Management algorithm for the patient with typical hemolytic uremic syndrome (STEC-HUS) / atypical hemolytic uremic

syndrome (aHUS)

Ta6nuua 1. Pexxum gosmpoBaHung akynndymaba y geten c al'YC [37, 42, 97-100] (YYP B; Y44 2)
Table 1. Eculizumab dosing regimen in children with aHUS [37, 42, 97-100] (GoR B; LoE 2)

Macca Tena nayueHTa, Kr Ha4yanbHbI LUKN MoaaepuBalowan repanua
> 40 900 mr 1 pa3/Hea X 4 1200 mr Ha 5-# Hepq; 3aTeM 1200 mMr Kaxkable 2 Hef
30-<40 600 mr 1 pa3/Heg X 2 900 mr Ha 3-1 Hef; 3aTem 900 Mr Kaxable 2 Hef
20-<30 600 mr 1 pa3/Heg X 2 600 mr Ha 3-# Hep; 3aTeM 600 Mr Kaxable 2 Hefl
10-<20 600 mr 1 pa3/Hea X 1 300 Mr Ha 2-1 Hep; 3aTeM 300 Mr Kaxble 2 Hep,
5-<10 300 mr 1 pa3/Hen X 1 300 mr Ha 2-# Hep; 3aTeM 300 Mr Kaxkable 3 Heq
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TpomGouuTbl < 150 000/MM3 UK MX cCHUKEeHHUe > 25% OT UCXOHOrO 3HAYEHUS
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B Ma3Ke KpOBMU, MOBbIWEHHbIN ypoBeHb J1ATI
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KC + U® / puTyKcumab

[ A | v

— Tepanua adpdekTnBHA

HET Y

MoanepxuBatouwas
Tepanus

KC + MM® / A3A

f

Puc. 2. Anroputmbl anarHoctukun al'YC y geten
Fig. 2. Diagnostic algorithms of aHUS in children

reMaTonorMyecKom PeMUCCUM Ha NPOTAXKEHUM BCEro Kypca
nieyeHns y 6onbluMHCTBa 60/bHbIX. OTMEYEeHO MoBbIlWe-
Hue CK® B cpeaHem Ha 32 mn/MuH/1,73 M2 OT UCXOAHOIA
C HanbOo/blUEN BbIPaXXEHHOCTbIO MPWU PaHHEM Ha4vase neye-
HUA. Y neter noBbiweHne CK® 6bi10 605iee BbipaxKeHHbIM
(64 mn/mun/1,73 M2). B psge cnyyaes Habnioganu Mea-
JIEHHOE ynyyleHne MnovyeyHon OYHKUMKM Ha MPOTSKEHWUM
2 net. BOAbWKWHCTBO NaUMEHTOB M36aBUIUCH OT NOTPEBHO-
CcTv B aManuse [12, 15, 16]. lNpumeyaTenbHO, 4TO NOA0OHbIN
addeKT Habngancs He3aBUCMMO OT HaM4YMa WKW OTCYT-
CTBWUSI MyTaLMM B reHax KomnnemeHTa. [Tpy cpaBHEHUU rpynn
nauMeHToB, MONYyYaBLUMX W HE MONyvyaBLUMX IKYyNn3ymao,
OTMeYeHa [J0CTOBEepHas pa3Huua B MPOLEHTE AOCTUMLIMX

TepmuHanbHon ctaguun XBI K rogy Ha6noaeHus (25 n 63%
COOTBETCTBEHHO) [98, 99]. Mo AaHHbIM > 5 neT HabnaeHUs
3a nauuneHTamu ¢ al'YC, npumeHeHne akynndymaba CHUKaeT
yacToTy peumamsoB TMA B 13,7 pa3a B CpaBHEHWUN C NEPUO-
[IOM OTCYTCTBUSA neveHuns [101].

[lo BO3MOXHOCTU JfledeHUe 3IKyNM3ymaboM [OJIKHO
ObiTb HayaTo B TeyeHue 24-48 4 oT MaHudecTaumnn al'yC
WK NOCTYNJeHns B KAWHWKY [1]. MpenapaT pactBopsercs
B 0,9%-Hom pacTBope HaTtpusa xaopuaa, 0,45%-Hom pac-
TBOpe HaTpusa xyopuia unu 5%-HoM pacTBope LEeKCTPO3bl
(Nnpenapart He BbiNyCKaeTCcA B rOTOBOW GopMe Ha TEpPUTOPUU
Poccuickon depepaunn, rotoBUTCS B MNPOU3BOACTBEHHBIX
anteKax). Heob6xoanumbin 06bEM pas3BefeHHOro 3KyaIu3yma-



6a 00 KOHEYHOM KOHUEeHTpauum 5 Mr/mMa paccyuTbiBaeTcs
13 o6bema 60 mn pactBopa Ha Kaxkable 300 mr npenapa-
Ta. Llenamu Tepanun akynM3ymabom SBASIOTCS NpeaoTspa-
LeHWe neTanbHOrO0 MCXodaa NPW CBOEBPEMEHHOM Havane
Tepanuu, OOCTUXKEHWE W MoafepyKaHMe reMaTonormyecKon
pPeMMUCCUU, OTCYTCTBME NOTPEBHOCTH B NIa3moTepanuu, ynyy-
LweHue / NnoaaepxaHue / NpojosiKeHue ynydweHns GyHKLMK
noyek, B psife CnyvyaeB CHATME BOMpPOCca O NPOBeAEHUN TPaHC-
nnaHTaLmK, ynydlleHne KayecTsa Xu3Hu. MNpu gonroBpemeH-
HOM MpPUMEHEHMM 3Kynn3lymab npepoTBpallaeT peunamnsbl
0CTPOM KOoMNeMeHT-onocpegoBaHHon TMA [102].

BeegeHne ocyuwectBnsetcs 4Yepesd nepudepuye-
CKMW BEHO3HbLIM KaTteTep (KateTep nepudepnvecKun)
WNKM 4Yepes nopT-cuctemMy (MopT MHOYSUMOHHLIN/UHBEKLM-
OHHbIM, MMMA@HTUPYEMbIN), KOTOpble YCTaHaBMBalTCH
cornacHo METOAMYECKUM PYKOBOACTBAM «BeHO3HbIN 4OCTYM»
(2019) ¢ wucnonb3oBaHMEM HEO6GXOAUMbIX NEKAPCTBEH-
HbIX cpeAacTB. [opT-cMCTEMbI YyCTaHaBAMBAIOTCS COrnacHo
pacnopsikerHuto lMpaButenbctBa Poccuitckon Pepepaunu
071 31.12.2018 N2 3053-p «06 yTBEPKAEHMM NEPEYHA Mean-
LIMHCKMX U3AEeNUI, UMNNAHTUPYEMBIX B OPraHM3M YenoBeKa
NpyY OKa3aHWM MeANLMHCKOM MOMOLLM B paMKax NporpamMmel
roCyAapCTBEHHbIX rapaHTUN 6ecniaTHOro OKa3aHWs rpa-
AaHaM MeAMLUMHCKOM MOMOLUM, a TaKKe NepeyHs MeauunH-
CKMX U34ENUN, OTMYCKaeMbIX MO peLenTam Ha MeanLnHCKKe
n3genvsa npy npeaocTaBieHnn Habopa coumanbHbIX yCaym.

Mpn al'YC, onocpegoBaHHoM aHTU-CFH-aHTMTEenamu,
pPEKOMEHA0BAHO paccMoTpeTb KOMBUHUPOBAHHOE MUCMONb-
30BaHWe niaasmMoobMeHa C MMMYHOCYNPEecCUBHOM Tepa-
nuen [11, 24, 103-107] (YYP C; Y44 4). OnucaHbl nono-
UTeNbHble pe3ynbTaTbl B OTHOLWEHWW remMaTonorMyecKux
M3MEHEHWN W MoKazatenen OPyHKUMU NOoYeK Ha ¢oHe
COYETaHHOro NPUMEHEeHUs naasmoTtepanuu C MNyabCOBbIM
BHYTPMBEHHbLIM BBeAeHnem uuknodpocdhamuaa [107], rnio-
KOKOPTUKOMAOB M pUTYKCUMMmaba. [onoxuTenbHasa KaMHuye-
CKasl AMHaMMKa COoMpoBOXAanacb CHUMKEHUEM TUTPA aHTU-
Ten kK CFH. Kom6uHnpoBaHHOEe coveTaHue nnasmoTepanuu
C MMMYHOCYNpecCaHTaMU MOMET YMEHbLIMUTb PUCK CMEPTH
unun poctuxkenua XbBIM 4 B TeyeHne nepsoro roga ¢ 59 ao
24%. NoppepxunBatowas MMMYHOCYNpeccMBHaa Tepanus
KOPTUKOCTEPOMLAMU CUCTEMHOIO AENCTBMSA, a3aTUONPUHOM
nnn mukodbeHonata modetmnnom [106, 107] B aanbHenwem
yMeHbllana ogHONIETHUI PUCK peumamBa aTon dopmbl al'yYC
¢ 21 po 8% [24, 107].

Mpn Tepanun alYC, onocpenoBaHHOro aHTU-CFH-
aHTUTENamMu, He pekomeHgaytotcs TpaHcohysum C3M B Kave-
CTBE 3aMmeHbl nnadmMoobmeHa. TUTpbl aHTUTeN TwaTenbHo
KOHTPONIMPYIOTCA MeXay 7—-28 AHSAMW neyvyeHus, a 3atem
Kaxable 3-6 Mmec. PeuuamBbl alYC, onocpeaoBaHHOro
aHTU-CFH-aHTUTENnamun, BO3HMKAIOT MOCAE MHTEPKYPPEHT-
HbIX 3a6oneBaHni B nepBble 2 roga [24, 104].

AKynu3ymab paccmaTpuBaeTca B KayecTBe NepBow
nuHun Tepanuu npu al'YC n al'YC, onocpeoBaHHOM aHTH-
CFH-aHTMTENnamu, B chyvyae TSAXKeNoro TevyeHus 3abone-

BaHWS C 3KCTpapeHaNbHbIMKU MPOSIBAEHUAMMU, B KavyecTBe
anbTepPHaTUBHOIO fleyeHus npu pedbpakTepHOCTH nna3mo-
Tepanuu U UMMYyHocynpeccuBHon Tepanuu [100, 103, 108,
109] (YYP B; Y44 2). AnnTenbHOCTb Tepanum aKyIn3ymabom
cocTaBnsieT 6-12 mMec ¢ nocneaylowen oTMEHOM M nepe-
BOAOM Ha MMMYHOCYMNPECCUBHYIO Tepanuio (MMKobeHona-
Ta MOOETUIOM) MOA eXeKBapTaNibHbIM KOHTPONEM YpPOBHS
aHTU-CFH-aHTMTENn B TeueHne 12-24 mec [24, 106].

JleyeHwne akynM3ymaboM He BAKSET Ha BbiPabOTKY aHTH-
CFH-aHTUTEen. lMOBbLIWEHHbLIA MX TUTP B TeYEHWEe MepBbIX
12-24 mec cBA3aH C NOBLILEHHbIM PUCKOM peunanBa [106],
noaTomy MOXeT noTpeboBaTtbcs UMMyHocynpeccus. OTMeHa
MMMYHOCYNPECCUBHOM Tepanun BO3MOXKHa Npu HopManusa-
LMK ypoBHSA aHTU-CFH-aHTUTEN MK NX OTCYTCTBUM.

B cnyyae npoBeaeHna nnaamoTepanuun Ha doHe neyeHus
3KyNM3ymaboM NOKa3aHO BBEAEHWE AOMONHUTENbHON 4O3bl
npenapata [110]. JononHuTenbHoe BBeeHWE npenapaTa
HEeo6X0AMMO M3-3a U3MEHEHUs MeTabonn3ama aKynn3ymada
npv NpoBeaeHnn nnasmoTepanuu (Tabn. 2) [100].

He cnegyet npepbiBaTb KOMMNEMEHT-6OKMPYIOLLYIO
Tepanuilo BO BpeMSs WHTEPKYPPEHTHOro 3a6oneBaHus,
He Bbl3BaHHOI0 MHKaMcyInMpoBaHHbIMKM GaKTeEPUSMU, U3-3a
BbICOKOI0 pucKa peuuaunBa al'YC [111].

PeKoMeH4OBaHO pacCcMOTPETb 3KYyNIM3ymab KaK eauH-
CTBEHHOEe CpeAcTBO federna npu alYC, onocpefoBaHHOM
aHTU-CFH-aHTMTENAaMKU Npu:

° MNPOTMBOMNOKa3aHUSX K MMMYHOCYNPECCUBHOW Tepanuu

M OTCYTCTBMU 3 PeEKTa OT Hee;
® HEeBO3MOXHOCTM MNpPOBeAEeHUA U HedPPEeKTUBHOCTHU

nna3Moo6MeHOB;
® aHTMTenboHoMm alYC, accouMuMpoBaHHOM C COMyTCTBYIO-

WKMMKU MyTauuaMK GeNKOoB-perynsaTopoB KoMmMiaemeHTa

[103, 106] (YYP C; Y44 5).

Bcem nauveHtam ¢ alYC Heo6xoaMmMO NPOBOAWUTH
BaKUMHaUMIO NpPOTUB MHPEKUMKU, Bbi3BaHHOM Neisseria
meningitidis (NpenmyLecTBEHHO BaKUWHOW Ana npodu-
NaKTUKM MEHMHTOKOKKOBbLIX MHdeKuun ceporpynn A, C,
W, Y, nonvcaxapuaHon, KOHbIOrMPOBAHHOM) a TaKXe Mnpo-
TMB Haemophilus influenzae type b (BakuuHa remodunbHas
TMN b KOHblOrMpoBaHHas) u Streptococcus pneumoniae
(BaKuMHa Ana NpoPpUNaKTUKU NMHEBMOKOKKOBbLIX MHDEKL M)
3a 2 Hepj A0 NepBoro BBeAeHWs aKynu3ymaba uUau npu crta-
61MNn3aLmm cocTosHMA Ha GoHe NpPoBeAEeHUS KOMMIEMEHT-
6noKkupylowen Tepanuu ana npodunakiuku 3abonesa-
HWI, Bbi3BAHHbIX AaHHbIMK naToreHamu [20, 37, 112, 113]
(YYP C; Y44 5). C y4eTOM eAnHUYHbIX COOBLEHNI O PUCKE
pPasBUTMS MEHUHTOKOKKOBOINO MEHWHIMTa Ha ¢GoHe npu-
MEHEeHUs aKynnlymaba peKomeHayeTcs npeaBapuTenbHas
BaKUMHaUMS, TaK Kak npu 6nokage C5 KOMMNOHEHTa KOM-
nnemMeHTa npenapaTtomM aKynnM3ymab HapyLlaeTCs UMMYHHbIN
OTBET Ha WHKaNcynupoBaHHble GaKTepuu (MEHUHIOKOKK,
remoodunibHaa nanoyka tuna b, NHEBMOKOKK). MexaHuam
AencTBUS aKynM3ymaba Brie4eT 3a CO60M NOBbILEHWE PUCKA
pPasBUTUS MEHUHITOKOKKOBOMW MHbEKLMKU, 4TO TpebyeT npo-

Ta6nuua 2. BeegeHne AONONHUTENBHON A03bl 9KYNM3ymaba B Cnyvae NpoBeAeHUs nna3motepanum

Table 2. Administration of eculizumab additional dose in case of plasmotherapy

[AononHuTenbHasa go3a Bpemsa BBeaeHuUA
o Mpeabipywan posa . .
Bupa nnasmeHHoOM npoueaypbl 3Kynusymaba nocne Kaxkaom [ONOJIHUTENbHOM J03bl
3KynuM3ymaba .
nna3MeHHoW npoueaypbl 3Kynusymaba
Mnasmadepes (MA) 300 mr 300 Mr Ha kamALIA MA/TIO B TeyeHune 60 muH nocne
nnun nnasmoo6meH (M0) > 600 Mr 600 Mr Ha Karasiit MA/TIO Kkaxagoro MNA/MNO
TpaHcdyaum C3IM > 300 mr 300 mr Ha Kaxkayto eanHuuy C3M 33 60 MMH A0 B/IMBAHMS
P y z y y Kaxkaon egnHmubl C3M
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E CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

BeeHUs BaKUMHauumM naumeHToB ¢ al YC npenmyLecTBeH-
HO 40 Ha4yana Tepanuu aKynIM3ymabom unu nocne ee MHULK-
auuu npu ctabmnnadalmm CocToAHUS naumeHTa. MNauneHtam
B KPUTUYECKOM COCTOSIHWM Tepanus aKyIM3ymabom HaunHa-
€TCH MO XXMU3HEHHbIM MOKa3aHMsAM Ha GoHe NpodunaxkTnye-
CKOM aHTMGaKTepuanbHon Tepanuu. OTCyTCTBME BaKLUMHa-
LMW He OOKHO oToABMUIaTb CPOKM Havyana tepanuu [114].

MauneHtam ¢ alYC, uMeloWwmnM NnoKasaHUsa K CPOYHO-
My Hayany feyeHus aKynn3ymaboMm, KOTOPOoe WCKIYaeT
BO3MOXHOCTb NpeAllecTBYlOWE BaKUMHaALUKU, C LEeNblo
npefoTBpaLLEHNS MEHUMHTOKOKKOBOM MHOEKLMN PEKOMEH-
AyeTcs NpoBOAWTb aHTUOUMOTUKONPOODUNAKTUKY npenapa-
TaMW, MPOHMKaWUMKU 4Yepe3 remaTtoaHuedannyeckui
6apbep [20, 49, 115-121] (YYP C; Y44 5). O6bl4HO Ha3Ha-
YaloTcs npenapartbl CAeyoLWmX rpynn: NeHULUAAUHBI WKUPOo-
KOro crnekTpa AeWCTBUS, MEHULMUAIMHBI, YYBCTBUTENbHbIE
K 6eTa-nakramasam, Apyrune OGeTa-nakTamHble aHTUOaK-
TepuanbHble npenapatbl. MpodunakTuyeckoe BBeaeHUe
NPOTMBOMUKPOBHOIO CpeAcTBa CUCTEMHOIO 4ENCTBUSA HEOO-
XOAMMO HayMHaTb O4HOBPEMEHHO C BaKLMHALMEN U NPOBO-
OWTb He MeHee 2 Hef B chyyasix, eCiv BaKUMHaLUMIO Npo-
BOAAT B AeHb NepBon WMHOY3WKM 3Kynusymaba. B cnyvanax
HEBO3MOXHOCTU BaKLUMHALMW K MOMEHTY Havana fieyeHus
aHTU6HOTHMKONpodMUNaKTUKa MOXKeT BblTb MPOASNEHA Ha CPOK
[0 HECKONbKMX MecsLeB B 3aBMCMMOCTU OT BPEMEHMU BaK-
UMHauuu. B psge ciyvyaeB aHTUOMOTUKM MOTYT Ha3HavyaTb-
Csl [Ja)ke CBOEBPEMEHHO BaKUMHWMPOBAHHbLIM MauMeHTaM.
lMoKa3aHna K UX NPUMEHEHMIO OnpeaensieT nedvalmm spad.
Heo6xoanMOCTb MPOPUIAKTUHECKOTO Ha3HAYEHUS aHTu-
61oTMKOB nauuveHtam c¢ al'YC obycnoBneHa OTCYTCTBUEM
3aperucTpupoBaHHOM Ha TeppuTopun PP BaKLMHbLI NPOTUB
cepotuna B N. meningitidis, B cBS3KW C 4eM MnpoBefeHue
BaKUMHALUMM HE WUCKOYaEeT NOSIHOCTbIO Pa3BUTUS MEHMH-
ruta [20].

Tepanuio aKynM3ymabom peKoOMeHAOBaHO MPOAOKaTb
MOMU3HEHHO UM PaCCMOTPETb BO3MOXHOCTb B psige ciyya-
€B OTMEHUTb Yepes 2 roga OT Havyana NevyeHuns ¢ nocneayto-
Wen OLEeHKON aKTMBHOCTH 3a601eBaHua C Lie/blo NpoBeae-
HUS HEO6GXOAMMOW M AOCTaTO4HOM Tepanuu [42, 113, 122]
(YYP C; ¥4/ 5). Bonpoc 06 onTMManbHOW NPOAOIKUTENb-
HOCTU le4eHUs IKYM3ymaboM OKOHYaTeNbHO He peLlEH,
pUCK pa3suTua peunamsa al'YC onpegensercs TMNOM MyTa-
unn. MpoaemMoHCTPUPOBAHO, 4TO MpPM OTMEHe npenapara
yepes 2 roga peunaunsbl al'YC valie BO3HMKAIOT y NauueH-
TOB ¢ MyTauusamu B reHax CFH, C3, THBD; He peunanBupytoT
nauueHTbl, umelowme Mytauumio B reHe MCP v nauueH-
Tbl ¢ aHTU-CFH-aHTUTEnamu. MoaToMy OTMeHa npenapaTa
B psie clyyaeB BO3MOXHa MOCNE OLEHKWU CTEMEHU pUCKa
peunanBa alYC. lpeKpalleHne nevyeHns 3Kynuaymabom
npUBOAUT K peuunanBam y 60—-72% naumMeHToB C MyTaLuMaMu
B reHe CFH, y 43% — ¢ mytauunsamu C3, 37-50% ¢ myTtaums-
MK B reHe MCP n = 10% 6e3 BbiiBNieHHbIX gedekToB [108].
OnTUManbHOM cTpaTerMm MOHWTOPWMHIA aKTUBHOCTM KOM-
nnemeHTa 1 pa3sutusa al'YC, 0co6eHHO CYOKIMHUYECKON €ro
$opmbl B OTCYTCTBME BblpaxeHHbIX CUMNTOMOB, Ha AaHHbIN
MOMEHT He cyliecTByeT. [IpeKpalleHne Tepanum aKynnmsyma-
60M MOoTeHUManbHO NoaBepraeT nauneHTa pUCKy nporpec-
cupoBaHua 3a60sieBaHNS U Pa3BUTUSA HOBOIo anu3ona TMA,
HenpeacKasyemMoro no TSXKECTU U BPEMEHW BO3HMKHOBE-
HMS, @ TaKXXe PUCKY HEe NOMYYUTb ONMUCaAHHbIE KIMHUYECKHE
npeumyliecTea MNPOAOMKUTENBHON Tepanuu (Hanpumep,
YAyYLEeHUs NoYe4HON GYHKLMU, KOTOPOE ¥ HEKOTOPbIX NaLy-
€HTOB NPOMCXOAMUT B TedeHue 2 u 6onee net). et oTHOCAT-
€S K rpynne BbICOKOro PUCKa, Y HUX HacTO BCTPeYatoTcs KOM-
NNEeMeHT-aKTUBUPYIOLLME COCTOSHMA (Hanpumep, MHOEKLMM
unu BakuuHaums). OTMeHy Tepanuu 3aKynIM3ymabom MOXKHO
paccMaTtpuBaTb TONbKO MPU OTCYTCTBMM aKTMBHOCTU 3a60-

NleBaHNs U HU3KOM PUCKEe peuunauBa, Ha UHAUMBUAYaNbHOWM
ocHoBe. Puck passutuns peuuava al'YC 3aBUMCHUT OT Tuna
MyTauuun. K KaTteropum HU3KOro pUCKa OTHOCATCH Nauu-
€HTbl C M30/IMPOBaHHOM MyTauuen B reHe MCP; nauneHTbl
¢ aHTU-CFH-aHTUTENamun, B xoAe HabnwaeHWs MMmeBLLMe
oTpuuaTtenbHble pe3ynbTaTbl aHANN30B Ha AaHHble aHTUTeNa
B Te4YeHne ANnTenbHOro BpeMeHn. K kateropmm cpeaHeBbil-
COKOr0 pMCKa OTHOCATCH NaLMeHTbl, UMEoLLINE U30/IMPOBAH-
Hyl0 MyTauuto B reHe CFl; naumMeHTbl ¢ MOCTOSSHHO HU3KUM
ypoBHEM aHTW-CFH-aHTUTEn; nauuveHTbl 6e3 UaeHTUdULUM-
POBaHHbIX MyTaLMi B reHax cuctembl KomniaemeHTa. K Kate-
ropuM BbICOKOI0 PUCKa OTHOCATCH NaLMEHTbI C peunansamm
alYC B aHamHe3se; NauueHTbl, MMelollne POACTBEHHWKOB
Cc peuuauBupylownum TedyeHrem al'YC; naumeHTbl ¢ MyTa-
umMamm B reHax CFH, CFB v C3. [na pelleHua Bonpoca
OTMEHbI Tepanuu HeobXoaAMMO MPUHUMATb BO BHUMaHWe
TAXecTb 3a60neBaHns, NPOAOIKUTENBHOCTL Nepruoaa Hop-
Manusauumn/ctabunusaunn GyHKLUMM OpraHoB, CEMEWHbLIN
aHamHe3, pe3ynbTaTbl FEHETMYECKOrO aHanusa, Hanuiue
KOMMNEMEHT-aKTUBMPYIOLMUX COCTOAHUW, KOMMMIAEHTHOCTb
nauMeHTa, BO3MOXHOCTb ObICTPOro pecrtaprta Tepanuu aKy-
nm3ymabom [102, 123].

He pekomeHayeTcs oTMeHa 3Kynu3ymaba nocne AoCTU-
YEHUS PEMUCCUM KOMMIEeMeHT-onocpeaoBaHHon TMA nauyu-
€HTaM, Y KOTOPbIX NMPU FrEHETUHYECKOM MCCNEeA0BaHUN WUAEH-
TUGULMPOBaAHbI MyTaLUUW FeHOB (GAKTOPOB KOMMJIEMEHTA
CFH, CFB, C3, THBD, ¢ uenbio npenoTBpalleHns peuuau-
Ba cumnTtomoB [22, 49, 113, 124, 125] (YYP C; Y44 5).
OnuntenbHOCTb Tepanuu aKynM3ymaboM onpeaensercs reHe-
TUYECKMM Npodunem nauuneHTta. NpoBeaeHHble B HacTosiLee
BpeMsa MccneaoBaHWMa MPOAEMOHCTPMPOBAN, HYTO OTMeEHa
npenapata BO3MOXHa, x0Ta npumepHo y 30% naumeHToB
nocne npekpaleHus Tepanun passuBaeTtca peunavs TMA,
npuYyem Yauwe y UMeloWwux MyTauuu, acCoUMMpOBaHHbIE
c pazsutnem al'YC[111]. CnenyeT OTMETUTb, YTO B HAcTosiLLEE
BpPEeMS peKoMeHAaL MK Mo NOXU3HEHHOW ANUTENbHOCTH Tepa-
NMUN 3KYIM3yMaboM He MOryT CHMTATbCsi OKOHYaTesIbHbIMM,
npoaoMKaeTca n3y4yeHme JaHHoro Bonpoca.

B cnyyasax oTMeHbl 3KynM3ymaba NpoBOAUTCH MOHMUTO-
pUpOBaHWE KMHWYECKOro aHann3a MOYM, KIMHUYECKOro
aHanM3a KpoBW, UCCNiefoBaHNe YPOBHA KpeaTUHUHA B KPO-
BMW, COOTHOLLEHUS 6ENOK/KPEeaTUHUH B MOYe 1 onpeaeneHne
aktTuBHOoCTM JIAI B KpoBWM B TeyeHWe He MeHee 12 Hepn
C LIeNIbi0 CBOEBPEMEHHOM ANArHOCTUKM BO3MOXHOIO peLu-
avBa al'YC v BO306HOBNEHUSA KOMMIEMEHT-6/I0KMpPYIOLLEN
Tepanuu [22, 98] (YYP C; YA4 4). YcTaHOBNEHO, 4YTO peuuam-
Bbl al'YC yalle Bcero Ha6noaatoTcs B TeHeHWE NepBbIx 3 Mec
nocfie OoTMeHbl 3KynM3ymaba. B 3TOoT nepuoa nauueHThbl
HyXAaloTca B TWaTeNnbHOM Hablo4eHUM U KOHTPOJIE OCHOB-
HbIX abopaTopHbIX Kputepnes TMA ¢ Uenblo AUarHOCTUKHK
peunanBa W paHHEro pecraprta KOMMJeMEHT-6/I0KUpYyIo-
wen Tepanun. JlTabopaTopHble UCcnefoBaHUs BbIMOAHAOTCSA
yepes 2 Hef noce nocnegHero NpUMMeHeHus akynn3ymaoa,
3aTeM — exeHeaenbHo B TedyeHWe 1 Mec, Kaxable 2 Hef
B TeYeHWe 2 MecC, eXXeMecsyHo B TeyeHne 3 Mec, aanee —
Kaxable 3 Mec. lauveHTam B amMOynaTopHbIX YCNOBMUAX
TaK)Xe PeKOMeHAYEeTCSH KOHTPO/b apTepuanbHOro AaBneHus,
NPOTEUHYPUU MO TecT-nonockam. JononHuTenbHble nabo-
paTopHble UccneaoBaHMA MOTYT ObiTb BbIMOMHEHbI B CydYae
ocTporo 3a6ofieBaHUsA, XMPYPrMH4eCcKoro BMellaTenbCTBa
[126, 127].

Y nauymeHToB ¢ al'YC Heo6Xx04MMO BbIIBUTb BO3MOXHblE
Tpurrepbl 3a6oneBaHna M Ha3Ha4YUTb NEeYeHUe, HanpaBeH-
Hoe Ha ux nogaBneHue [39] (YYP C; ¥4/ 5). Ocoboe 3Haue-
HWEe MMeeT CBOEBPEMEHHAs AMarHoCTUKa UHOEKLNUN, HaK-
6onee yacto npeauwectyoumx al'YC, u cneayowas 3a Hel
aJlekBaTHas aHTMbGaKTepManbHasa Tepanus.



C uenbio KoppeKunn aHemun naumeHTam c¢ al'yYC, ume-
owmm Tsenyto MATA (remorno6uH meHee 70 r/n), cneayet
NPUMEHSATb TpaHchy3nn IPUTPOLIUTHOM B3BECH / CPEeACTBa,
cTumynupylowmne aputponoas [39, 128] (YYP C, yA4d 5).
Mpn ocTtpom anusone alYC cneayet NPUMEHNATb TpaHC-
dy3nn apuTpoUMTHOM B3Becu M3 pacyeTa 10-15 mn/Kr.
MNepenvBaHue apUTPOLIUTAPHOM B3BECK NOKA3aHO Npu pas-
BUTUM FEMUYECKOM MTMMOKCUMU HE3ABUCUMMO OT YPOBHS reMo-
rnobuHa. C uenblo NPOPUNAKTUKU WUMMYHHbIX PeaKLui,
OCNOXHEHMI nocne TpaHCchY3UU 3PUTPOLIUTAPHON B3BECH
(annoMMMyHU3aLMA aHTUreHaMuM NEeNKOLMTOB, runepTep-
MUYECKas HeremofiMTUYecKas peaKuus, peakuus «TpaHc-
nnaHTaT NPOTUMB XO35iMHa», OCTpoe TpaHChY3MOHHO 06y-
CNOBJ/IEHHOE MNOBPEXAEHNE NEerK1X) NpeanoyTeHne otgaeTcs
nenKkopeayumMpoBaHHON 3pPUTPOLMTApPHON B3BECKU (3PUTPO-
UMTbl, 06efHEHHble nenkouuTamu). Mpu TpaHchy3um UHO-
rPYMHOM KPOBM, TMNEpKananemuu, anneprmyeckux peakx-
UMAX npegnoyTeHne oTaaeTcs OTMbITbIM 3pUTpOLMTaM.
MpKn coxpaHsaoLWEeNCs aHEMUU, HE CBA3AHHOW C reMOIN30M,
y nauuneHToB ¢ al'YC cnefyeT NpUMEHATb CpeacTsa, CTUMY-
NIMPYIOLLME 3PUTPOMNOI3 KOPOTKOrO AEWCTBUS, KPaTHOCTb
MCNoMb30BaHMA KOTOPbLIX onpeaensieTcs ypoBHEM reMorno-
6uHa.

He pekomeHayeTcs npoBeaeHue TpaHcdhy3un TpombBo-
LMTHOrO KOHLeHTpaTa y nauueHtoB ¢ al'YC, He wumelo-
LWMX reMopparnyecknx OCNOXHEHWUN, C LIeNbl0 KOPPEKLMM
Tpom6ouuToneHun [39, 128] (YYP C, YAA 5). TpaHchy3uu
TPOMOOLMTHOIO KOHLEHTpPaTa MOryT YCUAWUTb MPOsSBAEHUS
TMA y neten ¢ al'YC, NOCKONbKY NPOBOLMPYIOT HOBbIE 3MK-
304bl MMKPOTPOMG006pPA30BaHMA C JajbHEMWUM noTpe-
6neHneM TpoMb60oLUTOB. TpaHCcdy3us TPOMOOLIMTHOIO KOH-
LeHTpaTa noKasdaHa Aulb MNpU pa3BUTUM KPOBOTEYEHMS
MAW NPU MCMONb30BaHUU WMHBA3MBHbIX AMArHOCTUYECKMUX
npoueayp / onepaTtuMBHbIX BMeLWaTenbCTB (YCTaHOBMEHUE
LeHTpasbHOro WAM nepuToHeanbHOro KarteTepa, abao-
MUHa/IbHblE XMPYPrUyecKne BMmellaTeNbCTBa) C BbICOKUM
PUCKOM KPOBOTOYMBOCTH.

Bcem nauueHtam c¢ OMM Ha ¢doHe alYC Heob6xoanMMo
pewnTb BOMpPOC O uenecoobpas3HocTu nposegeHus 3MT
[95, 129] (YYP C; YA/ 5). MNpu onpeaeneHnn nokasaHum
K 3MT cneayeT y4nTbiBaTb OBLWEKIMHUYECKME MOKa3aTenu
W NPU3HaKKW pasBuTUS opraHunyeckoro OfM, o yem cBuae-
TeNbCTBYET OTCYTCTBME OTK/AMKA Ha METNeBble AUYPETUKM
B YCNOBMSX HOPMO- WAM runepsosieMun. MoBTOpHas CTU-
Mynauusa avypesa npoTMBOMOKa3aHa, NOCKOJbKY ee Mpo-
OOMKEHWEe TOMbKO ycyrybnsetr noyeyHoe MOBPEXKAEHMe.
AGCONIOTHLIM NoKa3aHuem K Havany 3MT npu alYC aBna-
etcqa OlMN B cTaguMu HepgocTaToyHOCTU. Ecnv npu aHypuu
He ocTaeTcs Bbl6opa MpW pelleHuMn Bomnpoca O Heobxo-
ammocTtu 3MT, TO NpY OAUTYPUM Ha NEepPBbIA NAaH BbIXOAAT
06LLEKIMHUYECKME NOKa3aHUs: runeprugpataumns ¢ OTEKOM
NIErKOro U/unw AbixateNbHOM HeAO0CTaTOYHOCTbIO; MeTaboNu-
YeCKMWe paccTponcTBa: runepkannemus (Bolile 7 MMonb/n),
aumpno3 (BE (base excess) < —12 mmonb/n), a3oteMus (Npu-
pOCT KpeaTuHMHa 6onee 50-70 MKMONb/N/24 4); ypemuye-
CKasl aHUedanonaTtus; HekoHTponupyemas Al; NnoTpebHOCTb
B obecnevyeHnn afjeKBaTHOro nutaHusa pebeHKa npu Anu-
TEeNbHOW ONUTYPUMN.

Mpu pas3suTuK ananus-zasucumoro OMM y naumeHToB
¢ al'YC pekoMeHA0BaHO OnpeaenuTb NokasaHusa K BbiGopy
Buaa 30T (N4, r4, NBBra®) [95] (YYP C; YAA 5). Npu BbI6O-
pe MOLanbHOCTU gManun3a YYUTbIBAOTCS TAKECTb KMHUYe-
CKOTO COCTOSIHMSA, CTerneHb MeTabo/IMYECKUX HapyleHuw,
HanuM4yne NPOTUBOMOKAa3aHWI K onpeaeneHHoMy MeToay ava-
NM3a, a TaKXKe BO3pacT, POCT, macca Tena pebeHKa 1 4ocTyn-
HoCTb BMAOB 3M1T B KOHKPETHOM fle4EOHOM YyYpeXAeHUN.
[oKasaHUSIMK K nNepuToHeanbHOMY AManu3y SABASIOTCS

«3onmMpoBaHHoe OlM», BblpaxeHHblE HEBPOSIOrMYeCKUe
HapyLWweHWs, HalM4Yue UNN BbICOKUM PUCK remopparmyecKmx
OCNOXHEHWN, BbIpa)KeHHas HeJOCTaTOYHOCTb KPoBOOGpa-
LLeHWUS, HEBO3MOXHOCTb BbIMO/IHEHWA COCYANCTOrO AOCTYyNa.
Y ManeHbKux geten noBepxXHOCTb GPIOWMHBLI OTHOCUTENBHO
NOBEPXHOCTH Tena 60/blue, 4eM y B3POChblX, YTO obecne-
YyMBaeT BbICOKYIO 3dbEKTUBHOCTL npoueaypbl 1 genaet M
nepsooyepeaHbIM MeToaoM Bbi6opa 3MT y aeten paHHero
Bo3pacTta. B kauvectBe crtaptoBoro metoga 3MT MNBBrA®
MCNONb3yeTCa B Clyyasx Bblpa*KEHHOW runepruaparalmu
C OTEKOM NIETKMX, OTEKA MO3ra, runepa3oTeMmnn, AEKOMMNEH-
CMPOBAHHOrO MeTabonMyecKoro auuposa, KpanHe Taxe-
NI0ro coCToAHMA 60NbHOrO, HECTAabUNbHON FEMOAMHAMMKM,
npoTuBonoKasaHun K nposegexuto MNA. I metoaom BbI6O-
pa aBASETCA NPU fe4eHUn 60/IbHOMO C COXPaHHOM remoau-
HaMUWKOW, BbIpa)EHHOW aloTeMuen U runeprugpartauunent,
NPOTUBOMNOKa3aHUM K apyrum metoaam 3M1T.

Mpun Hannunn Al y naumeHToB ¢ al' YC peKomMeHAoBaHO
NpUMeEHeHWe aHTUrunepTeH3nBHbIX cpeacTts [130] (YYP C,
Ya4d 4). AT y peten — CTOMKOE NOBblWEHWE apTepuasibHO-
ro AaBneHus Bbiwe 95-ro nepueHTUna Ans gaHHoro nona,
Bo3pacTa U pocTa. Al MOxeT 6biTb MPUYNUHOW CUHAPO-
Ma 3aaHen o6patumon sHuedanonatum (PRES-cuHapom)
[131]. HasHayeHne WHrMbUTOPOB aHrMOTEH3MHMpPEeBpaLlla-
ouero depmeHta (MAMP) npoTtuBonokasaHo npu pCKP
< 30 mMAa/MuH/1,73m2.

Heo6xoanMmo paccMmoTpeTb nNpoBeaeHne HedponpoTek-
TUBHOW Tepanuu ¢ ucnonb3oBaHnem WAIMNP/BPA (6noka-
TOPOB peLenTopoB aHrnoteHauHa ll) nocne paspeweHus
ocTporo ann3oaa al'YC [132-134] (YYP C; Y44 5). NNeveHune
MAMN®/BPA nomoraetr CHM3UTb MPOrpeccMpoBaHUe Moyey-
HOM HEJOCTaTOYHOCTM A0 TEPMUHANBHOM CTaguM NOYEYHOMN
HeaoCTaTO4YHOCTU, OAHOBPEMEHHO KOHTPOAUPYS YPOBEHb
apTepuanbHOro AaBneHus.

CneayeT NOMHUTL O HEOGXOAMMOCTWM KOPPEKTUPOBATHL
M3MEHEeHUs [03bl M KpaTHOCTM BBEAEHUS npenapatos
NIeKapCTBEHHbIX CPEACTB, 3NTMMUHUPYEMbBIX C MOYOW B aHy-
puyeckon ctaguun OMM npu al'YC, a TakXe KoppeKLUn A03bl
TeX NIeKapcTB, KOTOPble CNOCOGHbI MPOHWKATb Yepe3 MeM-
6paHy gnanusatopa nNpu gMann3Homn Tepanuu B CBA3MU C TEM,
4YTO MOXEeT M3MeHATbCcH dapMaKOKMHETMKA psga neKkap-
CcTBeHHbIX Nnpenapatos [135-138] (YYP C; Y44 5).

Xupypruyeckoe neyeHue

TpaHcnnaHTauMsa NoYyku pekomeHgoBaHa Kak Bua 3MT
y naumneHnToB ¢ XBI 5 B ncxoae al'yYC [46]. TpaHcnnaHTauus
NOYKN MOXKET BbIMONHATLCA NaumneHTam ¢ al'YC, AoCTUrunm
XBI 5, He UMEeLWUM KIIMHUYECKMUX NPOSBJIEHUI SKCTpape-
HanbHon TMA, He paHee 4eM 4Yepe3 12 mec nocne Havana
avanuza (T4 v ap.) (YYP C; Y44 4). Puck Bo3BpaTta al'YC
Ccpasy nocne TpaHcnnaHTaumMm Ype3BblHanHO BbICOK Y Nauu-
eHToB ¢ MyTauusamu CFH (= 80%), CFl n C3 (> 50%).

TpaHcnnaHTauma NnpoBefeHa BCero 3 nauneHTam ¢ MyTa-
umen CFB, BCce NOTepsnv NOYKM B peldynbTate BO3BPaTHOIroO
al'YC. MNMocKonbKy TpaHcniaHTUpoBaHHasa No4vyka He coaep-
UT MyTUpoBaHHOro MCP-6enKa, BEPOSITHOCTL BOo3BpaTa
al'YC npu aTux myTaumsax o4eHb Mana. Motepsa TpaHcnnaHTa-
Ta npw Bo3spate al'YC nponcxoguT y 60nbLIMHCTBA NaLUMUeEH-
TOB MeHee YyeM Yepes 1 rof. JIMwb y eAMHUYHbBIX NaLneHToB
yAanocb NpesoTBpaTnTb BO3BpaTHbI al'YC nyTem npoBege-
Hus ceaHcoB 3T go onepauuu U B NOCTTPaHCNaHTaLNOH-
HOM nepwuoge.

Bonee oNTUMMUCTUYHbBIE NEPCNEKTUBLI CBA3AHbI C UCMONb-
30BaHMeM 3KynnM3ymaba B 4O- M MOCeonepaLMoHHOM Nepu-
oje TpaHcnaaHTauuun. UMetoTcs coobeHns o 13 naumeHTax
C noTepen npegbigyliero TpaHcnaaHTarta, y KOTopbiX BBe-
JeHWe 3Kynu3ymaba 3a HECKONIbKO 4acoB A0 nepecajgKku
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

M B TeyeHne 24 4 nocne Hee C Nepexoaom fanee Ha CTaH-
JapTHbIN PEXMM nedveHna cnocob6CcTBOBaNO NpeaoTBpalle-
HWIO OTTOPXKEHUA 1 Bo3BpaTa TMA [46, 139-141].

Mpu al'YC He peKomMeHAOoBaHO NpoBeAeHWe POACTBEH-
HOW TpaHCMAaHTaLUM NOYKKU, OAHAKO B HEKOTOPLIX Cay4anx
OHa MOXET BbINOMHATLCS, €C/IM Y NAaLMeHTa Npu TWwaTebHOM
nccnegoBaHUM FEHOB CUCTEMbI KOMMAEMEHTa BbISBAAIOTCA
MyTauuu, HECOMHEHHO, UMeloLMe NaToreHeTU4ecKoe 3Ha-
yeHue B pa3Butumn al'YC, a y JOHOpa TaKoBbiX He O6GHapy-
wuBaetcs [20, 37, 42] (YYP C; Y4 5). Heo6xoanmo mMaKcu-
MasibHO MHOPMMpPOBATb AOHOPA U PELIUMMEHTA O Pa3BUTUM
BO3MOHbIX OC/TIOXHEHWI TpaHCcnnaHTauun. B To e Bpems,
ecnv MyTaluuMi, OTBETCTBEHHbIX 3a pa3BuTue al'YC, He o6Ha-
PYXEHO HWM Y JOHOPA, HWU Yy MOTEHLMaANbHOrO pPeLMUnueHTa,
OT POACTBEHHOM TPpaHCMNaHTaLMK cneayeT oTKasaTbCs.

Heo6xoa1MmMo nsberatb UCNONb30BAHUS ANS TpaHCNAaH-
TauMK OpraHoB OT JOHOPOB «C PaCLIMPEHHbIMW KpUTEPHS-
MUW» U OTNOXMTb TPAHCNAAHTALMIO NPU BbICOKOM MpOLEHTE
npeacyulecTayowmx aHtu-HLA-aHTUTEN (<NaHeNb-peaKkTuB-
HblIX aHTUTeN») Yy MOoTeHuManbHOro peuunuveHta wuam ABO-
HECOBMECTMMOCTM [JOHOpa M peuunueHTa npu nepecagke
noYKku nauuneHtam c al'YC B Lensx npodunakTnku peumamsa
al'YC B nepecarkeHHom noyke [142-144] (YYP C; ¥4/ 5).

Mepea BKAOYEHUEM B «JTUCT OXKMAQHMS» TPAHCANAHTALMM
noyku naumneHTa c al'YC Heo6X0aMMO BbINOMHUTL MOIEKYNSAP-
HO-reHeTuMyeckoe uccnegosaHme metogom NGS ana onpege-
NeHNs reHeTM4ecKoro Npodunsa NaumneHTa, a Takxe onpege-
NUTb B AMHAMWKe TUTP aHTu-CFH-aHTUTEeN npu aHTUTENbHOM
al'YC ¢ uenblo OLIEHKM pUCKa peunavBa 3aboneBaHuns nocne
TpaHcnnaHTaumu [22, 37] (YYP C; YAA5). Hu3kum puck
peunamBa alYC nocne TpaHcnnaHTauuMuM MOYKM MMeeTcs
B CNneayloLmx cnyyasx: y naumMeHToB ¢ M30IMPOBAHHOM MyTa-
umen MCP; y naumeHToB ¢ al'YC, onocpeaoBaHHbIM aHTH-FH-
aHTUTEeNamu, Npu HyNeBbIX TUTPAX AaHHbIX aHTUTEN B Teye-
HWe ONUTENbHOO0 BPEMEHW U OTCYTCTBUM LOMONHUTENbHbIX
MyTaLui reHOB-perynsaTopoB KommnaemeHTta. CpeaHuin puck
peunamMBa 006YCNOBAEH M30/AMPOBaHHbIMKM MyTaumamu CFI,
MyTauUMSIMU C HEU3yYeHHbIMKM IddEeKTaMu; NepcUcTUpyto-
WMMK HUSKMMU TUTPaMK aHTU-FH-aHTUTENn M OoTCyTCTBUEM
LONOJSTHUTENbHbBIX MyTaLMi FreHOB-PErynaTopoB KOMMNIEMEH-
Ta. MauneHTbl, y KOTOpbIX He yhanocb MAeHTUbMLMpOBaTb
MyTaLuW, TaKKe OTHOCATCA K KaTeropuu cpefHero pucka
peunamBa. BbICOKUI pUCK peumanBa onpegensercsa y naum-
€HTOB C Ha/MinMeM B aHaMHe3e paHHuX peuuansoB alyYC
y CaMoro nauueHTa uau ero pofACTBEHHUKOB; C MyTaLMaMu
CFH wnv npu Hanninn rubpuaHoro reHa CFH/CFHR1; c myTa-
umsamu ¢ yeuneHmem edyHkumm C3 1 CFB. B uenom puck onpe-
Aensetca nNpevMyLecTBEHHO TUMOM MyTauui, HO YaCcTUYHO
3aBUCUT U OT APYrUx NepuTpaHcnaaHTaLMOHHbIX GaKTOPOB.
Cnoco6cTBOBaThL Pa3BUTUIO PeLNaMBaA MOTYT TAXKEN0e ulle-
MUYeCKM-penepdy3noHHOE MNOBPEXAEHME TpaHcnaaHTaTa,
BbICOKME KOHLIEHTpaLUMM B KPOBM peumnueHTa UHIMbuTo-
POB KanbLMHEBPUHA (LMKIOCNOPUMHA A M TaKponaumyca),
OCTPOE OTTOPXEHME TpaHcnnaHTaTta, 0COGEHHO rymopasnb-
HOe, BUpPYCHble MHEKLUMM (LMTOMeranoBupycHas MHbEK-
uMs U apyrue reprnec-BuMpycHble MHbEKuUuK, rpunn, BKV-
UHbeKuMa, uHdeKuuMs, Bbi3BaHHas napBoBupycom B19,
MHOEKLIMOHHbIE FracTPO3HTEPUTHI K ap.) [37].

BbinofHeHWe TpaHCnAaHTauun NOYKU PEKOMEHLOBaAHO
nNpPoBoAUTb Ha GoHE NPODUNAKTUYECKOTO MPUMEHEHUS IKY-
nm3ymaba naumMeHTam c ycTaHOBAEHHbIM AnarHo3om al'yYC,
UMEIWMM CPejHMM U BbICOKMM PUCK peungvBa B MOCT-
TpaHcnaaHTaLMOHHOM nepuoae, ¢ Lenblo NpesoTBpaLleHuns
peuvamBa 3abonesanus [145, 146] (YYP A; Y44 2). B aeHb
TpaHcnaaHTauMnM He MeHee Yem 3a OAMH Yac o penepdy-
31N JOHOPCKOrO OopraHa AoJiXKHa 6biTb BbiMOAHEHA MHDY3US
aKynmn3ymaba. [Jos3a npenaparta And AeTen Ha BBeAeHue

3aBUCUT OT Macchl Tena. Bropoe BBegeHMe npenapara ocy-
wecTenseTca yYepesd 24 4 nocjie TpaHCMaaHTauMu MOYKM.
Mocnepyowmne BBeAeHUS 3Kynu3ymaba OCYyLECTBAAOTCA
1 pa3 B Hefeno C Nepexoaom Ha pexxum 1 pa3 B 2 Hej
no MHAMBKUAYaNbHOMY NPOTOKONY.

He peKkoMeHAOBaHO OTMEHSTb TEPaNMUIo aKyNIM3ymMabom
y NauMeHTOB, Pa3BUBLUNX XKUIHEYrpoXKatowme NposBieHus
TMA 1 nepeHecLlunx TpaHcnaaHTauno, 0CoO6EeHHO NPU OTTOP-
YEHUW npeablayllero TpaHcnnaHTaTta [37, 123, 125] (YYP B;
yana 3).

C uenblo CBOEBPEMEHHOW AMArHOCTUKW OTKIOHEHWUN
M CBOEBPEMEHHON KOPPEKLMK MoKasaTenen nocne TpaHc-
nnaHTauMm MOYKM HeoBXOAMMO MNPOBOAWUTL PEryNSpPHbLIN
MOHMWTOPUHI YPOBHSA KpeaTMHWHa B KPOBM, KJIMHWMYECKOrO
aHann3a KpPoBM, ypOBHA 6efKka B MoYe, KJIMHMYECKOro aHa-
/IM3a MOYU UK C MOMOLLbIO TECT-NOMOCOK [113, 125] (YYP C;
Y4 4). Takxe cnegyeT KOHTPOAMpOBaTb MUKPOCKOMUYe-
CKOe nccnefoBaHue ocagka MoYK.

Mpu peunamBe alYC nocne TpaHcnaaHTaUMKU MOYKK
C LeNblo coXpaHeHMs novye4yHon GyHKLMM Heo6X0aMMO BO3-
06HOBUTL Tepanuio akynuaymabom [113] (YYP C; Y44 5).

NMPO®UNAKTUKA

PekomeHpoBaHa BaKuMHauusa nauuneHtoB ¢ alyYC
[0 18 neTB COOTBETCTBUM C HALMOHabHbLIM KafeHaapem npo-
punaxkTnyeckux npmemeok [114] (YYP C; YA/ 5). NauneHTOB,
nonyyalowux aKkynndymab, cnegyet npuBmBaTb ¢ UCMONb30-
BaHWEM MHAKTMBMPOBAHHbIX BaKLMH NPOTUB NOMOMUENUTA,
rpynna, reModunibHON WMHPEKUMU TUna b, KOHBLIOrMPOBaH-
HbIX BaKUMH (MHEBMOKOKKOBOW, MEHWHIOKOKKOBOW) W BaK-
UMH, BKOYaOWMX GECKNETOYHbIN KOKIOWHBIA KOMMOHEHT
(AaKAC). Hanbonee npeanoyTUTENbHLIMU ABASIIOTCA KOM-
OMHMPOBaHHbIE BaKLMHbl. Mcnonb3oBaHMe MMBbIX BaKLUWH
NpOTMBONOKa3aHo. BaKuMHauna BbINONHAETCA B NJaHOBOM
nopsiAKe U He CAYXWUT OCHOBAHWEM [AN5 OTCPOYKM Tepanuu
3Kynn3ymabom. Y oTaenbHbix naumMeHToB ¢ al YC 6binn oTMme-
YeHbl peumnanBbl Nocne BaKkunHauuin. Tem He MeHee, Nonb3a
nocneaHux CyLLeCTBEHHO NpeBanmpyeT Hag PUCKOM.

[0 9KCTPEHHbIM MOKa3aHUAM BO3MOXHO MpUMEHEHUE
UMMYHHbIX CbIBOPOTOK U WMMYHOrNO6YMHOB (MMMYHHblE
CbIBOPOTKM, creundunyeckne MMMYHOrNo6YAnHbI, UMMYHO-
rno6ynuH YenoBeKa HOpMalsibHbIN).

MauuneHTbl, nonyvaowmne aKyIn3ymad, exxerogHo UMMy-
HU3UPYIOTCA NMPOTMB rpunna ogHOKPATHO C MCMOb30BaHM-
€M MHaKTMBMPOBAHHbIX BaKLMH, HE COAEPKALLUX UMMYHO-
aabloBaHThl [114] (YYP C; Y44 5). B nepBbit rog Tepanuu
3KYyIM3yMaboM peKoMeHayeTcs ABYKpaTHas cxema BaKuM-
HaLUWK, C UHTEPBANIOM MUHUMYM 1 MEC MeXKAY NPUBUBKaMMU.
Takas ke cxeMa NpuMeHnMa y AeTew NepBoro roga Xu3Hu,
paHee He MMMYHU3UPOBaHHbIX OT rpunna.

TakXe B MNpaKTUMKe O06bI4HO MPOBOAMTCH IpaguKaLma
XPOHUYECKMX 04aroB ageHOUAHOW, TOH3UNISIPHOM U 3yGHOM
MHbEKLMK, MOCKONIbKY 60/bLIMHCTBO anu3ogoB al'YC 3any-
CKaloTCs MoCcpeAacTBOM MHOEKLMH, XOTA AOKal3aTeNbHbIX
nccnefoBaHUM JaHHOrO BMeLWaTenbCcTBa He MPOBOAUAOCH.

MOHUTOPHUHI COCTOAAHUA

(BEAEHME NALIMEHTOB)

ATUnunyHbin F'YC ¢ yyeToM TaxKecTu 3a6osieBaHns U Npo-
rHo3a TpebyeT NOCTOSHHOro HabnwaeHUs Bpava-Hedpono-
ra ¢ NpvBAeYEHMEM CreunanmucToB pasfiMyHoro npoduns
(neanaTpoB, Bpayen obLien NPaKTUKKU (CEMENHbIX Bpaven),
MHPEKLUMOHUCTOB, HEBPO/IOIOB, raCTPOIHTEPOSIOrOB, reHe-
TUMKOB, AETCKUX OHKONIOrOB-reMaToNoroB, aHecTe3noN0roB-
peaHuMaTonoroB, AETCKUX XMPYProB, AETCKUX Kapauono-
roB, natosoroaHatomMoB M Ap.). MauueHTbl, nonyyawowue
perynsapHole UHOY3MK aKynM3ymaba pa3 B 2 Hep, Kak npa-



BWNO, HabnogalTca B TOM CTauuoHape, rae 3tM MHPY3uu
ocyuiecteasoTcs. puM cTabUAbHOM COCTOSIHUM NauueHTa
nnaHoBOe BBefeHWe 3Kynu3ymaba BO3MOXKHO B YCIOBMAX
cTauuMoHapa / AHeBHOro cTaunoHapa. lMpu oTcyTCTBUM Tepa-
nuU 3KyIn3ymabom MOKa3aHO MocelleHne cneuunanucta
1 pa3 B 2-3 mec. [Mpn peunamse npusHakos TMA (aHemus,
TPOMOOLMTONEHUS, YXYALEHMUE MOYEYHbIX PYHKLMUI K NOSB-
fleHWe 3KCTpapeHasbHON CMMMTOMATUKM) MOKa3aHa Hela-
MeAnuTeNbHaa rocnuTanmMsaums.

OPrAHU3ALUA OKA3AHUA
MEAMLMHCKOM nomMolLu

MokasaHuA ANA N1aHOBOW rocnuTaansauuu
B MEAULIMHCKYIO OpraHu3ayuio nauMeHToB
co STEC-T'YC u alyc:

° poBeAeHWe AUarHOCTUKK U fiedeHus, Tpebylolline npo-
[IOMKUTENBbHOIO (AHEBHOE WM KPYrNOCYyTO4HOE Npebbl-
BaHWE) MEANLMHCKOro HabMoAEHUSA U MOHUTOPUHIA KK-
HMKO-NabopaTopHbIX NOKa3aTtenewn;

°*  Heob6X0AMMOCTb NPOBEAEHUs Pa3nYHbIX BUAOB 3Kcnep-
TM3 unn obcneaoBaHus B MeAULMHCKOM OpraHu3aumu
npy¥ HEBO3MOXHOCTWU MPOBEAEHNUS UX B aMOyNaTOPHbIX
YyCNOBUSX (B TOM Yncne obopmaeHue 3aKknodeHuns deae-
panbHOro KoHcuaMyma / BpadyebGHOW KOMUCCUMK, NpoBe-
AeHune Hedpoburoncum Npmu HEOBXOAMMOCTH);

°  WHUUMAUMS / NNaHOBOE NMOBTOPHOE MPOBEAEHWE KOM-
naemMeHT-6/I0KMpPYIOLLEV Tepanun NPU HEXUIHEYrpoXKa-
IoLMX BapnaHTax TedyeHus al'YC;

°®  Heob6X0AMMOCTb YTOYHEHHUS NPUYMHBLI HEIDPEKTUBHOCTH
KOMMAEMEHT-6/IOKMpPYLOLLEN Tepannmn NPU HEXNIHEYTPO-
*atouweM TeqyeHmnn al'YC.

MoKa3aHua aNa 3IKCTPEHHON rocnuTanusauum
B MEAMLIMHCKYIO OpraHu3auuio naLMeHToB
co STEC-TYC un al'yC:

® pa3BUTHE TSXKE/bIX OPraHo- U XXMU3HEYrpoXKatoLmnx npo-
ABMIEHWN M OC/IOXHEHUW 3aboneBaHus, Tpebylowmx
HEOT/IOXKHOIO Ie4eHHUs, B TOM YUCNE UHTEHCMBHON Tepa-
nun (3MT, B/, MO u ap.), a TakKe KPyrnocyTo4HOro
MEAMLMHCKOro HabnogeHnsa U npoBeaeHus cneunanb-
HbIX BUAOB 06CNe0BaHUA U NeYeHNs;

®  Heo6X04MMOCTb AKCTPEHHOrO Havyana KomnaemeHT-610-
Kupylowen Tepanuu y NauMeHTOB C NepBbiM OCTPbIM
anusoaom / peunausom al'YC.

MoKa3aHuA K BbINUCKE NnayueHTa
M3 MEAMLIMHCKOWM OpraHu3auum:

® OTCYTCTBME Yrpo3bl 415 XU3HM NaLMeHTa 1 yrpo3bl pas-
BUTWUSA OC/IOKHEHWUI, TPEBYIOWMNX HEOTIOKHOIO SIeYeHMs
npv 3aBepLlieHne AnarHoCTUYECKNX MEPONPUATUN;

e cTabunmsauus COCTOSHUS U OCHOBHbIX KJMHWKO-nabo-
paTopHbIX MOKasaTenen naTofiorM4yecKoro npotecca,
OTCYTCTBUE HEOOXOAUMOCTHU B NPOAOCIKUTENBHOM MEAM-
LIMHCKOM HabMoAeHUn (GHEBHOE WM KPYrnocyTo4yHoe
npebbiBaHue);

° BbINONHEH NnaH o6cnefoBaHUs U NleYeHns NauueHTa,
JaHbl peKoOMeHAaluMu Mo JanbHenwemy HabnLeHUIo
N NEeYEHUIo;

° Heo6Xo4MMOCTb MepeBoda MauueHTa B Apyroe Meau-
LIMHCKOE Y4YpEeXAEHUE WU Yy4YperaeHue CcOoLManbHOro
obecneyeHus;

® MO NUCbMEHHOMY TPeBGOBaHWIO 3aKOHHOMO MpeaCcTaBu-
Tens nauueHTa, ecnv BbIMUCKa He YrpoXKaeT KWM3HU
nauneHTa n He onacHa Ana oKpyxatowmx. B atom cnyyae
BbIMMCKa MOXET ObITb OCYLLECTB/IEHA TONbKO C paspe-
LEeHWUS rMaBHOro Bpaya 60/bHULBI MK €r0 3amecTuTens
no neyebHon paborTe.

OCJ/IOXXHEHUA:

®  TSXEbl reMopparMiecKknin Konumr;

® TOKCMYECKMI MEraKo/OH;

°  WHBarvHauMsl KMLEYHUKA;

°* nepdopaLns TOJICTON KULIKN MU BblPaXKEHHbIN HEKPO3,
BTOPUYHbIN CTEHO3 TOJICTOM KULLKM;

® Me3eHTepualbHbIi TPOMOOS3;

®  HEKPOTU3MPYIOLWKNI NaHKPeaTuT;

® TPaH3UTOPHbLIA MW MEPMaHEHTHbIA WMHCYIMHO3aBWUCH-
MbI caxapHblii aMabeT;

° cepaeyHas He4oCTaTOYHOCTb B pe3ynbraTe rmnepBose-
MWK U TUNEPTEH3UM;

°  MlWEemMUs MUOKapaa ¢ CEPAEYHON HEAOCTATOYHOCTbIO;

°  apuUTMuu;

°  MWOKapawr;

° TaMnoHaja cepaua;

®  WHCYNbT;

e XblN 3-5.

UCXOoAbl U MPOTHO3

B uenom nporHo3s al'YC Heb6naronpusiTHbin. CMEPTHOCTb
B OCTpoW cTaguu coctaBnset 5-10%.

MpnénusutenosHo y 50% nauneHToB passuBaetcs XbBI1
5 vauwe B TeyeHuMe 1 roga OT Havyana MaHudecTauuu.
JKCcTpapeHanbHble MPOSIB/EHUS, 4Yauie noparkeHue LHC
(cypoporu, Koma, uwemnyeckue odarn Ha MPT) oTmevatoTes
He meHee Yyem y 20% naumeHToB.

PeumamBbl al'YC oTMevatloTcs NMpy BCEX BapuaHTax, yalle
y naumeHToB ¢ MyTaumen MCP. MNposoumpytowme MHbeKLnn
npv 3To MyTauuyM COMPOBOXAANTCA OCTPbIM FEMOIN30M,
TpomboumnTtoneHnen n OMNH B pesynbrate remMoro6uHYpUn.
B 60/1bWIMHCTBE 3TWX Clly4aeB GYHKLMS MOYEK NOSTHOCTbIO BOC-
cTaHaBnMBaeTcs. [IPOMEXKYTOK BPEMEHU MEXKAY peLuaMBamu
MOXET KonebaTbCs OT HECKO/bKMX HEAENb A0 MHOMMX NET.

Hanbonee 6naronpuMsaTHbIM MNPOrHO3 OTMeEYaeTcs
npu Hanuimm MCP-myTaumn, Hanbonee HebnaronpuaT-
Hblh — npu CFH- 1 coveTaHHbIX MyTauusx. Bo ¢ppaHLy3CKOM
ncecnegosaHmmn cmeptb ManM XbBI1 5 B TeyeHne meHee yem
1 roga oT Havyana 3aboneBaHWsa oTMedeHbl Y 60% ¢ myTa-
umen CFH, y 37% — c myTtaumen CFl, y 33% — ¢ myTauunen
C3, y 60% — Cc KOMOBMHMPOBAHHBLIMK MyTauusaMu, y 32% —
B rpynne ¢ HeM3BecTHOM aTnonornen n 0% — ¢ mytauunen
MCP [46]. Y nauneHToB ¢ aHTU-CFH-aHTUTENamMu B cny4vae
paHHEero fieyeHuss nnasmMoobMeHamu 3abonieBaHWe UMeeT
6naronpusTHoe TeyeHue. Y 36% apeten n 64% B3pOC/bixX
B TeyeHue 3-5 neT oT Havyana 3abosieBaHNS pa3BMBaeTCs
XBIM 5 unun HacTynaeT neTafibHbI UCXOA.

lNpuMeHeHWe aKkynndymaba M3MEHWSIO MPOrHO3 o6lLlen
M NOYeYyHoM BbIMBaemMocTn npu alYC, a TaKxe npenot-
BpPaTU/IO CHATME BOMpoca O MNPOBEAEHWWM TpaHCMNIaHTa-
MM BO MHOrMX cnyyasx. MporHo3 no4YeyHown BbIXKMBAEMO-
CTU OonpeaenseTcs BpPeMEHEeM Ha3HauyeHus 3Kynusymaba,
pesynbTatoB MOMEKYNAPHO-TEHETUYECKOTO MCCEA0BaHUS.
PaHHee Ha4yano COOTBETCTBYIOLLEN TEPANnUN CBA3AHO C Nyu-
MMM pe3ynbTaTaMu NevYeHUss U GOMblUMM MOBbILEHNEM
pCK®. JleyeHne aKynuM3ymabom OAMHAKOBO 3PPEeKTUBHO
NpU BCEX MEHETUYECKUX BapuaHTax M TaKKe y NauueHToB
6€e3 BbIIBNIEHHbIX BapuaHToB [46, 71, 126, 147].
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Ta6auuya 3. LLIkana oLeHKM YpOBHEN AOCTOBEPHOCTU JoKa3aTenbcTB (YA/) Ans MeToA0B AMArHOCTUKM (AMAarHOCTUYECKMUX BMeLIaTeNbCTB)

Table 3. Grade scale for levels of evidence (LoE) for diagnostic methods (diagnostic intervention)

yan PacwudpoBka

1

CuctemaTnyeckne 0630pbl UCCIIEA0BaHNUI C KOHTPONEM pedepeHCHbIM METOAOM UK CUCTEMATUHECKUI 0630p
pPaHAOMU3UPOBaHHbIX KIMHUYECKUX UCCIEA0BAHWI C MPUMEHEHWEeM MeTaaHanusa

OTAenbHble UccnefoBaHUs C KOHTPoONEM pedepeHCHbIM METOAOM UIIN OTAESIbHbIE PaHAOMU3UPOBAHHbIE KNIMHUYECKHe
2 nccnefoBaHus U cucTemaTyecKkne 0630pbl UCCnejoBaHUM NI060ro Au3anHa, 3a UCKITIIYEeHWeM PaHAOMU3UPOBaHHbIX
KNMHWYECKUX UCCNeA0BaHNM, C NPUMEHEHWEM MeTaaHanusa

B TOM 4YUC/ie KOFOpTHbIE nccnegoBaHUa

NccnepoBaHus 6e3 NocnefoBaTelbHOro KOHTPONS pedepeHCHLIM METOAOM, UK UCCNELOBaHUA C pedepeHCHbIM METOAOM,
3 He aBndloWmnmMmca He3aBUCUMbIM OT UCCNeayeMOoro Mmetoaa, Min HepaHaAoMU3UpoBaHHbIE CPaBHUTEIbHbIE UCCIEA0BaHUS,

4 HecpaBHUTENbHbIE UCCNEA0BaHUS, ONUCAHUE KJIMHUYECKOTO clyyas

MmeeTcs nuwb 060CHOBaHWE MexaHM3ma AeNCTBUSA UM MHEHUE 3KCNepTOoB

Ta6nuua 4. LLIkana oueHKN ypoBHEN 4OCTOBEPHOCTM AoKa3aTenbcTB (YA) Ansa MeToaoB NpodunaKTUKK, NeYeHus u peabunutauun (npo-

PUNaKTUYECKHMX, NeYebHbIX, peabuinTalMOHHbIX BMeLllaTeNbCTB)

Table 4. Grade scale for levels of evidence (LoE) for prevention, treatment, and rehabilitation methods (preventive, treatment, rehabilitation

interventions)

yan PacwudpoBKa

Cuctematunyeckuit 063op PKW ¢ npumeHeHnem metaaHanmsa

OTtgenbHble PKM 1 cuctematnyeckune 0630pbl UCCneaoBaHnin Nio6oro ausaiHa, 3a UcKtoveHnem PKU ¢ npumeHeHnem MetaaHanusa

HepaHaoMun3anpoBaHHble CpaBHUTENbHbIE UCCNef0BaHUSA, B T.4. KOTOPTHbIE UCCief0BaHns

HecpaBHUTENbHbIE UCCNEA0BaHUSA, ONUCAHUE KJIMHUYECKOTO Cly4as Uan Cepun cliydaes, UCCefoBaHUs «Cny4an-KoHTPOSib»

GOl W|N|F

MmeeTcs nnwb 060CHOBaHWE MexaHM3ma AeNCTBUA BMellaTenbCcTBa (AOK/IMHUYECKUE UCCNedOBaHNS) UM MHEHUE 3KCNepTOoB

Ta6auuya 5. LLIkana oueHKM ypoBHeN y6eanTenbHoCTH pekoMmeraauunn (YYP) ans MetoaoB NnpodunakTUKKU, AMarHoCTUKK, NeYeHns u peabu-
nuTaumm (NPoPUNaKTUYECKNX, AMarHOCTUYECKHUX, NeYebHblX, peabunnTaunoHHbIX BMeLlaTeNbCTB)

Table 5. Grade scale for grades of recommendation (GoR) for prevention, treatment, and rehabilitation methods (preventive, treatment,

rehabilitation interventions)

YYP PacwudpoBka

cornacoBaHHbIMK)

CunbHas peKoMeH/aLma (Bce paccmaTpuBaemble KpUTEPUM 3GGEKTUBHOCTH (MCXOAbI) ABNAIOTCH BaXKHLIMU, BCE UCCef0BaHUs
A | UMeloT BbICOKOE WM YI0BIETBOPUTEIbHOE METOAONOMMYECKOE KAaYeCcTBO, MX BbIBO/bI MO MHTEPECYIOLLMM UCXO4aM ABAIOTCA

ncxofam He SBASI0TCH CoriacoBaHHbIMM)

YcnoBHas peKomeHaaLms (He Bce paccmaTpuBaeMble KpUtepun adGEeKTUBHOCTH (MCXOAbI) ABASAIOTCS BaXKHbIMM, HE BCE
B | “ccnenoBaHWs MMEIOT BbICOKOE MW YA0BIETBOPHUTENbHOE METOA0NOMMYECKOE KaieCTBO U/MNK WX BbIBO/bI N0 MHTEPECYIOLLNUM

Cnabasl peKoMeHaaums (OTCYTCTBUE [OKA3aTeNbCTB HaANexallero KadecTsa (Bce paccmaTpuBaeMble KpUTepUn 3GHEKTUBHOCTH
C | (MCcX0oAbl) ABNAIOTCA HEBAXHbLIMU, BCE UCCIEA0BaHUA MMEIOT HUBKOE METO/0/I0MMYECKOE Ka4eCTBO U WX BbIBO/bI
M0 UHTEPECYIOLLMM UCXOAaM He ABNAIOTCSA COrNacoBaHHbIMM))
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

CoBpeMeHHble noaxoabl
K BeeHUI0O leTen C MYKOBUCLUAO3O0M

ABTOp, OTBETCTBEHHbIA 3@ NePenucKy:

Hama3soBa-bapaHoBa Jleina CeiimypoBHa, LOKTOP MEAULIMHCKUX HayK, Npodeccop, akagemuk PAH, 3aBeayiollan kadeapoi GpaKkynsTeTCKON neauaTpum
neanatpuyeckoro dakynsteta @ro0y BO «PHUMY um. H.W. NMuporosa» MuH3apasa Poccuu, pykosoautens HUW neanatpuuv 1 oxpaHsl 300poBbs AeTe
HKLL N°2 ®IBHY «PHLX um. akaa. B.B. MetpoBckoro», npeanaeHT Coto3a neanatpos Poccuu

Appec: 119333, Mocksa, yn. doTtnesow, 4. 10, Ten.: +7 (499) 400-47-33, e-mail: Isnamazova@yandex.ru

lpo6nema cBoOEBPEMEHHOMN ANArHOCTUKNU U MPaBUJIbHOIrO BEAEHUS NaLMeHTOB C MyKOBUCLUMAO30M aKTyaslbHa He TOJ/IbKO
B Hallen cTpaHe, HO 1 BO BceM mupe. 3Kcrieptamu Coro3a neanatpoB Poccumn ¢ coBpeMeHHbIX MO3ULMIK pacCMOTPEHb!
npo6siemMbl 3TUOJIOMMK, NaToreHesa, NUAEMUOoI0rMu, JUarHOCTUKU U JIe4eHUS1 ITOro reHeTu4ecKoro 3abosesaHus. Ocoboe
BHUMaHue yaeneHo MeTogam CKPUHUHIa AJ151 PaHHEr o BbisiBJeHUs1 MykoBucUngo3a. O60CHOBaHbI MPUHLIMITLI KOMITIEKCHOM
Teparnuu, B TOM Yucje paynoHabHOro UCroJsib30BaHUs aHTUbaKTepuasbHbIX, MyKOJMTUHECKUX NpenapaTtos U gepMeHTOo-
3aMecTUTeNIbHOM Teparnnn, BO MHOroOM Ofpeaesnsiolme nporHo3 60/1e3HMU.

Knro4eBbie cnoBa: MyKoBUCUMAO03, ANArHOCTUKa, IeHeHne, KUHe3nTepanus, @epmMeHTo3aMeCcTUTe IbHas Tepanus, 4et1
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Modern Approaches in Management of Children with Cystic Fibrosis

The problem of timely diagnosis and proper management of patients with cystic fibrosis is crucial not only in our country, but through-
out the world. Experts of the Union of Pediatricians of Russia have considered various issues of etiology, pathogenesis, epidemiology,
diagnosis, and treatment of this genetic disease in a modern light. Particular attention was paid to screening methods for early diag-
nosis of cystic fibrosis. The principles of complex therapy were justified, including rational use of antibacterial and mucolytic drugs
and enzyme replacement therapy that significantly determine the disease prognosis.

Keywords: cystic fibrosis, diagnosis, treatment, kinesitherapy, enzyme replacement therapy, children
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ONPEAENEHME

KncTtosHbin dnbpo3s (MyKoBucumaos, MB) — aytocowm-
HO-pEeLIeCCMBHOE MOHOIEHHOE HacneAcTBEHHOe 3a6oneBa-
HWe, XapaKTepmaytoLweecs NOParKEHNEM BCEX S3K3OKPUHHbIX
enes, a TakKe XKM3HEHHO BaXKHbIX OpraHoB 1 cuctem [1, 2].

3TUONOruA U NATONrEHE3

leH CFTR (MBTP — TpaHCcMeMO6paHHbIn perynsatop npoBo-
OMMOCTU MyKOBMCLMA03a) 6b11 naeHTudMUmMpoBaH B 1989 r.
[eH pacnonoxeH B cepeamHe A/IMHHOIO naeYva 7-M ayTocoMbl,
coaepnT 27 aK30HOB 1 oxBaTbiBaeT 250 000 nap HyKneoTu-
[0B. OH KOHTPOMMPYET CTPYKTYPY U PYHKLMIO OGHOMMEHHOIO
6enkKa. MocnegHue nccnegoBaHmnsa nokasanu, 4to MBTP aBns-
€1Csl CO6CTBEHHO XJIOPMAHBIM KaHanoM.

Bbenok MBTP nokanu3yeTcs B anuMKkanabHOW 4acTu MeM-
6paHbl aNUTEeNNaNbHbIX KNETOK, BbICTUIAIOWMX BbIBOAHbLIE
NMPOTOKU Kefie3 BHELWHEN ceKpeuun (MOTOBbIX, CIOH-
HbIX, XXe/1e3 B 6pOHXax, NOAMXKENYAOUYHOW Kenese, KUlliey-
HWUKE, YpOreHuTasbHOM TpaKTe), OH peryaupyet TpaHc-
NOPT 3/IEKTPONAMUTOB (MNaBHbIM 06pa3oM XJopa) mMexay
3TUMU KNETKaMKU U MEXKIETOYHOM XMAKocTbto. B 6ase
HGMD (The Human Gene Mutation Database; https://
my.qiagendigitalinsights.com/bbp/view/hgmd/pro/all.
php) onucaHo okono 2000 mytaumn reHa CFTR, oTBeT-
CTBEHHbIX 3a pa3Butve cumntomoB MB. o cocTosiHUIO
Ha 31 wiona 2020 r. Ha Be6GcanTe MeXayHapo4HOro npo-
ekta CFTR2 (https://CFTR2.0org) npeactasneHo 360 nato-
FE€HHbIX BapWaHTOB HYKMEOTUAHOM MNOCNefoBaTe/IbHOCTH
reHa CFTR. OHn npenaTtcTByOT cnHTE3y 6enka MBTP, ero
TPaHCMNOPTY K anuKaibHOM MembpaHe KNEeTKU WKW Hapy-
WwatoT ero GyHKUMIO B Ka4ecTBe KaHana aHMOHOB XJopa.
B 3aBrMcMMOCTHM OT BAUSHUSA Ha dyHKUMIO 6enka MBTP Bce

BapuaHTbl HYKNe0TUMAHOW nocnegoBaTeNbHOCTH reHa CFTR
noapasfaensioT Ha 7 OCHOBHbIX Knaccos [3, 4].

M3BECTHO, 4TO OAMH M TOT e BapuaHT MOXET Bbl3BaTb
HECKONbKO BMAOB HapPYLLIEHWSA CTPYKTYPbl UAK GyHKUMK 6en-
Ka, U He AN BCeX BapuMaHTOB HYKNEOTUAHOW mocneaoBa-
TenbHoCTU reHa CFTR onpeaeneH Knacc.

CornacHo faHHbIM HaLMOHaNbLHOro perncTpa, Hanbonee
yacTo BcTpeyatotcs cneayoume myTtaumm: F508del (53,14%),
CFTRdele2,3 (6,18%), E92K (3,11%), 3849+10kbC>T
(2,29%), 2143delT (2,05%), 2184insA (1,88%), 1677delTA
(1,76%), N1303K (1,69%), W1282X (1,63%), L138ins
(1,46%), G542X (1,43%) [5]. MyTauuun reHa CFTR Hapyuwa-
10T HE TOMbKO TPAHCMOPT, HO M CEKPELMIO MOHOB XJopa.
Mpun 3aTpPyaAHEHMMU UX NPOXOKAEHUSA YEPES KIIETOYHYIO MEM-
6paHy yBenn4MBaeTca peabcopbLms HATPUS HeNnesncTbiMum
KNneTKamu, HapyllaeTcsl 3MeKTPUYECKUA NOoTeHuMan npo-
CBeTa, YTO BbI3blIBAET U3MEHEHME 3NIEKTPOSUTHOrO cocTa-
Ba W Jernapataumio CEKPETa Xenes3 BHELIHEeN CeKpeLuuu.
B pe3ynbTate Bblaensiembli CEKPET CTAHOBUTCS YPEe3MEPHO
rycTbiM U BA3KWUM. [Tpn 9TOM CTpadaloT IErkKune, *enyao4Ho-
KULIEYHbIN TPaKT, NeyYeHb, NoaXenyao4yHas enesa, Moye-
nonosas cuctema [1, 6].

lMporpeccupoBaHne Nero4yHom U ceplaevyHom HepocTta-
TOYHOCTM GBAseTCA Haubosiee 4acToh MPUYUHON CMEPTU
nauneHToB (95%).

CneKkTp MMKPOOPraHM3MOB, CBSI3aHHbIX C MHDEKLMSMMU
AblXxaTenbHbIX NyTen y nauneHToB ¢ MB, npogonkaet pac-
WMPATLCH, M UCCNEeAOBaAHUA MUKPOOMOMA NIErKUX Y AAaHHON
KaTteropun 60MbHbIX AEMOHCTPUPYIOT CMOXHbIN CUHEPTU3M
MeXay KyNbTUBUPYEMbIMWU U HEKYNBTUBUPYEMbBIMU MUKPOOP-
raHnamamu. Mnukpo6uonormieckaa guarHocTMKa y naumeH-
TOB ¢ MB 1MMeeT psig 0co6eHHOCTEN, KOTOpble HEO6X0AMMO
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

y4uTbiBaTb NPU OpraHn3aunm paboTbl C AaHHOW KaTeropuen
60/JIbHbIX.

Yawe BCcero B OTAENAEMOM HUXHUX AblXaTeNbHbIX
nyten y naumeHtoB ¢ MB BbigBnsioTca Staphylococcus
aureus, Pseudomonas aeruginosa, Burkholderia cepacia
complex, Stenotrophomonas maltophilia, Achromobacter
spp. bonee TMNWMYHbIE pecnuMpaTopHble NaToreHbl, Takue
Kak Haemophilus influenzae, Streptococcus pneumoniae,
Moraxella catarrhalis, Tak)Xe MOryT Urpatb Ba)KHYl posb
B pa3BUTMM OGPOHXONErOYHOro npouecca. Y nauMeHToB
¢ MB MoxeT BCTpedyaTbCsi XPOHMYECKas KOMOHM3auus
MWKpoOOpraHnaMmamu cemenctea Enterobacteriales.

MmeloTcs HabnioaeHna BblAENEHUS U3 HUXKHUX [Ablxa-
TeNbHbIX NyTeN NnauneHToB ¢ MB HedbepMeHTUPYIOLWMX rpam-
oTpuuaTtenbHblx 6akTepun (HFOB) — Burkholderia gladioli,
Inquilinus spp., Ralstonia spp., Cupriavidus spp., Pandoraea
spp. [laHHble BUAbI ABAAOTCA 6/IM3KOPOACTBEHHLIMU, UMEIOT
reHeTu4ecKoe CxoAcTBO ¢ 6akTepusmu poga Burkholderia.
OHM pefKko BblAensoTcs y naumMeHToB ¢ MB, ogHako onu-
caHbl Cnyvyau BblAENEHUS UX NPU XPOHUYECKON MHEKLNH.
HeT pgoctaTto4yHOro KonuvyecTBa uccnegoBaHUI, yKasbliBalo-
WKMX Ha BO3MOXHOCTb Nepejayvn WTaMMOB OT MauMeHTa
nauuneHTy.

Opyrne MUKPOOPraHuM3Mbl,
CKOe 3HayeHue npu MB: HeTybepKynesHble MWKOOaK-
Tepun (HTMB) — Mycobacterium abscessus complex
(MABSC), Mycobacterium avium complex (MAC) n apyrve
MUKoGaKTepuu, rpubbl — Aspergillus spp., Scedosporium
spp., Trichosporon spp., BUpycbl — Respiratory syncytial
virus, Influenza virus, Adenovirus, Rhinovirus, Coronavirus,
Parainfluenza virus, Human metapneumovirus. Bo3pacTtaet
BbigBnsgsemMoctbe HTMB y nauveHTOB cTapliero Bo3pacTa.
MABSC 1 MAC siBnsioTca Hanbonee 4acTo BCTpeYaloLmnmu-
ca [2].

OCO6GEHHOCTAMM XPOHUYECKOM MHDEKLMUN NETKUX Y 6ONb-
HbIX MYKOBUCLMAO30M SIBASETCA TO, YTO AaHHasA MHdeKLmA
B 2/3 cny4aeB Bbl3blBAeTCA HE MOHOKY/BTYPOW, @ accouma-
UMen MMKpoOpraHuMamoB. 3a pybeoMm 3TM MnoKasaTenu
B ABa pa3 HUxe — B 35% nccnegyembix 06pa3LoB 6POHX0-
anbBeonspHoro nasaxka (bAJ1) BbISBASIOT POCT ABYX MUKPO-
opraHuamoB 1 B 10% cnyyaeB accounauuun npegcrasne-
Hbl TpeMs 1 6onee BMAaMM MUKpoopraHnamoBs. Hanbonee
4acTo BCTpevalolenca accounaumnen aBnseTcs coyetaHme
P. aeruginosa n S. aureus [7, 8]. B cocTaBe MWKPOGHbIX
accoumnaumnin Bblaensanm ogHOBPEMEHHO MYKOUAHbIV U HEMY-
KouAaHbln deHoTunbl P. aeruginosa. Kpome P. aeruginosa
yacto BblagenanuM apyrux npeactasutenen HIOb —
Burkholderia cepacia complex, Achromobacter spp.,
S. maltophilia, A. baumannii v gp. [9].

Mpn aHanuMse AaHHbIX MUKPOBMONOrMYECKUX MCCnedo-
BaHWM YCTaHOBNEHO, YTO MWMKPOOpPraHuambl 6blM Bblge-
neHbl y 61,9% peten B Bo3pacte Ao 1 roaa, y 92,9% —
B Bo3pacte 1-4 net, y 93,8% — B Bo3pacte 5-7 ner
n B Bo3pacte 8-14 n 15-18 — y 100% aeten. 1o cBUAae-
TEeNbCTBYET O TOM, YTO KONOHU3ALMA NErKUX 6ONbHBIX MYKO-
BUCLIMAO30M MUKPOOPraHM3Mamu HavymHaeTcs GaKTUHeCKM
C NepBbIX AHEN NOCNe POXKAEHUSA U AOCTUraeT Makcumyma
y¥e K 5 rogam xu3Hu. B Bospacte go 1 roga 6osee 4yem
y 1/3 NaumneHTOB ¢ MyKOBUCLMAO30M HUKHUE [bIXxaTeNbHble
nyTM euwe He o6CeMeHeHbl MWUKPOOPraHM3mMamu, B BO3-
pacte 1-4 neT HWXKHWE [AbixaTefibHble NYyTU 06CEeMEHEHbI
no4yTn y Bcex 60nbHbIX (92,9%), a k 8—18 rogam — y 100%.
XPOHMYECKYIO CTadUIOKOKKOBYIO, CUHErHOMHYIO MU Cme-
WaHHY MHPEKLUMIO AnarHocTupytoT y 25% aeten yxke B BO3-
pacTte 1-4 ner, B Bo3pacTte 5-7 netr — y 50%, B Bo3pacTe
8-14 netr — y 65% 1 K 18 rogam — y 80% 60/bHbIX MyKO-
BMCcUMOO30M [7].

nMeplne 3ITnonorunyde-

Mpn oLeHKe MMKPOBMONOrMYeCcKoro npoduna pecnupa-
TOPHOrO TpaKTa BbISIB/IEH POCT 4aCTOThl BbiCEBaA rPamoTpu-
LaTenbHON Gopkl C yBEANYEHNEM Bo3pacTa 60bHbIX.

Haunb6onblasn yactota UHOUUMPOBAHNUS S. aureus oTMme-
4yeHa B BO3pacTHOM rpynne 12-16 neT, rae oHa coctasuna
64,5%, P. aeruginosa — B rpynne 24-28 neTt c 4acTo-
Ton 55,0%, B 3TOM e BO3PaACTHOW rpynne MakcumanbHoe
nHumumnpoBaHue Burkholderia cepacia complex, KoTopoe
coctaBuno 22,6%, S. maltophilia B8 16-20 net — 5,6%.
Achromobacter spp. [OCTMraeT CBOEro nuKa y nauueH-
TOB cTaplie 36 net, rae ee vactora cocrtaBuna 14,3%.
MeTUUNNNNH-PE3UCTEHTHbIN CcTadUNOKOKK (MRSA) ume-
eT [Ba MWKa MaKcuManbHOM 4actoTbl: B 20-24 ropga
n 32-36 net — 11,4 n 10,5% coOOTBETCTBEHHO.

YacToTa XPOHUYECKOr0 MHOWUUMPOBAHUA AblXaTeNbHbIX
nyten S. aureus coctaBnsieT 56,0%, P. aeruginosa — 32,1%,
Bcc — 6,6%, MRSA — 6,4%, Achromobacter spp. — 3,9%,
S. maltophilia — 3,4%. B 7,5% cny4yaeB AbixaTe/bHble NyTH
60/IbHbIX XPOHUYECKU MHOULMPOBAHbLI APYron rpamoTpuLa-
TenbHOM GIOPON, cpean KOTopon Haubosiee 4acTo BCTpe-
yawouwmecs npeacrtaBuTenn cemenctesa Enterobacteriales
(Klebsiella spp.: Klebsiella pneumoniae, Klebsiella oxytoca,
Raoultella (Klebsiella) ornithinolytica; Escherichia coli,
Serratia spp., Proteus spp. 1 4p.), a TaKXe nNpeacTaBUTENM
HIOb (Pseudomonas spp.: P. stutzeri, P. oryzihabitans,
P. monteilii, P. putida, P. koreensis, P. fluorescens, P. fragi,
P. luteola; Acinetobacter spp.: A. baumannii, A. Iwoffii,
A. haemolyticus, A. calcoaceticus, A. junii, A. pittii,
A. anitratus). Y psga nauuveHTOB BCTpPeYaeTcss MMUKCT-
MHPULMPOBAHUE PECnMPaTOPHOro TpakTa PasnMYyHON He-
ncesBAOMOHaAHOM rpaMmoTpuLaTenbHon dnopon. Jons naym-
eHTOoB, MHOMLUMpOoBaHHbIX HTMB, coctaBnseT 0,9%.

[pyron oCo6EHHOCTbIO MUKPOGIOPbLI NPU XPOHUYECKOM
MHOEKLMN NErKnx y 60MbHbIX MYKOBMCLMAO30M SIBASETCA
pasnnyHas Pe3nUCTEHTHOCTb K aHTMOMOTMKaM npenctaBu-
Tenen ogHOro M TOro e Buia NEepCUCTUPYIOWEro B HUX
B036yanTens. 3to o6ycnoBaeHo Kak GeHOTUNNYEeCKON reTe-
POreHHOCTbO, KOoTopas ABAseTcs pes3ynbTraToM ajantauuu
MUKpOOpraHM3ama npuv MNepcucTeHuMM noa BO3AEWNCTBU-
€M aHTM6MOTMKOoTEepanuum W/MaM UMMYHHOM CUCTEMBI, TaK
M BapuaTMBHOCTbIO, CBA3AHHOM C FEHETUYECKUMU U3MEHe-
HUAMU, MPOUCXOAALLMMU B BaKTEPUSAX MPU NEPCUCTEHLIUU, —
NpUOGPETEHNEM MK NOTEPEN MOBUIBbHBIX FEHETUYECKMX 3M1e-
MEHTOB, UMEIOLWMX B CBOEM COCTaBE reHbl PE3UCTEHTHOCTH
K aHTMOMOTMKaM. [aHHas 0COOEHHOCTb MMEET KaK KJIMHM-
4yecKoe, TaK U 3NMAEMMONOTMYECKOE 3HA4YeHWe W AOoMKHAa
paccMmatpuBaTbCs KaK daKTop, orpaHuynBatlowmnin adpodekx-
TUBHOCTb @aHTUOMOTUKOTEPANuK, CNOCOOCTBYIOWNIA BblXKUBaA-
HUIO BaKkTepun M GOPMUPOBAHUIO XPOHUYECKON MHDEKLMMN.
J70T daKT ABNAETCH BarKHbIM ANS KAMHUMLMCTOB, elle pas
noaTBepKaaeT HeobxoAMMOCTb MCCNefoBaHWa aHTMOUOTH-
KOYYBCTBWUTENBHOCTW BbIAENEHHbIX U30NATOB MPU Ha3Haye-
HWM aHTUOUOTUKOTEPANUU U yKa3blBaeT Ha HEOBXOAMMOCTb
NPUMEHEHNS KOMOUHMPOBAHHOW aHTMOGMOTUKOTEPANUM
Npw NeYeHNn XPOHNYECKON MHDEKL MK Y 6onbHbIX MB [10, 11].

PasBuTuiO acnepruanesa nerkux y nauneHtos ¢ MB cno-
COGCTBYIOT HapyLEHWE MYKOLIMAMAPHOTO KNMpeHca M UMMYH-
HOro OTBETA, a TaKXe NPOoAo/IKUTENbHasA aHTUbaKTepuanb-
Has U MIOKOKOPTUKOCTEPOUAHAS TEpanus.

KonoHunzaumsa agbixateNbHblX nNyTen y nauueHtos ¢ MB
Aspergillus spp. — BblSBNeHne rpuboB popa Aspergillus
B > 50% 06pa3uoB MOKPOTbl WM B TeyeHne > 6 mec
B roj, OTCYTCTBME MHCTPYMEHTasIbHbIX MPU3HAKOB yXxyalwe-
HUS NEero4HON GYHKLMK, a TaKKe OTCYTCTBUE KIMHUYECKUX
npu3HaKkos o6ocTperHns MB [12, 13].

B HacToslwee Bpems HET y6eauTenbHbIX JaHHbIX O Hera-
TUBHOM BJIUSHUM KONIOHU3auun Aspergillus spp. abixatenb-



HbIX NyTen Ha GYHKLMIO AblXxaHWs NauueHToB ¢ MB [12-14].
KonoHunsauus abixaTeNbHbIX NyTen nauneHtoB ¢ MB rpuba-
Mu Aspergillus spp. He ABNSETCA NOKa3aHWeEM 4N Ha3Have-
HWS NPOTUBOrPUOKOBBLIX IeKapCcTBEHHbIX cpeacTs (J1C).

Hanb6onee pacnpocTpaHeHHbIM OCJ/IOXHEHUEM, O6Y-
cnoBneHHbIM Aspergillus spp., y naumveHtos ¢ MB aBnset-
CSl annepru4yeckum 6poHxoneroyHbin acneprunnes (ABJA).
ABJIA xapaKTepusyeTcsi pasBUTUEM peaKuUW TUnepyyB-
CTBUTENbHOCTM | TMNa MNpU KOMOHM3aAUMKU AblXaTeNbHbIX
nyten Aspergillus spp., KoTopasg 6e3 fie4eHnUs NpUBOAUT
K pa3Butunio Gubpo3a Nerknux 1 HeobpaTUMON AblXxaTelbHON
HejoCTaTOMHOCTU. Y nauneHToB ¢ MB nHBa3WBHbLIV acnep-
rMnnes3 BCTPeYaeTcs pPedKo, Yalle KaK OCNOXHeHue nocne
TpaHcnnaHTauuun nerkux (T/1) Ha doHe MMMYHOCYNpPeccus-
HOW Tepanuu.

MHBa3MBHOIrO rnopa)eHus TKaHewn nerkux npu ABJIA
06bI4HO HE MPOWUCXOAMT, XOTA COYeTaHMWe C XPOHMYECKUM
acneprunnesom nerkux (XA/) soigenatot y 10% naumMeHToB.
OcHoBHble B0O36yauTenn ABJTIA — A. fumigatus w A. niger
[15, 16].

XAJ1 npeactaBnaseT co6oM MeaseHHO NPorpeccupyoLLni
OECTPYKTUBHbIN NPOLLECC B JIEFKMX, 0OYCNOBJIEHHbIN rpuba-
Mu Aspergillus spp., B paHee cylwecTBOBaBLUMX GPOHX03KTa-
3ax, nonoctax u np. OnucaHa reHeTnyecKas npegpacnono-
}KEHHOCTb K 3ToMy 3a6oneBaHuio, cBA3aHHas ¢ geduumnTom
wnn aucoyHKumen Th,-numeounTos [17, 18].

MHorune naumeHTol ¢ MB pgo passutng XAJ1 nonyda-
SN MHTansIUMOHHbIE MM HU3KKE [03bl KOPTUKOCTEPOMAOB
AN CUCTEMHOro npuMeHeHus. Kpome TOro, pasBuTUIO
XAJ1 cnoco6c¢cTByeT MNOBbLIWEHHOE COAEPXXaHUe KOHWAUM
Aspergillus spp. B OKpy>atolen cpefie, B TOM HUCSIE B XUJIbIX
W MPOU3BOACTBEHHbIX NomeLleHnsax. OCHOBHble BO36yauTe-
nm XA — A. fumigatus, A. flavus n A. niger. be3 neyexus
XAJ1 NpUBOAMT K YXYAWEHUIO KavyeCTBa XW3HU MaLUeHTOoB
¢ MB v yBenn4eHuio netasbHOCTH.

ANUAEMHUOJIOrUA

YacTtota MB Konebnetcs cpeau npeacrtaButeNien espo-
neovgoB oTr 1 : 600 go 1 : 17 OO0 HOBOPOXAEHHbIX.
B Poccuickon denepauunn yactota MB cocTaBnsiet, no agaH-
HbiM PIBHY «MeanKo-reHeTUY4eCKUA Hay4HbI LEeHTP WM.
akagemuka H.MM. boykoBa», 1 : 9000 HOBOPOXAEHHbIX [1, 5].

K/NIACCUOUKALUA
Knaccudukauusa, npuHaTas BO3, MexayHapoaHowm
accoumaumen mykoeucumaosa, EBponenckon accouunaumnen
MyKoBucLmMao3a [1-5, 7-9]:
® KNaCCUMYEeCKMM MYKOBMCLMAO3 C MNaHKpeaTU4eCcKowm
HeJOCTaTO4YHOCTbIO (CMELaHHas UK NeroYHo-KueyHas
dopma 3ab6oneBanus), E84.8;
®  K/JlacCUYEeCKUI MyKOBUCLIMAO3 C HEHapyWeHHON QYHKLM-
€N NoAXKenyao4HON enesbl (NMPenMyLEeCcTBEHHO Neroy-
Has popma 3aboneBaHus), E84.0;
° HeonpeaeneHHbIM AnarHo3 nNpu NoMOXKMTENbHOM HEOHA-
TasbHOM CKPUHUHIE Ha MyKoBucumnaos E84.9;
e 3aboneBaHus, accoLunpoBaHHble ¢ reHom CFTR (MBTP):
— M30MpPOBaHHas 06CTPYKTUBHAsA a300CNepMus;
— XPOHMYECKHMI NaHKpeaTwT;
— AUCCEMUHMPOBAHHbIE BPOHXO3KTA3bI.
B KAMHMYECKOW MpaKTWKe Ucnonb3yeTcs Knaccuduka-
uma, npeacTaBneHHas B Taén. 1 [2].
B 6yayuwem, no mepe yrnybneHus 3HaHum, ata Knaccuou-
Kauus Takxe noTpebyeT nepecMmoTpa.

K/IMHUYECKASA KAPTUHA
MyKOBMCLIMI03 MOXET ObiTb 3anofo3peH Mo chneayio-
MM NPU3HaKaM.

Hanuyne BHyTPUYTPOGHO NO AaHHbIM Y3W runepaxoreH-
HOrO KMLLEYHMKA, NPU POXKAEHUN — MEKOHUEBDLIW UEYC.

B nepuoae HOBOPOXAEHHOCTU — 3aTSXKHasA HeEOHaTab-
Hasl Xentyxa, BUTaMWH-K-3aBUCHMble remopparmyeckue
COCTOSIHWUS, MEKOHMEBDIN UNeyc.

° MEeKOHMEBLIN Naeyc — 3TO CMHAPOM, XapaKTepuayio-
LWHMNCSH NPOSIBNEHUEM HU3KOM O0OTYpaLUMOHHOW KULIEYHOMN
HenpoxoanMocTHn 6e3 nepepbiBa NPOCBETA KULLIEYHOM TPyO-
Ku. [laHHOe 3a6oneBaHne Npu MyKoBKUCLMAO3€e 0BycnoBne-
HO MEeXaHUYeCKUMM NpUYnHaMm — obnuTepaLumen npoceeTa
NAOTHOW MEKOHWaNbHOM MPOOKOW.

B MupoBOM O06LWENPUHATON NpPaKTUKe cYUTaeTcs,
410 B 90-95% cny4yaeB 3TMONOTMEN MEKOHMEBOIO Mneyca
ABNAETCS MyKoBMcUmMAo3 [19]. MeKoHMEBLIN nieyc anarHo-
ctupyetcs y 15-20% HOBOPOMKAEHHbIX C MYKOBUCLMAO30M.
B eBponencKnx cTpaHax NnauneHTbl C MEKOHWUEBLIM UEYCOM
noanexart o6s3artenbHOMY 06CeA0BaHNI0 HA MYKOBUCLIM-
no3 [1, 20]. Mo gaHHbIM perucTpa nauMeHToB C MyKOBUCLMU-
no3om Poccuiickon depepauunun, aons 60MbHbIX MYyKOBWC-
LLMAO30M, MEPEHECLNX MEKOHMEBDLIN MAEYC NPU POXAEHUH,
B rpynne Aeten nNepBOro rofa XW3HW coctaBuna 22,1%,
YTO OTpaXaeT ero peasbHylo pacnpocTpaHeHHOCTb [21].

e 3ageprKa NnpubaBKM Macchl TeNa, YacTbil, 0OUIbHbLIN,
C NPUMECHIO KMpa M 30BOHHLIM 3aMaxoM CTy/, NMOBbILIEH-
HbIM anneTuT, B Bo3pacTe Nnocse roga anuM3o4bl BbiNageHus
NPSMOM KULLKK, INN30A4bl 3a4EPKKHM CTyNa C KIMHUYECKUMU
NPOSIBNEHUSIMM YaCTUYHOM UM NOMHOM KULWEYHOW HENPOXO-
OAUMOCTHU (CUMHOPOM AUCTaNbHOM WUHTECTUHaNbHOM O6CTPYK-
umn — CAuo0).

e C paHHero Bo3pacTa BO3MOXHbl HaBSA34MBbIN
KOKNowenogo6HblM Kawenb, 4acTo peunausupyloline
pecnupaTopHble UHPEKUMU C ABAEHUAMU OPOHXUTOB,
NMHEBMOHUWA, MOryT OTMeyaTbCd CBUCTAWEE AblxaHue
W/ WUnun «opanbHasa KpenuTaums», oablllKa, Kalenb C Bblge-
NeHWeM THOMHOM MOKPOThbl, B TOM 4YuC/le BHE NepuoaoB
060CTpEHNS, BlaXKHble pa3HOKannbepHble XpUnbl pa3Homn
CTEMEHN NOKanuM3auunm B 3aBMCUMMOCTM OT pacnpocTtpa-
HEHHOCTM npoLiecca.

e B paHHeM Bo3pacTe OTMeYaloTCs 3NM304bl MPOsB-
NEeHUH CMHAPOMa MOoTEepU CONen (rMnoKanuvemus, runoHa-
TpUeMUs, TUNOXJopPeEMUs) — MOTEPS Maccbl Tena, CpbIru-
BaHWs, pBOTa, BANOCTb, OTKa3 OT eAabl. Bcneactene notepu
3/IEKTPOIMTOB C NOTOBOM }UAKOCTbIO, 0COGEHHO B YCNOBUAX
YCUNEHHOr0 MOTOOTAENEeHUs (IMXOpajKa, KapKas noroaa,
npebbiBaHMe B cayHe, GU3NYECKNE Harpy3Ku), 4epes xeny-
LOYHO-KMULWEYHbIM TpaKT, HeLOCTaTOYHOro MOCTYNJaeHUs
conen ¢ nuwen n Boaon (0CoOBeHHO y AeTen nNepBoro roga
KMU3HWM NPU OTCYTCTBUM AOTaLMK CONM) MOXKET pa3BMBaTbCH
ncespo-baptrep-cuHapom (MBC).

CuHgpoM MaHudecTupyeT NpenmylecTBEHHO Ha nep-
BOM FOAY KM3HM Y NaLMUEHTOB C MYKOBUCLIMAO30OM U SBASET-
CSl XMU3HEYrpoXKatoLWmm COCTOSSHUEM, MO3ITOMY paccMaTpu-
BaETCA C TOYKM 3PEHUSA TAKENOr0 U ONACHOIO OC/IOXKHEHMS
MB, Tpebytowero B onpeeneHHbIX Cayvyasax 3KCTPEHHOro
BMewaTenbcTea. MNBC MoxeT 6biTb NepBbIM CMMNTOMOM
MB. KnuHnyeckune nposBneHus: oT 3a4epKKu GrU3nyeckoro
pasBUTUS 4O OCTPOro COCTOSIHUS, MPOTEKAIOLLEro C OTKa3om
OT eAbl U NUTbS, BANOCTbIO, CPbITMBAHUAMU U PBOTOW, NPU-
3HaKaMu gerngpartauuu. Hacto ownmb0O4HO NPUHUMaETCs
3a OCTPYI KULWEYHY0 MHDEKLMIO, NaToNornio NoYekK, agpe-
HOTreHWUTanbHbI CcUHAPOM [2]. TaKkXKe MPUCYTCTBYIOT Takue
CUMMTOMbI, KaK «COMIEHbIW» MPUBKYC» KOXHbIX MOKPOBOB,
aedopmauun rpyaHom Knetku, popMmMpoBaHue NpU3HaKoB
XPOHUYECKOW TMMNOKCMM B BuAe AedopmaLnn KOHLEBBIX
danaHr 1 Horten no Tuny «6apabaHHbIX NanoYeK» U «yaco-
BbIX CTEKO/», MPU3HAKK XPOHMYECKOro ranMopuTa, NoamMnos-
HOro CMHYyCHTA.
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e MyKOBMCLMAO3-aCCOLMUPOBAHHbIE 3abonesa-
HMA neyeHu (cystic fibrosis-associated liver disease —
CFLD) BK/NtoYaloT B ceba Takoe MHoroo6pasve HO30/0r1H,
KaK GMAnapHbIM LMPPO3 MeyeHn ¢ U 6e3 CUHAPOMa BHY-
TPUMNEYEHOYHON MOpTasbHON TMNEPTEH3UU, NMEPCUCTUPYIO-
Lee NoBbIWEHWE YPOBHS NEYEHOYHbIX GepMeEHTOB, PU6PO3,
CTeaTtos, Xen4yHoKameHHas 60/1e3Hb ¥ U30/IMPOBAHHO NULLb
YNbTPa3BYKOBbIE UBMEHEHUS MapPEHXUMbI neveHun [22, 23].

BcTtpeyaeMocTb  MYKOBMCLMAO3-aCCOLMUMPOBAHHOM
renato6MAnMapHoOM nNaTosorMM BO BCEM MUpe CocTaBiseT
npumepHo 37,9%, npuyem 2,5% netanbHbIX UCXOA0B OTMeE-
YaeTcs UMEHHO NOo NpUYMHEe AeKOMMeHcaunn 3abonesaHni
neyvexu [24]. Mo EBponencKoMy permcTpy nauneHToB C MyKO-
BMCLMAO30M 3a 2017 ., NPOLEHT NaLMEHTOB C LIUPPO30OM
neyeHn M nopTtanbHON runepTeH3nen B BennkobpuTaHuu
coctaBnsiet 1,51% (149 nauueHtoB oT 8344), B Poccuu
we — 4,42% (136 naumneHToB oT 2291) [5]. Lluppo3 neveHun
C nopTanbHOW runepTeH3nen B Poccuiickon Pepepaumm
B 2017 r. 3adumKcupoBaH y 4,5% nauueHTos, 6e3 nopTasb-
HOM runepTeH3nn — y 2,3%, UMppo3 nevyeHun (runepTeH3uns
Heu3BecTHa) — Yy 0,7% O6O0NbHbIX U MOPaXKEHWE NEeYEeHMU
6e3 umppo3a — y 15,9%.

Y 1,5% nauneHToB MopaxeHue neyeHu aBnseTcs nep-
BbIM KJIMHUYECKUM CMMNTOMOM MB; UMEHHO No3Tomy B aAva-
FHOCTUYECKUIW anropuTM Mpu LMPPO3e MNeyYyeHU HEesSCHOM
3TMONOMMKN PEKOMEHAYETCS BKOYATb NOTOBLIN TECT AN €ro
UCKOYeHUs [22, 23].

MNopaxeHne neyeHwn, Kak U MHorue apyrume GeHoTunu-
YyecKue nposiBneHnss MB, 3aBUCUT HE TONIbKO W He CTOSb-
KO OT reHetuyecKoro aedekta u tuna myTtauuum CFTR,
HO W OT AeNCTBUSA TeHOB-MOAMGDUKATOPOB, HaXOASALLMXCS
BHe nokyca CFTR, Hanpumep annensa Z reHa SERPINA1
(al-antitrypsin nnu al-antiprotease) [2, 5] u annena A VNTR
B reHe eNOS4 [25], n oT GaKTOPOB OKpyXKalolleh cpeabl,
BKJIlOYAs ATPOreHHbIe.

KnuHnyeckn npu popmupoBaHumn LuMppo3a nevyeHn aua-
FHOCTMPYIOTCA YBENMYEHUE XKMBOTA 3a CYET renatocnyieHo-
Meranauu, paclwmpeHue NOBEPXHOCTHbIX BEH Ha nepegHen
OpPIOLHOM CTEHKE.

Kak npaBuno, y naLMeHToOB C COXPaHHOM dyHKLMEN noa-
KENYAOYHOM Keneldbl MOryT pasBWUTbCH pPeLManBUpYloLLmne
naHKpeaTuTbl.

e C BO3pacToM y nauueHToB ¢ MB Hepefgko pasBu-
BaeTCA U 3HAOKPUHHAS HEeAOCTaTOYHOCTb NOAXKENYAO4HOM
Kenesbl — MYKOBWCLMAO3-3aBMCUMbIN CaxapHbli anabet
(M3C/L), KoTopbIf, KaK NpaBuo, NPOTEKAET 6ECCUMNTOMHO
N MOXET AONroe BpemMs ocTaBaTbCq HEAMAarHoCTUPOBAHHbIM.
MpKn 3TOM U3BECTHO, YTO y3Ke 3a 2—4 roga 4o maHubecTaumm
avabeTa yxyawaloTca nokasatenu HYTPUTMBHOrO crtaTyca
n abixatenbsHon ¢dyHKkunn. KombuHauma MB n guabeta oka-
3blBaeT HeraTMBHOE BAUSIHUE HA MPOAOIKMUTENbHOCTb KU3-
HU. TaK, cCpeaHsas MPOAOKMUTENbHOCTb XWU3HW NaLMEeHTOB
¢ M3C/[, H1¥e No cpaBHEHUIO C NauneHTamu 6e3 guabera,
MeAnaHa BbXXnBaemMocTu y nauneHtoB ¢ M3C/l coctaBnser
24 ropa no cpaBHeHWO ¢ 32 rogamu y nauuveHtos ¢ MB,
HO 6e3 anabeta [26].

e Y GOMbLUMHCTBA MaLMEHTOB MYXCKOro Mnona CHW»KeHa
depTunbHOCTb. B 601bWIMHCTBE cnyYaeB GepTUIbHOCTb XKeH-
LLMH, 60BbHBIX MyKOBMCLMAO30M, cOXpaHeHa. OaHaKo B onpe-
[JeNneHHbIX ciyyYasx BO3MOXHO 6ecnnogue, obycnoBineHHoe
aHOBYNATOPHLIM MEHCTPYasIbHbIM LMKIOM U BTOPUYHON ame-
HOpeewn, BbI3BaHHOW WCTOWEHWEeM nauneHTKU. Haunbonee
4acTOM MNPUYMHON CHUXKEHUS GEePTUSIbHOCTU Y BOJbHbIX
C HOPManbHbIM OBYIATOPHBIM LMKIOM SIBASETCH UBMEHEHNE
BOJHOMO U 3NEKTPOSIMTHOrO cOoCTaBa LiEPBUKaNbHOW CAU3K
B CBSA3K ¢ 60/blIMM KonndectsoM MBTP B umMaMHApUYEeCKOM
INUTENNN LIENKM MaTKK. B pesynbtaTe LepBUKabHbIM CEKpeT

(oTaensemoe LWenKU MaTKM) CTaHOBMUTCS CIMILKOM BS3KWM,
4YTO CHUXKaeT cnocoBGHOCTb K ONN0A0TBOPEHMIO [27, 28].

e [Ipn MB HepeaKo BCTpevaeTcsl 0CTEONOPO3, KOTOPbLIN
y 9TUX MaLMEHTOB BCerga HoCUT BTOPUYHbIN XapakTep. K npu-
YMHaM ero pas3BUTUSA Y 60NbHbLIX MB OTHOCAT XPOHUYECKUM
MUKPOBHO-BOCNaNUTENbHbIM NpoLecc, AedULMT BUTaMUHOB
D u K, HM3Koe noTpebneHne KanblUms, HU3KYI0 GU3UYECKYIO
aKTMBHOCTb, caxapHbl auabeT Ha doHe MB, TpaHcnnaHTa-
LIMIO OPraHoOB ¥ MMMYHOCYNPECCUBHYIO Tepanuio, rTMNOKCHIO
W runepkanHuio, AeduLUMT KOCTHOWM MacCbl M HapylweHue
MUKPOAPXUTEKTOHWKM KOCTU BCNEACTBME HEAOCTaTO4HOro
Habopa NMuMKa KOCTHOM MaccCbl B Nepuoa akKTMBHOIO pocTta
M U30bITOYHOM KOCTHOM MOTEPU Y B3POCSbIX.

B HekoTOpbiX paboTax NoKa3aHa B3auMMOCBS3b pas-
JNINYHBIX MyTauuhi uM/unn nx KombuHaumn (F508del n ap.)
C HW3KOM KOCTHOWM maccon [29, 30], 60NbWNHCTBO APYrux
aBTOPOB He OTMeYaloT AaHHOW CBA3K.

PekomeHgauun no GopmMynupoBKE AuarHosa u3no-
EHbl B K/IMHUYECKUX PpeKoMeHJauuax No OocTeonopo-
3y. CornacutenbHass KOMMWUCCUS MO €BPOMNEWCKOMY KOH-
CEHCYCY pelimna Mcnonb3oBaTb TEPMUH «BONE3HM KOCTU
npu MB» (BKIOYaOWMA HU3KYIO MUHEpPaNbHYKO M10T-
HOCTb KocTn (MIMK) v nepenombl), a He «OCTEOMNOPO3».
[na Poccunckon depepauuu, yintoiBas 0CO6EHHOCTU MeaK-
LIMHCKOro obecneyeHnsi, peKoMeHayeTcs OCTaBUTb AMarHo3
«ocTeonopo3» [31-33].

YactoTa octeonopo3a npyu MB B 4ETCKOM U NOLPOCTKO-
BOM Bo3pacTte coctaBnseT oT 20 go 50% 1 yBennynBaetcs
nocne 18 net *kun3Hu (50-75%) [34]. lNo gaHHbIM POCCUNCKUX
uccnegosartenen, B AETCKOM BO3pacTe 4acToTa CHUXKe-
HMa MIK coctaBnset ot 33 go 65,2% M ocTteonopo3a —
oT 7,7 po 15,6% [30, 35]. Bo B3pocnon nonynsunu naumneH-
TOB C MYKOBMCLMAO30M YacToTa HU3KKUX NokasaTtenen MIMK
cocTtaBnsina 43,6%, octeonopo3a — 8,4% [31].

e Annepruyecknn  OGPOHXONEroYHbIM acneprunnies
y nauueHToB ¢ MB npoTeKkaeT XpPOHWYECKWU C Mepuoaunye-
CKUMKU 060CTPEHUAMU. OCHOBHBLIMU KIAMHUYECKUMU MNpPU-
3Hakamu ob6ocTpeHus ABJIA aBnSOTCA HEKOHTPOAMPYEMOE
TeyeHne MB, NnpUcTynbl yaywbs, Kalwenb ¢ MOKPOTON, coaep-
YKallel KOPUYHEBbIE UK YEpPHble BKOYEHNUS U CANU3NUCTbIE
NPO6KK, GPOHXOOBGCTPYKTUBHBLIN CUHAPOM W/WIN BOSHUK-
HOBEHUE 303MHODUBbHBIX MHOWUIBTPATOB, 601U B IPYAHON
KneTke, pedpaKTepHOe K NPUMEHEeHUto aHTubaKkTepuanb-
HbIX NpPenapaToB MOBbILEHWEe TeMNepaTypbl Tena, a TakKe
CHUXEeHWe AblxaTenbHon GyHKUMK. Mpyu ANUTENBHOM Teye-
Hun ABJIA pasBuBaeTCcs 3aBUCUMOCTb OT KOPTUKOCTEPOU-
[4OB A1 CUCTEMHOIO NpUMeHeHns, dopmupyeTcs n Gpubpos
NEerkux, NPUBOASLLMM K AblXaTeNbHON HegoCcTaTo4HOCTH [15].

e XpoHUYECKMK acneprunnesd nerkux. [poaoKu-
TenbHocTb XAJT — > 3 mec. Hanbonee yacTble NynbMOHaNb-
Hbl€ CUMMTOMbI: MPOAYKTUBHbLIA Kallenb, OAblllKa U KPOBO-
XapKaHbe, NPOrpeccMBHOE CHUMKEHUE NEro4HON YHKUMM;
obume: cybdebpmnanTteT, obwasn cnabocTb U CHUKEHUE Mac-
Cbl T€Na, CHUXKEHME TONEPaHTHOCTU K Harpy3Kam, OTCyTCTBHE
WY HENOJIHbIM OTBET Ha MOMHOLEHHbLIN KypC aHTUOaKTepH-
anbHOW Tepanuu LWKMPOKOro cnektpa aencteus. XAJ1 yacto
npuHMMaloT 3a obocTpeHne MB, obycnoBneHHoe 6aKTte-
puanbHbIM BO36yauTENEM, M Ha3HayaloT HedabdEKTUBHYIO
B 3TUX CAy4Yasix Tepanuio aHTMbGaKTepuanbHbIMK NpenapaTa-
Mu pesepBa [15, 17, 18].

XAJ1 HepeaKO AMarHOCTUPYIOT MNO3A4HO, U JieYeHne npo-
BOAAT HeageKBaTHO. bes neyveHns XAJT npuBoAUT K yXya-
LWEHNIO KayecTBa KM3HM nauueHToB ¢ MB 1 yBenuyeHuio
neTanbHOCTU. JleTanbHOCTb Npu XAJ1 B nepBble 6 Mec nocne
NOCTaHOBKM AuarHo3a cocTtaBnder 15-30%. HaubGonee
YyacTtasa HenocpeacTBEHHAs MpUYMHaA CMEPTU — NeroyHoe
KpOBOTEYEHHME.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

Ta6auua 2. [InarHocTMYeckue Kputepuu, yTeepxaeHHble EBponericknumu ctangaptamm 2014 r. (nepecmotp 2018 r.) [20, 36]

M HaLMOHanbHbIM KOHceHcycoM (2016) [2]

Table 2. Diagnostic criteria approved by European Standards in 2014 (revised in 2018) [20, 36] and by national consensus (2016) [2]

MonoxuTenbHbIM pe3ynbTaT NOTOBOro TecTa
nw/mnu

[se mytauun CFTR, Bbi3biBatowme MB (cornacHo 6a3e CFTR2 http://www.cftr2.org)

HeoHaTanbHas runepTpuncUHOreHeMus
Wiun

06CTPYKTUBHAs a300cnepMus

XapaKTepHble KIMHUYECKWE MPOosBAeHUs, Takne KaKk aAndody3Hblie 6POHX03KTa3bl, BbICEB U3 MOKPOTbI 3Ha4YMMon Ansa MB natoreHHowm
MUKpOdopbl (0OCOGEHHO CUHErHOMHOM MajNoyvyKK), 3K30KPWMHHAs MNaHKpeaTuyecKas HeJoCTaTO4YHOCTb, CUHAPOM MOTEpU COnewn,

AUATHOCTUKA

[OnarHo3 MB noaTtBepkaaetcs npuv HaavyuuM OLHOrO
nnu 6onee xapaKTepHbIX PEHOTUNUYECKUX €ro NPOSBIEHWUM
B COYETaHMM C AOKa3aTeNbCTBaMW HapyweHus GyHKUWK
MBTP, TaKUMM KaK BbIIBNEHME KTIMHUYECKN 3HAYUMBbIX MyTa-
umMm reHa CFTR npu reHOTMNUMPOBAHUW WU YBEMYEHUE
YPOBHS1 XJIOPUAOB B CEKpPETe MOTOBbIX Xefel3 nauueHTa.
Onsa peweHnsa npobnem guMarHOCTMKM MB 6biin paspabo-
TaHbl KPUTEPUK, COrNACHO KOTOPbIM 06513aTeNbHbIM Ans MB
ABNSAETCH HaNMYME XapaKTEPHOro KJIMHUYECKOro CMHApPOMa
naloC OOKa3aTeNbCTBO KaKOro-nMbo HapyweHus GyHKUKK
XJIOPHOTO KaHana oAHWM U3 METOA0B.

B HacTosee BpeMs CyWecTBYIOT HECKO/IbKO BapMaHTOB
AWarHoCTUYeCcKux Kputepmes MB, KOTOpbIMM MONb3YyHOTCH
cneyuanuctbl [1, 2].

Hanbonee pacnpocTpaHEHO MCMOJib30BaHWE [AWArHo-
CTUYECKUX KpUTEPHUEB, YTBEPKAEHHbBIX EBPONENCKNUMM CTaH-
flapTamMu 1 HalMoHalbHbIM KOHCeHcycoM (Tabn. 2) [1, 20].

[AnarHocTuKa o6TypaLMOHHON KULLEYHOMN

HENpPoOXoAMMOCTHM (B T.4. MEKOHUEBOIO uiaeyca)

B Nepuoje HOBOPOXKAEHHOCTH

KuweyHble nposiBneHms MB B nepuoge HOBOPOXKAEH-
HOCTWM MOTYT CBOAUTbLCS HE TOJIbKO K POPMUPOBAHMIO MEKO-
HMeBoro uneyca. Takxe MB mMoxeT 6biTb AMArHOCTUPOBAH
y NauuMeHToOB C BHYTPUYTpOoGHOM nepdopaumen TOHKOM
KULWKK, MPU3HAKaMn NepeHeCceHHOro BHYTPUYTPOOHOTIO
3HTEpPOKoNNTa (BHYTPUYyTPOOHOE GOpPMUpPOBaHME CNaek,
NEePUTOHUT) U NPU HAPYLIEHUN NPOXOAUMOCTH TONICTON KMLL-
KW Npu HopManbHOM $GOPMMUPOBAHUM €e HEPBHOro anna-
paTa.

AHTeHaTa/ibHasi AMarHoCTMKa — ONnucaHHble 3abonesa-
HUS OTHOCATCS K NO3AHUM deTonaTtuam, NO3TOMY BO3MOXK-
Hble NPOSBAEHNS MOTYT OblTb BU3yanu3upoBaHbl B |l Tpume-
cTpe. MNpu Hannyum y BHYTPUYTPOOHOro pebeHKa Nno AaHHbIM
Y3/ npu3HaKoB TMNEP3IXOreHHOro KuleyHwka Luenecoob-
pa3Ho HanpaBuTb poautenen Ha OHK-gMarHoCTMKy MyKo-
BMCLMA03a — MNOUCK Hambonee YacTbix MyTauni, a pebeHKa
npyu POXAEHUM — KaK BXOASALWEro B rpynny pucKa no MeKo-
HWMEBOMY MUNEYCY U KULEYHOW HEMPOXOAUMOCTH.

locne po)aeHuss — [narHoCTMKa KMULWEYHOW Hemnpo-
XOAMMOCTM U OCJIOKHEHWW B COOTBETCTBUMU C KIIMHUYECKOWM

NPaKTUKOM NaLMEHTOB C MEKOHWEBBLIM MIeyCOM, 06A3aTe b-
Has KOHCynbTauuMsa creunannucta No MyKOBUCLMAO3Y, NPO-
BefeHne notoBon npobbl, AHK-guarHocTuKK. Mpu HeBO3-
MOXHOCTW MpoOBeAeHUs NOTOBOM Npobbl — o6sA3aTeNbHas
OHK-gnarHocTuka [20].

[AmarHoctuka ncespo-baprtrep-cuHgpoma

y NaLUeHTOB C MYKOBUCLIUAO3OM

NBC anarHocTupyeTcs Ha OCHOBAHUU HanMuusa y pebeH-
Ka YCTaHOBJ/IEHHOrO AMarHo3a «MyKOBWUCLMAO03», XapaKTep-
HOM KJIMHMYECKOW KapTUHbl U BUOXUMUYECKUX UBMEHEHUN:
rMNOHaATPUEMUU, TUNOKATMEMUU, TUMOXSIOPEMUU, MeTabo-
NIn4ecKoro ankanosa [2].

[AMmardHocTuka acnepruanesa npu MyKkoBucumnaose

[unarHocTtuka acneprunnesa npyv MB cnoxHa v Hepeako
3anasgblBaeT, NMOCKONbKY MHOTME AMarHOCTUYECKUE KpU-
TEPUN NepeceKaloTcs ¢ TUMUYHBIMU NPOSIBAEHUSAMU OCHOB-
Horo 3a6oneBaHus. 19 MOCTaHOBKM AMarHosa HeobXo-
AMMO KOMMJIEKCHOE chneuuManu3MpoBaHHoe obcnefoBaHue
(tabn. 3, 4).

[AnarHocTuka HuMppo3a neYyeHu y naymeHToB
C MYKOBUCLIMJ030M:

° nOBbllleHWe aNaHuHamuHoTpaHcdepasbl, acnapTart-
aMuHoTpaHchepasbl U ramma-rnytamunTpaHcodepasbl
B TeYyeHne 6onee 4eM 6 MeC NPU UCKIIOYEHUU APYrUX
npuyunH [40, 41] — cnepyeT y4ecTb, YTO AaHHble NOKa3a-
TEeNM UMEIOT HEBbLICOKYID cneundUyYHOCTb Y NauueHToB
C KMCTO3HbIM GUBPO30M (MYKOBUCLIMAO3OM);

° nanbnaTopHoe yBenuyeHue pa3MepoB MeyYeHu U cene-
3eHKu [41];

® yAJMHEHME NPOTPOMOBUHOBOrO (TPOMGOMNIACTUHOBOIO)
BPEMEHU B KPOBU UK B nnasme [41, 42];

° XapakTepHas Y3U-KapTuHa (HeogHOpPOAHas 3XOreHHOCTb
napeHXMMbl, TIXKMUCTOCTb, 3aKpyrneHue MnevyeHOYHOro
Kpas, npopacTaHuWe COefWHWUTENbHOM TKaHM B BoOpoTa
nevyeHu), BoliBAEHNE U3OLITOYHON CBOOOAHOM KUOKOCTH
B OPIOLIHOM MOJIOCTU KaK Npu3HaK acuuta [43-45];

e o6egHeHMe BEHO3HOrO KPOBOTOKa M dopmMupoBaHue
NpM3HaAKoB MNOPTanbHOWN TMNEPTEH3WW MO AaHHbIM
y34r;

Ta6nuua 3. narHoctmyeckue kputepun ABJ1A cornacHo KoHceHeycy doHaa MykoBucLmao3a (2003) [37]

Table 3. Diagnostic criteria of allergic bronchopulmonary aspergillosis according to Cystic Fibrosis Foundation consensus (2003) [37]

SIHUS1, HE CBA3@HHOE C ApYrUMU MPUYUHaMMU;
* ypoBeHb obulero IgE > 500 ea/mn;

* Hanuyune cneundbuyeckunx Aspergillus IgG;

® yXyALEeHWe TeYeHUsI MyKOBUCLMA03a: Kallefib C MOKPOTOW, cofleprKallei CIM3UCTble NPOBGKU, OAbILLKAE, MPUCTYMNbI YAYLIbS, CHUXKEHWEe
MEJ1 (KM3HEHHasa eMKOCTb ierkux), OPB, (06beM HopCHPOBAHHOTO BbifloXa 3a 1 C), 0CTPOE MM NEPCUCTUPYIOLLEE YXY/LIEHUE COCTO-

* Hanuyune cneunduyeckunx Aspergillus IgE nnun nonoxutenbHasa KoxxHas npoba c aHTureHom Aspergillus;

® U3MeHeHUs Ha peHTreHorpamme unu KT, pedpaKTepHble K «cTaHAapTHOW» Tepanuu [12, 38].




Ta6nuua 4. JuarHoctuyeckme Kputepuun XAJT cornacHo pyKoBoACTBY NO AUArHOCTUKE U Ie4YEHUIO XPOHUYEeCKOoro acneprunnesa (2016) [2]
Table 4. Diagnostic criteria of chronic aspergillosis according to guidelines for its diagnosis and treatment (2016) [2]

nencTeus

YxyalweHue TedeHma MB, oTCyTCTBME UKW HEMONHbIW OTBET Ha 2—4-HeJeNbHbl KypC aHTUGaKTepua bHON Tepanuu LWMPOKOro CneKkTpa

Hanuuyre KT-npM3HaKoB XpOHMYECKOro acneprunnesa Nerkux

Hanuuyue cneunduyeckoro IgG K Aspergillus B CbIBOPOTKE KPOBMU

6uoncurHoro matepuana, bAJ1, MokpoTbl [39]

BoiaBneHune muuenusa Aspergillus B OKpalleHHbIX Ma3Kax u/unv B GUONCMMHOM MaTepuane uiau BolgeneHune Aspergillus spp. npu nocese

MpumeyaHne. MB — mykoBucLMao3; KT — KoMnbloTepHasa ToMmorpadus; BAJT — 6poHxoanbBeONAPHbIV laBax.
Note. CF (MB) — cystic fibrosis; CT (KT) — computed tomography; BAL (BAJ1) — bronchoalveolar lavage.

° [MpU3HaKKM dpopmMunpoBaHua GMbpo3a/umMppo3a No AaH-
HbIM HEMNPSMOW 31aCTOMETPUU MEYEHU C OLIEHKOW CTe-
neHn ¢dGunbposa no mMopdonornyeckon Knaccudukaumm
METAVIR: 5 ctagnn ¢omn6po3a — ot O go 4, rae FO —
oTcyTcTBME dnbpo3a, F1 — noptanbHbin GUOPO3 (3BE34-
yaToe pacliMpeHMe nopTaNbHbIX TpaKkToB) 6e3 cenr,
F2 — nopTtanbHbii GN6PO3 U €anHUYHbIE cenTbl, F3 —
nopTtanbHbii GUBPO3 U MHOXKECTBEHHbIE CENTbl 6€3 Lump-
po3a ne4yeHu, F4 — unppos neyenun [46];

° BbISIBIEHWE BAPWKO3HO paCWMPEHHbIX BEH NuleBoaa
(BPBIT) n »enyaoka npv NpoBEAEHUU AMArHOCTUYECKOM
dunbpoasodaroractpoayoaeHockonuun (P3rA4C);

° TAXEeCTb M CTeneHb KomneHcauun MB-accouuunpo-
BAHHOMO LMppPO3a MNEeYEeHU B KIAMHUYECKOW MNpaKTUKe
nposoauTca no Knaccudukaummn Yamnga — lNeto (Child —
Pugh) [47, 48].

AnarHocTuyeckue KpUMTepun MyKoOBUCLLURO03-

3aBMCUMOroO caxapHoro guaéera

OnarHoctnyeckne Kputepun M3CA: runepriavke-
MWUSl HaToWaK (ypOBEHb T[OKO3bl MJla3d3Mbl HaTowWak
> 7,0 MMOJIb/N), UK «AnabeTUyecKun» ypoBEHb [IIOKO3bI
KPOBW B Xx0[€ CTaHAApTHOrO MOKO30TONEPaHTHOro TecTa
(Mpn ypoOBHE rMOKO3bl Mna3mbl HaTowak < 7,0 Mmonb/n
W II0OKO3bl M1a3Mbl Yeped 2 Y B X0[€ 0pasibHOro MIKO30T0-
nepaHTHoro Tecta > 11,1 MmMonb/n), nav noctTnpaHananbHas
runeprankemusi, onpeaensiemas HenpepbiBHbIM MOHUTOPUH-
rOM [IIOKO3bl MPU OTCYTCTBUM CMMMATOMOB [49].

AnarHocTuka octeonoposa

y NauMUeHTOB C MyYKOBCUCLLUAO3OM

[narHocTvka octeonopo3say nauueHTos ¢ MB Bkaovaer
OLEHKY KJIMHMYECKOW KapTWUHbI, PEHTTEHOAEHCUTOMETPHIO,
na6opaTopHble METOAbI UCCIEAOBAHUS.

[narHos octeonopo3a npu MB cTaBUTCa Npy HaNUYKUMK:
e 1 1 60onee KOMMPECCHUOHHbIX MEPENOMOB TEN MO3BOHKOB,

KOTOpble He CBSI3aHbl C BbICOKO3HEPTETUYECKON TpaBMOK

WK NOKaNbHbIM 3a60/ieBaHMEM, NPUBOAAWMM K U3Me-

HeHuto MIK. lpu HanMyMnm KOMMPECCUMOHHbLIX Mepe-

/IOMOB MO3BOHKOB A/ MOCTAHOBKM [MarHosa ocTeo-

noposa He TpebyeTcs, YTO6bl Z-KpuTepun 6bi1 < —2 SD
unm

® KJ/MHMYECKM 3HA4YMMOro aHamHe3a nepenomoB n MIK
no z-kputeputo < —2 SD (cTaHAapTHble OTKIOHEHUS).
KNMHUYECKM 3HAYMMbIV aHaMHe3 NepesioMoB — 3TO:
— 2 1 6onee nepenomMa AIMHHbLIX KOCTENW B BO3pacTe
0o 10 ner;
— 3 1 6onee nepenoma AMHHbIX KOCTEN B IIO6GOM BO3-
pacTte go 19 nert [50].

dusunKanbHoe o6cnegqoBaHue

PebeHKy ¢ nogo3peHneM Ha MB cnegyetr npoBecTu
nonHoe ¢du3nKanbHoe obcnegoBaHMe, TaK KaK Mpu 3TOM
3a60/1eBaHNUN UMEIOTCSH MYyNbTUOPraHHbIE MPOSBAEHUS (CM.
pasgen «<KnnHu4yeckas KapTuHav).

JTaGopaTopHble AUAarHoCTU4ECKUEe UccnesoBaHua

TecTbl ANs ycTaHOB/NI€HUS AMAarHo03a «MyKOBUCLH03»

PekomeHayeTcs NpoBefeHUEe CKPMHUHIa HOBOPOXKAEH-
HbIX HA MYKOBMCLNAO03 (HEOHATa/IbHbI CKPUHWMHT, KOMMJIEKC
nccnefoBaHU ansi AMAarHOCTMKM MYKOBMCLMAO3a), Tak
KaK paHHee BblsIB/IEHWE M CBOEBPEMEHHOE Ha4yano Tepanuu
NO3BOSAOT NpeaynpeanTb Pa3BUTHUE TAKENbIX OCTOKHEHNH,
ynyyllaloT nokasaTenu Gu3M4eCcKoro pasBuTHSsl, 3ameans-
0T TEMMbl CHUXEHUS QYHKLMM NETKUX, CHUXKaOT noTpeb-
HOCTb B rocnutanusaumu [1, 2, 20, 25, 51-54] (YYP — B,
yaAd — 2). MNpoBoautcs B Poccuiickon depepaumm y Beex
HOBOPOMXAEHHbIX.

[MpOTOKON CKPUHWMHIa BKJOYAET TpM 0653aTe/bHbIX 3Ta-
na: UPT1, UPT2, notoBas npob6a (Tabn. 5). Ha nepsom
3Tane B KPOBWU HOBOPOXKAEHHbLIX (4—5-1 AeHb Y AOHOLIEH-
HbIX, 7—8-1 AeHb Y HEAOHOLLEHHbIX) onpeaensercs ypoBeHb
UPT. B3satne 06pa3LoB KPOBM OCYLLECTBAAETCH B COOT-
BeTCTBUM ¢ npuKasom N2 185 ot 22 mapTta 2006 r. <O mac-
coBOM 06cC/ie10BaHNN HOBOPOXKAEHHbLIX AETEN Ha Hacneg-
CTBEHHble 3abonieBaHus». [pu MpPeBbILLEHUM MOPOrOBOro
ypoBHS MPT npoBoauTtcs petecT Ha 21-28-i AeHb HWU3HM.
Mpy NoONOXUTENBHOM pPETECTE NPOBOAMTCH NoToBas npoba.
MNo3nTMBHasa notoBas Npoba pacLEHUBAETCS KaK MOOXM-
TeNbHbIA pe3ynbTaT CKPWUHUHIA, M NalMeHTa HanpasasioT

Ta6nuua 5. tanbl HeoOHaTaNbHOrO CKPUHUHIa B Poccuiickoin ®egepauunn (npukas N2 185 ot 22 mapta 2006 r. <O MaccoBoMm
obcnefoBaHWM HOBOPOXAEHHbIX JeTel Ha HacNeACTBEHHbIe 3a601eBaHUs»)

Table 5. Stages of neonatal screening in Russian Federation (Order N2185, dated March 22, 2006 “On screening of newborns on

hereditary diseases”)

| 37an Ha 4-5-i oeHb y JOHOWEHHOrOo (Ha 7—8-% y HEJOHOLWEHHOr0) HOBOPOXAEHHOrO — onpeaefieHne UMMYHOPEaKTUBHOIO
TpuncuHa (MPT) B BbICYLLEHHOWM KamnJie KpOBH

Il atan Mpu nonoxutenbHoM peaynbrate (cut-off > 99,5 ueHTnna) Ha 21-28-1 eHb — NOBTOPHbIN TecT Ha UPT

Il atan Mpyn NonoXuTenbHOM peadynbrtate — notosas Npoba

IV s7an Mpu norpaHM4yHOM pesynbTaTe NoTOBOW NPOGbLI — AOMNONHUTENbHbIE METOALI 06CNeA0BaHus, BKAoYaa JHK-anarHocTuky,
onpeaeneHne pasHOCTU KULWEYHbIX MOTEHLMaNoB v Aap.
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B LEHTP MYKOBMUCLUMAO3a (MMBO0 NpoduUnbHOE OTAENEHUE).
[eTn ¢ MEKOHMEBbLIM MNEYyCOM He3aBUCUMO OT ypoBHA UPT
Hy>K4aloTcs B NPOBEAEHMM MOTOBOM NPOGLI U3-3a BO3MOX-
HOTO Y HUX NOXHOOTPULATENBHOIO pedynbraTa [2, 20].

OnTUManbHble CPOKW YCTAaHOBKM AMarHo3a W Hayana
HabMloAeHNS NauneHTa, BbISBAEHHOIO Mo NporpaMmme Heo-
HaTaNlbHOrO CKPUHWHIa, — NepBble 2 MeC KK3HHU [2, 20].

O6cnegoBaHne M HabngeHWe HOBOPOMKAEHHbIX
no NporpaMme MaccoBOro CKPUHUHIa JOMKHO MPOBOAMTLCA
¢ cobniogeHneM NPUHLMNOB NPOdUNAKTUKN NEPEKPECTHOIO
M BHYTPUOONBHUYHOTO WMHPULMPOBAHUA — OMNTUMANbHO
am6ynaTtopHO MK B YCNOBUSIX AHEBHOIO cTauuoHapa [2].

[ns AMarHoCTUMKM MyKOBMUCLIMA03a PEKOMEHAYETCS Npo-
BeJeHWe noToBo# npobbl. Ans ycTaHOBNEHUA AMarHosa
HEeo6X0AMMO MONYYUTb KaK MWHUMYM 2 MNONOMKMUTENbHbIX
pesynbraTta. [lotoBas npo6a MOXKET 6bITb NpoBeaeHa pebeH-
Ky B Bo3pacTe 48 4 ¢ maccou Tena He meHee 2 Kr [1, 2, 20,
55, 56] (YYP — B, Y44 — 2). NoToBas npob6a fABnsercs
«30/10TbIM CTAHAAPTOM» AMArHOCTUKM MYKOBMUCLMA03a, NPO-
BOAMTCS KaK MUHUMYM [BaKabl.

B Poccuitickon ®epepalmm Mcnonb3yoTea ABe METOANKHU
noToBOro TecTa.

1. Knaccuyeckui npsaMor MeToa onpeaeneHns anexkTpo-
NIMTHOrO cocTaBa noTa (XxJopa WUAW HaTpus) MEeTOAOM MWUAO-
KapnuHoBoOro anexkTpodopesa no MmécoHy n Kyky (1959 r.).
Hopma — po 30 MMOAb/n, MOrpaHuyHble 3Ha4YeHusa —
30-59 MMOnb/N, NONOXUTENbHbLIN pe3dynbTaT — 60 MMOb/N
W BbllLe (Npu HaBecke noTta He meHee 100 wmr) [1, 2, 6, 36].
MNokasatenu xnopunaoB Bbilwe 150 MMonb/N AOMKHbI GbITb
NoABEPTrHYTbl COMHEHMIO.

2. MNotoBas npoba nyTeM onpeeneHns NPoOBOAUMOCTHU
nota C NOMOLLbIO CMeLManbHblX NOTOBbLIX aHanM3aTopos
KOppenupyeT ¢ onpeaeneHneM YpoBHS XJI0pMAOB, NO3BOAS-
€T NoNyYMTb afeKBaTHbIM pe3ynbTaT Npu Konnyectse noTa
B 0o6pa3ue 3—10 MK.. MNMonyynna WMpoKoe pacnpocTpaHeHue
npv BHEAPEHWM MACCOBOIO CKPUHMHIA HOBOPOXAEHHbIX.

Mpu onpepeneHWM nNPOBOAMMOCTU  MONOMKMUTENb-
HbIM pe3ynbTaToM AN MyKOBMCLMAO3a CyMTaeTcs MNoKa-
3aTenb Bblwe 80 MMOAb/A; MNOrPaHUYHbLIM  3HAYEHMU-
em — 50-80 mMmonb/n; HopMaibHbIM — A0 50 mMMonb/n.
Mokasatenn npoBoAMMOCTM Bbille 170 MMOAb/N AONXKHbI
6bITb MOABEPTHYTbl COMHEHMUIO.

Bpemsi c6opa nota He [JOMKHO npesbiwate 30 MuH,
MWHMMaNbHO AOMNYCTUMOE KonuyecTBo nota — 75-100 mr
(15 MKn B Konnektope Macroduct), ckopocTb nortootaene-
HUS AOMKHA BbiTb He MeHee 1 r/M2/MuH [20]. O653aTeNbHbIM
ABNseTcs npegBapuTenbHOE TWaTeNbHOE OYULLEHNE KOXKU
nauuneHTa [2]. Ocob6oro BHMMaHWA TpebyeT MNOAroTOBKa
KOXMW Y MaLMEHTOB, AUTENbHO HaX04sAWMXCS B CTalnoHape.

B03MOHbIE MPUYMHBI MOrPaHNYHbIX PEe3YNbTaToB

oTOBO#M NpPO6LI:

°  MHAMBMAYa/bHble 0COBEHHOCTHU Yy Ntogen 6e3 MyKOBWC-

Lunao03a, 0CO6EHHO Y B3POCAbIX;

° HenpaBwibHasa NOArOTOBKa K Npob6e;
® HOCUTENbCTBO «MSArKMX» MyTaLMW MpU MyKOBUCLMAO3E

[201].

PexkomeHaauuu:
® MCMO/Sb30BaHWe pasHblX METOAOB OMPEAENEHUS XN0pU-

[0B noTa, NOBTOPHbIE UCCNefoBaHuUS;

° paclumpeHHbin JHK-aHann3 (cekBeHMpoBaHUe reHa);
® pacWwWpeHHOe KJMHWUKO-NabopaTopHOe U WMHCTPYMEH-

TanbHoe o6cnegoBaHMe (KOMPOMOrMyeckoe Muccnepno-

BaHWe W ornpegeneHne akKTMBHOCTM MaHKpeaTU4yeCKOoM

anactasbl-l B Kane, 3NeKTPoAnTbl B GMOXMMUYECKOM

oblieTepaneBTUHECKOM aHannM3e KPoBH, NOCEB MOKPO-

Tbl / Ma30K C 3aHeN CTEHKMU TNOTKKU, peHTreHorpadmsa

OpraHoB rpyaHoOM KNeTKK, Nasdyx Hoca, cnepMorpamma);

* HabnogeHWe B LEHTPE MYKOBUCLIMAO3A [10 OKOHYaTENb-
HOro MPWHSATUS PELUEHNs O AMarHo3e — He CHMWMaloTCs
C yyeTa, NOKa AMarHo3 He GyAeT UCKIIIOYEH;

° MeToj onpefeneHns PasHOCTM Hal3aslbHblX MOTeHuMa-
JI0B WM U3MEPEHUE INEKTPUYECKOro TOKa B GuonTtate
KULLKK, OTparkalolue HapylweHue oYHKUWUKU XJ0PHOTo
KaHana.

B KauyecTBe AOMOMHUTENBHOrO TeCTa NaumneHTaM ¢ Noao-
3pEHMEM Ha MYKOBMCLMAO3, OCOGEHHO B COMHMWTENbHbIX
c/ydyasix — Mpu NorpaHnUyYHbIX 3HAYEHUsIX MOTOBOro TEcTa,
NpY HEBbLIPAXEHHON CUMMNTOMATUKE W/WUNK NPWU HEMOMHbIX
KNACCUYECKMX MPOABNEHUAX GONE3HN, MOMXKET GblTb PEKO-
MeHJOBaHO MPOBEJEHWE MUCCIe0BaHUS Pa3HOCTU KHULIEY-
HbIX noTeHymanos [1, 2, 6, 36, 57].

MoneKynsipHo-reHeTH4eCKOe UccsiefoBaHHne

PeKomMeHLOBaHO MpoBefeHUE MONEKYNSPHO-reHeTnye-
CKOro uccnegoBaHusa Ans naeHTuduKauum mMyTtauuin reHa
CFTR no noKkadaHusMm:
® HOBOPOXAEHHbIM C NONOXKUTENbHBIM NPT 1 nonoxurens-

HbIMW MW NOrPaHUYHBIMU 3HAYEHUAMM NOTOBOM NPOGHLI,

MEKOHWEBBLIM NEYCOM;

°  N0AAM C MOrPaHUYHbIMK 3HAYEHUSIMKU NOTOBOM NPOGLI
(c™m. pasgen «[JnarHocTuka MyKoBuCLMO03a»);

® nauueHTaM C KJIMHMYECKMMMU NPOSBIEHUAMU Knaccuye-
CKOro uiv MoHocumnTomHoro MB;

* npu CFTR-accounMnpoBaHHbIx 3aboneBaHusax (MaHKkpea-
TUT, BPOXXAEHHOE ABYCTOPOHHEE OTCYTCTBUE CEMSABbIHO-
csLLEro NpoToKa / 06CTPYKTUBHAA a300CnNepmus);

°* poAcTBEHHWKaM nauueHToB ¢ MB (gna onpeaeneHus
cTaTyca HOCUTENbCTBA MO XKeNaHuio);

® KeHLWMHaM nocne pPoxaeHus NepBoro pebeHKa ¢ MyKo-
BMCLIMAO30M, a TaKXe BO Bpems nocneaywowmnx 6epe-
MEHHOCTEeN NPU HanuM4ymm pebeHKa ¢ MyKOBUCLMAO030M;

® BHYTPUYTPOOGHOMY pebeHKy Ha 10-12-n Hep
npu nogo3peHun Ha MB (npu Hanuyuu cubeca
¢ MB) nnun o6HapyXeHUM r’MNepaxoreHHOro KMlevyHnKa
npu ¥Y3-o6cneqoBaHuu;

° [oHOpam ramet n amM6puoHoB B nporpammax IKO (KO-
MKCH), BHyTPUMaATOYHON MHCEMUHALMW;

® CYNpYyXeCKWM napam C BbICOKUM FreHETUHECKUM PUCKOM
MB, »xenatowmm npontv KO, — npenmnniaHTauMoHHOEe
reHeTu4yeckoe TtectuposaHue (MNI'T) Ha MB ana npe-
noTBpalweHns poxaeHunsa pebeHka ¢ MB (npu oTcyT-
CTBUW MPOTMBOMOKA3aHWM M orpaHuydeHui) [2, 20, 58]
(YYP—C, Y44 — 5).

KAWHWYECKYIO 3HAYMMOCTb OGHapPYXKEHHbIX FeHeTuye-
CKMX BapuaHTOB creayeT ycTaHaBAuMBaTb C YY4ETOM PEKO-
MeHAaauun KoHceHcyca [2], NOCTOSHHO O06HOBASIEMbIX 6a3
NaHHbIX [59].

CTpaterusi MONeKyAPHO-reHeTUYECKON AMarHOCTUKM

MB BK/t04a€eT HECKOJIbKO 3Taros.

1. Ha nepBomM 3Tane npoBOAMTCS MOUCK BapuaHTOB,
Hanbonee 4YacTbix B NONyNSLMUKU, K KOTOPOW MPUHALNEKUT
ob6cneayembiin [2].

2. Ha BTOopom 3Tane MpPOBOASAT PaCLUMPEHHbLIM MOWCK
6onee pegkux BapuaHTOB, MCMNONb3ysS CEKBEHMpOBaHWe
no CaHrepy wauM BbICOKONPOM3BOAWUTENbHOE CEKBEHUPO-
BaHue reHoma (MPS/NGS). AHanna BK/lO4YaeT uccnegoBa-
HWEe BCeW Koaupylowen nocnegoBatenbHocTu reHa CFTR
(27 aK30HOB), 06/1acTEN 3K3OH-UHTPOHHbIX COeAMHEHUN, 5'-
n 3'-Hekoaupytowmx obnacten (ao 200-300 HyKNeoTMaoB),
a TaKxKe, XenaTenbHo, rMy60KUX MHTPOHHBLIX obnacTew, rae
pacnonoXeHbl BapnaHTbl C JOKa3aHHOM NaTOreHHOCTbLIO.

3. Tpetuit atan. O6bI4HBIMWM CKaHWPYOLWMMN METOAAMM,
B TOM 4MClie CEKBEHUPOBAHMEM, MOXHO BbISIBUTb Hapylle-
HWS NocnefoBaTEeNbHOCTU reHa, He3HaYuMTeNbHble NO MPO-



TAXEHHOCTU: HYKNEeOoTUAHble 3aMeHbl, Hebonbline paene-
LUMn/MHcepumnn. MNepecTporkn, oxeBaTbliBaloLWMe HECKONbKO
9K30HOB/MHTPOHOB, TaKUMW METOLaMW He BbIBASIOTCS.
PekomeHayeTcqa ucnonb3oBaTtb crnegytowmne TeXHONOrmu:
MLPA (MynbTUNAEKCHYIO NMra3Hylo 30HAOBYIO aMnavduKa-
umto) nn60 QFMP (Konn4ecTBEHHYIO GNYOPECLEHTHYIO MY/b-
TunnekcHyto MUP) [20, 54, 60].

CornacHo gaHHbIM EBponenckoro KoHceHcyca no MB,
npoBeAeHne pPacMPEHHOro MOMEKYASPHOro uccnegoBa-
HUS reHa CFTR no3BonseT BbiABUTb NATOreHHbIV BapuaHT
B 98%. 3T0 MOKeT 6bITb CBA3aHO NGO € TEM, YTO UCMOJIb30-
BaHHble MEeTOAbl HE NO3BOAMAM NPOAHaNM3UPOBaTb Peruo-
Hbl FeHa, rge pacnonaratTca NaToreHHble reHeTM4yecKue
BapuWaHTbl, TM60 C ABAEHNEM OAHOPOAMTENBCKON 4UCOMUMH,
nn6o ¢ deHokonmuammn MB [20].

Mpoyne nabopaTopHble HccaegoBaHms,

npoBojsilymMecs npm JuarHoCcTMKe 1 B npoyecce

ANHaAMHU4YECKOro Hab/1logeHuns

Bcem nauneHtam ¢ MB nokasaHo npoBefeHWE KJIMHU-
4eCKOro aHan3a KpoBHM C LENbI0 OPUEHTUPOBOYHOM OLLEHKHM
BOCMNaNMTENbHOrO MpoLecca, KOHTPONS BAUSHUSA MPOBOAM-
MOM Tepanuun Ha NoKasaTean KPOBU U B KOMMIEKCHON OLEH-
Ke HYTpUTMBHOro cratyca [2, 61-63] (YYP — B, Y44 — 3).
TaKXe peKoMeHL0oBaHO NPOBeAEHWE KJMHMYECKOro aHaamn3a
MOYM BCEM MNauueHTam ¢ MB npu NepBUYHOM JMArHOCTUKE
W AMHaMUYECKOM HabnloAeHUU C Lenblo CBOEBPEMEHHOIO
BbISIBNEHNUS NOpaxeHusa noyek [64] (YYP — C, Y44 — 5).

OnpepeneHnue HalNyYmMsl NaHKpeaTUYeCcKon

HeAoCTaToO4YHOCTH

PekomeHgyeTca npoBegeHue nabopaTopHbIX TeCTOB
ANA onpejeneHns CTeneHn NaHKpeaTMYecKow HejocTaTou-
HOCTW BCEM NauueHTaM ¢ Nojo3peHnem Ha MB u nauueH-
Tam ¢ MB (onpegeneHne aKTMBHOCTM NaHKpeaTMYeCKOM
anactasbl-l B Kale), CTEeMEeHU KOPPEKLMM MNaHKpeaTuye-
CKOM HeAoCTaTOYHOCTU — KOMPOSIOrMyecKoe uccnegoBaHve
C onpefeneHneM HeWTpanbHOro Xupa B Kane [1, 2, 20]
(YYP—C, Y44 — 5).

MunKkpo6uonornyecKkas AMarHocTuKa

Bcem nauyueHtam ¢ MB (unu ¢ nopgospeHnem Ha MB)
noKasaHo npoBejeHne MUKPOOMONOrM4ECKOro nccneaoBa-
HUSE MOKPOTbI (MHAYLIMPOBAHHON MOKPOTbI UM TpaxeanbHO-
ro acnupara), Uan, B UCKMOYUTENbHbIX CUTYaLMAX (419 Mna-
OeHLUeB), opodapuHreanbHOro MasKka u/unu *xungrkoctu bAJ
ana maeHTMduMKauun natoreHa/naToreHoOB U onpegenexHus
YyBCTBUTENbHOCTM BblaeneHHONn MuKpodnopsbl [1, 2, 6, 20]
(YYP—C, Y44 — 5).

MccnepoBaHne NpoBOAMTCS NPU NEPBUYHON ANMArHOCTH-
Ke 1 B npoLecce AMHaMU4ecKoro HabnoaeHus, B TOM Yucne
A9 KOHTpons 3addEeKTUBHOCTM Tepanuu, He pexe 1 pasa
B 3 MeC, MO MoKal3aHusM — Yaule. TaKXe MpoBOAMTCS
KOHTPO/IbHOE WCCNegoBaHWe MNocfie Kypca aHTUMUKPOO-
HOW Tepanuu Npu rocnuTann3auun UK C LEeNblo OLEHKM
3bPEKTUBHOCTHU NpoBEAEHUS 3paanKaLMK Npu NEPBUHHOM
BbiceBe P. aeruginosa v Apyron rpamMoTpuuaTenbHON aHTu-
6GUOTMKOPE3UCTEHTHON dnopbl (Hepes3 7—-10 aHewn OT Havyana
Tepanum).

[Mpn XpoHMYecKon rpamMoTpuLaTe/lbHOn aHTUOUOTUKO-
pe3ncTeHTHOM dnope nauneHToB ¢ MB B nepuog nposege-
HUS 3paAuKaLMOHHOM Tepanuu PEKOMEHAYETCA exxemMecsy-
HO HanpaBnATb Ha MUKpobGMonoruyeckoe obcnefoBaHue
C Le/blo OUEHKM 3PDEKTUBHOCTM INMMUHALMK BO3OYaUTE-
Nen; HanpaBnaTb AeTen 4o 5 neT Ha AMarHOCTUKY MUKPOOHOM
$nopbl, NOYYEHHOM C NOMOLLbIO FYGOKOro Ma3Ka 13 3eBa.
Ona peten ctapwe 5-6-neTHero Bo3pacTa M B3POC/bIX

NPUOPUTETHBLIM LIeNIeco06pas3HO CYUTaTb aHanIM3 MOKPOTbI.
Y peTter ¢ NOAMMNO3HLIM CUMHYCMTOM WCCNeAoBaHWE PeEKOo-
MEHAYeTCA NPOBOAMTL NyTEM MOAy4YeHUs ryeoKoro maska
NpPY PUHOCKONUM.

Bce MWMKpOOpPraHuambl, BblAENEHHbIE U3 [bIXaTesbHbIX
nyten naumeHToB ¢ MB, AOMKHbI 6bITb UAEHTUOULMPOBA-
Hbl KaK MWHMMYM A0 pOAa, MWKPOOPraHuM3Mbl, UMeloLime
KNMHWYECKOoe 3HavyeHne, — Ao Buaa [65]. B cnyyae Bblgene-
HUS 13 obpasLia MUKPOOPraHN3mMoB, MAEHTUDUKALMIO KOTO-
pbIX TEXHWYECKM HEBO3MOXHO MPOBECTM B NabopaTtopuw,
Heob6X04AMMO COXpPaHeHWe KyNnbTypbl 415 ee nocneaytoLen
pengeHTMdMKaLMmM C UCNONb30BaHNEM MacC-CNEKTPOMETPUM
WIIM MONEKYNAPHO-reHeTUYeCKMX MeToaoB [66]. Onpeaenexue
YyBCTBMTENbHOCTU BblAENEHHON MUKpOodNopbl K aHTUOaK-
TepuanbHbIM Npenapatam W WHTepnpeTauuio pesynstatoB
nccneaoBaHns HeobxoAMMO MPOBOAMTL B COOTBETCTBMM
C aKTyanbHOM Bepcuer peKomeHZauuin no onpeaeneHvio
YyBCTBMTENBbHOCTU MWKPOOPraHM3mMoB K aHTubakTepuasnb-
HbIM NpenapaTtaM MW HOBbIX BEPCUM MOCNE UX BCTYMNIEHUS
B cuny [67].

MNauneHtam ¢ MB ¢ Nogo3peHUEM Ha MUKOGaKTEPUO3,
Bbl3BaHHbIN HTMB, Heobxoanmo uccnenoBaHne obpasLos
AMarHOCTMYECKOro MaTepuana Kak MMHUMYM OA4MH pas B roj
B AMHaMuKe [1, 2, 6, 20]. NoKka3aHWeM K UcCneaoBaHUio
AnarHoctnyeckoro matepuana Ha HTMB cnyxat oTpuua-
TenbHas KNMHUYECKasa U/WAKN PEHTIeHON0rnYecKkas AuHaMu-
Ka npu OTCYTCTBUM HOBbIX MATOreHOB, OTCyTCTBME addeKTa
OT NPOBOAMMOM aHTUBaKTepunanbHOM Tepanun. B KavyecTBe
AWMArHOCTMYECKOro mMaTepuana MCMonb3ylT MOKPOTY (Mnwu
WMHAYLMPOBAHHYIO MOKPOTY), B Clly4asx OTCYTCTBUS MOKPO-
Tbl — CMbIB C POTOrNOTKK, BAJL.

[na npoBepKu NOAO3PEHNUI, 4TO NaumeHT ¢ MB 3apaxeH
MUKOGaKTEPUAMU, B Ka4eCTBE AMarHOCTUYECKOro Matepma-
nla MCMNOoNb3YI0T MOKPOTY WAM MHAYLMPOBAHHYIO MOKPOTY
(B MCKOYUTENBHbIX CAlyYasX, NPU HEBO3MOXHOCTHU NONYYUTb
MOKPOTY / WHAYLMPOBAHHYD MOKPOTY, MPOBOAAT MUcche-
JOBaHWe TpaxeanbHOro acnuparta, HO ciefyeT MOMHWTb,
4YTO B AaHHOM cny4ae 3PGDEKTUBHOCTb BbIIBAEHWUA MUKO-
6aKTepun o4YeHb HU3Kas). [ns uccnegoBaHui Ha Hanuyue
HTMBE He pekomeHayeTcsa npuberaTb K TPaHCOPOHXMaIbHOM
61oncum 1 B3aTUI0 opodapuHreanbHbix Ma3KoB.

Heo6xogMmo npoBoanTb uUccnegoBaHue metogom [MLP
ANS UCKNIOYEHUS HanMyMs B WCCNeayemMoM maTepuane
Mycobacterium tuberculosis complex.

Mpn nepsBu4yHOM BblAeNeHnn B. cepacia complex,
Achromobacter spp., Ralstonia spp., Pandorea spp.,
Cupriavidus spp., Inquilinus spp. peKomeHAyeTCcs UCMOoNb-
30BaTb Macc-CNeKTPOMETPHUIO UK MOSTIEKYNSPHO-TeHEeTNYe-
CKMEe MeToAbl C LeNblo AMarHOCTUKM HaNnyius nepeyvncneH-
HbIX MMKPOOPraHM3amMoB Yy NauuneHTa ¢ MB [66] (YYP — C,
yaaq — 5).

BonbHbiIM MB ¢ nogospeHvemM Ha rpMbKoBble MopaXke-
HUS NErKUX M AN KOHTPOAS NPOBOAMMOW Tepanumn peKOMeH-
AyeTcs NpoBOAMTb MMKONOTMMYECKOe uccnefoBaHue 6uo-
MaTepuana (MOKpoOTa, NpPOMbIBHble BOAbl 6poHXxoB, BAIJI,
6uonTaTbl, onepauMoHHbIN MaTepuan) ana naeHTuduKkaumm
naToreHa/naTtoreHoB W OnpejeneHns 4yBCTBUTENbHOCTH
BblAeNeHHbIX MUKpomuueToB [17, 37, 68, 69] (YYP — C,
yaaq — 5).

Heo6xogMmMo paccMOTpeTb NpoBeaeHne nabopaTopHbIX
ncenenoBaHu ana guarHoctuku ABJIA: ypoBeHb obue-
ro ummyHorno6ynuHa E (IgE), cneundmnyeckune IgE n IgG
K Aspergillus fumigatus. Mpu nogosperHun Ha XAJT peko-
MEHAOBaHbl T€ e UccnefoBaHusa W onpefeneHue ranak-
TOMaHHaHa (meTabonuta Aspergillus fumigatus) B Kposw
(onpepeneHne metabonuToB rpubos) [1, 2, 17, 20, 37, 68,
69] (YYP — C, Y44 — 5).
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

MNaumneHTam ¢ MB ¢ nogo3peHuem Ha ABJIA ans ucknode-
HWMS/NOATBEPKAEHUS MMKOrE€HHON CEeHCMOMAN3aLMK NoKa-
3aHO NPOBEJEHNE KOXHOW Npobbl ¢ aHTUreHoM Aspergillus
(HaKOXHble UccnefoBaHUsA peaKkuuu Ha annepretbl) [37]
(YYP —C, Y44 — 5).

C uenblo AMArHOCTUKM HOAYNAPHOro acneprunanesa,
a TaK)Ke MCK/oYeHUs HOBOOOGpas3oBaHWA Nerkux, Tybep-
Kyne3a peKOMeHLOBaHO MnpoBeAeHME MaTofioroaHaToMu-
4ecKoro uccnegoBaHusi G6MOMNCUMHONO (onepaunoHHOro)
MaTepuana TKaHen fnerkoro y nauueHtoB ¢ MB u XAJl
C umnperHauuen cepebpom no fomopu — MPoKoTT [17, 68,
69] (YYP — C, Y44 — 5).

MuKpobuonormyeckoe wuccnegoBaHue oTAensdemMoro
M3 OKONOHOCOBbIX Nadyx (OHIM) noka3zaHo Ans MAeHTUDUKa-
UMK natoreHa/naTtoreHoB M onpegeneHns ero/mx 4yBCcTBu-
TENbHOCTU K aHTUMMKPOOHbLIM MpenapataMm Mnpu XpoHu4ye-
CKOoM puHocuHycute (XPC) Ha doHe MyKoBucumao3a [70, 71]
(YYP —C, Y44 — 4).

Bbuoxummnyeckoe uccsegoBaHne KpoBu

Bcem nauueHtam ¢ MB pekomeHOoBaHO npoBedeHue
6UMOXMMUYECKOr0o aHannsa KpoBu (06NN BENOK, albOYMUH,
onpejeneHne akKTUBHOCTM acnapTataMuHoTpaHcbhepasbl,
anaHnHaMuHoTpaHcbhepasbl, ramma-rayramunTpaHcoe-
pasbl, Weno4yHon docdaTasbl, aMunasbl, AMnNasbl B KpPO-
BW, UCCNeAoBaHWE YPOBHSA XONEeCTepUHa, TPUIINLEPHULOB,
HaTpu1s, Kanug, xnopuaos, obuiero 6unmpybmHa, cBo60AHO-
ro v cBA3aHHOro 6ununpyburHa, C-peakTUBHOIro 6e/Ka B Kpo-
BM) €XerogHo, No nokasaHuaM — vauwe. MccnegoBaHue
NPOBOAMTCS C LENbI0 KOHTPONS COCTOAHMS NeyveHH, GyHK-
UMK NOAXKENYAOYHOM Kenesbl, 3NEKTPONUTHOro obmeHa
M XPOHMYECKOro BOCNasieHUs cornacHo nokasaHuam [2, 61]
(YYP —C, y4/4 — 5).

NccnepoBaHne KMCAOTHO-OCHOBHOMO COCTOSIHUSI KPOBM,
YPOBHEN HaTPMA U Kanus Heo6xoANMO NPOBOAUTL NPU NOZ0-
3peHuun Ha MNBC y naumeHToB ¢ MB 1 Npu KOHTpOe Tepanuu
MNeC [2, 42, 72] (YYP — C, Y44 — 5).

BceM nauyveHTam npu nepBUYHOM AMarHoctuke MB
W NPpU HalW4yMKM LUMPPO3a NeYeHN PEKOMEHAOBaAHO BbINON-
HeHWe KoarynorpaMmmbl (OPUEHTMPOBOYHOIO UCCAeA0BaHMA
cucTeMbl remoctasa) 1 pa3 B 3—6 MeC C Lefibio KOHTPOoAs
6EeNKOBO-CUHTETMHECKON DYHKLMU NEYEHN U CBOEBPEMEH-
HOro NpefoTBpaLLEHMS reMopparMyecknx 0CcnoxHeHumn [20]
(YYP —C, Y44 — 5).

Bcem nauuneHTam ¢ MB 1 pa3 B 6 MecC C Lie/ibio KOHTPONS
3HAOKPUHHOW DYHKLMM MOSKENYAOUYHOWM Kenesbl, cBoeBpe-
MeHHOoW anarHocTnkmn M3C/J, Heo6xoaMMo nccneaoBaTh ypo-
BEHb MMOKO3bl B KpoBu [49, 73] (YYP — C, Y44 — 5).

B KayecTBe CKpWHMHIa ANS CBOEBPEMEHHOW AuarHo-
cTMKn M3C[, peKomeHZOBaHO pacCMOTpPeTb MpPOBeAeHue
OpasibHOro MIOKO30TONIEPAHTHOrO TecTa C Harpy3Kon -
Ko30M 1,75 r rnoKo3bl/Kr (He 6onee 75 r; TO4KKU KOHTpONs —
HaTowaK, Yyepes3 60 MuH, Yepe3 120 M1H) BCEM AETAM CTap-
we 10 neT (N0 NOKa3aHMAM — paHblUE) EXXErogHO B Nepuos
KNMHUYeCKon ctabunbHocTu [49, 74, 75] (YYP — C, YA/ —
5). Ucnonb3oBaHUe rMUKUpoBaHHOro remornobuHa (HbALlc)
B KayeCcTBe CKPUHUHI-TECTa HEe NOKa3aHo B CBA3M C HeaoCTa-
TOYHON MHDOPMATUBHOCTLIO ANS nauneHToB ¢ MB no atum
nokasanusam [49, 74] (YYP — C, Y44 — 5).

Bcem nauneHtam ¢ MB u M3C/[, Heo6xoaumo npo-
BEAEHWE PEryasapHOro KOHTPONSA YrneBOAHOro o6MeHa
(onpepeneHne ypoBHS MIOKO3bl B KPOBW HEe MeHee 3 pas
B [€Hb) C LeNbld CaMOCTOATENbHOrO MOHWMTOPUPOBAHMS
COCTOAAHMA. M3MepeHne TMUKMPOBAHHOIO remornobuHa
pEKOMEHAYeTCS €eXeKBapTalibHO C LEeNblo KOppeKuuu
WHCYNUHOTEepanuun y naumeHToB ¢ MB n M3C/ [49, 74, 75]
(YYP — C, Y44 — 5).

[ns KOMMNIIEKCHON [MarHoCTUKM OCTeonopos3a U aua-
FHOCTMKM MaToNorMM novyek nauueHtam ¢ MB nokasaHo
onpeaeneHne ypoBHS OOLLEr0 U MOHW3UPOBAHHOMO Kalb-
umns, pocdopa KPOBU, KpeaTUHWHA CbIBOPOTKU KPOBU U KNK-
peHca KpeaTuHMHa (pac4yeT no dopmyne KokpodTa — lonta),
wenovyHon docdaTtasbl CbIBOPOTKM KpoBwu [2] (YYP — C,
yaa — 5).

Y Bcex nauueHtoB ¢ MB peKoMeHAOBaHO exerogHoe
namepeHue yposHs 25-OH ButammHa D B KpoBuW, npea-
noyYTUTENbHEE NIETOM M 3UMOW, C LIEeNbl0 CBOEBPEMEHHOIO
BbIiBNeHus geduunta ButammHa D, nog6opa L03bl BUTAMU-
Ha D u, cooTBETCTBEHHO, NPODUNAKTUKM OCTeonopo3a [76]
(YYP — C, Y44 — 5). HopmanbHbi ypoBeHb 25(0H)D cbiBo-
pOTKK KpoBu — 6onee 30 Hr/mn n meHee 100 Hr/mn.

PekomeHayeTcs NPOBOAUTE MOHUTOPWHI YPOBHS Kene-
3a CbIBOPOTKU KPOBM (EXKErogHO, Mo NoKalaHUaM — yvalie)
C Uenblo BbiABAeHMA geduunTa Kenesa U/MNuM XPOoHMUYe-
CKoro Bocnanenus [61] (YYP — C, Y44 — 5). Kpome Toro,
Heo6X04MMO NPOBOANTbL MOHUTOPUHT YPOBHEN KMPOPaCTBO-
PUMbIX BUTaMUHOB (A, E, K) # BUTaMmnHa B, B CbIBOpPOTKE
KpoBM BCeM nauueHTam ¢ MB no nokaszaHusiM ¢ uenbio
CBOEBPEMEHHOIO BbIIBNEHUS UX HEAOCTATOYHOCTU U afeK-
BaTHOWM KoppeKuun Tepanuu [2, 61] (YYP — C, Y44 — 5).

Bcem nauueHTaM My)KCKOro mona B BO3pacTe cTaplie
15 net ¢ MB Heob6xoAMMO pacCMOTPEeTb BOMPOC O Mpo-
BeJEHUU CnepmorpaMmbl U MOEKYISPHO-TEHETUYECKOTO
(aHanu3 reHa CFTR, ecnu He Gbln paHee BbINOMHEH) Uccne-
[LOBaHUA C Lenbto onpeaeneHns NporHo3a v TaKTUKK pelue-
HUS Bonpoca penpoaykuuu [77-79] (YYP — C, Y44 — 4).
A C uenblo AMarHOCTUKM rMNoroHagn3Ma BCem nauueHTam
MYXCKOro nona B Bo3pacTe ctapwe 15 net ¢ MB Heob6xo-
AMMO onpegenaTb YpOBEHb 06Lero TeCToCTepoHa U CTepo-
MacBA3bIBatoWEro rnobynnHa B CbiBOPOTKE KpoBu [80-82]
(YYP — B, Y44 — 3).

MeTtoabl nog60pa naTtoreHeTUYECKOM Tepannmn

(nBakagTOp + nymakagrop)

Mpun HagHavyeHnn Npenapata MBakadpTop + nymakadptop
peKoOMeHAyeTCa UMETb AaHHble O reTepo3UroTHOM HOCH-
TenbcTBE 060MMK poautTenamu myTtaumm F508del (cornacHo
WMHCTPYKUMHK). Tpn OTCYTCTBUM TaKouW WHPOpMaLMU PEKo-
MeHAYyeTCS MPOBECTU MONEKYNAPHO-FEHETUYECKYIO AMUarHo-
CTUKY C LeNbl0 BbISCHEHUS reTePO3UIroTHOrO0 HOCUMTENbLCTBA
poautensimu BapuaHTa F508del. Ecnu pogutenu (Mnu xots
Obl OAWH M3 poaUTENIEN) MO KaKUM-TMOO MPUYMHAM Hedo-
CTYMHbI 415 NPOBELEHUSA AAHHOMO UCCNef0BaHUs, TO PEKO-
MeHAyeTCq AOMOMHUTENbHO MPOBECTM NaLMEHTY aHanu3
C LEeNbl0 WUCK/IIOYEHUS HaNM4YMA MPOTAXKEHHOM Aeneuuu
B o6nactn mytauun F508del, TO ecTb ANS WUCKIOYEHUS
reMU3UIrOTHOCTM MO AaHHOW MyTauuu. PeKoMmeHgyeTcs Tak-
YK€ UCKNI0YUTb HOCUTENLCTBO BapuaHTa L467F reHa CFTR
(NM_000492.3:¢.1399C>T; NP_000483.3:p.(Leu467Phe))
B COCTaBe KOMIMJEKCHOro annens ¢ myTtaunen F508del,
[OKa3aHHO NPUBOASALWEr0 K PE3UCTEHTHOCTM K Tepanuwu
[83-88] (YYP —CYAOA — 4).

PekomeHayeTca npumeHeHne (OPCKONMHOBOro TecTta
Ha KWWeYHbIX OpraHougax, NOJyYeHHbIX OT nauueHTa
B peaynbrate 6MOMNCUM MPAMON KULLIKKW, ANS onpeneneHus
NOKa3aHWN K TapreTHom Tepanuu:

° Npu peaknx MyTauumsax reHa CFTR C Uenblo OLEHKM
BO3MOXHOCTW MPOBEAEHNS NAaTOreHETUHECKON Tepanuu
[89-92];

° MpU OTCYTCTBUU 3IPPeKTa (CornacHoO MHCTPYKUNK)
4yepes 6 Mec C Havana Tepanuu;

° BCEM NauMeHTaM — HOCUTENSIM KOMMIEKCHOro anne-
N9 ANa BbISICHEHUS 4YYBCTBUTENbHOCTU K MBaKadpTOopy
n nymakadTopy [93-95] (YYP — C, Y44 — 5).



UHCcTpyMeHTaNbHble AUarHocTu4eckue

uccnepoBaHus

Mertoabl BU3yanin3saummn 1erkux

PekomeHayeTcs npoBeAeHue peHTreHorpapum u Kom-
nbtoTepHov Tomorpacdmm (KT) opraHoB rpyaHOM KNeTKX Naum-
eHTam ¢ nogo3peHnem Ha MB v naumeHtam ¢ MB ¢ uenbto
onpeaeneHns xapaktepa M o6bema MoparKeHUs eroYHom
TKaHu [1, 2, 20] (YYP — C, Y44 — 5). PeHtreHorpadus
MOXET BbIIBUTb TaKWe NPU3HAKK, KaK gedpopmMaumsa u ycu-
JleHWe Nero4yHoro pucyHka, nHeBModuOpPO3, NepubpPOHXMU-
anbHas MHOUNBTPaLUS, KOHCoMaaunsa (atenexktasbl), 6PoH-
X03KTa3sbl, 6ynnbl, NPOSBAEHUST BPOHXMANbHOW 06CTPYKL MM
(NOKanbHble y4acTKM B34YTWUS IEFOYHOM TKaHW, yBENNYEHHE
pPEeTpPOCTEPHANILHOIO MPOCTPaHCTBA, YMoweHne Auadpar-
Mbl), @ TaKkXe Kndo3, yTonueHne 6pOoHXMalbHbIX CTEHOK,
CNn3ucTble NpPo6KW. [laHHbIM MeToa MOXET ObiTb Heao-
CTAaTO4YHO MHPOPMATMBEH AN TOYHOrO OMWCAHUS Xapak-
Tepa U3MEHEHUN B NETKUX, HO MUMEET MEHbLIYIO Ny4EBYIO
Harpy3ky. [lo HacToslWwero BPEMEHW B pasHbIX LEHTpax,
Kypupylowmx naumMeHtos ¢ MB, B TOM 4yncne 3apybexHbIX,
A9 AMHaMUYeCcKOoro HabloAeHUs Yallle UCMOoJb3YeTCs PEHT-
reHorpadwus, B psage ueHtpoB — KT [20], koTopasa B HacTo-
duee Bpems SBNSETCS OCHOBHbIM METOAOM AMArHOCTUKHK
M3MEHEHMN B Nerkmx npu MB.

B KayecTBe yTOYHSAIOWEro METoAa ANs CHUXKEHUS Nyye-
BOWM Harpy3ku NpuM MHOrOKpPaTHOM KOHTPOJiEe BOCNaiuTeNb-
HOro npouecca nauueHtam ¢ MB pekomeHaoBaHO npose-
OEeHWe MarHMTHO-pPe30HaHCcHoH Tomorpapun (MPT) opraHoB
rpyaHoun Knetku. [1o 7 net — B yCnoBUSX cegalmu, nocne —
Ha cBo60AHOM AbixaHuu [96, 97] (YYP — C, Y44 — 5).

Mertoabl BU3yaim3ayummn OKOJIOHOCOBbIX Na3yX

PekomeHgyetcs nposegeHue KT OHIT (KOHYCHO-ny4e-
Bas MAM MynbTucnupanbHasa) unn MPT OHIT npu nepBuy-
HOW OLIEHKE MaTo/0rMYeCcKoro npoLecca B OKOJIOHOCOBLIX
nasyxax v nNpy NOAroTOBKE K KaXKAOMY PUHOXMPYPruYecKo-
My BMewwaTenbcTBy [98, 99] (YYP — C, Y4/ — 4). KT OHN
NPOBOAMUTCA B aKCUallbHOW MIOCKOCTU C PEKOHCTPYKLUMEN
M306paxKeHnst B KOPOHabHOM U carnTTaibHOW NPOEKLMSAX.
JeTtam He pekomeHayeTcs BbinonHeHne KT OHI 6e3 Knu-
HMYECKMX MOKa3aHuM (C Uenbio AMHaMWYECKOro Habnio-
[eHWs), TaK KaK 3TO B 3HAYUTENbHOW Mepe yBenuyunBaeT
CYMMapHylo Ny4yeByl0 HarpysKy (B CBfi3U C He0b6XxoAnMmO-
CTblO Nepuoan4eckoro BbinosHeHU KT opraHoB rpyaHom
KNeTKW).

A6gomMHHaNbHaA peHTreHorpagpus

[MpoBeaeHne abaoOMuHaIbHOM PEHTreHorpapumn pekKo-
MeHJOBaHO Npu mekoHneBoM uneyce n CANO ¢ uenbto gua-
FHOCTMKM HEMPOXOAMMOCTM KMleyHmka [100, 101] (YYP — C,
YA/ — 5). 063o0pHaa peHTreHorpadus opraHoB GPIOLLIHON
NoJIoCTU NPOBOAMTCS B BEPTUKAIbHOM MOIOXKEHUN NALMEH-
Ta, B npsmown npoeKkumn. C ton xe uenbto npu CANO moxet
npumeHaTbcs KT opraHoB GPIOLIHON MOJIOCTH.

MeTtoabl AMarHoCTUKM OCTEONOpo3a
OnpepenexHne ucxogHon MIMK npu npoBeOeHUM PEHT-

reHOAEHCUMTOMETPUM Ha3Ha4vaeTcs OeTaM cTaplue 8 feT.

PaHblle — npu HannMuuu Taknx GakTopoB pUCKA, KaK:

®  HWU3KUW MHAEKC Macchkl Tena (MMT) — < 90% ot nageanb-
HOro;

® aKTMBHOCTb Nlero4yHoro 3sabonesaHusa (OPB;, < 50%
[IOJT}KHOW);

e anuTenbHas (3 mec M 6onee) Tepanunsa nepopasnbHbIMU
KOPTUKOCTEPOMUAAMMU A1 CUCTEMHOIO NPUMEHEHMUS;

° 3ajJepKKa MNosoBOro CO3pEeBaHUs, TMNOroHaau3Mm;

® HM3KO3HEPreTUYeCKUe nepenombl B aHaMHe3e.

[MoBTOpPHbIE MCCNeAOBaHUA PEKOMEHAOBAHO NPOBOAUTL
[eTam 1 B3pocnbim Ao 50 net:

°  NpubnnanTenbHO 4yepe3 5 NET, ecnu z-KpUTepu Bhbllle
—1 SD 1 nauueHT KIMHUYECKU cTabuneH;

° Kaxable 2 rofa, ecnu z-kputepun mexay —1 n —2 SD;

° Kaxabli rog, ecnu z-kputepun —2 SD U HUXKe, KN eCcTb
HU3KO3HEpPreTMyeckue nepenomMbl B aHamHese, Uim nve-
10TCA 3Ha4YUMble GaKTOPbl PUCKa OCTeoNopo3a.
OcTeogeHCUTOMETPUS AOMKHA ObiTb NpoBejeHa

[10 Ha3Ha4YeHUs aHTMOCTEOMNOPOTUYECKOM Tepanuu [2].

Onsa oueHkn amHamukn MIK Ha ¢doHe neyveHusa ocTeo-
nopo3a PeKOMEHA0BaHO NPOBOAWUTb PEHTreHOAEeHCUTOME-
Tpouio (DXA) 1 pa3 B 6-12 mec y aeten ctapuie 8 net [34,
102, 103] (YYP — C, ¥4/ — 5). PeHTreHoaeHCUTOMETPUIO
enatenbHO NPOBOAWTb Ha OAHOM M TOM e annapaTe
(neHcuTomeTpe KOCTHOM PEHTIEHOBCKOM) OAHUM U TEM e
cneumanuctoM. PeHTreHorpadusa Kocten ckeneta nauueH-
Tam ¢ MB ans AMarHOCTUMKM OCTEOnopo3a He NpoBoaMTCS,
npUMeHsieTcs npu nepenomax [34].

Y neten u noapocTtkoB ¢ MB pekomeHayeTcs NpoBOAUTb
PEHTreHOAEHCUTOMETPHIO MOSICHUYHOIro OTAesia No3BOHOY-
HWKa B nepegHe-3aaHein npoexuymm (ot O neT) U No nporpam-
Me «Bce Teno» (C 3 N1eT No NoKasaHWsM), UCKlo4yas ronosy
M3 pacyeToB KOCTHOM MWHEepanbHOW MAOTHOCTW, C LieNbio
CBOEBPEMEHHOI0 BbIABNEHUSA CHUMKeHMa MIK u Koppek-
UMW BbIiBNEHHbIX M3MeHeHun [50] (YYP — C, YyA44d — 5).
UccnepoBaHue MIK npokcumanbHoro otaena 6eapay aetem
M NOAPOCTKOB He NPOBOAMTCS B CBA3M C BapnabeNbHOCTbIO
pa3BUTUA CKeneTa. Y AeTen ¢ 3aePKKON IMHENHOro pocTa
n pas3Butna pesynbtatbl MIMK go0MXKHbI aHanM3upoBaTbCs
C y4eToM abCOMOTHOrO pocTa MAM POCTOBOro BO3pacTa
60 cpaBHMBATLCHA C COOTBETCTBYOLWMMK Neguvatpuye-
CKMMK 6a3amMu [OaHHbIX, BKAOYaWMMK cneunduryeckme
N9 BO3pacTa, nofia 1 pocta z-kpuTtepuu [50, 104].

OnpepaeneHne GyHKYUU BHELUHETO AbIXaHUS

Mpn nogo3peHun Ha MB u y naumeHToB ¢ MB peko-
MEHAOBaAHO WUCCNefoBaTb QYyHKUMIO BHELHEro AblXaHUS:
CNMPOMETPUS — B CpefHeM Kaxable 3 mec (uccneposa-
HWE HeCnpPoBOLMPOBAHHbLIX AblXxaTenbHbiX 06bEMOB U NOTO-
KOB, NP1 HEO6X0AMMOCTU — AOMOSTHUTENBHO UCCneaoBaHne
AblXxaTeflbHblX 06bEMOB C MPUMEHEHWEM NeKapCTBEHHbIX
npenapartos), 6oannneTnaMmorpadma — Mo MOKa3aHuaM,
B CpPefHEM — €XEerogHo C LUenbto onpegeneHmsa U auHamu-
YECKOro KOHTPONS neroyHomn GyHKUKUK, onpeaeneHuns obpa-
TUMOCTM OBCTPYKLIMM MpPU €€ Hanu4mmn (Mpu OTCYTCTBUM BO3-
PacTHbIX MM UHbIX NPOTUBOMNOKa3aHuw) [1, 2, 20] (YYP — C,
Ya4 — 5). WccnepoBaHue GYHKUUM BHELWIHEro AblXxaHus
(cnnpomeTpusl) BO3MOXKHO Yy AeTern ¢ 5—6 neTt B TOM ciy4ae,
€CNK1 NauMeHT MOXET BbINONHUTL MaHeBp GOPCUPOBAHHOIO
Bbl4OXa, AMarHocTnyecKas LeHHOCTb UCCIeaoBaHNs y feTen
mnagwe 5 net Hue. CNMpOMETPUS NO3BONSET KOCBEHHO
OLEHUTb NleroyHble o6bembl, 60aunneTn3Morpadmio NPoBo-
4AT Ana 6onee TOYHOM OLEHKM IeroYHbIX 06beMOB NO MOKa-
3aHMAM.

Mpu KaXkaon rocnuTanMsauun BcemM nalmeHTam ¢ nogo-
3peHneM Ha MB # Bcem nauneHtam ¢ MB pekomeHgoBaHO
nposefeHune Mys1bCOKCUMETPUMU U/Uan UccaegoBaHme raso-
BOro coctaBa KpoB#H, N0 NOKa3aHUsAM (060CTPEHUE XPOHMYe-
CKOro 6pOHX0MEro4HOro npolecca, Hanuine AbixatefibHow
HeJoCTaTO4YHOCTH, Tpebylolen OKCUreHoTepanuu) — value
[2, 105, 106] (YYP — C, YO4 — 5).

YnbTpa3ByKoBblie MeToAbl HCC1€JOBaHUSA

Bcem nauuveHTam ¢ nogospeHvem Ha MB u nauueH-
Tam ¢ MB peKkoMeHOOBaHO NpOBeEHWE Y/1bTPa3ByKOBOIro
nccneoBaHNs opraHoB GPIOLLIHOM MOI0OCTH M MEeYeHU, 0CO-
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

60€e BHMMaHuWe cnegyeT YAensiTb CTPYKTYpe NOAKeNnyLo4YHOM
eneabl, onpegenaTb TUN KPOBOTOKA B MEYEHW C LEeNbio
BbISIBIEHUS UBMEHEHWI, XapaKTePHbIX A5 JaHHOro 3a6one-
BaHMSA, U UX AnHamuKK [1, 2, 20] (YYP — C, Y4/ — 5).Takxe
peKOMeHA0BaHO NpoBefeHne pnbpoa1acToOMETPHUN Ne4eH!
(anacTtomeTpus neyeHu) BceM nauueHtam ¢ MB ¢ uenbto
OLIEHKM CTeneHu BblpaxkeHHoCTH ¢unbpo3a no wKane
METAVIR [2, 20, 107] (YYP — A, Y44 -1).

Bcem nauveHTaM MyXKCKOro nosna B BO3pacTe cTaplue
15 netc MBHEOBX0ANMMO BbINOMHATL YPOIOrMyecKoe/aHapo-
norunyeckoe o6c¢negoBaHne ¢ NPOBEAEHUEM Y/IbTPa3BYKOBO-
ro uccaegoBaHms NoJsioBbIX OPraHoB AN5 BbIABNEHUS CTPYK-
TYPHbIX U MOPdONOrMYeCcKUX MameHeHun [77, 82, 96, 108]
(YYP —C, Y44 — 4).

PeKkomMeHAoBaHO perynsapHoe mnepuoguMyeckoe 3xo-
Kapauorpagu4yeckoe wnccaegoBaHue (3axokapauorpadus,
9x0KTI") ¢ gonnepoBCKUM aHann3oMm (M3mepeHue rpagueHTa
[JaBfleHUs Ha NeroYyHon aptepuu) y nauueHToB ¢ MB, Tak
KaK npu 3ToM NaTtofniorMm, 0CO6EHHO NMpK pacnpoCcTPaHEHHOM
nopaxKeHun, BO3MOXHO pPa3BUTUE JIEFOYHOM FMMEPTEH3UM
n dopmupoBaHue neroyHoro cepaua [2] (YYP — C, Y44 — 5).

AneKTpoKapamorpapusa

PekomeHaoBaHO npoBefAeHune aneKTpokapanorpapum
naumveHtam ¢ MB npu MNBC ¢ uenblo KOHTPONS BAUAHUSA
3NEKTPONUTHBLIX HapyLIEeHUH Ha cepheyvHylo AesTenbHOCTb,
nepeg Hayanom Tepanuu MHrMbutopamm NPOTOHHOM NOMIbI,
npenapatamu npotns HTMB, npu ganTenbHOM NPUMEHEHNH
asuTpoOMULUMHA MO APYrMM MOoKasaHuaMm, Ha doHe Tepa-
M1KU BbICOKMMM O3aMK CENIEKTUBHBIX [3,-8APEHOMUMETUKOB
(2 Hepn) ¢ uenbto oueHKN uHTepBana QT [42, 109] (YYP — C,
yaa —4).

9HAOCKONMUYeCKne MeToAbl HcciefoBaHNns

TpaxeobpoHxocKonus naumeHTam ¢ MB pekomeHaoBaHa
B Cnay4yasx Heob6XogMMOCTUM MPOBEAEHWUS AONOMHUTENbHO-
ro MUKPOBMOSIOTMYECKOTO MCCnefoBaHUs uakoctu BATI,
C CaHaLMOHHOWM LieNblo MPKY NOMbITKE pacnpaBuTb aTeneKkTas
[LONW Nerkoro B cnyvyae HeabGEeKTUBHOCTN KOHCEPBATUMBHOWM
Tepanuu [1, 2, 17, 68, 69] (YYP — C, Y44 — 5).

3HAoCKONMS NoA0CTU HOca (AHAOCKOMMYEecKas 3HAOHa-
3anbHas PeBU3KS MOMOCTU HOCA, HOCOMIOTKM) NauueHTam
¢ MB peKkomeHayeTcs N0 NoKasaHUsaM: Npu HEOBXO0AUMOCTH
OLLEHKM BblparkeHHocTn XPC, cTteneHn Ha3anbHOro noauno-
3a, YTOYHEHUS NOKa3aHUM K PUHOXMPYPTrUYECKOMY NEYEHMIO,
OLlEHKM pe3ynbTaToB 3HAOHA3alNlbHbIX 3HAOCKOMUYECKMX
XMpypruyeckux BmelaTtenbcts [70, 110-112] (YYP — C,
yaa — 4).

3r[4c (a33odaroractpoayoieHOCKONUIO) PEKOMEHayeTcs
npoBOAMTL BCEM MauuMeHTam ¢ MB ¢ UMPPO30OM NeyveHu
ana koHTpons BPBIM 1 pa3 B 6-12 mec, npy noao3peHumn
Ha ractpoasodareancHylo pednoKCHyt0 601e3Hb, 3pO3nB-
HO-A3BEHHbIE MOPaXKeHUs, BocnanuTenbHble 3a6oneBaHus
Ccnn3ncTon 060M04KKM nuuesoaa M xenyaka [2] (YYP — C,
yaa — 5).

PeKkTopomaHockonus ¢ OWOMNCUEN peKoMeHayeTcs
no NoKasaHWaM nauueHTam ¢ nogo3peHnem Ha MB ans npo-
BeAEHUS 3MEPEHUS PA3HOCTU KMULWEYHbIX NOTEHLMaNos [2,
113, 1141 (YYP —C, Y44 — 5).

HUHcTpymMeHTanbHasa AnarHoCTUKa MEKOHUEBOIro

uneyca

NMpoBeneHue 0630pPHON peHTreHorpapuu rpyaHom
M GPIOLLIHOM M00CTM B NPSMON NPOEKLMN B BEPTUKABHOM
NONOXEHUM PEKOMEHLOBaHO nauueHtaMm ¢ MB u nogospe-
HMEM Ha MEKOHWMEBLIN WMNEYC C LieNblo OLEHKU COCTOSHMA
opraHoB 6ptowHon nonoctu [115] (YYP — C, Y44 — 5).

Tak)e nauneHTam ¢ NoJO3PEHMEM Ha MEKOHMEBLIN
uneyc pekomeHayetcs Y3U 6pioliHOM n010CTU AN OLEHKHM
CKOPOCTU KPOBOTOKAa M MHAEKCA PE3UCTEHTHOCTU Ha COCY-
Jax 6pbIXKENKM B pa3/IMyHbIX YPOBHAX, ONpeaeneHns Hanu-
4yua U XxapakTepa CBOOOAHOM KMUAKOCTU B MEKMNETNEBOM
NPOCTPaHCTBE, NaTepasnbHbIX KaHanax, Maaom Tagy [115]
(YYP —C, Y44 — 5).

PekomeHayeTcsi npoBefeHWE PEHTIeHOKOHTPACTHbIX
METOA0B MCCAE[0BaHMUS NMPU NOAO3PEHUN HA MEKOHUEBbLIN
uneyc Ana yCTaHOBNEHUS AMarHo3a, OLEHKMU YPOBHSA nopa-
KeHus, onpegeneHns obbema KOHTPaACTHOro BeliecTBa
N9 NOBTOPHOrO TYroro KOHTpacTupoBaHus [115] (YYP — C,
yaaq — 5).

MaumMeHTaM € NOAO3PEHMEM Ha MEKOHWEBBLIN Wneyc
AN YyCTaHOBAEHMUA MPUYMHBI KULLEYHOM HEMNPOXOAMMOCTHM
peKOMeHAOBaAHO MNpoBeAeHUE AMarHOCTMYECKOM nanapo-
ckonuu [100, 115] (YYP — C, Y44 — 5). B HacToAwmmn
MOMEHT B CBfI3M C aKTUBHbLIM pPa3BUTUEM NanapocKonuye-
CKOM TEXHUKM U @aHEeCTE3UONOrMY4EeCKOro Noco6ms HOBOPOXK-
[LEHHbIM M HEJOHOLWEHHbIM AETAM JaHHbI MeTog fBAseTcs
Hanbonee MHOOPMATUBHLIM M HaMMeHee TpaBMaTU4YHbIM
4Nna BepudUKaLMK MPUYUH KULWEYHOW HEMNPOXOAMMOCTH.
Ecnn ecTb BO3MOXHOCTb, XMPYPrU4YeCKOE JieHeHUe MOXK-
HO BbIMO/IHUTb 1aNapOCKOMNUYECKN MW pacmpuUTb 06beM
Nle4YeHUss 4O MUHM-NanapoTOMMKU B 30HE MHTepeca nn60,
UCKMIOYMB aHaTOMUYECKUI AedeKT, NoCTaBUTb MOKa3aHwus
K KOHCEpPBaTMBHOMY NeYeHMUIo.

HUHcTpymMeHTanbHas AnarHocTMKa CMHAPOMa

ANCTaNIbHOM HHTECTUHa/IbHOH 0GCTPYKLHNH

CONO — 370 4acCTHbIM cny4yal HU3KOM O6TYypaLMOHHON
KULLIEYHON HENPOXOANMOCTH, BO3HWKAIOLWMI NPU HapyLWeHUN
KULLIEYHOro TPaH3uTa y nauneHToB ¢ MyKOBMCLIMA030M CTap-
e HeoHaTaNbHOro Bo3pacta. JJaHHoe 3a6oneBaHne peaKo
BCTpevaeTcs B BO3pacTe 40 2 NeT B CMITy OCOGEHHOCTU ane-
Tbl U COXPaHEHUS NEPUCTaNbTUHECKOW aKTUBHOCTU KMLLKM.
[ns pazBuTUSA ONUMCbIBAEMOro CMHAPOMA HEOBXOAMMO coYe-
TaHWe HeCKONbKMX GaKTOPOB: HapyLlWeHHas CeKpeLms nuile-
BapuTeNbHbIX GEPMEHTOB, MULEBON PaLMOH, COCTOALLMM
M3 NPOAYKTOB, MPUBOASALLMX K 3aryCTEHUIO KULLIEYHOTO XMUMY-
ca (puc, 6n0Ko, rpywa, 6aHaH, x1e6obyno4yHole M3aenuns
(MWeHWYHbIM XxNeb), MaKapoHbl, NevyeHbe; KapTodesb, Yan,
ene, MSCO, Kypuua uiau pbl6a), a TakKe AeKoMMeHcauus
KULKKN Ha GOHE XPOHUYECKOrO PaCTSAKEHNSA KULLEYHOM CTEH-
KW. 3aboneBaHune NposiBASETCS MO TUMY KanoBOro 3asana,
HO XapaKTepHOM 0COBEHHOCTLIO ABASETCS TO, YTO OBCTPYK-
LM NPOMUCXOAWT BbiWe TOACTOM KWLWKK, U CTaHAapTHble
KOHCEepBaTMBHbIE METOAbl pa3pelleHns KasoBOoro 3aBana
O6yayT HeaddeKTMBHBI. [NTOHMMas BbileonncaHHble GaKTopbl,
BO3MOXHO cHopmMpoBaThb rpynnbl pUcKa, co3gaTb cucTemy
NPOPUNAKTUKK, AUArHOCTUKU U NEeYeHus.

MayneHTam ¢ MB U KIMHUKOM HU3KOM OOTYypaLMOH-
HOM KMLIEYHOW HEeNnpoXoAMMOCTU PEKOMEHAOBAHO MpPO-
BeleHWe 0630pHOHU peHTreHorpaguun 6PIOLHON MN00CTH
B NPSIMOM NPOEKLNN B BEPTUKANBHOM MONOXKEHUU C LieNbio
OLIEHKM COCTOSIHMS OpraHoB 6pioliHOM nonoctu [116-118]
(YYP —C, Y44 — 5).

MNauneHTam ¢ nogo3peHnem Ha CANO pekomeHayeTcs
Y3U 6prowwHoN noaocTn ANa OLEHKU XapaKTepa COAepKu-
MOro KWWeYHMKa, NpeuMyLLecTBEHHO B MpaBbiXx OoTaenax
OPIOWHOM NONOCTU, onpefeneHua Hanu4ns cBoboaHOM
MWLKOCTM B MEXNeTneBOM NPOCTPaHCTBE, NatepasbHbIX
KaHanax, manom tasy [116, 117] (YYP — C, Y44 — 5).

PekomeHayeTcs npoBefeHWE PEHTreHOKOHTPACTHbIX
MeTOoA0B MccaefoBaHUs Npu nogospexmn Ha CANO gns ycta-
HOBEHUSA AMArHo3a, OLEHKN YPOBHS noparkeHusa [116, 118]
(YYP —C, Y44 — 5).



NauneHTam ¢ nogospeHnem Ha CAMNO 6e3 aHamMHe3a
onepaTuMBHbIX BMeELIATeNbCTB Ha GPIOWHOM NOAoCTU (Npu
OTCYTCTBMM CMNaeK) peKoOMeHAOBaHO PacCMOTPETb MpoBe-
[AeHWe AMarHoCTMYECKON nanapocKonuu pns BepubuKkaumm
NMPUYUHBI KUILEYHON HEMPOXOAMMOCTU U ANa obecneyeHums
BM3yannsaumm mecta o6CTPYKLMU NPU MPUMEHEHUN MUHM-
NlanapoTOMHOro AocTyna npu UHTeCTUHoTOMMKM [118-120]
(YYP —C, Y44 — 4).

UccnepgoBaHue cnyxa

MNMpoBeaeHne TOHa/IbHOM MOPOroBoH ayiMOMETPUN PEKO-
MeHAyeTCcsl MpU CYyObEKTUBHOM CHUMKEHWW chyxa W/Wnu
NOSIBNEHUN YLIHOO LiyMa, 0 U Moc/ie Kypca Tepanuu aMmu-
HOMMUKO3MAAMM, MPU YIKE BbISBNEHHOW CEHCOHEBpPaibHOM
TYrOYXOCTU, B CBSI3U C PUCKOM Pa3BUTUA CEHCOHEBpPabHOM
TYroyxoctTu Ha ¢OoHe NPUMEHEHWUS CUCTEMHOW aHTUBaK-
TepuanbHOM Tepanuu npenapataMu amMHOTMIMKO3UAHOIO
psaa, obnagaloluMMU OTOTOKCHMYHOCTbIO [2, 20, 121-123]
(YYP —C, Y44 — 5).

KoHcynbTauumu cneumanmctTos

B BegeHuun naumeHToB ¢ MB pekomeHayeTcs Mcnonb30-
BaTb MYNbTUAUCLMNAMHAPHbIM NOAX04, BBMAY TOrO 4TO 3a60-
NieBaHne XapaKTepu3yeTcs MoparKeHMemM MHOMMX opraHoB
WM cuctem, TpebyeT KOMMAEKCHOW Tepanuu, 4YTO AMKTYeT
Heo6X0AMMOCTb COBMECTHOIO BefeHUs nauueHTa cneuua-
nMcTamu pasHblx npodunen [2, 20] (YYP — C, Y44 — 5).

[MaymeHTam MyXCKOro nona B Bo3pacte ¢ 15 net pekKo-
MeHAOBaHa KOHCyNnbTauus Bpaya-yponora/yponora-aHgpo-
fiora AeTCKOro Ansi OLUEHKM COCTOSIHMS PenpoayKTUBHOM
CUCTEMbI U ONpeaeNneHns TaKTUKKM JanbHenwero Habnoae-
Hua [77, 82] (YYP — C, Y44 — 5).

MaumeHTaM MyXCKOorononacMyKoBUCLMAO30M MPU TUMo-
nnasun TeCTUKYN, TMNOroHaan3Me nokasaHo HabnogeHue
n o6cnefoBaHKe y Bpadya-aHAOKPUHONOra Uim Bpada-yposno-
ra/yponora-aHaponora AeTCKOro AN BblBAEHUSA NpuU3Ha-
KOB 3HAOKPWHHbIX, aHAPOMOrMYECKUX HapPYLWIEHUN U pele-
HWS BOMpPOCa O HEOGXOAMMOCTU FOPMOHANbHOM KOPPEKLMM
[77,82,124] (YYP — C, Y44 — 5).

ANOOEPEHLUA/IbHBIA ANATHO3
Hanbonee 4yacTtble Ho30nornyeckne dopmbl ang andode-
peHumManbHoro guarHo3a npu MB:

° BpOXAEHHble aHoManuu 6poHxuanbHoro agepesa (KT,
Tpaxeo6pPOHXOCKOMNUS);

e TybepKynesHas MHPEKLMUSA (KOHCYNbTauns Bpada-pTnsu-
atpa, npoba MaHTy, NpuU HEOBXOAUMOCTU — ansepreH
TYGEPKYIE3HbIN PEKOMOWHAHTHbLIM, KBaHTUHEPOHOBLIN
TecT);

°®  MMMyHogedUUNTHOE COCTOsIHME (HEOBXOAMMbl KOHCY/b-
Tauusa Bpayva-MMMyHosiora (annepronora-MMMyHosnora),
onpegeneHne ypoBHEN WMMMYHOrNOOYIMHOB OCHOBHbIX
Knaccos (G, M, A, E), a TaKe, N0 NoKasaHunam, cybknac-
COB MMMYHOINOOYIMHOB, YPOBHSA U PYHKUUKU T-KNETOK,
B-kneToK, darouutosa, KOMMOHEHTOB KOMMJEMEHTA,
€CTECTBEHHbIX KUNNEePOoB, TECTbl Ha BUPYC UMMYHOAEDU-
unTa Yyenoseka (BUY));

° nepBUYHas LMAMapHas AUCKMHE3US — pecnupaTopHble
CUMMTOMBI, CXOAHbIE C MYKOBMUCLIMA030M, NPU OTCYTCTBUU
4acToro o6ULHOMO CTyNa C MPUMECHIO XUpPa U 310BOH-
HbIM 3anaxoMm, «COJIEHOro» MPUBKYCa KOMHbIX MOKPO-
BOB MOryT HabnogatbCsl y NauuMeHTOB C NepBUYHOM
LMANapPHON OUCKMHE3MEN. XapaKTepHble KAWHUYECKUE
NPOSBNAEHUSA: XPOHUYECKUN OBPOHXWUT, OGPOHXOIKTa3bl
(y 4aCTM nauMeHTOB), XPOHUYECKUIA CUHYCUT, XPOHUYe-
CKMI OTUT (TpHagda KapTtareHepa y N0N0BMHbI NaLMEHTOB
NepBUYHON LMIMApPHON AUCKUHE3WEN COMPOBOXKAAETCS

CXOAHBIMU KJIMHUYECKUMU NPOSIBNEHUAMU U 0BpaTHbIM
pacnonoXeHnemMm BHYTPEHHUX OpraHoB), martonoruye-
CKME M3MEHEHWA MO AaHHbIM CBETOBOM MWKPOCKOMWUK
(oTCYTCTBME ABUKEHUS UM HEAAEKBATHbLIN NaTTEPH ABU-
KEHUS PECHUYEK MepLATENbHOM0 INUTENNS) U/UK INEK-
TPOHHOM MUKPOCKOMMU (NaTONOrMs CTPOEHUSI PECHUYEK)
éuonTata CAUM3MCTOM O0OONI0OYKM HOca W/UnKM BpoHXa,
reHeTUYeCKoe uccnefoBaHMe (C NOMOLbIO MNaHenew,
BKAoYaowmnx redibl DNAH5, DNAH11, DNAI1, DNAI2,
NMES8 (TXNDC3), DNAL1, CCDC151, CCDC114, ARMC4,
CCDC114, ARMC4, CCDC103, DYX1C1, SPAG1, LRRCS,
DNAAF2, DNAAF1 (LRRC50), C21orf59, DNAAF3,
ZMYND10, DNAAF5 (HEATR2), HYDIN, RSPH1, RSPH9,
RSPH4A, RSPH3, DRC1 (CCDC164), GAS8 (DRC4),
CCDC65 (DRC2), CCDC39, CCDC40, OFD1 (pepkui
deHoTtnn), CCNO, RPGR n MCIDAS (aBa nocnegHux —
MUIMEHTHblE PETUHUTbI, OObIYHO AMarHOCTUPYEMbIE
y B3POCAbIX MaLMEHTOB)), KaK CKPWHUHI-METOL MOXET
ObITb MCMOb30BAHO UCCNEeA0BaHME YPOBHS OKCHaa a3o-
Ta B BblAblXaeMOM Ha3anbHOM Bo3ayxe (y 60/bWMHCTBA
nauynMeHToB C NEPBUYHOM LUINAPHOW AUCKUHE3NEN —
CHUMEH).

AnddepeHynanbHas AUarHoOCTUKA MEKOHUAJIbHOIO
uneyca:

60ne3Hb MpWNpyHra, HeMpPoUHTECTUHANbHAA Aucnna-
3us;

BHYTPUYTPOOHasA MHPEKLMSA, BHYTPUYTPOOHbLIN HEKPOTH-
3UPYIOLLMMA HTEPOKONNUT HOBOPOXKAEHHOIO;
BHYTPUYTPOOHbIV NEPUTOHUT, aAr€3UBHbLIN MEPUTOHWT;
nopakeHMs HepBHOIro annaparta TO/ICTOM KULLKK [125].

JIEMEHME

Llenu nevyeHus:

o6ecneynBaTb MaKCMMasbHO BbICOKOE KayeCcTBO KU3HHU
nauuneHTa;

npeaynpexaatb M 1e4nTb 06OCTPEHUS XPOHUYECKOro
MHDEKLMOHHO-BOCNANUTENbHOIO npolecca B GPOHXO-
NIErOYHOW CUCTEME;

o6ecneyntb GU3nYecKoe pas3BUTHUE NaLmMeHTa cornacHo
BO3PACTHbIM HOPMaM (AOCTUXKEHWE NoKa3aTenen dusu-
4YecKoro pas3BuTUS B rpaHuue 25-75-i nepueHTUIn
nocsne KoppeKuun HyTPMTUBHOIO cTaTyca, peKoMeHAaye-
Mas uenb — 50-1 nepueHTub);

ob6ecneynTb NPOPUNAKTUKY OCIOXKHEHNN;

neveHune ocnoxHexwui (NMBC, meKkoHunesbI nneyc, CANO,
M3C/A, umppo3 neveHn 6e3/C CMHAPOMOM MNopTanbHOM
rMNEepTEH3MK, TUNEePCnIEeHN3MOM, KelYHOKaMeHHas
601€e3Hb, MOANMNO3HbIA PUHOCUHYCUT, BENKOBO-3HEepre-
TUYecKass HefoCTaTOYHOCTb, KPOBOXapKaHbe, KPOBO-
TeYeHUs NeroyHble, KposoTedeHns 3 BPBIT n BepxHen
TPEeTH enyaka).

0O6sA3aTenbHble COCTaBAAIOWUE NIeYEHUSA:
aveToTepanus;

3aMecTUTeNbHas Tepanua HeaoCTaTOYHOCTU IK30KPUH-
HOW QYHKLMKM NOAXKENYAOYHON Xenesbl;
MYKONMTUYECKan Tepanus;

[peHnpoBaHMe 6GpOHXMaNbHOrO aepeBa M nevyebHas
GU3KYNbTYPAE;

aHTMGaKTepuanbHaa Tepanus;

BUTaMUHOTEPANuS;

npeaynpexiaeHve n neyeHne o060CTPEHUIN UHGOEKLMOH-
HO-BOCNanuTenbHoro npouecca B OHIMN 4na ymeHblweHUs
CTENeHW HUCXOASLLEN KOHTaMWHaLMKW GPOHXONEro4YHOM
CUCTEMBI;

Tepanua ocnoxHenun [1, 2, 6].
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

KoHcepBaTuBHOe€ ne4yeHue
Mykonutnyeckas tepanms
Bcem naumeHtam ¢ MB (3a MCKIIOYEHMEM MMEKOLWMX

MeAMLMHCKME NPOTMBONOKa3aHUsl) PEKOMEHA0BAHO NpoBe-

[leHNe aKTUBHOW MYKOJIMTUYECKOW TepPanuu ¢ Liefblo YMEHb-

WEeHNS BA3KOCTU MOKPOTbI U 06neryeHus ee apakyauuu [1,

2,6,20] (YYP—C, Y44 — 5).

B KNMHWYECKOM NpaKTUKe AN MyKONMTUYECKON Tepanuum

MCNoNb3YOTCS:

°* [opHa3a anbda — pas3pbiBaeT BOAOPOAHbIE CBSA3MU
monekyn AHK, KoTopble ABASIOTCS OCHOBHOM COCTaB-
NAOWEN THOMHON MOKPOTbI, U Ha3Ha4YaeTCs B KayecTBe
6a3nCHON MYKONUTMYECKOM Tepanuu, obecneyusaeT
3ddeKT B TeyeHune CyToK. [MpnumeHsaeTcs MHransiuMoHHO
B Ao3e 2,5 mr/cyT; npu HeobxoanMmMOoCTH (pacnpocTpa-
HEeHHble 6POHX03KTa3bl) — 5 Mr/cyT (no 2,5 mr X 2 pasa
B IEeHb Yepe3 Hebynansep); Npu XPOHMYECKOM NOUNO3-
HOM CHUHycuTe — 5 mr/cyT (2,5 mr — yepes Hebynansep,
2,5 Mr — € MCNonb30BaHWEM yHUBEPCANbHOW WHrans-
LMOHHOW CUCTEMBI C PYHKLMEN NynbCUpYyIOLLEH Nnodayun
aspo3song no 1,25 mr = 1,25 mn B Kax bl HOCOBOW X0/1)
[1, 2, 20, 126];

° 7% rmnepToHMYECKUn pacTBop HaTpua xnopuaa ¢ 0,1%
HaTpUs TManypoHaTOM MNPUMEHSETCH WHIansLUMOHHO
yepeld Hebynamndep no 5 mna 2 pasa B AeHb, ynyylwaeT
K/IMPEHC AbIXxaTeNbHbIX NyTEN U HAa3Ha4YaeTcsl B Ka4yecTse
6a3MCHON MYKOJIMTMHECKOW Tepanun ¢ BbICTPbIM MYKO-
nmTnyeckum adpdekTom [1, 2, 20, 36, 127], TaKKe MOXKET
npuMeHsaTbes 3% rMNepTOHUYECKUM PacTBOpP HaTpus
xjopuaa, 0co6eHHO y AeTel mnajlero so3pacTta [128];

® MaHHuTON B GOopme MopolLKa AN UHFaNsumMi ynydwaet
K/IMPEHC AblxaTeNlbHblX MyTel, cnocob6CTBYeT ruapata-
umMm cnusu [2, 20, 129].

MaHHUTON U 7% rMNepTOHMYECKUIM pacTBOP HaATPMUS XJ10-
puaa ¢ 0,1% HaTpus rmanypoHaTtoM ABASIOTCA MYKOJIUTUKaA-

MM 6bICTPOro AEMNCTBMS M COYETAOTCS C AOPHA30M anbda.

BpoHxonuTnyeckas Tepanus

Ha3HayeHMe WHrangauMoHHOM GPOHXONUTUYECKOM
Tepanuu nauyuveHtam ¢ MB peKoMeHOOBaHO Mpu Hanu-
Yynun o06paTMMON MM YaCTUYHO 0BpaTUMOM OGPOHXMaNbHOMN
06CTPYKLMK (MPMPOCT ypoBHA ODB, nocne nHranaumm 6poH-
XONUTUKa > 15%) ¢ Lenbto ynydweHns aBakyauum MOKpPOThI,
nepen NpMMEHEHUEM MHTansuMin aHTMGaKTepUabHbIX Npe-
napaTtoB, FMMNEPTOHMYECKOro pacTBOpa HaTpus xJopuaa,
nepen kuHesutepanuen [1, 2, 6, 20] (YYP — C, Y44 — 5).

B KayecTBe OGPOHXONUTUHECKOW Tepanuum nauueHTam
¢ MB pekomeHayeTcs Ha3Ha4uMTb OPOHXONUTUHECKUIA Mpe-
napart M3 rpynrbl CENeKTUBHbIX [, afipeHOMUMETHKOB,
WM aapeHepruyecKkme cpeacTea B KOMGUHALMKU C aHTUXONN-
HEPrMYECKUMU, MU aHTUXONIMHEPIUYECKME cpeacTBa NM60
ApYyron npenapart Ana nevyeHuss o6CTPYKTUBHbLIX 3abonesa-
HWW OblXaTeNbHbIX NyTEN NO MHAUBUAYANbHLIM MOKa3aHUAM
B pexume «no tpebosaHuio» [1, 2, 20, 130-133] (YYP — B,
yaa— 2).

AHTHGaKTepuanbHas Tepanus

O6uiMe NpuHUMNbI aHTMOGaKTepUaabHOM Tepanuu

AHTnGaKTepuanbHas Tepanua (NJaHoOBble KypcChbl
aHTMGaKTepuanbHbiX MNpenapaTtoB B BWAE WHransauum
yepes3 Hebynamsep, uan COBMECTHO C Tab/ieTUPOBaHHbI-
MU dopmMamu, UAM BHYTPUBEHHO) PEKOMEHJOBaHa BCEM
nauMeHTam C JIeroyYHbiMM nposiBiaeHusmn MB, y KoTo-
pbix OoTMedaeTca ob6ocTpeHne MB (BKIo4as 060CTpPeEHUS
Ha ¢OHEe OCTpOM pecnupatopHOn MHOEKUWUKW) WU BbiSB-
NSOTCA HOBblE MATOreHHble BO36GYAUTENW PECMUPATOPHOWM
MHdEKLMN B KonnyecTse Gonee 10° KONoHMeobpasyowmnx

€AMHUL, NPY NIaHOBOM MUKPOBUONOrMYECKOM McCcneaoBa-
HWW C Lenbio apaanKaLmMn NPUYNHHO-3HAYUMbIX MUKpOOpra-
HWU3MOB [2, 6, 20, 134-137] (YYP — B, Y44 — 2).

Mpn npoBegeHun naumeHTam ¢ MB aHTMGaKTepuanb-
HOM Tepanuu 6aKTepuanbHoM MHOEKLMKU B BPOHXONErO4YHOM
CUCTEME PEKOMEHAOBAHO OPMEHTUPOBATLCA Ha YYBCTBU-
TEeNbHOCTb BblAENEHHOr0 MUKpoopraHuama (Pseudomonas
aeruginosa, MRSA, Burkholderia cepacia complex,
Stenotrophomonas maltophilia, Staphylococcus aureus
n Haemophilus infuenzae v ap.) K aHTUGaAKTepUanbHbIM Npe-
napaTam C Lefblo NoBblleHNUS 9GPEKTUBHOCTH neveHns [2]
(YYP — C, Y44 — 5). NabopaTtopHoe onpeaeneHne 4yBcTBu-
TENbHOCTU MUKPOOpPraHu3ma K aHTMOGMOTMKaM He Bcerga
NMOSIHOCTbIO COBMaAaeT C KJAMHUYECKMM OTBETOM Ha MpPOBO-
avmyto Tepanuio [2, 6, 20, 135-137]. Mpwu BbiGOpe aHTUGUO-
THKa LenecoobpasHo yyecTb abPEKTUBHOCTb paHee NpoBo-
IMMbIX KYpCOB aHTUGaKTepuanbHom Tepanuu [2].

Naunentam ¢ MB Ha3HavalOT MaKcumalbHble BO3-
pacTHble A403bl NpenapaTtoB WAM A03bl, PEKOMeHAyeMble
ona nagyuveHtoB ¢ MB. B cBs3uM ¢ TaecTbio 3abonesa-
HWS, HEOBXOAMMOCTbIO MaKCUMasbHbIX AO3UPOBOK aHTUMMU-
KpOOGHbIX NpenapatoB U AedULUTOM leKapCTBEHHbIX GOopMm
AN MHransaUMOHHOIrO NPUMEHEHUS B MMPOBOWM KJIMHMYe-
CKOW MpaKTUKe TpaauMuMOHHO npumeHstotca off-label (BHe
WMHCTPYKLMK) MHBEKLMOHHbIE aHTMMUKPOOGHbLIE cpeacTBa
B BMAE MHranauum [42, 138-146].

Mpn ocTpon pecnupatopHon nHbeKLMm nauneHtam ¢ MB
peKoOMeHA0BaHO Ha3Ha4YeHne aHTMbGaKTep1anbHOM Tepanuu
B AOMalHMX YCMOBMAX COrNacHo Npodunlo YyBCTBUTENb-
HOCTW BbIAENEHHOW pecnupaTtopHOn MUKPOGIOpbl B CBA3MK
C aKTMBaLMen XPOHMYECKOro BOCMasuTeNbHOro npouecca
Ha ¢OHe npucoeauHeHUs OCTPOW pecnupaTtopHoOn MHOEK-
unu [2, 20, 42] (YYP — C, Y44 — 5).

AHTHGaKTEpHasbHada Tepanua Npu Boicese

MEeTULMAINH-YYBCTBUTENbHOrO Staphylococcus aureus

(MSSA) u Haemophilus influenzae

Mpu BbIGOpPEe aHTUbGaKTepuanbHbIX MNpenapaTtos
4NS Tepanuu NauMeHToB C MYKOBWCLMAO30M C BbiCEBOM
Staphylococcus aureus 1M Haemophilus influenzae peko-
MeHAoBaHO NpumeHaTb JIC B COOTBETCTBMM C YYBCTBUTENb-
HOCTbIO C Lenblo 3paguMKauun MpUYUHHO-3HAYUMOIO BO3-
6yauTens (npenapatbl, JO3UMPOBKM U KPaTHOCTb BBEAEHUS
npeacTaBneHbl B Tabn. 6, 7) [2] (YYP — C, Y44 — 5).

AHTMGaKTepuranbHasa Tepanus npu MRSA-uHbeKuunn

Mpn nepBuyHOM BbiceBe MRSA y cTabuibHbIX Mauu-
€HTOB (BHE 060CTPEHMS XPOHWYECKOro BOCMNANUTENbHOrO
npouecca) B Ka4yeCTBe NEPBON NUHUKM Tepanuu npu oTcyT-
CTBUM NPOTMBOMNOKA3aHWM pPeEKoOMeHAyeTcs Ha3HadveHue
ABYX aHTubGaKTepuanbHblX NpenapaTtoB per 0S B TevyeHue
1-3 mec, Yalle 310 KoM6uHauua pudamnuuuHa ¢ y3u-
LOBON KUCNOTOW MAn cynbdameToKcason + TPUMETOMNPUM
(tabn. 8) [2, 20] (YYP — C, Y44 — 5).

Mpu nepBuyHOM BbiceBe MRSA y HecTabubHbIX Nauu-
eHToB (NpuM 06OCTPEHMU XPOHWUYECKOro BOCMaNUTENbHO-
ro mpolecca) peKomeHayeTcs npoBeAeHne BHYTPUBEHHON
WNn NepopanbHOM Tepanuu B TedeHne 2 Hel NIMHEe30AMA0M
WU TEMKOMNA@HMHOM, MPOYUMMU aHTUOUOTUKAMMU, aKTUBHBIMM
B oTHoweHnn MRSA (cm. Tabn. 8) [2, 139, 147-149] (YYP —
C, yaa—5).

ANUAEMMONOrMYECKME UCCNEef0BaHUA AEMOHCTPUPY-
toT, 4yTo MRSA accounupyeTca CO CHUKEHHON Nero4yHowm
PYHKUMEN, Bonblen NOTPEBGHOCTbIO B MEANKAMEHTO3HOM
TepanuuM W Xyawen BblKMBaemocTblo. [Nna 3apajukauuu
BO36yaMTENA UCMONb3YIOT 4OCTATOYHO arpeccuBHble Cxe-
Mbl NeYyeHus.




Ta6nuua 6. AHTUGaKTepUanbHble NpenapaThl, NPUMEHAEMbIE Y NALUEHTOB C MyKOBUCLMAO30M NPU BbiICEBE U3 MOKPOTbLI / GPOHXMaNbHOIro
ceKpeTa METULMNINH-YyBCTBUTENbHOIO Staphylococcus aureus (MSSA)

Table 6. Antibacterial drugs used in patients with cystic fibrosis when cultured methicillin-sensitive Staphylococcus aureus (MSSA) from

sputum/bronchial secretion

. CyTO4HbI€ f03bl Cnoco6 KpaTHocTb
AHTUGaKTepuanbHbiii npenapar o
ANA peten BBeJeHusa BBeeHusa
AMOKCULMANKH + [KNaBynaHoBas KUCNOTa]
(cycneHaust Ans npuema BHYTPb NPOTUBOMOKa3aHa AeTsM 4o 3 Mec, 60-90 mr/kr BHyTpb 2.3
TabneTKu gucneprupyemble NPOTMBONOKAa3aHbl AETAM A0 2 NeT, (Pac4eT Mo aMOKCUUNANUHY)
TabneTKM, MOKPbITbIE MIEHOYHON 060/TI0HKOM, MPOTUBOMNOKAa3aHhbl
netam o 12 net v ¢ maccow Tena meHee 40 Kr) 90-120 mr/Kr B/B 3-4
OKcauunInH 200-300 mr/Kr B/B 4-6
LledanekcuH
(kancynbl 250 Mr npoTuBoNoOKa3aHbl AeTam Ao 10 neT, TabneTku 25-50-100 mr/Kr BHyTpb 3-4
250 Mr NpoTMBOMOKa3aHbl AeTAM 40 7 NieT)
LedasonuH 100-150 mr/Kr B/B 2-3
Lledypokeum 20-30 Mr/Kr BHYTpPb 2
(cycneHaus ana npuema BHYTpb NPOTMBONOKa3aHa AeTaM 10 3 Mec,
TabneTKN NPOTUBOMNOKa3aHbl AeTaM A0 3 ner) 150-200 mr/kr B/B 3-4
LedTprakcoH 50-80 mr/Kr B/B 1-2
Ledenmm 100-150 mr/Kr B/B 2-3
(NpoTMBOMNOKa3aH AeTAM 0 2 MEC KU3HM)
A3UTPOMULUH 1
(TabneTkn 125 Mr npoTuBONOKa3aHbl eTam Ao 3 fieT, CyCneH3uns > 6 mec — 10 mMr/Kr BHyTpb .
Kypc 7-10 aHew

AN npuema BHyTPb NPOTUBOMNOKa3aHa AeTaM 40 6 Mec)
KnaputpomuumH
(TabneTkM NPOTMBOMNOKa3aHbl AeTam 4o 12 ner) 15 mr/wr BryTpe 2
[»o3amMnumH
(npoTMBONOKa3aH npu macce Tena 6onee 10 Kr) 40-50 mr/kr BryTpe 2-3
KnuHaamuumH 20-40 mr/kr BHyTpb 3-4
(p-p ANs B/B U B/M BBEEHUS NPOTMBOMNOKa3aH AeTsam Ao 3 ner,
Kancynbl NPOTUBOMNOKa3aHbl AeTAM A0 8 NeT ¢ Maccom Tena Ao 25 Kr) [Oetam ctapuwe 3 net 40 mr/Kr B/B 3-4

[eTam ¢ maccor Tena meHee

45 Kr B NepBbli leHb e4eHuns
JOKCULMKINH 4 mr/Kr, B nocneaylowme gHu — BHyTpb 1-2
(npoTMBONOKa3aH aetam ao 8 ner) 2—-4 Mr/Kr

[eTtam c maccoi Tena 6onee

45 Kr — KaK B3pocC/bimM
Ko-TpumoKcason [cynbdameTokcason + TpUMeTonpum] 6-10 Mr/Kr no TpPUMETONPUMY
(cycneHaus Ansa npMema BHYTPb MPOTUBONOKa3aHa AeTaMm 40 6 Hej, Mpwn THenon nHdeKumm BHyTpb 5
TabneTky NPOTUBOMNOKa3aHbl 4eTaM A0 3 f1eT, pacTBop AN MHOY3UKN BO3MOXHO YBeNM4yeHue 03bl B/B
NpPOTUBOMNOKa3aH AeTaM 4o 3 neT) Ha 50%
250 ™mr (B nepBble 2—3 gHA
TramdeHnKona rmumHaT aueTuiuucTenHaT NleYeHUs 103a MOXKET ObiTb MHransiuMoHHo 2
yBenunyeHa B 2 pasa)

AHTn6aKTepHuanbHag Tepanus Npy BbiSBAEHUU

B MOKpOTe / 6pOHXMaibHOM CeKpeTe

Pseudomonas aeruginosa

PekomeHayeTcs 0OQHOBPEMEHHOE Ha3HavYeHne 2—3 npo-
TMBOMWKPOGHbIX NpenapaToB U3 pasHbIX rPynm, YTo NpesoT-
BpallaeT pa3BUTUE yCTOMYMBOCTU P. aeruginosa wu cno-
CO6CTBYET [OCTUMEHUIO MaKCMMaNbHOIO KJMHUYECKOro
abdekTa (3pagukauun P. aeruginosa) (tabn. 9) [2, 6, 20,
134-136, 150, 151] (YYP — C, y4/4 — 5).

Han6onee yacTo NpUMEHSIOT KOMGUHALMKU @MUHOTIUKO-
31aoB c uedanocnopuHammn 3—4-ro noKoNeHus (CMm. Tabn. 9).
Llenecoobpa3Ho nNepuoaMyecKn MeHATb KOoMOUHaLWK
aHTUOUOTUKOB, IPODEKTUBHBLIX B OTHOLIEHUW CUHETHOMHOWM
nanoyku. CnegyeTt NOMHUTbL, 4TO NaGopaTopHoe onpegene-
HWe YYBCTBWUTENBHOCTU MUKPOOPraHnu3mMa K aHTUGUOTUKaM

He Bcerga NofIHOCTbi0 COBMajaeT € KIUMHUYECKUM OTBETOM
Ha NpPoBOAUMYIO Tepanuio. B Taxenbix cnyyasx, npu HecTa-
OUNLHOM COCTOSIHUM JOMYCKAeTCs HEMPEpPbLIBHOE NPUMeEHe-
HWe npenapaTta [152].

PeweHne 0 Ha3zHa4YeHUU He3apPerucTpPUpoBaHHbLIX Mpe-
napaTtoB MO }XW3HEHHbIM MOKa3aHUAM NPUHUMAETCH KOHCHU-
nMymom denepanbHON MeOUUMHCKOW opraHu3aluu; BBO3
npenapara OCyLLeCTBAAETCA B COOTBETCTBUU C 3aKOHOAa-
TenbHOW 6a3on Ana obecrnevyeHus NauueHToB He 3aperu-
CcTpupoBaHHbIMM B Poccuiickon dPepepaunu nekapcTBeH-
HbIMWU NpenapatamMu MO XU3HEHHbIM MOKa3aHUAM (NpUKa3s
MwuHKcTEepCcTBa 34paBOOXPaHEHNUS U COLMaNbHOIO Pa3BUTUS
Poccuiickon depepaunn «O nopsaake NpUMEHEHUsS nexap-
CTBEHHbIX CPEACTB Y NaLMEeHTOB MO XU3HEHHbLIM NOKa3aHu-
amM» oT 9 aBrycta 2005 r. N2 494).
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Ta6auua 7. AHTHGaKTepHasbHble npenaparsl, NPUMeHAEMbIE Y NaLMEeHTOB C MyKOBUCLIMAO30M NPy BbICEBE U3 MOKPOTbI / GPOHXWANbHOrO

cekpeTta Haemophilus influenzae

Table 7. Antibacterial drugs used in patients with cystic fibrosis when cultured Haemophilus influenzae from sputum / bronchial secretion

CyTO4HbIE JO3bI Cnoco6 KpaTtHocTb
AHTUGUOTHUK o
ANA peTen BBeAeHus BBeAeHus
AMOKCULMAINH 60-90 Mmr/Kr BHyTpb 2-3
AMOKCUUMANKH + [KNnaBynaHoBas Knucnotaj 60-90 mr/Kr BHVTDL 2-3
(cycneHausa gns npuemMa BHYTpb NPOTUBONOKa3aHa AeTam 4o 3 mec, (pacyeT Mo aMOKCULUANUHY) yTe
TabneTKM Aucneprupyemble NpoTMBOMNOKa3aHbl AETSM A0 2 NeT,
TabneTKu, MOKPbITbIE nneH?quw 060/104K0I, NPOTUBOMNOKa3aHbl 90-120 Mr/kr B/s 3.4
netsm go 12 net v ¢ maccon tena meHee 40 Kr)
LledypoKcum 20-30 mr/Kkr BHyTpb 2
(cycneHaus ang npuema BHyTpb NPOTUBOMNOKa3aHa AeTaMm 4o 3 Mec,
Ta6NEeTKW NPOTUBOMNOKAa3aHbl AeTaM Ao 3 fieT) 150-200mr/kr B/e 3-4
LlednKkcum
(cycneHauns ana npuema BHyTpb NPOTUBOMNOKa3aHa AeTam 4o 6 mec,
TabneTKn gucneprupyemble NPoTUBOMNOKa3aHbl 4ETAM C Maccoun 8 Mr/Kr BHyTpb 1-2
Tena fo 25 Kr, TabneTKW, NOKPbITbie N1EHOYHOM 060104KON, U Kar-
Cynbl NPOTUBONOKa3aHbl AeTaM Ao 12 nert)
LedTpHnakcoH 50-80 mr/Kr B/B
LedoTakcum 100-150 mr/Kr B/B -
[etam ¢ maccom Tena < 40 Kr —

Uedenum 100-150 mr/Kr

o B/B 2-3
(NpoTMBOMNOKa3aH AeTAM [0 2 MEC XKU3HW) [etam ¢ maccon Tena > 40 Kr —

4-6r1
[eTtam ¢ maccon Tena ao 45 Kr
B NepBbl AeHb — 4 MI/KT,
[OKCULMKANH B nocnegyowme aHn — BHyTpb 1-2
(npoTuBONOKa3aH AeTam o 8 neT) 2—4 Mr/Kr
[eTam ¢ maccol Tena 6onee
45 Kr — KaK B3poc/biM

TnambeHnKkona rmuumHaT aueTununucTemHaT 500-1000 mr MHranauum 2

Ta6nuuya 8. AHTMGaKTepUuabHble Npenapatbl, NPUMEHSEMbIE Yy NaLMEHTOB C MyKOBUCLMAO30M NPU BbICEBE U3 MOKPOTbI / GPOHXMAIbHOIO
CeKpeTa MeTUUMNNH-pe3nucTeHTHoro Staphylococcus aureus (MRSA) [42, 138, 139, 144-148]

Table 8. Antibacterial drugs used in patients with cystic fibrosis when cultured methicillin-resistant Staphylococcus aureus (MRSA) from

sputum / bronchial secretion [42, 138, 139, 144-148]

(npoTBONOKa3aH AeTaAM 4o 8 neT)

OHW — 2—4 Mr/Kr/cyT
[eTam ¢ maccon Tena 6onee
45 Kr — KaK B3poCibiM

o CyTouHas go3a Cnoco6 KpatHocTb
AHTHGaKTepuanbHbIA Npenapar o
ANA peten BBeJEeHUs BBeJEeHus
Pudbamnuumy 20 mr/Kr/cyT
(B MOHOTEpPANWUK HE Ha3HavatoT) BHyTpb 2
(MakcumanbHo 600 Mr/cyT)
(npoTuBONOKa3aH aetam Jo 1 roga)
Ko-TpumoKcaszon [cynbdameTokcason + TpumeTonpmm] 6-10 mr/kr/cyT no . BHyTpb
TPUMETONPUMY, NPU THHKENON
(cycneHauns ang npuema BHYTPb NPOTUMBOMNOKa3aHa AeTaM Ao 6 Hej, MHOEKLIN 2
TabneTKM NPOTMBOMNOKa3aHbl AeTAM A0 3 NeT, pacTBop ANA UHbY3UM »
BO3MOXHO yBeNM4eHne A03bl
npoTUBOMNOKa3aH aetam go 3 ner) o B/B
Ha 50%
40-60 Mr/Kr
#< 1 ropa: 15 mr/kr 3 pasa
B A€Hb
dy3unpoBas Knucnota #(po 3 net) 1-4 roga: BHVTDL 3
(npoTBONOKa3aHa aetam o 3 ner) 250 mMr 3 pa3a B eHb yTp
5-12 net: 500 mr 3 pasa
B A€Hb
> 12 net: 750 Mr 3 pa3a B ieHb
KAMHAGMULMH 20-40 mr/Kr/cyT BHYTpb 3-4
(npoTuBONOKasaH Aetam o 3 neT) 40 Mr/Kr/cyT B/B 3-
[eTam c maccon Tena MmeHee
45 Kr B NepBbIi AeHb Ie4eHuns
[JOKCULMKANH 4 mr/Kr/cyT, B nocnegywouue BHyTpb 1-2




Ta6auuya 8. OKoHYaHWe
Table 8. Ending

(dopMbl AN MUHBEKLMOHHOTO MPUMEHEHUS)

AHTHGaKTepMANLHLIA Npenapar CyTo4yHasa po3sa Cnoco6 KpaTHocTb
ANS peten BBeJeHusa BBeJeHus
B Bo3pacTte 8-11 net —
TureumKknuH 2,4 mr/Kr/cyT B/B B Te4yeHune 9
(npoTuBONOKasaH aetam go 8 ner) MakcumanbHas gosa — 100 mr 30-60 MUH
Jo3ac12 go 17 net — 100 mr
Jiunesonun o (1M2af(i:nv|_a§t?|-;§%g(r)/;gcw BHyTpb, B/B 3 —po12ner
(TabneTnpoBaHHble GOPMbI MPOTUBOMNOKA3aHbl AeTaM A0 12 neT) Crapiwe 12 neT — 1200 mr 2 — cTapwe 12
BaHKoMUUMH 40 mr/Kr/cyT B/B 2-4
250 Mr 2 pa3a B AeHb

#BarKommuuH K otmepeHHOM go3e fo6aButb | MHransaumMoHHo 2

xnopuaa HaTtpus 0,9% ao 4 mn

TenKkonnaHuH

>1 mec — 10 Mr/Kr
(MakcumanbHo 400 mr) —
3 0o3bl Kaxable 124
(Harpy3oyHas gosa) B/B 1-2
Mocneayowwne 24 4 10
Mr/Kr (MakcumanbHo 400 mr) —
OAHOKpaTHO/CyT

UedTaponuHa pocamun
(NnpoTMBOMNOKa3aH AeTaM 0 2 MeC)

2 mMec — 2rofa — 24 Mr/Kr
2-12 net — 36 Mr/Kr
12-18 net 36 Mr/Kr —
pa3oBas fjo3a
(pa3oBas j03a He JoMKHa
npesblwatb 400 mr)

B/B 2

TenaBaHUMH

B/B (He meHee

MauneHtam ctapwe 18 net 60 MnH)

Mpumedarune. #MpuMeHeHre NeKapCTBEHHOroO npenapara BHE 3aperncTPUpPOoBaHHbIX B MHCTPYKUMK JIC noKasaHWi OCylLecTBAAETCS Mo
peLIeHnIo Bpaye6HOM KOMUCCHM, C paspelleHns JToKanbHOro 3TYECKOro KOMUTETa MEANLIMHCKOM opraHu3aLmnu (Mpu Haamuum), C ycnosuem
NoANMCaHHOro MHPOPMMPOBAHHOIO COrNacka PoauTeNen (3aKOHHOMo NPeaCcTaBnUTENs) U pebeHKa B Bo3pacTe cTaplue 15 fer.

Note. #The administration of medication outside the indications registered in the drug instructions is performed by the decision of health
authorities with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed consent from parents

(legal representative) and a child over the age of 15 years.

MNPy XPOHMYECKON KONOHM3ALMU HUMKHMX AblXaTeNbHbIX
nyten P. aeruginosa ans yBeanyYeHUs MpPOoLOSIKUTENIbHOCTH
M3HU NaLMEHTOB PeKOMeHAYeTCs NpoBeaeHne npodunak-
TUYECKMX KypCcOB aHTMbGaKTepranbHOW Tepanuu [2, 42, 138,
148, 149] (YYP — C, Y44 — 5).

CTpaTternsa aHTMbnoTMKoTepanumn MHdeKLMm
Pseudomona aeruginosa npu MyKoBUCLIA03E
Opaaunkauyma P. aeruginosa npu nepBMYHOM BbICEBE.
Mpn OTCYTCTBUM Y NALMEHTA KIMHUYECKMU 3HAYUMbIX PECTU-
pPaToOpPHbIX CMMMATOMOB, MPU MWHUMANbHbIX CTPYKTYPHbIX
W3MEHEHUAX B NIETKUX M NPU YCIOBUWU NpoBeaeHna 6aKTe-
PHONOTMYECKOr0 MOHUTOPUHIA He pexe 4 pas B roa pexko-
MeHIyeTca NnpoBeAeHWe OOHOIMo M3 2 PEXMMOB aHTUOaK-
TepuanbHOW Tepanuu c Lenblo apagukauun P. aeruginosa
ONS yBENMYEHUSA NPOAOSIIKUTENBHOCTU XU3HU U Npodunax-
TUKM CHUXKEHUA QYHKLUMK NIErKUX ANSl MaLMeHTOB BCEX BO3-
pacToB [10, 11, 29]:
°® WHranauuu TobpamuuuHa B Buae pactBopa 300 wmr
2 pasa B [IeHb WX B BU/e Kamncyn ¢ NOPOLLIKOM ANS UHra-
nauumn (o6e nekapcTBeHHble ¢OpMbl MPOTUBOMNOKAa3aHbl
ana geten oo 6 net) 112 mr X 2 pasa B leHb B Te4eHue
28 gHew [1, 2, 6, 20, 134-136] (YYP — A, Y44 — 2),
BO3MOXHa KOMOGMWHauuMsa ¢ uMnpodaoKcauuMHOM (CM.
Tabn. 9) B TeyeHne 3 Hep [1, 2, 20, 42, 134-136, 139,
149] (YYP — A, Y44 — 2)

unm
®* KOMOMWHaAUMS MHransiuMOHHOIrO KonucTumeTtaTa HaTpwus

(4 maH EA X 2 pasa B AeHb y aeten mnagwe 8—10 ner,

2 MmnH E[] X 2 pa3a B AeHb y nauneHToB 8—10 neT n ctap-

we; ona geten mnagwe 6 NeT Ha3HayaTb NO PELIEHUIO

BpayebHOro KoHcunanyma) [139] B TeyeHune 3 Mec B coye-

TaHWU ¢ uMnpodnoKcaumHoM (cMm. Tabn. 9) per os U3 pac-

yeta 30—40 Mr/Kr/cyT B ABa NpueMa B Te4YeHue oT 3 Hej,

[0 3 Mec B 3aBMCMMOCTH OT Bo3pacTa [2, 20, 139, 149]

(YyP—C, Y44 — 5).

MpU HaNUYMM KAMHUYECKM 3HAYMMbIX PECTMUPATOPHbIX
CUMNTOMOB, MPU3HAKOB 060CTPEHUS BPOHXONErOYHOr0 NpPo-
Lecca, y HEKOMMNAaeHTbIX NaLMEHTOB PEKOMEHAOBAH ABYX-
HedeNbHbIK KypCc BHYTPUBEHHOW KOMOGMHMPOBaHHOM (ABa
npenapara) aHTUCUHErHOMHON Tepanuu C LieNblo apaauKa-
umu Bo3byautens [42,139,149,153] (YYP — C, Y44 — 5).

UHTepMUTTUPYIOLWas U XpoHndyecKas nHoexkymm P. aerugi-
nosa. MNpun MHTepMUTTUPYIOLWEN MHdeKLMK P. aeruginosa BO3-
MOXHOCTb CaHalLMK MOKPOTbI NauMeHToB ¢ MB 3HaunTenbHO
Bblll€e, YEM MPU XPOHUYECKOW. B MHOrONETHUX UCCNELOBaAHM-
SIX MOKa3aHo, YTO aKTMBHAs aHTUMUKPOGHas Tepanus No3Bo-
NFeT NpeaynpeanTb UM OTCPOYUTb Pa3BUTUE XPOHWYECKOM
UHbeKumu P. aeruginosa 6onee 4eM y 80% nauneHTos ¢ MB.

Ecnn apagvkaumsa P. aeruginosa nocne nNpoBefeHHOro
Kypca aHTUBMOTUKOTEpPANUM y NaumeHTa ¢ MYyKOBMCLMIO-
30M He Mpov3oLia Uy nauMeHTa pasBunacb XpoOHUYECKas
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Ta6auua 9. AHTMGaKTEepPUabHbIe NpenapaThl, TPUMEHAEMbIE Y NALMEHTOB C MYKOBUCLIM030M NPU BLICEBE N3 MOKPOTbLI / GPOHXMAbHOIO

ceKpeTta Pseudomonas aeruginosa

Table 9. Antibacterial drugs used in patients with cystic fibrosis when cultured Pseudomonas aeruginosa from sputum / bronchial secretion

. CyTo4yHas fo3a Cnoco6 KpaTtHocTb
AHTMGaKTepuanbHbii Nnpenapar o
ANA peten BBEeAEeHUs BBeAeHus
AMUKaLWH 20-30 Mr/Kr B/B 1
leHTaMuumH 10 mr/Kr B/B 1
#< 1 mec — 30 Mr/Kr
LMnpodnoKcaumH >1 mec — 40 mr/kr BHyTpb 2
(NPOTMBOMNOKa3aH AEeTAM C MyKOBMCLIMA030M 10 5 ner) (MakcumaneHo 750 mr)
10 Mr/Kr B/B 2
#MeBodnoKcauuH 16-20 mr/Kr BHyTpb 1-2
(NnpoTuBONOKasaH Ao 18 ner) 16-20 Mr/Kr B/B 2
LledTazmgnum 150-250 mr/Kr B/B 2-3
Hedenvim 100-150 mr/kr B/s 2-3
(NpOTMBOMNOKa3aH AeTAM 0 2 MEC XU3HM)
Hegenum + [cynbbakTaw] ¢ 2 Mec — 50-80 mr/kr B/s 2-3
(NnpoTUBOMNOKa3aH AETAM [10 2 MEC XXU3HW)
[o 18 net
LledTtazmgnm + [aBubakTam] He NpUMEHsIeTCS B/B 3
3 (B cnyyae, ecnu
MIMK anq
P. aerugeinosa paBHa
wnu 6onee 2 mr/n —
LlepTonosaH + [Ta3ob6aKkTam] #90-120 mr/Kr B/B 3040 mr/Kr
(no uedTonozany)
4 BBEJEHUS B CyTKU
(Kaxable 6 4))
MunepaunnnuH + [Tazob6akTam] (NpoTUBONOKa3aH AeTam [0 2 neT) 270-360 mr/kr B/B 3-4
LledonepasoH + [cynbbaKTaMm] 150-200 mr/Kr B/B 2
A3TpeoHam (NpoTMBOMNOKa3aH A0 Bo3pacTta 9 mec) 150-250 mr/Kr B/B 4
MmuneHem + uunacTtatuH (NPOTUBOMNOKAa3aH AeTaM 40 3 MeC KU3HW) 50-100 mr/kr B/B 3-4
no UMUNeHemMy
MeponeHeM (MPOTUMBOMOKa3aH AeTaM A0 3 MEC KU3HM) 60-120 mr/Kr B/B 3
JopuneHem [o 18 net He NnpumeHsaeTcs B/B 3
dochoMHnUMH (NpoTUBONOKA3aH AeTam Ao 12 ner) 0,2-0,4 r/kr B/B 3-4

lpumeyvaHue. #IpUMEHEHWE NeKapCTBEHHOMo npenapara y jeTel BHe 3aperMcTpUupoBaHHblX B MHCTPYKUMKM JIC noKa3aHui ocylwecTBns-
eTCs Mo peleHnto BpayebHON KOMUCCUK, C pa3peLlleHns JTOKanbHOro aTUHECKOro KoMUTEeTa MEAULIMHCKON OpraHn3aLmmn (Npyu Hannyium), ¢
yCNnoBMeM NoAMMCaHHOro MHGOPMUPOBAHHOIO COrnacus poauTenem (3aKOHHOro NpeacTaBuTeNs) M pebeHka B Bo3pacTe cTaple 15 nert. Mpwu
HaNM4Yum MeQMLMHCKMX NOKa3aHUM (N0 *KM3HEHHBIM NOKa3aHWaM, BKI0Yas MHAUBUAYaSIbHYIO HEMEPEHOCUMOCTb, Janee — MO0 XU3HEHHbIM
noKasaHWaM) No peLleHnto Bpaye6GHOM KOMUCCHUM OCYLLECTBNAETCA Ha3HAYeHWe IeKapCTBEHHbIX NPenapaToB HE N0 MeXAYHapoLHOMY Hena-
TEHTOBAHHOMY HaMMEHOBaHMI0, a MO TOProBOMY HaMMeHoBaHuIo (4. 15 cT. 37 PegepanbHOro 3akoHa ot 21 Hoa6psa 2011 r. N2 323-d3 «06
OCHOBax oxpaHbl 340p0BbS rpaxaaH Poccuinckon deaepaumnm» 1 n. 6 Nopsaka HazHa4YeHUA NeKapCTBEHHbIX NpenapaTos, $opm peLenTyp-
HbIX 6N1aHKOB Ha IeKapCcTBEHHbIE Npenaparthbl, nopsaka 0bopMNEHNA YKa3aHHbIX 61aHKOB, UX YYeTa U XpaHEHUS, yTBEPKAEHHOIO NPUKa30oM
MwuH3gpaBa Poccum oT 14 aHBaps 2019 r. N2 4H). PelweHune Bpaye6HON KoMUCCHKU 0DOPMASETCA MPOTOKONOM U BHOCUTCH B MEAULIMHCKYIO
[OKyMeHTaLMio NauneHTa. PeleHne 0 Ha3Ha4yeHUn He3aperncTpMpoBaHHbIX NPenapaToB Mo XU3HEHHbLIM MOKa3aHUAM MPUHUMAETCS KOH-
cunmymom denepanbHOW MeaULIMHCKON opraHu3almnun; BBO3 npenapara oCcyLecTBSETCH B COOTBETCTBUU C 3aKOHOAaTeNbHOM 6a301 Ana
obecneyeHuns NaLMeHTOB He 3aperMcTpupoBaHHbiMU B Poccuitckon deaepaLmm nekapcTBEHHbIMKU Npenapatamu Nno *XU3HEHHbIM MOKa3aHu-
AaM (NpuKa3 MuHUCTEPCTBa 34paBOOXpPaHEHUS U coLmManbHOro pa3suTuna Poccuinckom ®egepauunn «O nopsake NpUMeHeHUs NeKapCTBEHHbIX
CpeacTB Yy 60/bHbIX NO XXM3HEHHbIM NOKa3aHusaM» oT 9 aBrycta 2005 r. N2 494).

Note. #The administration of medication outside the indications registered in the drug instructions is performed by the decision of health
authorities with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed consent from parents
(legal representative) and a child over the age of 15 years. If clinically indicated (for vital indications, including individual intolerance, herein-
after — for vital indications) and by decision of health authorities, medications are prescribed not by the international nonproprietary name
but by the commercial name (part 15 of art. 37 of the Federal Law dated November 21, 2011 N2 323 “On fundamental healthcare principles
in the Russian Federation” and paragraph 6 of the Procedure for prescribing drugs, prescription forms for drugs, procedure for issuing these
forms, its accounting and storage, approved by the Order of the Ministry of Health of Russian Federation, dated January 14, 2019 N2 4H). The
decision of health authorities is drawn up by the protocol and recorded into the patient's medical record. The decision on administration of
unregistered drugs for vital indications is made by the council of federal medical facility; medication import is carried out according to the
legislation on providing patients with medicinal products not registered in Russian Federation for vital indications (Order of the Ministry of
Health and Social Development of Russian Federation “On the procedure for the use of medications in patients for vital indications” dated
August 9, 2005, N2 494).



CUHErHomHas WHOPEKLMs, PEeKoMeHLOBaHO Ha3HaveHue
WHransiUMOHHOW NPOTUBOCUHErHOMHOW Tepanuun (Tobpamu-
LUMH MK KonucTumeTaT HaTpus) (Tabn. 10) [154] (YYP — C,
yaaq — 5).

AHTHGaKTepuanbHasa Tepanusa Npu BbiceBe

13 MOKPOTbI / 6POHXMANLHOIO cexkpeTa

Burkholderia cepacia complex

O6wwnmn cnegyeT cuuTaTb crefylolme npaBuaa aHTu-
MWKPOGHOM Tepanuu naumeHToB ¢ MB, MHPULMPOBAHHBIX
B. cepacia complex.

Mpn unHduumposaHun Burkholderia cepacia complex
BCNEACTBME €€ BbICOKON BUPYNEHTHOCTM PEeKOMeHayeTcs
HemMeaneHHas aHTubaKTepuanbHasa Tepanus [1, 2, 42, 139,
148, 149, 155, 156] (YYP — C, Y44 — 5).

MHbunumpoBaHue Burkholderia cepacia complex gocto-
BEPHO yXyAllaeT KIMHUYECKOEe COCTOSIHWE NauueHTa 1 npo-
rHo3. ECTb 0TAeNbHbIE COOBLLEHUS 06 yCMELWHOW 3paguKaLmnm
HEKOTOPbIX M30NATOB C NPUMEHEHNEM PAHHEN arpeCcCUBHON
aHTU6aKTepuanbHoOM Tepanun o GOPMUPOBAHUA XPOHM-
YeCKoM MHbeKuMK. Mpu 3TOM cneayeT y4ecTb, YTO AOKa3a-
TenbHas 6a3a B OTHOLWEHWW Tepanuu AaHHOW WHbEKUUH
B HacToslee Bpems HeBeNnKa. lNpenapatbl, NPUMEHAEMble
npu 4aHHOM MHbEKUMHK, NpeacTaBneHbl B Tabn. 11.

Ons Tepanun nauymeHTta ¢ MB ¢ BbiceBom Burkholderia
cepacia complex (Kak npu nepBUYHOM BbICEBE, TaK
WM Ans nevyeHuss 060CTpeHUs GPOHXONEro4YHOro npolecca)
peKoMeHAoBaHO oThaBaTbh MNpPeanoYTeHne KomOuHauuu
M3 Tpex npenapaTtoB (Kak 6o5ee 3adOEKTUBHON) KypcoM
oT 3 Hepa u 6onee, a TaKXe KOMOGUHWPOBATb BHYTPUBEH-
HblM M MHranguMOHHbIK W/UNKU MepopanbHbiM NyTb BBeE-
neHns aHTMGaKTepuanbHbIX npenapatoB [139, 148, 157]
(YYP—C, Y44 — 5).

[ns peten ctapwe 12 neT 1 B3POC/bIX PEKOMEHL0BaAHO
WHransLuMoOHHOE NpUMeHeHWe TobpamuumHa (B Buae pac-

TBOpa MAW B BWAE Karncyl C NOPOLWKOM ANA MHransiuuwm),
a TaKXe meporneHema M uedTasuagnma, npegHasHayeH-
HbIX A9 BHYTPMBEHHOrO MCMoONb30BaHua (CM. Tabn. 11).
BO3MOXHO WMHransiuMoHHOE nNpUMeHeHue TuamdeHuKona
rmMuuHaTta auetunymctenHara (cm. taén. 11). Boibop mHra-
NALMOHHOIO aHTUOMOTUKA OCYLLECTBNSETCS B 3aBUCUMOCTH
OT KNIMHWYEeCKOM 3G PEKTUBHOCTH, NEPEHOCUMOCTHU U PEBYSb-
TaTa YyBCTBUTENbHOCTM B NOCEBE MOKPOThLI [2, 42, 138, 139,
148] (YYP — C, Y44 — 5).

AHTHGaKTepuasbHasa Tepanusa Npu BbiCEBE

13 6poHxranbLHoro cekpeta Achromobacter spp.

O6wumun cnegyeT cyuTaTb ciefylolmMe npaBuaa aHTu-
MWKPOGHOM Tepanuu nauneHToB ¢ MB, MHPMUMPOBAHHbIX
Achromobacter spp.

Mpu BbicEBE U3 BPOHXMaNbHOro cekpeta Achromobacter
SppP. PEKOMEHAOBAHO MNPUMEHATb aHTUGaKTepuanbHylo
Tepanuio B COOTBETCTBUM C YYBCTBUTENbHOCTbIO MUKPOOP-
raHuama (taén. 12) [1, 2,42, 138, 139, 158-160] (YYP — C,
yaaq —5).

Achromobacter spp. XxapakKTepu3dyeTcs MyNbTUPE3u-
CTEHTHOCTbIO, CNOCOBGHOCTbI0O GOpMHUPOBaTbL BUOMMEHKMH,
4YTO OODBACHSET Heyaayn aHTMOGaKTepuanbHOM 3pajuKa-
LLMUOHHON Tepanuu MUKPOOpraHudma npu XPOHMYECKOM
MHdeKumn. MoBTOopHbLIM BbiCcEB Achromobacter spp.,
CONPOBOXAAOWMNIACA yBENMYEHUEM NPOAYKUMK Cheuu-
dUYECKMX NPEUUnUTUPYIOWLMX aHTUTEN, accouuupyeTcs
c 6onee GbICTPbIM NageHUeEM Iero4yHon GyHKLKUK, cono-
CTaBUMbIM C TaKOBbIM MPU XPOHWMYECKON CUHErHOMHOW
MHdeKuMn (K 3aboneBaHuio npeapacnonaraet UMMYHO-
aeduumT).

Mpu nepeBom BoiceBe Achromobacter  spp.
Unu Npu 060CTPEHNM BPOHXONErOYHOr0 NpoLecca, CBA3aH-
HOM ¢ Achromobacter spp., nauneHTam ¢ MB pekomeHao-
BaHO BHYTPMBEHHOE BBEAEHNE KOMOUHALMKN ABYX aHTUOWO-

Ta6nuua 10. Cxema aHTMOaKTepUanbHOM Tepanmm NP XPOHUYECKOM CUHETHOMHON MHbeKunK [2, 20, 153]
Table 10. Antibacterial therapy regimen for chronic pseudomonas infection [2, 20, 153]

MHransuum TobpamMmuumnHa B pacteope Ang nHranauum 300 Mr nnv TobpamMuLMHa B Kancynax ¢ MOPOWKOM ANs uHranaumm — 112 mr
(4 Kancynbl) ABaXAbl B CYyTKM UHTEPMUTTUPYIOLWMMKU KypcaMun 28 aHen npuema, 28 fHen nepepbiB, Bcero 6 Kypcos B roj (o6e
neKkapcTBeHHble OpMbl NPOTUBONOKa3aHbl 4eTAM 40 6 neT)

WUIn

PacTtBop ansl uHransuumn konuctumetaT Hatpusa 1-4 mnH E[/24 4 NOCTOAHHO MW APYroM aHTUGUOTUK B MHransUMsax NOCTOSIHHO BCEM
[EeTAM C XPOHWYECKON KONOHU3aLMnen CUHETHOMHOM NafioyKM (NPOTUBOMNOKa3aH AeTsaM Ao 6 ner)

Y naumMeHToB C NPOrpeccUpyowMM CHUKEHUEM DYHKLMU NIEFKUX U YacTbiMn 06OCTPEHUSAMM, @ TaKKe Npu HegocTaTodHOM addeKTe oT
WMHransuMoOHHOM aHTMGaKTepHnanbHON Tepanumn OCHOBHOWM PEXMUM Tepanuu BKOYaeT 2-HeAeNbHbIA KYPC BHYTPMBEHHOM aHTUMUKPOGHOWM
Tepanuu Kaxasle 3 mec

MpenapaTbl 4N BHYTPMBEHHOIO BBeAEHUS: To6pamuunH 10 Mr/Kr, unn amuKkauuH 20 Mr/Kr 1 pa3 B AeHb, Wi To6pamuuni 10-12 mr/Kr
B A€Hb ([0 AOCTUXEHUSA B CbIBOPOTKE KPOBM KOHUEHTpauumn 1-2 MKr/mn) + uedrazmaum 150-200 Mr/Kr B AeHb B/B, UK + MeponeHem
60-120 Mr/Kr/24 4 B/B, AN + ApYron aHTUOUOTUK, aKTUBHbLIN MPOTUB CUHETHOMHOM Nano4Yku. NMpu KNMHUYECKON HECTAaBUNBHOCTH, B TH.
npu NPUCOEANHEHUN OCTPON PECNUPATOPHON MHDEKLUUN, — YBENNYEHUE NPOLOMIKUTENBHOCTU KYPCOB B/B aHTMOaKTepUanbHON Tepanum
[0 3 Hep, U/UNu CoKpalleHUe MHTEPBANOB MEXAYy Kypcamu, u/vnu npuem uunpodnokcaumnHa/#obnokcaumHa 20—-40 Mr/Kr/cyT BHYTPb
Mexay Kypcamu B/B aHTUGaKTepuanbHOM Tepanuu, a TakKe HenpepbiBHas MHransuuoHHas aHTMOaKTepuanbHas Tepanusa Kypcamu
To6pamMuLMHa U KonUcTUMeTaTa HaTpua (06e NnekapcTBeHHbIe GOPMbl NPOTUBOMOKa3aHbl AeTaM 40 6 NeT)

lMpumeyaHue. #puMeHeHne y feTei NeKapCTBEHHOIO NpenapaTa BHE 3aperncTpupoBaHHbIX B UHCTPYKLKK JIC noKa3aHui ocyllecTBnseTcs
no peLeHnto Bpaye6bHON KOMUCCHK, C pa3peLleHns JIoKanbHOro aTU4eCKOro KomuteTa MeAULMHCKON opraHusauunu (Npu Haanyum), ¢ ycno-
BMEM MNOANUCAHHOro MHGOPMUPOBAHHOIO COrnacus poauTenew (3aKOHHOro NpeacTaBuUTens) n pebeHKa B Bo3pacTe cTaplue 15 neT; Tobpa-
MULMH (pacTBOpP AN MHranauum), To6paMULMH (Kancynbl C MOPOLWIKOM AN UHransaummn), KONMCTUMETAT HaTpUs (pacTBOpP ANS UHranauun)
NPOTUBOMOKa3aHbl AeTaM [0 6 neT; obIoKCaLMH NPOTUBONOKa3aH AeTaAM A0 18 neT; NpoTMBONOKa3aHUs AN octanbHbix JIC — cm. Tabn. 9.

Note. #The administration of medication outside the indications registered in the drug instructions is performed by the decision of health
authorities with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed consent from parents
(legal representative) and a child over the age of 15 years; tobramycin (inhalation solution), tobramycin (inhalation powder capsules),
colistimethate sodium (inhalation solution) are contraindicated to children under 6 years of age; ofloxacin is contraindicated to children
under 18 years of age; contraindications for other drugs are presented in table 9.
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Ta6auua 11. AHTHGaKTepurasbHble Npenaparsl, NPUMeHAEeMbIe Y NaLMEHTOB C MyKOBUCLIMA030M NPU apafiMKaLui U Tepanun UHbEKLUK,

BbI3BaHHOW Burkholderia cepacia complex [2, 42, 138, 139, 148]

Table 11. Antibacterial drugs used in patients with cystic fibrosis during eradication and treatment of infection caused by Burkholderia

cepacia complex [2, 42,138, 139, 148]

AHTUGaAKTepuanbHbli npenapart CyTouyHas go3a Ana gerteu CaDED L
p p p y o ARG BBe/JeHuUsa BBeeHUs/cyT
B Bo3pacTe 3-6 mec —
40 Mr/Kr/10 mr/Kr
(Lrl.qulizznngraz;?“:;ﬂa?:a MeC XU3HK) B Bo3pacte 6 mec - 18 net — B/B 3
P A A 50 mMr/Kkr/12,5 mr/kr
(MakcumanbHo 2000/500 mr)
#llegrasnamm 2r MHranaumMoHHo 2
(dopma ANst UHBEKLUMOHHOIO NPUMEHEHNS)
#ledTasnanm 300 mr/Kr B/B 3
Meponenem 120 Mr/Kr B/B 3
(NpoTMBOMNOKa3aH AeTAM 40 3 MEC XKU3HW)
#[JopuneHem He paspelueH B/B 3
MunepaunnnuH + [Tazob6aktam] 400-500 Mr/Kr B/B 3
(NpoTMBOMNOKa3aH AeTAM 40 3 MEC KU3HW)
#AsTpeorau 150-250 wr B/8 2-4
(NpoTMBOMNOKa3aH AeTAM 10 9 MeC XKU3HW)
#Ko-TpumoKcaszon [cynbdameToKcason + TpuMeTonpum]
(cycneH3uns ana nepopanbHOro NpMMeHeHUs NpoTUBONoOKa3aHa aetam | 20 Mr/Kr (no TpumeTonpumy) B/B 1 BHYTpPb 3
[0 6 Hefl, MHbEKLMOHHas popma NPoTMBOMNOKasaHa 4o 3 neT)
#MUHOUMKAMH Mocne 8 net: BHVTDb 1-2
(npoTBONOKa3aH AeTaAM 4o 8 ner) 2-3 Mr/Kr yTp
<1 mec — 30 mr/Kr
LunpodnokcaumH > 1 mec — 40 mr/Kr BHyTpb 2
(NpoTrBONOKa3aH AeTam Ao 5 net ¢ MB v BbiceBoM P. aeruginosa, No | (maxkcumasbHo 750 mr) [8, 9]
ocCTalibHbIM NOKa3aHusaM — o 18 ner)
10 mr/Kr B/B 2
16-20 mr/Kr BHyTpb 1-2
#NleBodOKCaAUMNH
16-20 mr/Kr B/B 2
[eTam c maccou Tena MeHee
45 Kr B NepBbIf feHb NeveHns
JOKCULMKANH 4 Mr/Kr, B nocnegytouwme BHyTpb 1-2
(npoTBOMNOKa3aH AeTaM 4o 8 ner) OHW — 2—4 MI/KT.
[eTtam ¢ maccou Tena 6onee
45 Kr — Kak B3poc/biM
#XnopambeHuKon
(TabneTKn NpoTMBONOKa3aHbl AeTAM 4o 3 net 50-100 mr/Kr BHyTpb, B/B 3-4
nnun ¢ maccon tena < 20 Kr)
#TnamdeHunKona rmuumnHaT aueTnauncTenHar 500-1000 mr MHransaunmoHHo 2

MpumeyaHue. Mpu HaNMYUK MEOULIMHCKUX MOKa3aHWM (MO XWM3HEHHbIM MOKa3aHWAM, BKIOYas WHAMBUAYaNbHYIO HENepeHOCUMOCTb,
Janee — Mo XW3HEHHbIM MOKa3aHUsAM) N0 pPeLIeHUIo BpayebGHON KOMUCCUM OCYLLECTBASIETCA Ha3HaYeHWe NeKapCTBEHHbIX MpenapaToB He
Nno MeXAyHapoaHOMY HenaTeHTOBaHHOMY HAaMMEHOBaHMIO, a MO TOProBOMY HauMeHoBaHMIo (4. 15 cT. 37 PeaepanbHOro 3akoHa ot 21 Hos-
6ps 2011 r. N2 323-P3 «O6 ocHOBax 0OXpaHbl 340POBbS rpaxaaH Poccuiickon ®egepaummn» 1 n. 6 Mopsgka Ha3HaYeHUA NeKapCTBEHHbIX Npe-
napatoB, GopM peLenTypHbIx 61aHKOB Ha IeKapCTBEHHblE NpenapaTsl, nopsaka obopMIIeHNs YKa3aHHbIX 6/1aHKOB, UX yYeTa U XpaHeHus,
yTBEPXKAEHHOro Npnka3oM MuH3gpasa Poccum ot 14 auBaps 2019 r. N2 4H). PeweHne Bpaye6HOM KOMUCCUM 0DOPMASIETCA MPOTOKOIOM U
BHOCKTCSl B MEAMLIMHCKYIO JOKYMEHTaLMIO NauuneHTa. #MpuMeHeHe NeKkapCTBEHHOro npenaparta BHe 3aperucTpMpoBaHHbIX B MUHCTPYKLMUK
J1C noka3aHui NpoBOAMTCS MO pPeLIeHnto Bpaye6GHON KOMUCCUK, C pa3pelleHnst JIOKabHOro 3TUHECKOr0 KOMUTETa MEAWULIMHCKOW OpraHu-
3aumu (MpU HanM4mm), C YCNOBMEM MOANUCAHHOMO MHGOPMUPOBAHHOIO COrNlacus poauTenen (3aKoHHbIX NpeacTaBuTenen) u pebeHKa B BO3-
pacte ctapuwe 15 ner.

Note. If clinically indicated (for vital indications, including individual intolerance, hereinafter — for vital indications) and by decision of health
authorities, medications are prescribed not by the international nonproprietary name but by the commercial name (part 15 of art. 37 of the
Federal Law dated November 21, 2011 N2 323 “On fundamental healthcare principles in the Russian Federation” and paragraph 6 of the
Procedure for prescribing drugs, prescription forms for drugs, procedure for issuing these forms, its accounting and storage, approved by the
Order of the Ministry of Health of Russian Federation, dated January 14, 2019 N2 4H). #The administration of medication outside the indica-
tions registered in the drug instructions is performed by the decision of health authorities with the permission of Local Ethical Committee of
the medical facility (if any) and with signed informed consent from parents (legal representative) and a child over the age of 15 years.



TUKOB Pa3/IMYHbIX KNaccoB KypcoM 14-21 AeHb C LEebio ° anbTepHaTMBHas Tepanus — MeponeHeM + MUHOLIU-

3paguKaLumm Bo30yauTens: KNWH/neBo®noKcaunH + xnopamM@PeHMKON + KOMUCTH-

e 1-9 NAMHUA — nunepaunnnnH + TazobakTam/Mepo- MeTaTt HaTpua (pacTBOp Ans MHranauun) (cm. Taén. 12)
neHem/cynbdpametokcason + TpuMeTonpum (CM. [, 2, 42, 138, 139, 148, 158, 161] (YYP — C,
Taén. 12); yaa — 5).

e 2-9 nMHUA — uedTasnanM, MUHOLUMKIUH, KONUCTUME- lMocne OCHOBHOrO Kypca aHTMGaKTepuanbHOM Tepanuu
TaT HaTpus, xnopaMbeHUKoN; KOMOBMHMPOBaHHas Tepa- PEKOMEHA0BAHO Ha3Ha4YaTb KONMCTUMETAT HaTpus (pacTBop
nus — MeporneHeMm u uunpodnokcaunH (nesodnokca- [ONS MHransiumMm; NpoTUBOMNOKa3aH AeTaM Ao 6 Mec) Ha 3 mec.
LMH) (cM. Tabn. 12); MOXHO 1crnonb3oBaTth CylbdaMeToOKCa30/ + TPUMETONPUM

Ta6nuua 12. AHT6aKTEpPUanbHbie Npenapatsl, NIPUMeHsieMble Y NaLUEeHTOB C MyKOBUCLMAO30M MpU BbiCEBE
M3 MOKpPOTbI / 6poHXManbHOro cekpeta Achromobacter spp. [1, 2, 42, 138, 139, 148, 158-160, 162]

Table 12. Antibacterial drugs used in patients with cystic fibrosis when cultured Achromobacter spp. from sputum / bronchial secretion
[1,2,42,138, 139, 148, 158-160, 162]

CyTo4yHasa po3a Cnoco6 KpatHocTb
AHTHGaKTepuanbHbie NpenapaTtbl _
anA peten BBeAeHus BBefeHus

B Bo3pacTe go 2 mec —
#lledpTazngum 25-50 mr/Kr/cyT MHransiumoHHo 5
(bopMa And UHBEKLIMOHHOIO NPUMEHEHMUS) Crapwe 2 mec —

50-100 mr/Kr/cyT
#lledpTazngum 300 mr/kr B/B 3
#Meponerem 250-500 mr MHranaumoHHo 2
(bopma Ana MHbEKLMOHHOIo NPUMEHEHNS)
#MeponeHem 120 Mr/Kr B/B
MunepaunniunH + Tazobaktam 400-500 Mmr/Kr B/B
#Ko-TpumoKcaszon [cynbdameTokcason + TpumeTonpum] 20 Mr/Kr (N0 TPMMETONPUMY) B/B v BHYTpb
[eTtam ¢ maccom Tena
[0 45 Kr B NepBbIvi A€Hb
4 mr/Kr, B nocnegyowme gHu —
#[IOKCULMKNNH 2— 4 wr/Kr BHyTpb 1-2
[etam ¢ maccon Tena 6onee

45 Kr — KaK B3pocC/biM
#XnopambeHnKkon 50-100 Mmr/Kr BHyTpb, B/B 3-4
#TnamdeHuKona rmuumnHaT aueTuauncTenHar 500-1000 mr MHransaumoHHo
#Konuctumerar HaTpus 2-4 mnH E[] MHranaumoHHo 1
#Llledonepas3oH + [cynbbaKTaMm] 150-200 mr/Kr B/B
#MMuneHeMm + [umnactaTuH] 50-100 mr/kr & aekb B/B 3-4

no UMUNeHemy

#MuneHem +[unnacrtatuH] 250-500 mr NHransaumMoHHo 2

[etam ctapwe 8 net —
EMUHOLMKANH B Ha4yanbHOM Jo3e 4 MI/KT, BrHyTpb 5

B JafibHenweM — 2 Mr/Kr
Kaxkable 12 4

#ToGpamuLH . 600 mr WMHransumoHHo 2
(pacTBOP ANA MHTransLMM NPOTUBONOKa3aH AETAM A0 6 MEC KU3HM)

lMpumeyaHue. #puMeHeHUe NeKapCTBEHHOMO NpenapaTa BHE 3aperncTpupoBaHHbIX B MHCTPYKUMK JIC noKasaHW NpoBOAMUTCS MO pelle-
HUIO BpayebHOM KOMUCCUM, C pa3peLleHns JTOKanbHOro 3TUMECKOro KOMUTETa MEAULIMHCKOM OpraHu3auunm (Mpyu Hanu4vuK), C yC0BUEM NOS-
NMUCaHHOro MHGOPMUPOBAHHOIO COornacus poauTenen (3aKOHHbIX NpeAcTaBuUTenen) n pebeHKa B Bo3pacTe cTtaplwe 15 net. Mpu Hannyuu
MeAULMHCKUX NOKa3aHWI (MO XU3HEHHbIM NOKa3aHWaM, BKIOYas UHANBKUAYANbHYIO HENEPEHOCUMOCTb, Aanee — Mo XU3HEHHbLIM NOoKa3a-
HUAM) MO peLleHnio Bpa4ebHOM KOMUCCUM OCYLLECTBNSAETCA Ha3Ha4YeHne eKapCTBEHHbIX NpenapaToB He N0 MeXAYHapOAHOMY HenaTeH-
TOBaHHOMY HauMeHOBaHUIO, a N0 TOProBOMY HaumeHoBaHuio (4. 15 cT. 37 PeaepanbHOro 3akoHa ot 21 Hoa6ps 2011 . N2 323-d3 «06
OCHOBax oxpaHbl 340p0Bbs rpaxaaH Poccuickon degepaunn» 1 n. 6 Nopsaka HazHavYeHUs NeKapCTBEHHbIX NpenapaTos, Gopm peLenTyp-
HblX 6/1aHKOB Ha NIeKapCTBEHHbIE Npenapartsbl, NopsaKka obopMIeHUA YKa3aHHbIX 6/1aHKOB, UX Y4eTa U XPaHEHUS, YTBEPIKAEHHOMO NPUKa30M
MwuH3apasa Poccun ot 14 quBaps 2019 r. N2 4H). Pewenune BpayebHON KOMUCCUN 0POPMAAETCA NPOTOKOIOM U BHOCUTCH B MEAULIMHCKYIO
[OKYMeHTaLMIo NaumeHTa.

Note. #The administration of medication outside the indications registered in the drug instructions is performed by the decision of health
authorities with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed consent from parents (legal
representative) and a child over the age of 15 years. If clinically indicated (for vital indications, including individual intolerance, hereinafter —
for vital indications) and by decision of health authorities, medications are prescribed not by the international nonproprietary name but by
the commercial name (part 15 of art. 37 of the Federal Law dated November 21, 2011 N° 323 “On fundamental healthcare principles in
the Russian Federation” and paragraph 6 of the Procedure for prescribing drugs, prescription forms for drugs, procedure for issuing these
forms, its accounting and storage, approved by the Order of the Ministry of Health of Russian Federation, dated January 14, 2019 N2 4H). The
decision of health authorities is drawn up by the protocol and recorded into the patient's medical record.
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(cm. Tabn. 12) B TeveHne 1 mec [1, 2, 42, 138, 139, 148,

158-162] (YYP — C, Y44 — 5).

Mpu xpoHuyeckon nHdeKunn Achromobacter spp. y nauu-
eHToB ¢ MB peKkomMeHA0BaHO NPUMEHSTb UHraNALUKN ASTUTENBHO:
° 1-NMHUA — KONUCTUMETaTa HaTpUs (pacTBOP AN1A UHTa-

nauunn);

® 2-91 IMHNA — MEPONneHeM;

° anbTepHaTMBHaf Tepanua — LedTasngmm u Tobpamu-
UMH (pacTBOp ANS1 MHTansiuun nam Kancynbl ¢ MOPOLLKOM
ONS UHransauum);

e 3-A AMHMA — 019 NevYeHns o60CTPEHUI, OBYCNOBNEH-
HbIX Achromobacter spp., UICNOMb3YIOT KOMOUHALMIO ABYX
@HTUCUHETHOMHbIX aHTMOMOTUKOB pPas3fiMYyHbIX KNaccoB
[1,2,42,138,139,148,158-160, 162] (YYP — C, Y44 — 5).

AHTMGaKTepuranbHag TepanMa MMKo6aKkTepnosa

MNMopaxeHne nerkux, BbidBaHHoe HTMB, moxeT npega-
CTaBNSATb CEPbE3HYIO ONACHOCTb 419 340POBbSA NaLMEHTOB
¢ MB, ogHaKo Ha COBpeEMEHHOM 3Tane AuarHocTuKa v neve-
HMe MUKOGaKTePUO3a He CTaHAaPTU3UPOBaHbI.

[ONarHoCTUYEeCKN 3HAYUMbIMU KPUTEPUSAMU MUKOBaKTe-
puoda y nauneHTos ¢ MB peKkomeHayeTcs cHMTaTb MONOMKM-
Te/IbHbIM MAa30K Ha HallMyMe KUCIOTOYCTOMYMBLIX BaKTepui
B MaTepuane U3 ablxatesbHbIX NyTen, Hanuyne pocta HTMb
UM MUMKOGaKTepuin Ty6epKynesda Ha nuTaTeNbHbIX cpefax,
noAaTBEPXKAEHME OLHOrO M TOro e BuAa MHMKOOGaKTEpUK
KaK MWHUMYM W3 ABYX 006pasuoB, HanuyuMe pesynbratos
TecTa ieKapCcTBEeHHON YyBCcTBUTENBbHOCTN HTMB [163-167]
(YYP—C, Y44 —5).

Mpn BbIGOPE aAHTMOMOTMKOB ANs Tepanuu MHPEKLUUU
HTMBE y naumeHToB ¢ MB pekomeHg0BaHO OpUEHTUPOBATb-
CSl Ha TeCT Ha NeKapCTBEHHYIO YYBCTBUTENbHOCTb C LiENbto
noBblWeHns adbeKTUBHOCTH Tepanuu [165, 166] (YYP — C,
Yaa4 — 5). Pexxumbl npuemMa aHTMOUOTUKOB NpU MHPEKL MK
HTMB npeacTtaBneHsbl B Ta6n. 13.

Kputepnem abdekTnBHoro nevenma HTMbB y naumeHToB
¢ MB pekomeHA0oBaHO cYMTaTh OTCYTCTBME pOCTa MUKOGaK-
Tepuit Ha NUTaTeNbHbIX CPeAax He MeHee Yem B Tpex nochne-
LoBaTeNbHO B3ATbIX 06pa3uax AMarHoCTUMYeCKOro matepuma-
na (Mokpota) [163-167] (YYP — C, Y44 — 5).

Ta6nuua 13. AHTM6aKTepuranbHble npenapatbl, NPUMEHAEMbIE Y MaLMEHTOB C MyKOBMCLIMAO30M NPU BbICEBE M3 MOKPOTbI /
6poHXManbHOro cekpeta MukobakTepuit Micobacterium avium complex u Mycobacterium abscessus complex [2, 164-166]

Table 13. Antibacterial drugs used in patients with cystic fibrosis when cultured Micobacterium avium complex and Mycobacterium

abscessus complex from sputum / bronchial secretion [2, 164-166]

o CyTo4yHas fo3a Cnoco6 KpaTtHocTb
AHTHGaKTepuanbHbIA Npenapar _
ANA peTen BBeAeHus BBeAeHus
Oetam: 15-30 Mr/Kr
#AMUKaALUMH Moapoctkam: 10-15 mr/Kr B/B 1
MakcumanbHas gosa: 1500 mr
#AMUKaUMH 250-500 mr MHransaumoHHo 2
Oetam: 10-12 mr/Kr
HASHTPOMULIH MogpocTKam: 103upoBKa BHyTpb 1
NS B3POC/bIX
MaKcumanbHas gosa: 500 mr
150 mr/Kr
#llehokeuTuH MaKcumanbHas go3a: 12 r/geHb B/8 3-4
7,5 Mr/Kr _ BHyTpb 2
#K1apUTPOMULMH MakcumanbHas fosa: 500 mr
He pekomeHayeTtcs B/B
10-20 mr/Kr BHyTpb
#Ko-TpumoKcazon [cynbdameToKcason + TpuMeTonpum]
(no TpumeTonpuMmy) B/B 2
MnageHuam v getam: 15 mr/Kr
#31ameyron MoapocTtkam: 15 mr/Kr BHyTPb 1
PacyeT f03bl N0 UMUNEHEMY:
npu macce Tena go 40 kr —
#MMuneHeMm + [umnactaTuH] 60-120 Mr/Kr B/B 2-3
MaKkcumanbHas go3a: 2000 mr
<12 net: 10 mr/Kr
12 net u ctapwe: 10 Mr/Kr BHyTpb 1-2
MakcumanbHas gosa: 600 mr
#lmHe3onung
<12 net: 10 mr/Kr
12 net u ctapwe: 10 Mr/Kr B/B 1-2
MakcumanbHas gosa: 600 mr
7,5-10 mr/Kr
MakcvumanbHas gosa: BHyTpb 1
400 mr/peHb
#MokcudnokcauymH
7,5-10 Mr/Kr
MaKcumanbHas gosa: B/B 1
400 mr/geHb




Ta6auuya 13. OKoH4YaHKe
Table 13. Ending

TGO T T T e CyTo4yHasa po3sa Cnoco6 KpaTtHocTb
ANA peten BBe/JleHusA BBeeHusA
2 Mr/Kr
#MuHOLMKIMH MakcuManbHas gosa: 200 mr BryTpe 1-2
#OKCHLMKMH <12 net ¢ Maccou Tena < 50 Kr:
4 mr/Kr BHyTpb 2
(npoTMBONOKa3aH AeTaM o 8 neT) 12 net v crapuwe: 200 Mr
10-20 mr/Kr
#PudamnuumH MakcumanbHas go3a: 600 mr BHyTp® 1
5-10 Mr/Kr
PradyTuH MakcumanbHas go3a: 300 mr BHyTp® 1
20-40 mr/Kr B/B
#CTpenTomuumi MakcumanbHas gosa: 1000 mr B/m 1
8-11 net: 1,2 Mr/Kr
HTAreLAKANH MakcumanbHas gosa: 50 mr B/e 5
H 12 neT 1 cTapuwe: yaapHasa gosa
100 mr, 3aTem — 50 mr

MpumeyaHue. #NpuMeHeHne NeKapCTBEHHOro npenapaTa BHE 3aperncTpMpoBaHHbIX B MHCTPYKUMK JIC noKasaHui NpoBOAMUTCS MO pelle-
HUWIO BpayebHOM KOMUCCUK, C pa3pelleHnst JIoKanbHOro 3TUYECKOro KoMuTeTa MeAULIMHCKON OpraHnu3auuu (Npu HanuyuK), ¢ ycrnosuem nog-
NUCaHHOIro MHPOPMMPOBAHHOIO Cornacus poanTenen (3aKOHHbIX NpeacTaBuTenen) u pebeHka B Bo3pacTe cTapuwe 15 net. Bce npenapartsbl,
npumexsemble npu MAC n MABSC, Ha3HavatoTcs BHE MHCTPYKUuK (off-label) no )n3HeHHbIM NokasaHusaM. Bo3pacTHble orpaHnyYeHus yKka-
3aHbl B JO3UPOBKaxX ANa AeTen, pacyeT NpUBOAUTCA B COOTBETCTBUM ¢ CornacoBaHHbIMM peKoMeHaaunsMmu AMepuKaHCcKoro GoHaa KUCTO3-
Horo pubpo3a (MykoBucumaosa) v EBponenckoro obwectsa KUCTO3HOIO pubpo3a No NeveHnto MMKo6aKTeprosa y NaLMeHTOB C KUCTO3HbIM
$Gn6pP0o30M, peKOMeHAALMAMM MO BeAeHUI0 60/1e3HEN Nerkux, BbiaBaHHbiXx HTMB, 1 apyrumu cornacutenbHbiMK JOKYMeHTamu [2, 164-166].

Note. #The administration of medication outside the indications registered in the drug instructions is performed by the decision of health
authorities with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed consent from parents
(legal representative) and a child over the age of 15 years. All drugs used at MAC and MABSC are prescribed off-label for vital indications.
Age limits are indicated in pediatric dosages calculated according to the American Cystic Fibrosis Foundation and European Cystic Fibrosis
Society Guidelines for the treatment of mycobacteriosis in patients with cystic fibrosis, Guidelines for the management of nontuberculous

mycobacteria-induced lung diseases, and other consensus papers [2, 164-166].

AHTHMGaKTepuranbHaga Tepanua MUKO6aKTeprnosa,

Bbl3BaHHOro Micobacterium abscessus complex

YyuTbiBas HeAOCTATOK [AaHHbIX KAMHUYECKUX MKcCche-
[OBaHui, cyuwecTByeT 6onbloe pa3Hoo6pa3ve Ha3Ha-
yaeMblx pexumoB Tepanuu. O6WMMKU cnepyeT cyuTaTb
crneayloume cornacoBaHHble peKoMmeHaaumMm no aHTMéumo-
TUKoTepanuu nauueHtoB ¢ MB npun MABSC [165, 166].
MauneHtam ¢ MB u HTBM peKomeHAoOBaHO NPOBOAUTb
aByxdasHoe nevyeHne MUKOGaKTepuo3a, BbI3BAHHOMO
npeactasutenamm MABSC, — dasza MHTEHCUBHOro fneyve-
HUS JOMKHA CMeHATbeA Ga30M NoaaepKuBatowero neye-
HUS C Uenblo 3Jpagukaumu gaHHoro Bo3byauTens [165,
166] (YYP — C, Y44 — 5).

KaTeropuMyecku He peKkomeHayeTcs NpUMMEHeHUe MOHO-
Tepanuu MakponuMaamMu WA UHbIM aHTUMMKPOOGHBLIM cpefa-
CTBOM MpU NneyeHun MUKobGaKTepunosa, BbldBaHHOro HTMB
13 rpynnel MABSC, ¢ uenbio npefoTBpalleHuss pasBuTUS
pesucteHTHocTM HTMB [164-166] (YYP — C, Y44 — 5).

AHTHGaKTEepHasbHasa TepanMa MMKOGaKTepUo30B,

Bbl3BaHHbIX Mycobacterium avium complex

O6wmmK cnegyeT cuuTaTb cnegylolmMe pekomeHaaunu
no aHTMOUOTUKOTEPaNMK nauneHToB ¢ MB, MHOMLUMpPOBaAH-
Hbix MAC [164-166].

B cnyyae ¢ 4yBCTBUTENbHOWN K KNapUTPOMULIMHY GOpMOK
nopaxenus HTMB rpynnbsl MAC pekomMeHa0BaHO NPUMEHSATb
NIEKapCTBEHHYIO CXEMY fIe4EHWUS Ha OCHOBE €eXeAHEeBHOro
nepopanbHOro npnuema Makponauaa (MpegnovTUTeNnsHO asu-
TpoMULUMHA), pudamMnuumHa n atambytona (cm. Tabn. 13)
[164, 168] (YYP — C; ¥4/ — 5).

Kateropnyecku He peKoMeHayeTcs NpUMeHeHne MOHO-
Tepanuu MaKpoaMAHbIM NpenapatoM WM WMHbIM aHTUMU-
KpPOGHbIM cpeacTBoM npu nevyeHnn HTMBJT rpynnel MAC
C Uenblo NpoPUNaKTUKKU Pas3BUTUA PESUCTEHTHOCTU [165,
166] (YYP — C; Y44 — 5).

B cny4yasx BbligBneHUs y naumeHTos ¢ MB 60nee ogHoOro
Buaa HTMb pekomeHayeTcs NpoBOAUTb MUKPOOBMONOrnye-
CKOe uccnegoBaHue A9 onpefeneHus Toro, Kakas/Kakue
M3 MUKOGAKTEPUI BbIAENAIOTCA NMOCTOSAHHO M KaKas/Kakue
ABAAIOTCA NpUYMHOM 3abonesaHusa [169, 170] (YYP — C,
yaaq — 5).

MauneHtoB ¢ MB ¢ 3a6oneBaHUAMU JIEMKUX, BbI3BaH-
HbiIMM HTMB, pekomeHaoBaHO ob6cnegoBaTb Ha npeamMer
ABJIA, Tak Kak MWKOGaKTepuo3bl, HEPEAKO co4yeTaloTcs
¢ ABJ1A n/vnu BeiceBamu rpu6oB poaa Aspergillus B MOKpO-
Te unn obpasuax bAJ1 [164] (YYP — C, Y44 — 5).

Tepanusi nopa>KeHui Nerkux,

BbI3BaHHbIX rpu6amu poga Aspergillus

PesynbtaThl NpoBegeHHoro B HUM meamMUMHCKON MUKO-
norun mm. M.H. KawknHa B 2014-2017 rr. nccnenoBaHus
CBMAETENbCTBYIOT, YTO KOMIOHM3aUMsA AblXaTeNbHblX NyTewn
Aspergillus spp. Bo3HMKaeT y 22% nauueHToB ¢ MB, a pas-
NMYHble BapuaHTbl acneprunnesza —y 9,2% [171].

Haunb6onee 4yacTbii BapuaHT acneprunnesa y nauueH-
T0B ¢ MB — ABJIA. Ero yactoTta y NogpOCTKOB U B3POC/bIX
nauneHtoB ¢ MB — 10-15%, y geten mnagwero Bo3spac-
Ta — pexe [38, 39]. XAJl passuBaeTtcsa y 2—5% nayMeHToB
¢ MB. VIHBa3MBHbIN acneprunnes nerkux y nauneHtos ¢ MB
BO3HWKaeT peako (0,5-1%) [171].
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KJIMHUYECKUE PEKOMEHAALIUU

[pnbbl popa Aspergillus MOryT KONOHU3MPOBaTb Ablxa-
TeNbHble NYyTU NauMeHToB ¢ MB nnu Bbi3biBaTb, B 3aBUCUMO-
CTW OT COCTOSIHUSA UMMYHHOWM cucTeMbl nauueHTa, ABJ1A, XAl
W UHBa3MBHbIM acneprunnes [17, 37, 68, 69].

Mpn ABJIA 1 XAJ1 peKoOMeHOO0BaHO NMPUMEHEHUE aHTU-
MUKOTUYECKMX MpenapaToB KakK 3TMOTPOMHOM Tepanuu
(tabn. 14) [17, 37, 68, 69] (YYP — C, Y44 — 5).

Tepanus annepruyecKoro 6poHxos1€ro4Horo

acneprunnesa

Mpn ABJTA peKoMeHAoBaHO MPUMEHEHME KOPTUKOCTE-
POMAOB AN CUCTEMHOIO NPUMEHEHUS U MPOTUBOrPUBKOBBIX
J1C rpynnbl TpMa3onos (BOPMKOHA301 M UTpakoHazon) [37,
68, 174] (YYP — C, y4/4 — 5).

Tepanus XpoHNM4YeCKOro acneprusjiesa 1€rkmux

B kayecTtBe nevyeHuns XAJ1 y naumeHtoB ¢ MB peko-
MEHJOBaHO MCMNONb30BaHWe ANUTENbHOrO Kypca npo-
TuBorpn6koBbix JIC, nevyeHue ¢doHoBOro 3aboneBaHus
M YMEHbLUEHWEe ATPOrEeHHOM MMMYHOCYNPECCUU, a TaKxKe
XUPYpPruyeckoe yganeHue o4yaros nopaxeHua [15, 17, 18]
(YYP — C, Y44 — 5).

Tepanus BHelWHeCEKPETOPHOH HeJOCTaTOYHOCTH

noa<enyao4YHoH xenesbl

3amMecTuUTeNbHYIO  Tepanuio  NaHKpeaTU4eCKUMH
depmeHTaMu (NaHKpeaTuMH) B BUAE MUHU-MUKpocdep
C pH-4yBCTBUTENbLHLIM MOKPbLITUEM 6€3 MPUMEHEHUSA MeTa-
KpWnnoBon KUcnoTbl [175-179] ¢ unun 6e3 enaTtuHoBOW Kan-
Cynbl PEKOMEHAOBAHO Ha3HayaTb BCEM nauueHTam ¢ MB,
BKJIl0Yas HOBOPOMAEHHbIX, UMEIOWMUM KIIMHUYECKME MpPO-
ABMEHUA KULIEYHOro CUHAPOMA WMAM HU3KYI KOHLEHTpa-
LUMI0 NaHKpeaTuyeckon anactasbl 1 B Kane (< 200 MKr/r),
npu OTCYTCTBMWM MPOTMBOMOKa3aHWi. Lenb BMewartenb-
CTBa — KOPPEKLMS BHELIHECEKPETOPHON NaHKpeaTUYecKom
HeLOCTaTOYHOCTM (N0 KAMHMYECKMM NOKa3aTensiM U OTCyT-
CTBMIO HEWTPANbHOrO Mpa B Konporpamme) [2, 25, 177-
180] (YYP — B, Y44 — 3).

Tepanusi 3HAOKPUHHOM HEJOCTAaTOYHOCTH

nog)xenyao4Hoi xenesol (M3C/])

Tepanus anabeta npu MB (M3C/[) B LenoM [O0MmKHa
COOTBETCTBOBATb CTaHjapTam MOMOLM BCEM MauueHTam
C AMabeToM, HO MMetoTca ocobble TPEBGOBAHUS K NIeYeHUIO
60nbHbIX MB [49, 73].

Neuntb nauneHtoB ¢ M3C/[ peKoMeHAoBaHO y cne-
LUManucToB MHOronpodUNbHON KOMaHAbl, UMetoWwen onbIT
pa6oTbl ¢ M3C/, 1 Npu 3TOM NOAAEPIKMBATb KOHTAKT U KOH-
CyNbTMpOBaTbCH CO cneunanuctamm no MB ¢ Lenbto addek-
TMBHOIO BeAeHMs 60/bHbIX C Y4ETOM 0CO6EHHOCTEN OCHOB-
HOW Ho3os0ruu [49, 73] (YYP — C, Y44 — 5).

Mpu nevyeHnn M3CL pekomeHaytoTcs obyvyeHne camo-
CTOATENBHOMY yxo4y npu pauabeTte, WMHCYNMHOTEpanus
n aspobHas Harpy3ka He meHee 150 MUH B HeAeNIo C Lienblo
ajeKBaTHoro KoHtpona M3C/[ 1 npeaoTBpalleHUst OCNoXK-
HeHwun [49, 73] (YYP — C, Y44 — 5).

Takxe uenecoobpasHo cobnlogeHne peKoMeHaauun
Nno NUTaHWIO NaLMEHTOB C MYKOBMCLMAO30OM Ana 60Nb-
Hbix ¢ M3C/. U3MeHeHMe NOTPebNEeHNA KalOPUI, KUPOB,
6enKoB, YyrneBoAoB WM CONM B pe3ynbTaTe AUarHoCTu-
Kn anabeTa He ponyckaeTtcs. PeKOMeHAYIOTCH paBHO-
MepHOe pacnpejeneHue yrneBoAOoB B TevyeHUe CYTOK
M 3ameHa padpUHMPOBAHHBIX Ha 3aLLULEHHbIE C LENblo
noaaepyaHua HyTpUTUBHOro ctaTyca [49, 73] (YYP — C,
yaa — 5).

Neuntb M3C/[ y nauneHToB ¢ MB peKoMeHayeTcs UHCY-
NIMHaMK, a He nepopasbHbIMKU TMAOrIMKEMUYECKMMM Npena-

paTtamu C LeNbio ONTUManbHOro KOHTPOAS YPOBHS MIOKOS3bI
B KpoBM [49, 73, 181, 182] (YYP — C, Y44 — 5).

Bo Bpemsi 060CTpeHUI Nero4Horo npoLecca peKoMeH-
LyeTcs yalle nNpoBepsiTb ypoBeHb rMKemun (4o 3-6 pas
B [€Hb), KOTOpas NoBblWaeTcs Ha GoHe BOCManeHus, u yse-
SIMYUTBL AO3Y MHCYIMHA — KaK 60M0CHOro, Tak U 6a3ncHo-
ro — C Leblo ONTUMaabHOrO KOHTPOIS YPOBHS MIOKOS3bI
B KPOBW M CBOEBPEMEHHOW KOPPEKUMU A03bl MHCYMHOB
[49, 731 (YYP — C, Y44 — 5).

PekomeHayeTca npoBeAeHWe MOHUTOPUHIa OCOXKHEe-
HUIM M3C/[ cornacHo MOHUTOPUHIY Apyrux dopm avabeTa
ONa opraHusaumm npodunakTUYecKux meponpuaTtuin [49,
731 (YYP —C, Y44 — 5).

Tepanus nopakeHusi ne4eHn

MauneHTam ¢ MB ¢ Lenbio npeaoTspalleHns renatooun-
apHOM NaToNOrMK 1 Tepanumn MMEIOLLIUXCS NOPaXKeHU NeveHn
peKomMeHayeTcs Ha3HayeHue npenapaToB YPCOAE30KCUXO-
NeBov KUcnoTbl (NPOTMBOMOKa3aHue A0 3 neT Ana Kancyn,
HEeT NPOTMBOMNOKa3aHWM ANS CyCNeH3UK ANa NpuemMa BHYTPb)
npu OTCYTCTBUU MEAMLMHCKUX NMPOTUBONOKa3aHui [1, 2, 20,
183, 184] (YYP — C, Y44 — 5).

Mpn pasBuUTUM XPOHMYECKOM MNevyeHOYHOW 3Huedano-
naTtuMu, acuuTa, BapMKO3HO pacClWMPEHHbIX BEH MULLEBO-
Ja v enyaka 3—4- cTeneHW W KPOBOTEYEHUS W3 HUX
pPEKOMEHA0BAHO MPOBOAMTbL Tepanuio COrnacHo COOTBET-
CTBYIOWMM KIMHUYECKUM peKomMeHaauusam [2, 184, 185]
(YYP — C; Y44 — 5).

Tepanus octeonopo3a

Y NaLuMeHTOB C MYKOBHCLHUJ030M

3ajayamMu NleyeHust ocTeornoposa SBMAIOTCA NpenoT-
BpalleHWe nepesomMoB KOCTEW, MNOBblIEHWE KayecTBa
U3HUW, 3aMefdsieHne WKW NpeKpalleHue noTepu KOCTHOW
mMacchl, y aete — obecneyeHne HOpPManbHOro pocTa.
PekomeHa0BaHO le4eHrne OCHOBHOMO 3a60/1eBaHUS Npuy BTO-
pUYHOM ocTeonopo3e y nauueHToB ¢ MB [34, 76, 102, 186]
(YYP—C, Y44 — 5).

Konekanbuudepon, B Tom uyucne B dopme Kanesb
NS NpYemMa BHYTPb, PEKOMeH/J0BaH BCeM nauneHTam ¢ MB
B KayecTBe Tepanuu HeaoCcTaTo4YHOCTH BUTaMuHa D. Mpuem
OOMH pa3 B [eHb E€XeAHEBHO WX OAWH pa3 B Henento
(B 9KBMBANEHTHbIX A03aX) A5 NoAAEPKaHUSA KOHLUEHTPALMK
25(0H)D cbiBopoTKM He MeHee 30 Hr/mn [76, 187-189]
(YYP—C, Y44 — 5).

Tepanuio octeonopo3a npu MB peKoMeHA0BaHO NPOBO-
[AUTb COMMaCHO KIMHUYECKUM PEKOMEHJALMSM MO OCTEONO-
posy [34, 102, 186] (YYP — C, Y44 — 5).

Tepanusi XxpOHN4E€CKOro pUHOCUHYCHUTa

M Ha3a/IbHOro MoJinno3a

Mpn Hanuumn XPC peKkomeHayeTcs WMppUraunmoHHas
Tepanua [99, 190] (YYP — A, Y44 — 1).

Mpu Hann4mMm Ha3anbHOro NOANNO3a pPeKomeHayeTca
Tepanua KOpTUKOCTEpOnaaMun B BUAE Ha3anbHOro cripes
[76, 191, 192] (YYP — A, YAA — 1). JoKa3aHa adpdeK-
TUBHOCTb B OTHOLEHUN YMEHbLIEHNA pa3Mepa NONUNOB;
npeanoyYTeHne cnegyeT oTaaBaTb KOPTUKOCTEpPOMAAM
B BMAE Ha3aNlbHOro CnNpesi ¢ HauMeHbllel CTEMNeHblo
cucTtemHon abcopbumn (MomeTasoHa dypoaT B Ao3e
400 MKr/cyT y B3pocnbix, 200 MKr/cyT y aeten ¢ 2 ner,
ANUTEeNnbHbIMKM Kypcamu OoT 2 Ao 12 Mec, B HEKOTOPbIX
cnyyadx — [ofiblie), B T.4. MOC/ie PUHOXMPYPrUYECKOrO
neyeHus.

Tepanus XPOHWYECKOro MNOMMMO3HOINO PUHOCHHYCHUTaA
npoBoaunTcs AopHa3om anbda (cM. paszgen «MyKonmTuyecKkas
Tepanus»).



Ta6nunua 14. AHTUMUKOTUKHK, MPUMEHSAEMbIE NPU annepruyeckoM 6POHX0NEro4HOM acneprunnese 1 XpoOHM4EeCKOM acnepruniese nerkux

[17, 37,68, 69]

CyTo4Hble A03bl

KpaTHocTb npuema

(popma AN MHbEKLMOHHOIO NPUMEHEHNS)

yepes Hebynaizepl 2

AHTUMHKOTUK o MNMyTb BBeAeHUA
ANA peten B AA€Hb
#Bopuorason 18 mr/Kr BHyTpb 2
(npoTMBONOKasaH AeTam o 2 neT)
#BopuKoHa3on 18 mr/Kr B 1-e cyT,
B/B 2
(npoTMBONOKa3aH aetam 4o 2 ner) 3aTem 16 mr/Kr
#Mrparonazon [o 12 net: 5 Mr/Kr
TabneTku . BHyTpb 2
Crapuwe 12 net: 200 mr
(NpoTMBONOKa3aHbl AeTaM A0 3 neT)
#lNo3aKkoHason 1 (B NepBbIV AeHb —
- BHyTpb
TabneTkn 2 pasa B [ieHb)
#lNo3aKkoHa3on
CyCNeH3us ANna npuema BHyTPb - BHyTpb 2-4
(npoTMBONOKasaH aetam ao 13 ner)
2 i

#KacnodyHruH 7omr/mes 1 ‘;”e”b’

3aTem no 50 Mr/m< (cyTo4yHas B/B 1
(NnpoTMBONOKa3aH AeTaM A0 3 MEC XKU3HW)

[03a He Bbiwe 70 Mmr)
#AMboTepULMH B [nMnocomManbHbIi] 3-5 mr/Kr/cyT B/B
#AMbOTEPULMH B [MMNUAHBIN KOMNNEKC] 5 mr/Kr/cyT B/B 1
#AmboTepuumH B 0,6-1,0 mr/Kr/cyT B/B
#AmdoTepuUMH B [nMnocomanbHbIn] #VHrANALMOHHO
dopmMa AN UHbEKLMOHHOIO NPUMEHEHUS 12,5 mr N 192 2 pa3sa B Heaento
yepes Hebynansep—

(NpoTUBOMNOKa3aH AeTAM A0 1 MEC XU3HMK)
#AMdOTEPULMH B [MMNMAHBIN KOMNNEKC] 12,5 mr #WNHransaumoHHo 2 pasa B HeAenio

MpumedaHue. #pUMeHeHe NeKapCTBEHHOMO Npenapata y AeTel BHE 3aperucTpupoBaHHbIX B MHCTPYKLMKU JIC noKasaHui NpoBOAMTCS NO
peleHnto BpaiebHON KOMUCCUK, C pa3pelleHns JTIOKanbHOro 3TMYECKOro KOMUTETa MEAULMHCKOW OpraHn3aunm (Npy Hanu4um), ¢ yCnoBueM
noAnNucaHHoOro MHHOPMUPOBAHHOTO COrnacua PoaAnUTENEN (3aKOHHbIX NpeacTaBuTenen) u pebeHka B Bo3pacTe ctapuwe 15 net; 1 — npumeHe-
HWe neKkapcTBeHHbIX GOPM A5 NapeHTepanbHOro NPUMEHEHUS B BUAE MHIaniLMI pa3peLlaeTcs KOHCUIMYMOM CNeLUanncToB Mo KUSHEHHBLIM
NoKasaHusaMm, ¢ paspeLleHns JToKanbHOro 3TMYECKOro KOMUTETa MEeAULIMHCKON OpraHnM3aLmMm, Npy Hanu4ymMm NoANUMCaHHOro MUHGOPMUPOBAHHO-
ro cornacus poautenem (onexkyHa) u pebeHka B Bo3pacTe cTaplue 15 ner, B yC/10BUAX CreuuannM3mpoBaHHOro ctaunoHapa. B gancHemnwem npu
XOpOoLLen NepeHoCMMOCTH NpUeM npenaparta paspelleH B ambynaTopHbIX YCAOBuUAX; 2 — uHransauuun #amdbortepuunHa B [nMnocomanbHoOro)
unu #amdoTtepuumnHa B [nMnnuaHoro kKomnnekca) MoryT 6biTb anbTePHATMBON MW JONOAHUTENLHOM MPOTUBOrPUBKOBOM TEpanMen B Ne4eHuu
ABJ1A npu HefocTaTo4YHON 3PDEKTUBHOCTH TEPANUKU CUCTEMHBIMU @HTUMUKOTUKaMU, HENEPEHOCUMOCTH a30/1bHbIX JIC UK nNpu noTeHuManbHO
onacHbIX JIeKapCTBEHHbIX B3anMmoaencTauax [138, 172, 173]. Mpu Hann4mm MeSULMHCKUX NOKa3aHWM (N0 U3HEHHBIM NOKa3aHWaM, BKIoYas
MHOMBUAYaNbHYIO HENEPEHOCUMOCTb, fanee — MO0 XU3HEHHbLIM NMOKa3aHWAM) Mo pPeLeHnio BpaiebHON KOMUCCUM OCYLLECTBNAETCA Ha3Have-
HWe NleKapCTBEHHbIX MPenapaToB He N0 MEXAYHapOAHOMY HenaTeHTOBaHHOMY HaMMeHOBaHMIo, a N0 TOProBOMY HauMeHoBaHuio (4. 15 cT. 37
depepanbHOro 3akoHa ot 21 Hos6psa 2011 r. N2 323-$3 «06 ocHOBax 0xpaHbl 340p0Bbs rpaxaaH Poccuinckon ®efepaummn» 1 n. 6 Mopsagka
Ha3Ha4YeHUs NekapCcTBEHHbIX NpenapatoB, GOpM PeLLENTYPHbIX 61aHKOB Ha IeKapCTBEHHbIE Npenapartsl, Nopsaka opopMAEeHUa yKa3aHHbIX
61aHKOB, UX Y4€eTa U XPaHeHus, yTBePKAEHHOro Npuka3om MuHsgpasa Poccun ot 14 aHeapsa 2019 r. N2 4H). PeweHne Bpaye6HOM KOMUCCUM
odopMngeTca NPOTOKONOM U BHOCUTCH B MEAMLMHCKYIO JOKYMEHTaL Mo nauneHTa. lNpu ucnonb3oBaHuv #BOpUKOHa30M1a U Apyrux CPeacTB
rpynnbl TPUa30/10B BCErAa CnefyeT y4nTbiBaTb BO3MOXHOCTb leKapCTBEHHbIX B3aUMOAENCTBUIA. Hanpumep, Npu HasHavyeHnu #B0pUKOHa3ona
chnefyet OTMEHUTb pudaMnuLmnH UK apyrue nHAYKTopbl GepMeHToB LuToxpoma P-450 (MHrMB6UTOPbI MPOTOHHOW NOMIMbI, Kap6amasenuH, GeHn-
TOWH), MOCKONbKY B 3TUX Cly4asx TepaneBTUHecKasn KOHLEHTpaLmMsa #BOPUKOHA30/1a B M1a3me U TKaHAx 06bl4HO He AocTUraeTcs. Y naumneHTos,
nonyyatoLmx AIUTeNbHYIO Tepanuio #80pUKOHA30/10M, MOTYT Pa3BUTLCA KOXHble peakuun GoTo4yBCTBUTENBHOCTU. BOo BpeMs neveHuns naum-
eHTaM peKoMeHayeTcs u3beratb UHTEHCUMBHOIO UK AJIUTENBHOMO 06/1yHeHUS MPAMbIM COSTHEYHBIM CBETOM.

Note. #The administration of medication outside the indications registered in the drug instructions is performed by the decision of health
authorities with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed consent from parents (legal
representative) and a child over the age of 15 years; 1 — administration of medications for parenteral use in the form of inhalations is allowed
by specialists council for vital indications, with the permission of Local Ethical Committee of the medical facility (if any) and with signed informed
consent from parents (legal representative) and a child over the age of 15 years, within special hospitals. Lately, in case of good tolerance, the
medication is allowed within outpatient clinics; 2 — inhalation of #amphotericin B [liposomal] or #amphotericin B [lipid complex] may be an
alternative or additional antifungal therapy in the treatment of allergic bronchopulmonary aspergillosis in case of lack of efficacy of systemic
antimycotic therapy, intolerance to aerosol therapy, or in case of potentially dangerous drug—drug interaction [138, 172, 173]. If clinically indi-
cated (for vital indications, including individual intolerance, hereinafter — for vital indications) and by decision of health authorities, medications
are prescribed not by the international nonproprietary name but by the commercial name (part 15 of art. 37 of the Federal Law dated November
21, 2011 Ne 323 “On fundamental healthcare principles in the Russian Federation” and paragraph 6 of the Procedure for prescribing drugs,
prescription forms for drugs, procedure for issuing these forms, its accounting and storage, approved by the Order of the Ministry of Health
of Russian Federation, dated January 14, 2019 N? 4H). The decision of health authorities is drawn up by the protocol and recorded into the
patient's medical record. We should consider the possibility of drug-drug interactions at administration of #voriconazole or other medications
from triazole group. For example, when prescribing #voriconazole, rifampicin or other inducers of cytochrome R-450 enzymes (proton pump
inhibitors, carbamazepine, phenytoin) should be discontinued, since the therapeutic concentration of #voriconazole in plasma and tissues can-
not be usually achieved in these cases. Patients receiving long-term #voriconazole therapy may develop cutaneous photosensitivity reactions.
Thus, patients are advised to avoid intense or prolonged exposure to direct sunlight during the treatment.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

Tepanus gbixaTte/IbHONH HE4OCTaTOYHOCTH

[bixaTenbHas HeAOCTAaTOYHOCTb — 3TO MATO/IOrMYECKNNI
CMHAPOM, NPU KOTOPOM MapuManbHOE HanpsiKeHWe KUCo-
poda B apTepuasnbHOM KpoBu MeHblie 80 MM pT. cT. (SpO,
95%) u/Mnn napumanbHOe HanpsiKeHUe YrineKUcnoro rasa
6onbwe 45 MM pT. CT.

o BpemeHn pa3BuUTUS pasnnyaloT OCTPyio (HapacTaHue
CUMMTOMOB B TeYeHWE 4acoOB WAU OHEN) U XPOHUYECKYIO
(B TEYEHME HEAENb UK MECSLIEB) AblXaTe/bHYI0 HEAOCTaTOou-
HOCTb. C K/IMHMYECKOM TOYKMU 3PEHMsa LenecoobpasHo eue
BblAENATb OCTPYIO AblXaTebHY0 HEAOCTaTOYHOCTb Ha GpOoHe
XPOHUYECKOMN.

MpnymMHa pa3BUTUS XPOHUYECKOW [AblXaTe/lbHOW Heao-
CTATOYHOCTHM y NauMeHToB ¢ MB — CTPYKTYPHbl€ U3MEHEHUS
NEerkux, KOTopble pa3BMBalOTCH BCMEACTBME XPOHMYECKO-
ro 6pPOHXOMIErOYHOr0 MpoLecca M NPUBOASAT K CHUXKEHUIO
abconoTHOM naowaan ralzoobmeHa. [lpuunHa pasBuTUSA
OCTPOW AblXaTeNbHOM HEAOCTAaTOYHOCTU — 060CTPEHME XPO-
HMYECKOr0 FTHOMHOIro GPOHX0NEro4YHOro NpoLecca B NErkux,
Nero4yHoe KpoBOTeYeHUe, NMHeBMOTOpPaKC. MPUYUHBI MOTYT
6bITb ¥ 06LWMMM, B HACTHOCTU Pa3BUTUE BUPYCHOW NMHEBMO-
HWW B pasrap anuaemMuu rpunna.

OpyruMm BaXHbiIM KOMMOHEHTOM B pa3BUTUM [Abixa-
TeNbHOW HejoCTaTOMHOCTM Y nauueHToB ¢ MB aBnsetcs
cnabocCTb U YTOMIEHME AblIXaTeNbHOW MyCKynaTypbl, O4EHb
4acTo COMpoBOXAawolINEe TAKenoe TeyeHue 3aboseBa-
HUS.

MpoBeaeHne KucnopogoTepanuu pPEKOMEHA0BaHO
npu Pa0, < 55 MM pT. cT. B noKoe wiun npu Pa0, < 60 mm pT.
CT. B MOKOE, HO NPWU HaNNYUKU OTEKOB, NOAULIUTEMMM, IETOY-
HoM runepTteH3umn [105, 106] (YYP — C, Y4 — 5). «3onoton
CTaHJapT AMArHOCTMKWM HapyleHuh razoobmeHa — aHa-
JIN3 KPOBWM Ha KWUC/IOTHO-OCHOBHOE COCTOSIHME C 3a60OpOoM
13 Iy4eBON apTepPUN.

* Kucnopogortepanusi peKoMeHaoBaHa He MeHee 15-24 4

B [l€Hb.

* LUeneso# ypoBeHb: SpO, 90-92%.

Mpn rMnepKanHMYecKon abiIxaTelbHON HeJOCTaTO4YHOCTH
y nauneHToB ¢ MB pekomeHAoBaHa HeMHBa3MBHasi BEHTU-
naums nerkux [193-195]. Lenb ee npoBegeHus — HopMma-
NM3auma Uan ynydileHne razoobmMeHa. K nonoxutenbHbiM
addeKTaM TaKKe MOXKHO OTHECTU IDDEKT ynyylieHus gpe-
Ha)Ka MOKPOTbI 3@ CHET 3HAYMTENBHOIO Yy4lleHUs KonnaTe-
panbHOM BeHTUAsAUuMK [196, 197] (YYP — C, Y44 — 5).

KoHcepBaTuBHas Tepanns MEKOHMEBOIo uaeyca

Bbigensitot ase GpopmMbl MEKOHWEBOTO Uieyca.

HeocnoxHeHHas dopma — MNAOTHbIN MEKOHMN POpMK-
pyeTcsi BHYTPUYTPOGHO M 3a6GMBaEeT AUCTajibHble OTAEeNbl
TOHKOM KMLUKM, Bbi3blBas AnnaTtaumnio NPOKCUMasbHbIX, yTON-
WEHNE KMULWEYHOM CTEHKM M KMUILEYHYID HEMNPOXOAMMOCTb.
Mpn HEOCNOKHEHHOM MEKOHMEBOM Mjleyce BO3MOXKHA KOH-
cepBaTUBHas Tepanus.

OcnoxkHeHHas ¢dopMa O6CTPYKUMU KULWKW NPUBOAUT
K CErMEeHTapHOMY 3aBOPOTY, aTPe3nKn, HEKPO3Y nan nepdo-
pauUMn KUWKK, MEKOHWEBOMY MEPUTOHWUTY MAM 06Gpas3oBa-
HUIO TMFTAHTCKOM MEKOHWEBOM NCeBAOKUCTbI. OCNOXKHEHHbIN
MEKOHMEBbIV Mneyc Bceraa TpebyeT SKCTPEHHOro XMPYpru-
yeckoro ne4venus [20, 115].

KoHcepBaTMBHasi Tepanus MEKOHMEBOro uWieyca
ANS IMKBMAALMW HENPOXOAMMOCTH KUILEYHMKA Y MaLUEHTOB
¢ MB mMoxeT 6bITb peKOMeHA0BaHa nNpu cobato4eHMn Heob-
XOAMMbIX YCNOBUW:
® OTCYTCTBME PEHTIEHONIOMMYECKMX MPUSHAKOB XNpypruye-

CKMX OCIOXKHEHWH;
® OTCYTCTBME MATONOrMYECKOro OTAENSEMOrO U3 XKENyaKa;
® oTcyTCTBME 601EBOr0 CUHAPOMA;

®  KOMMEHCUPOBaHHbIN METaboNNYECKUA U BOIEMUYECKUI
ctatyc [100, 198, 199] (YYP — C, Y44 — 5).

KoHcepBaTuBHasi Tepanunsi cCHHAPOMa AUCTaIbHOM

MHTECTUHaJIbHOH OGCTPYKLHNH

Ona nevenna CAMO y nmauueHTOB ¢ MYKOBMCLMAO30M
C Lle/Ibl0 BOCCTAHOB/IEHUS Naccaa KUWeYHUKa npu oTcyT-
CTBMM MPU3HAKOB KWLIEYHOW HEMPOXOAMMOCTU PEKOMEH-
L4Yyl0TCS NpUMeHeHne 60MblUnX 403 aueTunuuctemHa (600—
1200 mr/cyT), nakTyno3bl (0T 5 go 45 mn/cyT) B 3 npuema
B 3aBMCUMOCTM OT BO3pacTa, 06MNbHOE NUTbE, TMNepPoCMo-
NSipHblE PacTBOpPbI, HOpPManuM3auus pexuma U AO3UPOBKM
npuemMa naHkpeatuyeckux depmeHTtoB [1, 2, 200, 201]
(YYP—C, Y44 —5).

Tepanus nceBgo-baptrep-cnHapoma

JNleveHnue pazsuBlierocs MNbCynauneHToB ¢ MB peKomeH-
[JOBaHO NPOBOAWTL NpenapaTaMu Kanusa xnopuaa, Kanumcoe-
perawwnmMmn guypetukamun ans npopunakTuKkn 31eKTponuT-
HbIX HapyweHun [1, 2,42, 72] (YYP — C, Y44 — 5).

MaTtoreHeTn4yeckas Tepanus

(nBakagTOp + nymakagrop)

PekomeHgyeTcs npumeHeHne KoMbGMHauuM uBa-
KadTop + nymakadtop (MBakadTOop (NnoTeHumatop OGenKa
MBTP) + nymakadTop (Koppektop 6enka MBTP)) y nauyu-
eHToB ¢ MB, romMo3uroTHbix no myTtaummn F508del B reHe
CFTR, ¢ uenblo NaTtoreHeTM4EeCKOro fie4eHus, NoBblILEHNUS
KonnyecTBa aKTMBHOro 6enka MBTP Ha noBepxHOCTH Kne-
TOK 9K30KPUHHbBIX Xenes, NOBbIWEHNS Nero4HON GYHKLMHK,
CHW}KEHWUS YacTOTbl SIErOYHbIX 06O0CTPEHUN U 3aMefNneHus
nporpeccupoBaHua 3aboneBanus [95, 202, 203] (YYP — A,
ya4d — 1). Kom6uHaumns nBakadTtop + nymakadbTtop noka-
3aHa gnea nedvenuss MB y nauueHToB B BO3pacTe 2 neT
n ctapuwe (9dPeKTUBHOCTb U 6€30MacHOCTb KOMOWHaLMK
nBaxkadTop + nymakadbTop yCTaHOBMEHA TOMbKO Y NauuneH-
ToB ¢ MB, romo3uroTHbix no myTtauum F508del B reHe CFTR).
Mpn OTCYTCTBMM JaHHbIX O FeTePO3UrOTHOM HOCUTENbCTBE
mMyTauun F508del y poautenen pekoMeHOyeTcst AOMOHU-
TenbHOe obcnegoBaHue (cM. pasgen «JlabopaTopHble ana-
FHOCTUYECKME UCCNEefOBaHUSY).

Tepanus npenapatamu Apyrux rpynn

M/MIN 110 0COObIM NMOKa3aHHUAM

Onsa Tepannn MB npumeHsieTcs paj JIeKapCTBEHHbIX
npenapatoB Apyrux dapmaKkoTepaneBTUYECKUX rpynn.
Kak npaBuno, pelweHne 0 HasHavyeHun 3Tux JIC JOMKHO
NPUHUMaTbLCS cneunanucTaMm MeauLMHCKON opraHu3aumu
denepanbHOro ypoBHS Ha OCHOBaHWM WHAMBUAYANbHbIX
noKasaHuw.

PekomeHgyeTcs paccMoTpeTb Ha3Ha4YeHue KoOpTUKoCTe-
poMAOB A5 CUCTEMHOIO MPUMEHEHMUS MpPU:
®  TSXKENOM TeYeHUH, 06yCNOBAEHHOM YacTbiMM 060CTpe-

HUSIMW C SIBIEHUSIMU BbIPAXKEHHOW AblXxaTeNbHOM Heao-

CTaTO4HOCTH;

° ANWUTENbHOM BOCNaNUTENbHOM MPoLEecCe, OCI0XKHEHHOM
o06pa3oBaHnEM aTeNleKTaTU4ECKUX UBMEHEHUI B NETKUX;

® BbIPaXEHHOM M CTOMKOM OGCTPYKTUBHOM CUHAPOME,
pedpaKTePHOM K AENCTBUIO 3,-arOHUCTOB;

e ABNA[1, 2, 20] (YYP — C, Y44 — 5).

NMauymeHTam ¢ MB 1 XpOHMYECKON CUHETHONHOW UHEK-
LMen B KayecTBe NPOTMBOBOCMNanUTENbHbIX JIC peKomeHao-
BaHO Ha3HayeHWe MaKpoNMAOB (KNapuTPOMMULIMH, a3uTpo-
MULMH) C LIe/blO 3aMeaIeHns NPOrpecCnpoBaHms CHUXKEHNS
nerovyHon dpyHKUmMK [1, 2, 6, 20, 139, 204-207]:
®  a3uMTPOMUUMH B Ao3e 250 Mr (nauMeHTam ¢ Maccom Tena

meHee 40 Kr) n 500 mr (naumneHTam ¢ maccon Tena 40 Kr



M 60siee) Yepes ABa AHA Ha TPETUH Mexay npuemamu
NUWK, ANUTENBHOCTb TEpanuMu WMHAMBMUAYaNbHA Y Kax-
poro 6onbHoro [2, 139, 204-206] (YYP — C, Y44 — 5);
°  KNapuUTPOMULMH B A03e 125 Mr (nauMeHTaM ¢ Maccomn
Tena meHee 40 Kr) unn 250 mr (nauMeHTam ¢ Maccom
Tena 40 Kr u 6onee) 4epes AeHb HE3aBUCUMO OT Npuema
nuwum [2, 139, 207] (YYP — C, Y44 — 4).
HecTepouaHble nNpoTMBOBOCMANUTENbHbIE NpenapaTbl
B HacToslee BpemMsa MOryT paccMaTpmMBaTbCs KaK anbrep-
HaTMBa KOPTMKOCTEpOMAAM AN CUCTEMHOIO NPUMEHEHMS
C NpoTuBoBOCnanuTeNbHOM uUenbto. OgHaKo 3T0 KacaeTcs
TO/IbKO ubynpodeHa. MeToauKa HasHaydyeHus: nobynpodeH
Ha3HavaeTcs B fo3e 20—30 Mr Ha 1 Kr macchbl Tena aBax bl
B [€Hb AeTaAM B Bo3pacTe OT 6 net. MakcumanbHas cyTou-
Has Ao3a Ana B3pochnbix coctaBnseT 1,2 r. MakcumanbHas
CyTOo4YHas fJo3a ANS AeTeN M NOAPOCTKOB B BO3pacTe oT 12 Ao
17 neT— 1r[41, 2, 20, 208-210] (YYP — A, Y44 — 1).
AueTunumuctenH pekomeHayetcs B no3e 1200 mr/cyt
y naumneHToB cTapuwe 12 net 1 B go3e 600 mr/cyT y aeten
Mnagwe 12 net B 2 npuema HenpepbIBHO C MePBOro AHs
NPUMEHEHNs amMUKalnHa B Te4eHMe BCero Kypca 1M 7 gHen
nocsie ero OKOH4aHUs (MMHUMYM 6 Hea) ANS CHUXKEHNUS OTO-
TOKCUYHOCTU. [lpenapaT MMeeT OTHETAMBbLIA ClyXOCoxpa-
HAOWKN 3ddEKT NMPU aMUHOIIMKO3MA-CBA3AaHHON noTepe
cnyxa, NOHMXKaeT PUCK OTOTOKCMYHOCTM Ha 80% M npeg-
ynpexaaeTt pa3BuTue aHTUOUOTUKOPEIUCTEHTHOCTH, ABNS-
eTcs aHTMoKenaaHTom [2] (YYP — C, Y44 — 5).

KuHe3utepanusa

Bcem nauneHtam ¢ MB B 0653aTe/ibHOM NOpsiiKe PeEKO-
MEHAOBaHO NPoOBeEeHNE KMHE3UTEPANUKN NO MHANBUAYANb-
HOM nporpamMmme (METOAMKK APEHUPOBAHUSA BPOHXMANbHOIO
aepesa 1 nevyebHaa dM3KynbTypa) C Lenbto ynyyweHusa aBa-
Kyauuu MOKpoThI [1, 2, 20, 195, 211] (YYP — C, Y44 — 5).

MauneHTam ¢ MB pekomeHAyTCa perynspHble 3aHaTus
ne4yebHON PUIKYNLTYPON C LEenbio ynyyleHUs 3BaKyaluu
MOKPOTbI, YKPEnIeH!s AblXxaTelbHOW MyCKynaTypbl, NOBbI-
LeHMa aMoLMoHanbHoOro ToHyca [1, 2, 20, 211] (YYP — C,
yaaq — b5).

AneTtoTepanua u BUTaMUHOTEPaANUA

06wmMe NPUHLUNNbI AUeToTepannu y nayneHToB

C MYKOBUCLMZ030M

[uneTtoTepanus cocTaBNSeT BaXHY0 4aCTb KOMMNIEKCHOM
Tepanuu npu MB [1, 2, 20].

[MoTpebHOCTb B 3HEprun y geten u B3pochbix ¢ MB,
No AaHHbIM Pa3/NYHbIX UCTOYHMKOB, AOMKHA 6blTb NOBbI-
weHa ao 120-150% no cpaBHEHWIO C TEOPETUYECKUMM
pacyetTamu Ha aKTUMYECKyl0 Maccy Tena B 3aBUCMMOCTH
OT BO3pacTa M HYTPUTMBHOrO cTaTtyca nauueHTa. 35-40%
BCEW 3HEepreTM4eCcKom noTpebHOCTH JOMKHO obecrneynsaTb-
cs upamu, 20% — 6enkammn 1 60-65% — yrnesogamu [61]
(YYP — C, Y44 — 5). MauneHTam ¢ MB Heo6xoaMma paHHAs
HYTPUTMBHaA NOAAEPKKA. YCTaHOBfieHa HenocpeacTBeH-
Hasi CBA3b MEXAY COCTOSIHMEM MNUTaHUsa U yHKUMeRn ner-
Kux. CywecTByeT nNpsmMas Koppensauus Mexay nokasaTenem
UMT, dyHKUMEN NErKUX U NPOAOSIKUTENBHOCTbLIO XU3HU.

Ona obecnevyeHUs MNOBbLIWEHHbIX 3IHEPTreTUYECKUX
noTpebHOCTEN KanoOpPUMHOCTb CYTOYHOrO paLMoHa nauu-
eHTam ¢ MB pekomeHAayeTcs paccyuTbiBaTb He Ha dak-
TUYECKYI0, @ Ha LO/MKEHCTBYIOWYIO Maccy Tena € y4eToMm
KaTabo/MYeCKUX MPOLLECCOB MPU XPOHMYECKOM BOcCMane-
HUK U ncxoaa n3 geduumTta maccol Tena [2, 61] (YYP — C,
yaa — 5).

Mpu TAXenow abixaTeNbHON HegocTaTtoyHocT 50-60%
He6EeNKOBbIX KallopUi AONKHO MPUXOAUTLCS Ha KUPbI (MMe-
10T HAUMEHbILLWI AblXxaTenbHbl KO3 dUUneHT — 0,7) [212].

CywecTByloT AOBOJSIbHO C/OXHble GopMynbl Ans pacyeTa
HEeO6X0AUMbIX AOMONHUTENBHBIX Kanopui, OAHaKo B NoBcea-
HEBHOW MPaKTUKE MOXHO MONb30BaTbCs CAeYIOWUMN OpU-
eHTUpamu:
e 1-2ropa — 200 KKan,
* 3-5netr — 400 KKan,
e 6-11 net — 600 KKan,
e cTapwe 12 net u ans B3pocabix — 800 Kkan/cyT [1].
HepoctaTo4HOCTb MUTaHWS PEKOMEHAYETCA AuarHo-
CTMpOBaTb, €C/IM NPOLEHT COOTBETCTBMSA MaccChl MO POCTY
W MOy WUAK Macco-poCTOBOM MHAEKC, daKTuyeckas mac-
ca / naeanbHasa macca no pocty M nony X 100% MeHblue
90% y nauMeHTOB [AETCKOro BO3pacta, a Y NOAPOCTKOB
n B3pocnbix — ecnm MMT coctaensieT MeHee 18,5 Kr/m2.
BegeHune nauuneHtoB ¢ MB ocywecTBnsioT B 3aBUCUMOCTH
oT ux du3undeckoro cratyca. [pu noKkazaTensix z-Kputepus
no UMT ot —1 go —2 cneayeT AMarHOCTMpPOBaTb CPeaHeTs-
Kenyl HeoCTaTOYHOCTb NMUTaHUA, a NpU > —2 — TAKENYIo
HegocTaTovHOCTb NUTaHus [154] (YYP — C, Y44 — 5).
PekomeHgoBaHHaa LUeNb HYTPUTUBHOM NOAAEPHKKM
npyn MB — ob6ecneyntb GU3MYECKOE pa3BUTME NaLMUeHTa
CcOornacHo Bo3pacTHbIM HOpMaM (AOCTUXKEHWE NoKa3aTtenemn
dun3nyecKoro pas3BuTUA B rpaHuue 25-75-1 nepueHTUIun
nocsne KOppeKUnn HYTPUTUBHOIO cTaTyca, peKomeHayemas
uenb — 50-1 nepueHTunb) [61] (YYP — C, Y44 — 5).

HeTtn nepBoro roga >n3Hm

[pyaHoe BCKapMavMBaHue

NaeanbHbIM 4N HOBOPOXAEHHbIX M AeTeN NepBoro roaa
KU3HW SBASETCA HenacTepu3oBaHHOE rpygHOe MaTepuH-
CKO€ MOJOKO, TaK KaK OHO COAEPXWT LUMPOKWUIA CneKkTp
3aWMTHBIX GaKTOPOB U BUONOrMYECKN aKTUBHbIX BELLECTB.
BakHyl0 ponb Urpaet akTMBHOCTb TEPMONabuabHON Aunna-
3bl B HAaTUBHOM (HenacTepM30BaHHOM) EHCKOM MOJIOKE.
Ona pete ¢ MB nokasaHa 3aluTHas poJib €CTECTBEHHOIO
BCKapMAMBaHMS: MAaAeHLbl, NoNyYatoLme rpyaHoe MoJIoKo,
MMEIOT Nyylne noKasaTenun nerovyHbix GYHKUMM U HUSKYIO
4acTOTy MHOEKLMOHHbIX 3MM3040B MO CPaBHEHUIO C AETb-
MW Ha MCKYCCTBEHHOM BCKapMavMBaHuW. HOBOPOXKAEHHbIE
W OeTU NePBbIX MECALEB XU3HU, KOTOpble HE MOTYT caMo-
CTOATENbHO BbiCacbiBaTb HEO6X0AWMbI 06bEM MOJIOKa
M3 rpyau BBMUAY TAXKECTUM COCTOsHMS (o6waa cnabocTb,
oAblllKa, cepaeyHo-neroyHas HeaoCTaTOYHOCTb), AONMHbI
nonyyatb CLEXEHHOEe HemnacTepM3oBaHHOE MaTepUHCKOoe
MOJIOKO U3 BYTbINIOYKM MK Yepes3 Ha3oracTpaibHbli 30HA.

B HeKoTopbix cnydaax TpebyeTca AONOMAHUTENbHOE
NOCTYMNJIEHWE 3IHEPIUMM C MOMOLLBbIO O6OralleHus rpyaHo-
ro mosnoka. TaK, nNpu HegocTaTto4yHOW npubGaBKe Macchl
Tena MOJIOKO MOXHO oborawaTbh Ao6aBNeHUEM Ha Kaxable
100 MmN NnpubnnanTenbHo 5 r (1 MepHas I0XKKa) Cyxon cmecu
Ha OCHOBe ruaponusata 6efKa CO cpefHeLeno4yeyHbiMU
Tpurnuuepuagamum (CUT).

OeTtam rpygHoro Bo3pacta ¢ MB v naHKpeaTuyecKown
HeAOoCTaTOYHOCTbIO PEKOMEHAYeTCA Ha3HayaTb depMeHT-
HYI0 3aMECTUTENbHYIO Tepanuio NnpenapartamMu NnaHkpeaTuHa
(B BMAE MUHU-MUKpOChEP) B KaxAoe KOPMIEHUE C LieNblo
KOPPEKLMM MaHKpeaTMYeCKoOW HeaocTaTovHOCTH [2, 61]
(YYP — C, Y44 — 5). C MmOMeHTa BBeAeHUS HEOHaTa/IbHOIo
CKpWHWHra Ha MB B Poccun (2006 r.) nosiBUnacb BO3MOX-
HOCTb paHHero Hadvana fle4yeHusl, OgHaKO BOMpPOC, Korga
M KOMY HayuMHaTb 3aMeCTUTENbHYI0 Tepanuio NaHkpeaTu-
YeCKMMM depmeHTaMK, He Bcerga siceH. YpoBeHb MaH-
KpeaTu4yecKoMn anactasbl 1 B CTy/e B Te4eHWe NepBoro roga
KMU3HW MOXKET CyLEeCTBEHHO BapbUpoBaTb, U OAHOKPATHOrO
€ro u3MepeHus He Bcerga goctatoyHo. CnegyeTr opueHTUpo-
BaTbCA Ha TeMMbl NPMBGaABKKN B Macce M nokasaTenu Konpo-
rpammsbl (Hannyue cteatopen) [61].
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

CmellaHHOe/UCKYCCTBEHHOE BCKapMaMBaHue

Y petei, cOXpaHSAOWMUX YAOBNETBOPUTE/bHbIE TEMMbI
$Hn3nM4YeCcKOro pasBuUTUS, MOTYT MCMOAb30BaTbCA OObIYHbIE
ajanTMpPOBaHHbIE MOIOYHbIE CMECH.

MpM cMewaHHOM/MCKYCCTBEHHOM BCKapMaMBaHUK
GONbLIMHCTBO MNajeHueB B Clyyae CBOEBPEMEHHON Auna-
FHOCTUKM NaHKpeaTUYeCKom HeJOCTaTOMHOCTH U ee KOPPEK-
LMW NaHKpeaTUuiecKnMn depMeHTammn XopoLo pacTyT 1 pas-
BMBAIOTCA MPU UCMONb30BaHUM OObIYHbIX a4anTUPOBaHHbIX
MOJIOYHbBIX CMeceln ¢ npeobnajaHUeM CbiIBOPOTOYHbIX 6en-
KOB B cocTaBe 6enKoBoro komnoHeHTa (60 : 40) [61].

Y neten nepBoro roga *u3Hu ¢ MB He pekomeHayeTcs
MCNONb30BaTb 3aMEHUTENN MONOKA C HU3SKUM COLEpKaHu-
em 6enka (1,1-1,3 r/100 mn) 1 xupa (MeHee 3,5 r/100 mn),
TaK KaK OHM He o6ecneymBaloT HYTPUTUBHbIE NOTPEBGHOCTH
Takux nauueHTtoB [213] (YYP — C, Y44 — 5).

Mpu HegocTaToYHOM NpMGaBKe Macchl Tena y nauuMeHToB
¢ MB pekomeHayeTcs OTAaBaTb NpeanoyTeHne BbICOKOKa-
NOPUNHBIM CMECHM, UMEIOLLMM B KayecTBe XMPOBOr0 KOM-
noHeHta CUT u pacTuTenbHble XUpbl B 3MYIbrMPOBaHHON
dopme, 4TO NOIBONSET YNYYLWUTb YTUANIALMIO KUPA U CHU-
3UTb A03Y NaHKpeaTuyeckux depmeHToB [214] (YYP — C,
yaa — 5).

PekomeHJ0OBaHO Ha3HayeHue CMecen Ha OCHOBE MMAPO-
NM3aTOB MOJIOYHOrO 6€e/Ka Npu anneprum K 6enKkam Koposbe-
ro MOMIOKa 1 BPEMEHHO — Noc/ie onepaTMBHOrO BMellaTeslb-
cTBa No NoBoAy MeKoHueBoro nneyca nan CANO nu6o apyrmnx
onepatuBHbIX BMeLLaTeNbCTB Ha KUWEYHWKe C nedvebHon
uenbto [213] (YYP — C, Y44 — 5).

MaumeHTam, nonyvalowmm MaCCUBHYIO aHTMGaKTepu-
anbHylo Tepanuio, a TakKe NOBTOPHbIE KYPCbl aHTMOUOTUKOB
peKOMEeHA0BaHO BBECTM aAanTUPOBaHHYIO KUCIOMONOYHYIO
CMeCb MK CMeCb, 060raleHHyo NPoBUOTUKAMK, B KONMNYe-
cTBe A0 1/3 cyTo4yHOro o6bema KOpMIEHUs 4na nogaepxa-
HUS HOpMabHOW MUKPOGNOpPbI KMWedYHuKa [213] (YYP — C,
yaa — 5).

MpuKkopm pekomMeHayeTca BBOAUTbL B 4-5 Mec (Kak
M B MONynauMuM 340POBbIX AeTei), a HEKOTOpPbIM AeTaM,
npv HU3KoW NpnbaBKe B Macce, — paHbLUe C LieNbio KOpPeK-
LMK OaHHbIX Hapywexwn [213] (YYP — C, Y44 — 5).

NMntaHne AOWKONIBHNKOB M LUKOJIbHUKOB U B3POC/IbIX
CTtaHgapTHble MPUHLMNbI TMTaHWA O4MHAKOBBI NS AeTeN,

NOAPOCTKOB U B3POCbIX.

OCHOBHOW MPUHLMM — «a@KTUBHbIM» MOAXOA K MUTaHMIO
nauneHta ¢ MB B nto6om Bo3pacTe:

° nuTaHuMe pebeHKa AOMKHO ObiTb perynapHbiM (6 pa3
B A€Hb JaXe ANS WKOMbHUKOB, @ TaKKe A9 B3POC/blX,
dopmyna 3 + 3): 3 OCHOBHbIX NpMeMa NuLiM (3aBTpak,
oben, YHWH) MU 3 OOMNONHWUTENbHbLIX NepeKyca (BTOpoM
3aBTpakK, NOAAHMK, Ha HOYb);

® MNUTaHWEe AONXKHO ObiTb «MJOTHbIM»: B KaXAblh OCHOBHOM
npveM MWLM JOMKHbI BKIOYaTbCs 6t04a, cogepalume
KayeCTBEHHbIE XXWBOTHble 6eNKK, LUMHK (MSco, cybnpo-
OYKTbl, pbi6a, AiLa 1AM MOAOYHbIE MPOAYKTbI — CbIp,
TBOPOT), KA4YECTBEHHbIE XWUPbl (PacTUTENbHOE, CIUBOY-
HOe mMacno, cMeTaHa, CIMBKM), CIOXHbIEe (Kpynbl, xNe6,
OBOLLN) U B MEHbLUEN CTENEHU NPOCTble (GPYKTbI, Clnago-
CTH, BapeHbe, Mef) yrnesosbl;

® [OMNOJHUTENbHbIE MpPMEMbl MUWMK (NepeKycobl: BTO-
pon 3aBTpaK, MOJIAHUK, Nepea CHOM) o6a3aTesibHbl;
OHM COCTOAT, KaK MpaBuo, N3 KUCOMOMOYHbIX MPOAYK-
TOB, TBOPOra, PPYKTOB, BbIMEYKU U YMEPEHHOIO KONMYe-
CTBa cnajocTen.

Mpn myKkoBucumpoze Ao 10% nauueHToB K MOAPOCT-

KOBOMY BoO3pacTy dopmupytoT GMbpo3 U LMPPO3 MeYEHH;

no 13% nauueHtoB K 20-netHemy Bo3pacTty u go 50%

k 30 rogam — M3C/J. Moatomy, HECMOTPSA Ha To, 4To Npu MB,

npu OTCYTCTBMU aepruyecknx peaxuuni, B MexayHaposa-

HblX peKOMeHZauumax paspelleHbl Ntobble NPOAYKTbI, HEKO-

Topble 61104a HEe peKomeHAayeTcs ynoTpebasTb NOCTOSAHHO

n B 60/bLUMX KOMYECTBAX:

° MNPOAYKTbl M 6nioga, OCNOXHAKWME paboTy nevyeHu
W KeNYeBbIBOAAWMX NyTem — TyronjaaBKME M TpaHC-
XUpPbI (CM. BbllWe), Kpenkue 6ynbOHbl, OCTpble, KUCMble
61t04a U NPSAHOCTY;

® MNPOAYKTbl MPOMbIWAEHHOr0 MPOM3BOACTBA, COoAepa-
wre 60/blOe KOAMYECTBO CTabunn3aTopoB, WMCKYC-
CTBEHHbIX KpacuTenewn n KOHCepBaHTOB, ManoHe3 npo-
MbILWAEHHOIro MPOU3BOACTBA;

® T.H. «<MYCOPHYIO MuLLYy», FrOTOBblE Cyxue nonybabpuKarbl,
dacTdya;

° CnagKuve rasupoBaHHble HanUTKM U Hepa3baBieHHble
$PYKTOBbIE HAMUTKX NPOMBbILINEHHOIO MPOM3BOACTBA;

e B 60ONbLIOM KOMMYECTBE U OTAENBHO OT APYrMX MPUEMOB
nMwn — padurHUpOBaHHbIE NPOCTbIE YrNeBoabl (caxap,
KOHdEeTbl) C Lenblo He JOonycKaTb PE3Koro nogbema
YPOBHS MIMKEMUH;

°  NpW gUCnencuyYecKmx BneHnUsax — 6onbline o6bembl NPo-
LYKTOB, YCUIMBAIOWMX ra3006pa30BaHNE B KULIEYHUKE:
LLeNbHO3EPHOBOM U OTPYOHOM XN1E€G, CBEXKYIO U KUCAYIO
6€e/I0KOYaHHYI0, KpaCHOKOYaHHYIO KanycTy, 6060Bble,
CBEKIY, KOXHMLY M CEMEYKM OT GPYKTOB, OPEXU, FPUOBHI.
Mpn 6poHX0NEeroYyHbix O6OCTPEHUAX, 3HAYUTEbHOM

OTCTaBaHMM B Macce Tena ANna yBenu4YeHus nocTynie-

HUSi 3HEpPruu, BbICOKOKa4yeCTBEHHOro 6efka, BUTaMMHOB

M MUHepanbHbiX BELWECTB B KayeCTBE MEPEKYCOB PEKo-

MEeHAYeTCSH MCMofib30BaTb CMeELManM3MpoOBaHHble BbICOKO-

3HEepreTM4ecKMe KOKTEWIU WMAM CMEeCH AN SHTepanbHOro

nutanus [2, 61] (YYP — C, Y44 — 5).

PekomeHgoBaHo ob6oralieHue pauuMoHa MOoAMHEeHachbl-
WEHHbIMU XUPHBIMU KNWCAOTaMK, KanbLMeM, NPOBUOTUKaMM
4N BOCMOJIHEHMSA MOBbIWEHHbBIX HYTPUTUBHbLIX NOTPEOHO-
cTen nauneHToB ¢ MB. C uenbto o6orateHu1s paumoHa ome-
ra-3 XMPHbIMKU KMCNOTaMW PEKOMEHAOBAHO UCMONb30BaTh
cnaboconeHytlo (He KOMYEHYI0) XKUPHYID MOPCKYI pbiby:
cenbfib, cemry, Gopenb 1 gpyrue nococeBble, MKPY 3—4 pasa
B Hefesto B KavyecTBe 3aKycku [61] (YYP — C, Y44 — 5).

PactutenoHoe macno (nbHAHOE, ThIKBEHHOE, KeApOBOE,
Macno rpeLKoro opexa, coeBoe, pancoBoe, NOACONHEYHOE,
KYKYpPY3HO€, OJIMBKOBOE) PEeKOMEeHAYyeTCs MCMnofib30BaTb
B HepadMHUPOBaAHHOM Buae 6€3 TEPMUYECKON 06pabOoTKH,
fo6aBnsAa B canatbl M roTOBble OBOLHbIE 6/t04a, ANS Npu-
rOTOBNEHUS AOMalLHEero MawoHesa C Lenblo oboraieHus
pauMoHa MNONMHEHACHIWEHHBIMU XUPHBIMKU  KUCIOTaMM
1 6MONOrMYECKN aKTMBHbIMK BellecTBamu [2, 61] (YYP — C,
yaa — 5).

NMaumeHTam ¢ MB peKoMeHayeTcs exeqHEBHO ynoTpeo-
NATb B Ka4eCTBE OCHOBHOIO UCTOYHMKA KanbLMS U BbICOKO-
KayeCTBEHHOro 6e/lka Heo6e3XKMPEHHbIE MOJIOKO, TBOPOT,
Cblp, KMUCNOMONOYHblE MPOAYKTbI, OBOraweHHble XWBbIMU
WTaMMaMn NMpoBUoTUKOB (BndnaoGaKTepUn U nNakTobaK-
TEPUN) — MOTypTbl KOPOTKOIrO CpoKa XpaHeHus, 6uokedpup
wt.n.[1, 2] (YYP —C, Y44 — 5).

Mpn dopmupoBaHun M3C/L, peKomeHayeTcs Kanopui-
HOCTb pauMOHa W CoAEepXKaHWe KUMPOB COXPaHSATb MOBbI-
WEHHbIMW AN19 BOCMOJIHEHUS MNOBbIWEHHbIX HYTPUTUBHbIX
notpebHocTen naumeHtoB ¢ MB [1, 2, 49, 73] (YYP — C,
yaa — 5).

MHWKPOHYTPUEHTbI H BATAMHWHbI

Bcem getam ¢ MB pekomeHA0BaHO nogcanmMBaHue nuum
C LeNblo KoppeKunn B6anaHca xjaopa v HaTpusa (Tabn. 15)
[2,61] (YYP — C, YO4 — 5).



Ta6nuua 15. CyTouHble noTpe6HocTh B conu (NaCl) y aeten ¢ MykoBrcUMAO30M [2, 61]
Table 15. Daily salt requirements (NaCl) in children with cystic fibrosis [2, 61]

Macca tena pe6em(a-/ Temnepartypa <5 K 5-10 Kr > 10 Kr
OKpYy)Kalolen cpeabl
20°C 0,8 r/neHb 0,5 r/nexb Moty
.8 1/8 O /R + 0,8 r/aeHb/10 Kr

] MuHUMYM 2 r/aeHb
95 °C 1,5 r/neHb 2 r/neHb + 1 r/neHb/10 Kr

] MuHWMYM 4 r/AeHb
30°C 2,8 r/neHb 4 r/neHb + 2 r/neHb/10 Kr

Mpumeyvarune. CTapluve LeTu, Kak NpaBuio, Camu PEryampyroT KOJMYECTBO CO/IM B CBOMX GI0AAX MO NPUHLMMY «COIOHKA Ha CToNe».

Note. Older children usually regulate the amount of salt in their dishes themselves on the principle of “salt on the table”.

Bcem nauueHtam ¢ MB pekomeHa0BaHO OOMNOMHUTENb-
HOe BBefleHWe NpenapaToB KajbLKS C LieNbio NpodunaxkTm-
KW HEe0CTaTOYHOCTU KabLMs B OpraHM3me U ocTeoneHnye-
CKMX cocTosiHuM [2, 61] (YYP — C, Y44 — 5).

Bcem nauymeHtam ¢ MB pekomeHOooBaHO Ha3Ha4dyeHue
HUPOPaACTBOPUMbIX BUTAMMHOB C LIENbIO BOCMOJIHEHUS
neduumMTa UX NOCTYNAEeHUsa € nuuen Ha GpoHe manbau-
rectun u mManbabcopbuumun [2, 61, 76, 214] (YYP — C,
yaa — 5).

«ArpeccuBHblI€» MeTOAbl HYTPUTUBHOM NOJAEPKKH

y nayMeHTOB C MyYKOBUCLIMJO30M

K «arpeccuBHbIM» MeTOoAaM HYTPUTUMBHOW MNOAAEPHKKMU
y nauueHToB ¢ MB oTHocaTCS:

1) 30HAOBOE 3HTEpasibHOE NUTaHWe B BUAE HOYHOM
runepanMmeHTauuMmM 4epes3 Hal3oracTpalbHbli  30HA
WK Yepes NepKyYTaHHYO racTpoCToMY (TPYOKM NUTaTeNbHble
ractpoctoMuyeckme U etoHanbHble MIC, MIC-KEY ¢ npwu-
HaanexHocTtamu). C NoMOLLbIO HOYHOW runepanuMeHTaLnu
npu ageKkBaTHOM KOHTpO/ie MNaHKpeaTUYeCKUMWU 3aMeHW-
TeNgMM MOXHO AononHuTenbHo ob6ecneduntb oT 30 go 50%
paccyMTaHHOM 3HepronoTpebHocTH [9];

2) napeHTepanbHOE NUTaHUE:
® MOJIHOE (UEeHTpanbHbIM BEHO3HbIV KaTeTep); NOKa3aHus-

MU SBASIIOTCS:

— COCTOSIHMS Nocne onepaumn Ha KULEYHUKE;

— CMHAPOM KOPOTKOM KULUKMK;

— OCTPbIM NaHKpeaTuT;
® yacTMyHoe (C Uuenbld [AOMOMHUTENbHOIO MNUTaHKS),

ncnonb3yetcs nepudepuryeckas BeHa:

— WUPOBbIE 3MYSIbCUMU;

— [NIIOKO30-aMUHOKUCIOTHbIE CMECH, BUTAMUHbI.

PeKoMeHJ0OBaHO MpUMEHEHUE «arpecCuBHbIX» METOL0B
HYTPUTUMBHOM MOAAEPHKKMN NpU:
® OTCYTCTBMM MPUOGaABKM MaccCbl Tena WKW €€ CHUKEHWUU

B Te4yeHue 6 Mec;

° (daKTUMYeCKOoM Macce Tena HUKe 3-ro NnepueHTuns;

e (daKTMYeCcKOM Macce Tena HUXKe [OOMKHOro 3HayeHus
Ha 15% nnn meHee 25-ro nepuUeHTUIS Ha GOHe AOMOSHMU-
TEIbHOro NUTaHWS cneuunanbHbiMK cmecamu [2, 20, 61]
(YYP —C, Y44 — 5).

«ArpeccuBHble» METObl HYTPUTUBHOW MNOAAEPKKM MOKa-
3anM BeCbMa BbICOKYID 3bPEKTUBHOCTb, B OCOOBEHHOCTHU
y nauneHToB ¢ MB C BbIpa)€HHbIMW HapYLLEHUSIMWU HYTPU-
TMBHOro ctaTyca. OgHaKo onTUManbHble METOAUKHK, CXEMbI
NPUMEHEHUS, BUAbl M cnocobbl BBEAEHUA MUTATENbHbIX
cMecen, crnocobbl 3aMecTUTENbHOM GEPMEHTHOM Tepanuu
npuv NPoBeAEHMM 30HA0BOM rMNepansMMeHTaLmnmn HyXaalTes

B AanbHenwen oTpaboTKe B NPaKTUKE OTEYECTBEHHOM NY/b-
MOHOMIOMUK U NeanaTpum.

MoKa3aHo, YTO TO/IbKO MPUMEHEHUE IHTEPASIbHOMO 30H-
[AOBOr0 NUTaHWA Yepes racTpoCcToMy AOCTOBEPHO NPUBOAUT
K YyYLEHWIO HYTPUTUBHOMO cTaTyca nauneHTos ¢ MB.

KomnbioTepHble nporpamMmabl 47151 nog6opa UeTbl

H pepMeHTHOM Tepanuu 47151 Bpa4Yen U nayneHToB

Paspa6oTaHbl nporpammbl ana 3BM, KoTopble
HanpaBfieHbl Ha ONTUMMU3AUMIO KOMMJIEKCHOW Tepa-
nun MB n npumeHsaoTcs B psage perMoHoB PoccuicKon
depepaunn [215]. Mporpamma IBM «MOHUTOPUHT HYTpU-
TUBHOrO cTaTyca, pauMoHa NUTaHus 1 GepMeHTHOM Tepa-
n1MKM NPU MyKOBMUCLMAO3E» NO3BONSET COKPATUTb TPyAO3a-
TpaTbl Bpaya npu pacyeTax MHANBUAYaNbHON ANETHI U JO3bI
3aMecTUTeNIbHOM depMeHTHOM Tepanun. MobunbHasa Bep-
cusa nporpammbl 3BM «MOHUTOPUHI HYTPUTUBHOIMO CTaTy-
ca, pauMoHa NUTaHUsa U pEepPMEHTHON Tepanuun NpuU MyKo-
Bucumnaose. MobunbHaa Bepcus» NomoraeT naunmeHTam
camocToATeNnbHO noabupaTb 403y PEPMEHTOB Ha KaXKAablt
npuMeM MWLM, B pPEXWMME OHNalH nepepaBaTb AaHHble
(B penepcoHanM3npoBaHHOM BMAE) 0 PU3NYECKOM pas-
BWTUU, paLMOHe NWUTaHWs, JO3ax NaHKpeaTuHa ANS KOH-
CynbTauuMu c nevalmm BpayvyoMm, obyvyaeT CaMOKOHTPONIO
Haj cBOMM 3aboneBaHueM. Mcnonb3oBaHWe AaHHbIX NPo-
rpaMmm nokasano cBo 3GDOEKTUBHOCTb B KIAMHUYECKOMN
npakTnke [215-218].

Xupypruyeckoe neyeHue

Mpn HeaddEKTUBHOCTU KOHCEPBATUBHLIX METOA0B,
HapacTaHMK 3MM3040B KPOBOXapKaHbs U pPa3BUTUK Neroy-
HblX KpPOBOTEYEHUW NaunmeHtam ¢ MB peKomMeHAoBaHO
XMpYypruyeckoe nocobue ¢ Lienbio OCTAaHOBKM KPOBOTEYEHUS
[169, 196, 219, 220] (YYP — C, Y44 — 5).

PekomeHayeTca 3HAOCKOMUYECKOE XMPypruyeckoe
nevyeHne XPC Ha ¢oHe MB npu BblpaxKeHHOM 3aTpyaHe-
HWMM HOCOBOMO AblXaHWA 3a CYeT Hal3albHOro noauno3a
W/vnnM Meananusauunn natepanbHOM CTEHKKM MOMOCTH HOCa;
He KynupyeMoM KOHCepBaTMBHbIMW MeToaamMu 060CTPEHMM
MHPEKLMOHHO-BOCNanUTenbHoro npouecca B OHI, KoTopbii
paccmaTpMBaeTCs B Ka4yecTBe Ba)KHOM MPUYMUHbI KOHTaMu-
HauMKM GPOHXONEroYHOM CUCTEMbI; Pa3BUTUU CUHYCOreH-
HbIX OpPOUTaNbHbLIX WU/WUNKU BHYTPUYEPEMHbIX OCMOXHEHWUN;
Heob6XxoaMMOCTU caHauuu nonoctu Hoca u OHI nepen T/
[221-224] (YYP — B, Y4/ — 3).

MNauuneHTa ¢ MB B TepMUHanbHOM cTaguMm LMppPO3a neve-
HWU, HO C OTHOCWUTENIbHO COXpaHHOW (YHKLUMEN BHELIHErO
AbIXaHWs He06X0AMMO HanpaBMUTb K Bpady-TpaHCNAaHTonory

PEDIATRIC PHARMACOLOGY. 2022;19(2)

3

NEAUWATPUYECKAA ®PAPMAKONIOIUSA / 2022 / TOM 19 / N2 2



CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

ANS OLEHKW BO3MOXHOCTM MpOBEAEeHWUs TpaHchnaHTauuu
nedvenu [1, 2, 20] (YYP — C, Y44 — 5).

XupypruyecKoe ne4eHne MEKOHMEBOIro ujaeyca

NauneHTam ¢ MB U MEKOHMEBBLIM WIEYCOM MPU OTCYT-
CTBMM BO3MOKHOCTU KOHCEPBATUBHOIO SIEYEHNS UM NPU €O
HeadDEKTUBHOCTM PEKOMEHAYETCS NPOBEAEHNE onepaTmBa-
HOMO Nle4YEHUs C LEeNblo paspelleHns KUWEYHOW HEeNnpoxo-
[MMOCTHK M NpeaoTBpalleHna ocnoxHeHun [100, 199, 225]
(YYP —C, Y44 — 4).

TpaHcnnaHTauns Nerkmux

MauuneHTa ¢ MB Ta)Kenoro Te4eHus, TOpnMaHoro K Tepa-
MUK, C YacTbiIMU OBOCTPEHUSAMU U OCIOKHEHUAMU PEKOMEH-
[LOBaHO HanpaBWTb K Bpavy-TpaHCNAaHTONOry ANS peweHuns
Bonpoca o nposeaeHun T/1[226] (YYP — C, YA4 — 5).

B muposon npaktuke TJ1 gaBnseTca obuwenpu3HaHHbIM
METOAOM Jle4eHUA MauMEeHTOB B TEePMUHaNbHOW CTaguu
3a60/1eBaHUIN NErKMUX pasnMyHom atnonoruun. Cpeamn nokasa-
HUM K TJ1y naumeHToB cTapuwe 18 net MB 3aHMMaeT TpeTbio
nosuuuto, yctynas XObBJ1 n nero4Homy dnbposy, U 3aHUmMaeT
nepsoe MeCTO y NauMeHTOB AETCKOro Bo3pacTa OT 6 Ao
17 net. TJ/1 npu TwartenbHOM 0T60pe NauMeHToB JOCTOBEPHO
ynyyllaeT noKasaTenun BbIXKMBAEMOCTU M KavyeCTBO KU3HM.
MegmaHa NPoLOMKUTENBHOCTH KU3HM NaumeHToB nocne TJ1
no nosofy MB xapaKTepuayeTca HaunyylwnMK noKasaTens-
MU NPU CPaBHEHUMU C APYrMMK 3a60oneBaHUSIMKN U COCTaBNSA-
eT 6onee 11 ner.

MPO®UNAKTUKA

Cnoco60B repBn4Hok npopunakTmkn MB He cyliecTByeT.

B KayecTtBe Mep BTOPUYHON NMPOPUNAKTUKK 3TOro 3a60-
NeBaHus BbICTyNatoT:

1) nopogoBast AMarHoCTUKa;

2) HeoHaTanbHas gMarHocTuka MB.

Bcem nauueHTam ¢ MB, nnaHupylolWmMM 4eTOPOXKAEHKE,
PEKOMEHAYETCA KOHCYNbTaLMUs Bpadva-reHeTMKa W Mone-
KynsipHO-reHeTu4yecKkoe ob6cnegoBaHue cynpyru/cynpyra
Ha HOCWUTENbCTBO MyTauwui reHa CFTR. B cnyyae o6Hapyxe-
HWSA NaToreHHbIX BapuaHToB pekomeHayetcs MNIT-M Ha MB
[2, 79, 107, 227] (YYP — C, Y44 — 5).

NMpodunakTuka ncespo-baprrep-cuHgpoma
PeKkomeHZoBaHbI cnegyowme mepbl 418 NpodunakTnku

MNeC:

® CBOEBpPEMEHHas AMarHoCTMKa MyKOBUCLMA033a;

°  WHbopMUpOBaHue poauTenen o cumntomax MB6C;

® KOHTPOJSib YPOBHS 3MEKTPOAMTOB KPOBM, OCOBGEHHO
y AeTew paHHero Bo3pacTa;

° npodunakTU4eCcKoe HalHavyeHue HaTpusa M3 pacyeTta
1-2 MMONb/Kr/cyT B BMAE noBapeHHon conun (1/5-1/6
YarMHOM NOXKW NPUMEPHO cooTBeTCTBYeT 15 MMOsb
NaCl), coneBbix pacTBOPOB, NpegHa3Ha4YeHHbIX 419 nep-
opanbHoM pernapatauuu [2] (YYP — C, Y44 — 5).

BakuuHauus

M3BecTHO, 4TO getTv ¢ MB aBnsOTCa rpynnov pucka
Nno pPasBUTUIO MHOEKLMOHHbBIX 3aboneBaHn U HOCUTENb-
CTBa TaKMX MMKPOOPraHM3moB, Kak S. aureus, H. influenzae,
S. pneumoniae, MYKOWAHbIX W HEMYKOUAHbIX GOpM
P. aeruginosa vt Burkholderia cepacia complex. Bbicoka pac-
NPOCTPaHEHHOCTb CPeamn 3TUX AETEN COMYTCTBYIOLWEN XPOHM-
YeCKOW NaToJIOrmu, YCyrybnsiolen TaxKeCTb TeHeHU UHDEK-
UMW 1M Npegpacnonaraiowen K BO3HMKHOBEHMWIO PasfinyHbIX
OCNOXHeHUN. MNpodunakTnka nHbekumn y naumeHtos ¢ MB
[LOMKHA OCYLWEeCTBAATLCA HE ANM30AMYECKM, a MyTeM NaHo-
MEPHOro BbIMOAHEHWS MEPONPUATUI, Npeaynpexaatowmnx

pacnpocTpaHeHne UHPEKLUUN, a TaKKe Mep, NOBbILAOLWMX
o6yt 1 cneyndrYecKyto ConpoTMBASEMOCTb OpraHu3ma.
ObPEeKTUBHBIM CPEACTBOM B NpeaynpexaeHnn UHbEKUM-
OHHOM 3a60/71eBaEMOCTH ABNSETCA BaKUMHONpodunaKkTmka.

PekomeHaoBaHO npoBefeHWe BaKUMHALMK COrlacHo
HKMM n kaneHaapto NpodunakTUYeCKnX NPMBUBOK NO 3MK-
LEMWYECKUM MoKasaHuaM. BakuuHupoBaTb feTen peko-
mMeHayeTcs B dasdy pemuccum, Ha GoHe cTabuibHOro coma-
TUYECKOr0 COCTOSIHMS M NMPOBOAMMON Tepanun [228-231]
(YYP—C, Y44 — 5).

MauneHTbl C XPOHUYECKUM renaTtuToMm, B T.H. C HaYnHato-
WMMCS LLUPPO30OM NEeYeHU, MoryT ObiTb NMPUBKUTLI B Nepuoae
PEMUCCHUU UM HU3KOM aKTUBHOCTM 3aboneBaHns Ha GoHe
BbIPaXKEHHOIO CHUXEHWUS YPOBHSA TpaHCaMMHa3 4O MaKCH-
MaJibHO JOCTUXUMbIX BENUYUH [230].

Tepanua KopTMKoCTepouaaMu AN CUCTEMHOrO Mpw-
MEHEHWA MNPUBOAMT K BbIPaXKEHHOW MMMYHOCYMNpPeccuu
VWb MPW UCMNOb30BAHUM BbLICOKMUX [03 (MPefHMU30M0H
> 2 Mr/Kr/cyT nam 20 Mmr/cyT ana pebeHka maccon Tena
> 10 Kr) B TeyeHune 14 gHen n 6onee. Taknum aeTam ybutble
BaKLUMHbI BBOAATCA B OO6blYHblE CPOKM NO BbI3AOPOBIE-
HWW, XMBble BaKLMHbI BBOAAT HE paHee, YeM Yepeld 1 mMec
OT OKOHYaHM$ NeveHns. Kak xuBble, TaK U MHAKTUBUPOBAH-
Hble BaKUMHbl BBOAAT B 0ObIMHOM MOpPSAKe Nvuam, noayyato-
WMM CTEPOMAHbIE NpenapaTbl: KpaTKoBpeMeHHO (Ao 1 Hea)
no6ble 403bl; Kypcamu ANWUTENbHOCTbIO A0 2 Hel HU3Kue
Wnun cpegHue (4o 1 Mr/Kr npeaHn30/10Ha) A03bl; ASIUTENBHO
nogaepxusatowne go3bl (Hanpumep, 5-10 Mr npegHU30n0-
Ha Yyepes AeHb); B Ka4ecTBe 3aMeCTUTENbHOM Tepanum HU3-
Kue (dunanonornyeckue) Ao3bl; MECTHO — HAKOXHO, WMHra-
NAUMOHHO, B BUAe rMasHblX Kanesnb, BHYTpb cycTaBa [230].

MauneHTaM, KOTOPbIM NAaHMPYETCA NPoBeAEHUE TPaHC-
nnaHTauumn opraHoB (Ne4veHb, Nerkue), cneayet NpPoBeCTU
BaKUMHAUMIO 4O onepauuu B CBSA3WM C AajibHEWLIMM MNpwu-
MEHEeHWEM LIUTOCTaTMYECKOM Tepanuu no OOWenpUHATbIM
npu TpaHcNNaHTaLun opraHoB peKomeHaauuam [228, 230,
232].

PekomeHfoBaHa BaKUMHaUMa nauneHtoB ¢ MB npotus
NMHEBMOKOKKOBOM MHOEKLMU C Lenblo npeaoTBpalleHus
MHOEKLUN, BbI3BaHHbLIX S. pneumoniae [228, 230, 232-
238] (YYP — C, Y44 — 5). Ans BaKunHauuu geten go 2 net
MCNoNb3yeTCcs MHEBMOKOKKOBAS KOHbIOrMpOBaHHas BaKLM-
Ha (MMKB13). Cxema 3aBMCUT OT BO3pacTa Havyana MMMyHM3a-
umnn. Y geten ctaplie 2 net BO3MOXKHO NPUMEHEHWE MHEBMO-
KOKKOBOW nonncaxapuaHon sakuuHbl (MMNB23) ogHOKpaTHO,
C NOBTOPHbLIM BBeAeHUEM Yyepe3 3-5 neT.

PekomeHoBaHa BaKuMHaUMA NPOTUB rpunna C Leblo
npefoTBpaLLEHUS CE30HHOro rpunna W, COOTBETCTBEHHO,
060CTPEHUS XPOHUYECKOro BOCNanMTeNbHOro npolecca
B nerkmx u OHM y naumeHtoB ¢ MB [232, 237, 239-241]
(YYP — C, Y44 — 5). BakumHauusi NnpoTMB rpunna Bcex
BO3pPACTHbIX Frpynn NpoBoANTCA 3- U 4-BaNeHTHbIMU MHAKTH-
BMPOBaHHbIMK BaKuMHamu 1 pas B rof, OCeHbto, 40 Havyana
anuaemuu rpunna. Jetam AoWKOobHOro BO3pacTa, KoTopble
nepBbiM pa3 HavyanuM BaKUMHWMPOBATbLCA NPOTWMB rpumnna,
Heo6xoanMo BBeaeHue AByx 403 no 0,25 mAa ¢ UHTepBaaom
4 Hep.

PekomeHOoBaHa BaKuUMHaUMs MNPOTUB reMopuiibHOM
MHPEKUUM TUNa b ¢ Uenblo npegoTBpaweHns UHPEKLUN,
Bbl3BaHHbIX H. influenzae [232, 238, 242-244] (YYP — C,
yaa — 5). MNMpoBoguMtcs MOHOBaKUMHaMM WM B cOocCTaBe
KOMOGUHWPOBAHHbIX BaKUMH. [IpUHUMAs BO BHUMaHWE BaX-
HOE KIMHWYEeCcKoe 3HaveHne MHOEKLNN, BbI3BaAHHbIX FrEMO-
GUIBbHOM Nanoykon Tuna b, BakuMHauusa naumeHTos ¢ MB
LO/MKHa ObITb HaYaTa B MakCMManbHO paHHWE CPOKM, Npes-
ycmoTpeHHble HKIM (c Tpexmeca4yHoro Bo3pacTa), TPex-
KpaTHO Cc uHTepBanoMm B 1,5 Mec; peBaKLMHaLMA NpPOBO-



auTcs Yeped 12 mec nocne TpeTben NnpuBmBKK. Mpn Havyane
BaKUMHaLUM B 6—12 MeC }KM3HW AOCTAaTOYHO ABYX UHbEKLUMN
C MHTepBanoMm 1-2 mec ¥ peBaKuuHauuu 4epes 12 mec
nocse BTOPOM Jo3bl. [locne roga BakLMHMPYIOT OAHOKPATHO.

PekomeHgoBaHa BaKLMHaLMsA NPOTUB BETPSHOM OCMbl
C Uenblo npepoTBpalleHnsa AaHHOro 3abofeBaHusas U ero
ocnoxHeHun [228, 245] (YYP — C, ¥A4/4 — 5). BakuuHauusa
aeTen ocywecTBnsieTcs ¢ 12 MeC *MU3HU COrNacHO MHCTPYK-
LMK N0 NMPUMEHEHUIO NpenapaTa. TaKe NoKasaHo npoBe-
[EeHNEe IKCTPEHHON NPODUNAKTUKM BETPSHOM OCMbl KOHTAKT-
HbIX AeTen, He MPUBUTLIX B Te4eHue nepBbix 72—96 4 nocne
KOHTaKTa ¢ 3a60/1eBLINM BETPSHOM OCMOW.

Ocob6oe 3HavyeHue WHbekuusa Varicella zoster nmeet
y NauMeHTOB nocne NPoBeAEHMs TpaHCnaaHTauumn 1 nony-
YaloWwmx KOPTUKOCTEPOUALI AN CUCTEMHOrO MPUMEHEHMUS,
KpOMe TOro, onucaHbl NOBPEXAEHUSA NEerkux Ha poHe 3a60-
NleBaHns BETPSHOM OCMowv B NONyNSLLMK B3POCbIX IOAEN.

PekomeHgoBaHa BaKuMHaUMA NPOTUMB MEHUHTOKOKKO-
BOM MHPEKLMM C LLeNblo NpeaoTBpaLeHnss MEHUHTUTOB U KX
ocnoxHeHun [246] (YYP — C, Y44 — 5). lonycKaeTcs npo-
BeJeHWe NnoimcaxapuiHbIMU U KOHDBIOTMPOBAHHBIMU BakK-
LMHaMK y BCEX BO3PACTHbIX rpynn, 3aperncTpupoBaHHbIMM
Ha TeppuTopmn Poccuickon depepaumun. CnegyeT umeTb
B BMAY, 4TO NPUMEHEHWE NONUCaxapuaHbIX BaKLMH y feTen
00 2 net MOXeT 6blTb HeEIPPEKTUBHbIM. pU Hanuuuu
npeXHen BaKuMHaLUM NoancaxapuaHom BakuMHom cneayet
NPOBECTU peBaKLUMHALUMIO KOHBIOrMPOBAHHOM BaKUMHOM
yepes 12 mec. BakumHaLmsa NpoBOANTCA COMNACHO MHCTPYK-
LMK MO NPMMEHEHMIO Npenapara.

PekomeHgoBaHa BaKUMHaLMUS NPOTUB renatnta A u rena-
TMTa B ¢ uenbio npefoTBpalleHns AaHHbIXx 3a6oneBaHuin,
Yy4YUTbIBas HanM4ymMe NoparKeHUM NeYeHn B paMKax OCHOBHOM
natonoruu [228] (YYP — C, Y44 — 5).

PekomeHgoBaHa BaKuMHauWs MNPOTUB POTaBUPYCHOM
nHobeKuun [247] (YYP — C, Y44 — 5).

PekomeHgoBaHa naccuMBHas MMMYHM3aUWs NPOTUB
pecnupaTopHo-cuHuuTHanbHon (PC) BMPYCHOM WMHbEKLNK
C Uenblo npegynpexaeHusa Taxenbix GpopM OCTpbIX GPOH-
XMonuToB y aeten ¢ MB [247, 248] (YYP — B, Y44 — 2).
PekomeHfoOBaHO NpuMMeHeHWe npenaparta nanuBudymab
(rymMaHu3nMpoBaHHblE MOHOK/IOHaNbHble aHTUTEeNa K GenKy
cnuanua (6enok F) PC-Bupyca) 1 pa3 B MecsL, nepe Havyanom
anuaemMmyeckoro nogbema PC-BupycHon 3a60n1eBaeMocTy,
KOTOPbIM HaynMHaeTcs B HOAGPEe W MpojonKaeTcs Ao anpe-
na (4-5 BBeAeHWN 3a anuaeMn4eckui cesoH). OgHako
ON9 OKOHYaTenbHOro peweHuss 06 OAHO3HAYHOM Lieneco-
06pas3HOCTM AaHHOro BMeLWaTenbCcTBa He06Xo04MMO NpoBe-
NeHune aanbHenWnx nccneaoBanuim [249].

NMpodunakTuka acneprunnesa

PekomeHAOBaHO NPUHUMMaTb Mepbl MO MUHUMMU3ALMK
BEPOATHOCTM MHOUUMpOBaHUA Aspergillus spp. B CBA3M
C TeM, YTO AaHHbIM MaToreH pacnpocTpaHeH NoBCeMeCT-
HO, MOCTOSAHHO MPUCYTCTBYET B BO3AyXe BHELWHeW cpeabl
M BHYTPU MOMELLEHMN, @ NOAHOCTbIO MCKIIOYUTb KOHTaKT
nauMeHTa ¢ MUKPOMULETaMU HEBO3MOXHO. Llenb Bmelwa-
TenbctBa — npeaynpexaexHune ABJIA n XA [2] (YYP — C,
yad — 5). NMayueHTol ¢ MB He [O/MKHbI HaxoauTbCS
B XXWUJbIX U 6ONbHUYHbBIX NMOMELLEHMSX, MOPAXKEHHbIX Niece-
Hblo. HeobxoamMmo cneantb 3a cobatogeHnem TemnepaTyp-
HO-BNIAYXHOCTHOTO peXXMMa B MOMeLLEeHUsAX, He AonycKaTb
npoTeyeK, aBapui, 3aTonsieHMn nogeanos 1 T.M. B cnyyae
NosIBNIEHNS NPU3HAKOB MJIECEHU B NOMELLEHUSAX HEOOXO-
AMMO nepeBecTu NauneHToB ¢ MB B apyroe nomelieHue.
[Onsa nuKkBugaunun nocneacTBuin NOSBNEHNS NNecCeHn B 34a-
HUSAX HEOBXOANMO BbIABUTb U YCTPaAHUTb NPUYMHY NosiBAe-
HWS CbIPOCTM B 34aHWK, NPOBECTU NPOCYLLUKY U 06paboTKy

o4yaros 6MONOBPEXAEHUN CTPOUTENbHBIMM GUoLMAaMM,
aKTUBHbIMW NPOTHB rPUGOB.

B kBapTupax nauyueHtoB ¢ MB, a Take 60/bHUYHbIX
NOMELLEHNAX WU MOAUMKAMHUKAX He AOMKHO ObiTb LBETOB
B ropLuKax, 3MMHWX cagoB v np. B cBA3K ¢ Tem 4To 60nbluoe
KONMYecTBO Cnop rpnboB NPUCYTCTBYET Ha YaCTUYKax Mblau,
HeobxoaMMo u3beratb KOHTaKTa 6onbHOro MB ¢ nbliblo,
TWaTeNbHO NPOBOANTL BAXHY YOGOPKY NOMELLEHWNA.

MNauneHtam ¢ MB cnegyet usberatb MecT ¢ 60/blON
KOHLIEHTpauuen cnop rpnboB B OKpPYKatoLlen cpege — nap-
KW, cafbl, neca, MecTa CKOMNEHUs pasnaratownxcs opra-
HUYECKUX BeLLecTB (KOMMOCTHbIE Macchl, THUIOWan apese-
CvHa, TpaBa), 3epHOXPaHUIMLLE, CTPOUTENbHbIE MAOLWAAKH,
NOMELLEHUS C TEKYLWMM PEMOHTOM, He cneayeT paboTtaTb
B Taknx cdepax, Kak cagoBoACTBO, 3eMeaenune, CTpoOUTENb-
CTBO, NpebbiBaTb B Cheunann3MpoBaHHbIX MOMELLEHUSAX
(KOHIOWHU, KYPSATHUKHK U T.4.).

MauuneHTbl ¢ MB He AoMXKHbI UCNONb30BaTh B NULLY Noa-
FHUBLLUME WNK 3anfecHeBesble 0BOLWM, Aroabl, GPyKTbl, Tak
KaK B MpoLecce KOHTaKTa BO3MOXHa WMHCMMpauus cnop
MUKPOMMLLETOB, 06CEMEHEHHNE KOXKM U OeXAbl NauneHTa.

Mpu HapyweHun npaBun aKkcnnyaTauuu Aspergillus spp.
MOFYT MnopaaTb CUCTEMbl BEHTUAALMKM, MOITOMY cneay-
€T CBOEBPEMEHHO O6CAYKMBaTb M OCYLECTBNATL 3aMeHy
GUNBTPOB KOHAWLIMOHEPOB.

OPTAHU3ALIMSl OKA3AHUSl MEAAULIUHCKOW

nomoLiu

Mpv 0Ka3aHWM MeANLIMHCKOM NOMOLUM NaLMeHTaM C MyKO-
BUCLMAO30M HEOBXO0AMMO MCMONb30BaTb MYNbTUAWUCLMMAN-
HapHbIA NOAXO0A, YTO 06YCNOBAEHO KaK TAXKECTbIO COCTOSHUS,
TaK M NOpaKeHNeM PasnnyHbIX OPraHoB U CUCTEM.

BegeHue nauneHToB ¢ MB npegnoytMTensHoO NpoBOAUTL
B CMeLMannM3npoBaHHbIX LEeHTpax (KabuHeTax unu otgene-
HUSIX MyKOBMCLIMAO03a). CneayeT cnonb30BaTh CTaLMOHapo-
3amellaoLme TEXHONOMMHK.

AnHamnyeckoe HabnwgeHne B ambynaTopHO-MOANKAN-
HUYECKMX YCMOBUAX MPU OKa3aHWW MNEPBUYHOM MEOMKO-
CaHWTapHOW MOMOLM OCYLLECTBASET Bpay-negnatp yvyact-
KOBbIM (Bpay-neguaTp, uauM Bpay-nynbMOHOMON WAM Bpad
obuen MNpPaKTUKKW, KOTOpble MPOLWAM COOTBETCTBYIOLUM
TeMaTUYEeCKU Kypc B paMKax nporpaMm HenpepbiBHO-
ro MeaMUMHCKOro o6pa3oBaHus, a TaKXe WMMET OnbIT
BeAeHUs NauueHTOB C AaHHOW HO3010rMEN; KOHCYNbTaL MK
cneunannMcToB — Mo MOKa3aHWaM) C 4acTOTOW, onpeae-
NIIEMON TAXECTbIO COCTOSIHMA MauMeHTa M MMeloWwnmuncs
OCNOXHEHNSIMKU 6one3Hun (1 pa3 B 1-3 Mec WaM No nokasa-
HUsM). Bnepsble gMarHoCTMpOBaHHbIE AETU WM MaLMUEHTHI
¢ TaxenbiMn popmamm 3aboneBaHna JOMKHbI HabnogaTbCs
Yalle (erkeMecCsiYHO), NnauMeHTbl C NEerKMM UAM aTUMMYHbBIM
TeyeHnem MB MoryT Habntogatbcs pexe (Kaxablie 3—6 Mec).

Ha6nogeHve 3a nauMeHTOM W KOHTPOJSib COCTOSIHUA
HEeO6X0AMMO OCYLLECTBAATL PErynspHO B YCI0BUSX AHEBHO-
ro ctaumoHapa. locnutannaaumsa NpoBOANUTCA MO NOKa3aHu-
AIM B KPYI/JIOCYTOYHbIM CTaunoHap (B MyNbMOHOMOrMYeCcKoe,
WHOEKLMOHHOE WKW WHOE OTAENEHWe, B LITaTe KOTOPOro
€CTb CMeuuanucTbl, UMeloWne ONbIT BEAEHUS NaLMeHTOB
C JaHHOW HO30/10TneN).

MauuneHTa rocnuMTanM3upyloT B NanaTty ¢ y4eToM noa-
TBEPKAEHHOIrO paHee MUKPOOMONOrMYECKOro nensaxa
(ocob6eHHO ana P. aeruginosa, B. cepacia complex, MRSA,
Stenotrophomonas maltophilia, Achromobacter spp., HTMB,
XPOHUYECKOro acneprunnesa), npyM BO3MOXHOCTU — B UHAM-
BMAYyanbHbIM 6GOKC. B 3aBMCMMOCTH OT COCTOSHMA NauueHTa
CPOK rocnuTanu3aunm MoXKeT cocTaBuTb OT 4 0 21 aHS.

MauuneHTbl ¢ MB, Hyxfatolwmecs B cTalMOHaApPHOM Jieye-
HWUM B pamKax MNepBUYHOM crneunann3MpoBaHHOM Meau-
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

KO-CaHWTapHOM MOMOLM, HaNpPaBAATCA N0 MEAULMHCKUM

noKasaHusM B NYyNbMOHONOTMYECKOe, WHPEKLMUOHHOEe

WKW MHOE OTAeNeHue (N0 MoKa3aHWsaM, YCNOBMS yKa3aHbl

Bblll€) MEAMLMHCKON OpraHu3aunu BpaiyoM CKOpOM meau-

LMHCKOW NOMOLLM, Bpayom-NeanMaTpoM y4aCcTKOBbIM, Bpa-

4YOM-MY/IbMOHOJ/IOFOM MM MHBIM CneunanucToM améynaTop-

HO-MOMIMKINMHUYECKOrO 3BEHa.

MauneHTOoB ¢ MB, HyXXAaloWKUXCs B OKalaHWW cneuua-
NM3NPOBAHHON MEAMLMHCKOM NMOMOLLM, B TOM YMUC/E BbICO-
KOTEXHOMOMMYHON, B CTaLMOHAPHbLIX YCNOBUSAX, MO Meau-
UMHCKMM MOKa3aHWaM HanpasfsioT B COOTBETCTBYOLEee
OoTAENeHNe MeaULMHCKON opraHn3aunv Bpay-nya1bMOHONON
unu Bpay-neguatp.

MapuwpyT1M3auuma nauueHTa [eTCKoro Bo3pacTa
BO B3POCNYI0 CETb — BO B3POC/bIA LEHTP MYKOBUCLMAO-
3a — ocyliecTensercs K 18 rogam.

MauneHTbl ¢ MyKOBUCLMAO30M MOyHaloT:

° B paMKax MepBUYHON MeLUKO-CaHUTapHOM NOMOLM —
NNaHOBYIO W HEOTNOXHYID amMO6ynaTopHO-NOMMUKINHMU-
YECKYI0 M MEePBUYHYIO CMEeLMann3npoBaHHyl0 MOMOLb
(cooTBeETCTBYOWErO NPOdUNSA, MO NOKa3aHWAM U B 3aBU-
CUMOCTH OT TSIXKECTH COCTOSIHUSA, @ TaKXKe CKOpYIo Meau-
LMHCKYIO MOMOLLb);

°* B paMKax cneuvanuMsupoBaHHOM MeAWLMHCKOM MOMO-
WM — crneunanManMpoBaHHylo, B TOM 4YUC/ie BbICOKO-
TEXHOMOMMYHYI0 MEAMLMHCKYI0 MOMOLWb, B COOTBET-
CTBYIOLMX YCNOBUSAX OHEBHOIO MM KPYrIOCYTOYHOrO
cTauuMoHapa.

Mpn HanpaBneHuWu B oTaeneHue (LEeHTP WM KabuHEeT)
MYKOBMCLMAO3a BpayoM-NeanaTpoM y4acTKOBbIM UK Bpa-
4OM ApYyron cneuuanbHOCTM NPeaocTaBAseTcs BbiNUMCKa
M3 amOynaTopHOW KapTbl (MCTOPUM OGOSIE3HM) C YyKa3aHU-
€M MpeaBapUTENbHOrO (MM 3aKIYUTENbHOMO) AMarHosa,
COMyTCTBYOLWMX 3a601EBAHUI, @ TAKKE UMEIOLLUXCA Pe3y/b-
TaToB N1abopaTopHbIX M GYHKLMOHANbHbIX UCCELOBaHUN.

UCXO0Abl U NPOTHO3

MB — XpoHuW4yecKoe Heusneymmoe 3aboneBaHue,
No3TOMY MaLMEeHTbl HYKAAOTCH B aKTUBHOM AUCMNAHCEPHOM
Hab0AEHUN U HENPEPBLIBHOM SIeYEHUN. Y OAHUX MALMEHTOB,
HECMOTPS Ha CBOEBPEMEHHYIO ANArHOCTUKY M afeKBaTHYIO
Tepanuio, nopaxeHne OGPOHXONEro4yHOM cucTeMbl BGbICTPO
NPOrpeccupyerT, y APYrux AMHaMUKa n3MeHeHuin 6onee 6na-
ronpuaTHa. MHoOrMe nauueHTbl AOXMBAIOT [0 B3POCOro
W [laXke 3penoro Bo3pacTa.

UCTOYHUK ®PUHAHCUPOBAHUA
He ykazaH.

FINANCING SOURCE

Not specified.

PACKPbITUE UHTEPECOB

ABTOpPbI NOATBEPAMNIN OTCYTCTBME KOHPNMKTA UHTEpe-
COB, O KOTOPOM HEOBGXOANUMO COOBLUNTb.

DISCLOSURE OF INTERESTS

Not declared.
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Ta6nuua 1. LLkana oueHKn ypoBHeW 4OCTOBEPHOCTU AoKa3aTenbcTs (YA) Ans MeTOA0B AMArHOCTUKM (AMarHOCTUYECKUX BMeLLaTeNbCTB)
Table 1. Grade scale for levels of evidence (LoE) for diagnostic methods (diagnostic interventions)

yan PacwuudpoBKa

Cuctematmyeckne o0630pbl UCCEA0BaAHUI C KOHTPOoNeM pedepeHCHbIM METOAOM UM CUCTEMATUYECKUIH 0630p paHAOMU3UPO-

1. .
BaHHbIX KIMHUYECKUX nccnegoBaHnM C npUMEHEHUEM MeTaaHaIn3a

OTaenbHble UccnefoBaHWs ¢ KOHTponeM pedepeHCHbIM MeTOAOM UK OTAeslbHble PaHLOMU3UPOBAHHbIE KIMHUYECKKe Uccre-
2. [OBaHUS U cUcTeMaTUYeCKMe 0630pbl UCCefoBaHuUi N060ro an3anHa, 3a UCKJIYEHUEM PaHAOMU3UPOBAHHbIX KIIMHUYECKUX
uccnenoBaHUn, ¢ NPUMEHEHMEM MeTaaHanusa

Wccnenosarua 6e3 NocneqoBaTelbHOr0 KOHTPOA pedepeHcHbIM METOAO0M, UK UCCNEeN0BaHUa C pedepeHCHbIM MEeTooM, He
3. ABNALMMCH HE3aBUCUMbIM OT UCCIEAYEMOro METO/1a, UM HEPaHLOMW3MPOBAHHbIE CPaBHMUTENbHbLIE UCC/IEA0BAHUS, B TOM YKC-
N1e KOropTHbIE UccneaoBaHus

4. HecpaBHHUTENbHbIE UCCNEA0BaHNUS, ONMUCAHWE KTMHUYECKOrOo cllyyYas

MmeeTcs nuib 060CHOBaHME MexaHU3ma AeNCTBUA UU MHEeHUEe 3KCNepToB

Ta6nuua 2. LLIkana oueHKn ypoBHeN 4OCTOBEPHOCTU AoKa3aTenbcTs (YA) ans MeToaoB NPodUNaKTUKK, IeYEeHUs U peabunnTaumuu
(NpodunakTUHECKHKX, NTe4ebHbIX, peabnnnTaLMOHHbIX BMELWaTeNbCTB)

Table 2. Grade scale for levels of evidence (LoE) for prevention, treatment, and rehabilitation methods (preventive, treatment,
rehabilitation interventions)

yan PacwudpoBKa

1. CructeMaTnyecKkuin 0630p paHAOMU3UPOBAHHbBIX KITMHUYECKUX NCCefoBaHnM C NPUMEHEHMEM MeTaaHannsa

OTAeNbHblE PaHIOMU3UPOBAHHbIE KIIMHUYECKUE UCCNIeA0BaHNA 1 CUCTEMATUMYECKMe 0630pbl UccieloBaHWit Nt060ro An3aiHa, 3a

2. N
UCKNIOYEeHNnEM PaHAOMN3NUPOBaHHbIX KNIMHNYECKNX UccnenoBaHnn, C NpUMEHEHNUEM MeTaaHa/In3a

HepaHaoMu3npoBaHHbIE CpaBHUTENbHbIE UCCNEeA0BaHUSA, B TOM YUC/IE KOFOPTHbIE UCCIed0BaHNUS

HecpaBHUTENbHbIE UCCNEA0BAHNUSA, OMUCAHME KTIMHUYECKOTO CllyYast Un CEPUN CllyHaeB, UcCedoBaHne «ClyYan-KoHTPOSb»

MmeeTcsa nuiwb 060CHOBaHME MexaHUn3Ma AeNCTBUA BMellaTenbCcTBa (AOKIMHUYECKNE UCCNELOBAHNS) UM MHEHUE IKCNEPTOB

Ta6nuua 3. LLIkana oueHKn ypoBHeN y6eanTenbHoCcTU pekoMeHaauunn (YYP) ans metogoB NnpodunakTUKK, AMarHoCTUKKU, nevyeHns

1 peabunutaunm (TPoPUNaKTUHECKMUX, LUarHOCTUYECKUX, NeHebHbIX, peabuanTaLMOHHbIX BMELLATENbCTB)

Table 3. Grade scale for grades of recommendation (GoR) for prevention, diagnostic, treatment, and rehabilitation methods (preventive,
diagnostic, treatment, rehabilitation interventions)

YYP PacwudpoBKa

CunbHaa pekomeHgauma (Bce paccMaTtpuBaemMble Kputepun abGEKTUBHOCTU (MCXOAbI) ABNAIOTCA BaXKHbIMWU, BCE UCCNeLOBaHUS
A UMEIOT BbICOKOE WU YAOBNETBOPUTENBHOE METOAONOMMYECKOE KavyecTBO, UX BbIBOAbI MO MHTEPECYIOWMUM UCXo4aM ABNSIOTCA
cornacoBaHHbIMM)

YcnoBHas pekoMeHzauus (He Bce paccmaTpuBaeMble Kputepun aGdOeKTUBHOCTHU (MCXOAbI) ABNSIOTCH BaXKHbIMU, HE BCe Uccneno-
B BaHWS UMEIOT BbICOKOE WK YAOBNETBOPUTEIbHOE METO0NIOMMYECKOE KaYeCcTBO /UM UX BbIBOAbI MO MHTEPECYIOWMM UCXOAaM
He ABASTCS COrnacoBaHHbIMM)

Cnabasi peKOMeHAaLMs (OTCYTCTBME AOKA3aTe bCTB HAAIEKALLEro KayecTsa (BCe paccMaTpuBaeMble KpUtepun 3G bEeKTUBHOCTH
C (MCXOAbl) ABASAIOTCH HEBAXHBLIMU, BCE UCCNEL0BAHNA UMEIOT HU3KOE METO0/I0MMYECKOE KaueCTBO U WX BbIBO/bI MO UHTEPECYIO-
LWIMM MCX0aM He ABNAIOTCA COrNacoBaHHbIMM))
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[.B. CytoBcKas, A.B. bypnyukas, J1.B. ly6oBa, [1.P. KpbinoBa, J1.B. lop6auyeBa

Ky6aHCKWI rocyaapcTBEHHbIM MEAULIMHCKMI YHUBeEpcHTeT, KpacHoaap, Poccuinickas depepaumsa

NUMMYHOreHHoOCTb, 3 PEeKTUBHOCTDb
U NEepPeHOCUMOCTb BaKLUHDI
«fam-KOBU/1l-BaK» cpeaAu CTYAEHTOB:
npocneKTUBHOE UccneaoBaHue

ABTOp, OTBETCTBEHHbIA 32 NepenucKy:

CyToBckas [JuaHa BnagummpoBHa, KaHAMAAT MeAULMHCKUX HayK, AOLEHT Kadeapbl negnatpun N2 2 ®rb0Y BO «KybaHCcKui rocynapCTBEHHbIN
MeaULMHCKUIA yHuBepcuTeT MuH3gpasa Poccun

Appec: 350063, KpacHogap, yn. M. M. CeauHa, 4. 4, e-mail: dsutovskaya@bk.ru

O6ocHoBaHue. CTyeHTbl, KaKk HanboJsiee aKTUBHas n MOBM/IbHas 4acTb HaceseHus, 4acTo 06beanHAIOWasacs B y4ebHble
nHepopmabHble rpynbl, NepemMeLlaLasica B ApYrne permoHbl v cTpaHsbl, MpeacTaB/saoT 0CO6YI0 rpynny pUcKa 415 pac-
MPOCTPaHEeHUs HOBOHM KOPOHaBUPYCHON MHEKLMU U HY)KAaKTCS B NpoBeAeHUU BaKumMHonpopunakTuku. Llenb ncecnepo-
BaHUsI — U3YYUTb UMMYHOrE€HHOCTb, NMEPEHOCUMOCTb N 3PPEKTUBHOCTb BaKLMHbI «[am-KOBW/-Bak» cpean CcTyaeHTOB
r. KpacHogapa. Metopabl. O6¢cnegoBaHo 119 cepoHeratuBHbiX cTygeHToB (18-30 net). Onpeaensam I8G K SARS-CoV-2
(MeToq TBEPAO0PA3HOro UMMYHOEPMEHTHOIO aHan3a) yepes 1, 3, 6 Mec rnocje 3aBepLUeHHbIX IBYX TYPOB BaKLMHaLMN.
OueHuBanu HexenatesbHble SBAEHUS 1ocsie UMMyHMU3auun u ciaydyau 3aboneBaHuss COVID-19 B xoge uccriefoBaHuUs.
Pe3ynbrartbl. YpoBeHb I8G K SARS-CoV-2 4yepe3 1 mec nocne BakuuMHayuu BapbupoBaa ot 6,15 go 19,38 n cocraBun
16,39 (AU/mn) £ 1,12. Yepe3 3 mec rnokasartesin UMMYyHOr€HHOCTU Haxoauancb B uHTepBasne ot 4,407 o 21,5 (AU/mn)
(14,74 £ 2,93). Yepes 6 mec nocsie MMyHU3aumuu TuTpbl I8G 3apernctTpmupoBaHsl B Ananal3oHe ot 4,14 fo 17,71 (AU/mn)
(10,97 £ 4,69). [1o604YHbIE NPOSBJEHUSA MOC/I€ UMMYHU3aLNU 3aperncTpupoBaHbl y 34 pecrnoHAeHTOB, YTO COCTaBMU/I0
28,6%. N3 HUX MecTHble (runepemus, 60Jb, oTek) — 21 (17,6%): Hecepbe3Hbie — 90,4%, cepbe3dHble — 9,6%; obLyne
(noBbllEHME TeMnepaTypsbl Tena, c1abocTb, 03HO6, rosioBHas 60/1b, apTpanrud, mmanrms) — 13 (10,9%): Hecepbe3Hble —
69,2%, cepbe3Hble — 30,8%. YBennyeHue B pesynbtate BakUMHaLUUU UMMYHOJIOMMYECKON MPOCIONKU cpean CTYAEHTOB
¢ 30,3 go 79,1% no3Bosina0 CHM3UTb ypOBEHb 3aboneBaemoct COVID-19 ¢ 3,81 pgo 1,57%. 3akniodeHme. BaKimHa
«fam-KOBW/]-BaK» BbI3biBasia yCTONYUBBINA ryMopasibHbIi OTBET, NPOAEMOHCTPHUPOBAaIa yA0BAETBOPUTESIbHbIN NPOodusib
6e30MacHOCTH U CroCco6CTBOBasIa CHUKEHMUIO YypOBHS 3aboieBaeMocT B 2,4 pa3a.

Knro4yeBble cnoBa: HoBasi KopoHaBupycHas nHpekuus, «fam-KOBW/]-BakK», NOCTBaKLMHabHbIA UMMYHUTET, HEXXenaTe/lb-
Hble ABeHus, 3a6071€BaeMoCTb, CTYAEHTbI

Ansa yntnpoBanmsa: CytoscKas [.B., bypnyukasa A.B., ly6osa J1.B., Kpbinosa [.P., Top6ayeBa J1.B. IMMyHOreHHOCTb,
3DDEKTUBHOCTb M NEPEHOCUMMOCTb BaKuMHbl «fam-KOBU/-Bak» cpean CTyAeHTOB: NMPOCNEKTUMBHOE WcClefoBaHue.
MNeanatpuyeckas papmaxonorns. 2022;19(2):196-200. doi: https://doi.org/10.15690/pf.v19i2.2401

Diana V. Sutovskaya, Alla V. Burlutskaya, Larisa V. Dubova, Daria R. Krylova, Liubov V. Gorbacheva

Kuban State Medical University, Krasnodar, Russian Federation

Immunological Potency, Efficacy, and Tolerance
of “Gam-COVID-Vac” Vaccine among Students: Prospective Study

Background. Students, as the most active and mobile part of population, often unite into educational and informal groups, move
to other regions or countries, and present a specific risk group for the spread of new coronavirus infection. Thus, they require
preventive vaccination. Objective. The aim of the study is to study the immunological potency, tolerance, and efficacy of Gam-
COVID-Vac vaccine among students of Krasnodar. Methods. 119 seronegative students (18-30 years old) were examined. SARS-
CoV-2 I8G (ELISA method) was determined 1, 3, and 6 months after two completed rounds of vaccination. Post-vaccination adverse
events and COVID-19 cases were evaluated in the study. Results. SARS-CoV-2 IgG level 1 month after vaccination ranged from
6.15 to 19.38 and was to 16.39 (AU/mL) = 1,12. Immunological potency values ranged from 4.407 to 21.5 (AU/mL) (14.74 + 2.93)
3 months after. IG titers were in the range of 4.14 to 17.71 (AU/mL) (10.97 + 4.69) 6 months after. Adverse events after vac-
cination were revealed in 34 respondents (28.6%). Among them, local (hyperemia, pain, edema) — 21 (17.6%): slight — 90.4%,
major — 9.6%; general (fever, weakness, algor, headache, arthralgia, myalgia) — 13 (10.9%): slight — 69.2%, major — 30.8%. The
increase in vaccination coverage in students from 30.3 to 79.1% reduced the COVID-19 morbidity from 3.81 to 1.57%. Conclusion.
Gam-COVID-Vac vaccine induced stable humoral response, demonstrated sufficient safety, and reduced morbidity 2.4-fold.
Keywords: newcoronavirus infection, Gam-COVID-Vac, postvaccinal immunity, adverse events, morbidity, students
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OBOCHOBAHME

[MaHgeMua HOBOWM KOPOHaBUPYCHOW WMHOEKUWU npo-
[ONXKaeT MHTEHCUBHOE pa3BuTUE BO BceM Mupe. Mo gaH-
HbiM BcemupHon Opranmsaummn 3apaBooxpaHeHus (BO3),
Ha 30 aHBapsa 2022 r. o6uwee KOAMYEeCTBO MOATBEPHK-
OEeHHbIX clydaeB B Mmupe cocTaBaset 373 229 380 yeno-
BEeK, npu a3Tom pgona Poccuickon Depepaunn —
11 861 077 cnyvyaeB [1]. Haubonee a3pPpeKTUBHOM
cTpaterven gna 60pb0Obl C NaHAEMUEN ABNSETCS MaccoBas
BaKLMHaLMSA, OCHOBHAsA LieNb KOTOPON — CHUXKEHUE YyPOB-
HA 3a601eBaeMOCTH, NETaNbHOCTM U CTEMNEHU TAKECTH
TeyeHns 6one3Hu [2]. BakymHa «fam-KOBU-Bak» — oaHa
M3 MepBbIX Cpean 3aperucTpupoBaHHbIX BaKLUMH NPOTUB
COVID-19 — gABnseTca reTeposiorMiHon peKoMOUHaAHTHON
ajEeHOBMPYCHON BaKUWMHOM C ABYMS pal3nMyHbIMM Tuna-
MW MNepeHoCYMKOoB ageHoBupyca — rAd26 v rAd5 (anq
nepBon K BTOPOW A03bl COOTBETCTBEHHO) U pa3paboTaHa
HaunoHanbHbIM LLEHTPOM 3NMUAEMMUONOTMU U MUKPOBUONO-
rmn um. H.®. Nfamanen [3]. UccnepoBaHnsa noaTeBepaatoT
3 deKTUBHOCTb 1 6€30NacHOCTb BaKLUMHbI [4]. 1o AgaHHbIM
HaunMoHanbHOrO MeAMUMHCKOro MucclefoBaTeNibCKoro
LeHTpa Tepanuu u npodunakTU4eCKoOn MeaULMHbI, NOoNy-
YeHbl cBeAeHUs 0 61aronpuaTtHoM npoduie nepeHocumo-
CTU 1 6e3onacHocTM BakuuHbl «[am-KOBU/-Bak», a Takxke
0 KpaTKOCpO4HOM 3PPEKTUBHOCTU, COrNacHO AUHAMM-
Ke YypOBHSA BblBASEMbIX UMMYHOrno6ynuHos Knacca G
K SARS-CoV-2 1 oTCyTCTBUIO TAXENbIX GOPM 3a60/ieBaHNUM
COVID-19 y npuBHTbIX yHaCTHMKOB 3a BpeMs HabnoaeHus
[4]. Kpome TOro, B TpeTbel Gpase KNMHUYECKUX UCMbITAHWUR
BaKLUMHbl NPU aHann3e rymopanbHOro MMMYHHOIO OTBeTa
yepes 42 gHS OT Havyana BakuuHauuu «fam-KOBWA-Bak»
RBD-cneundunyeckunnn 1gG 6611 No3MTUBHLIM B 98% cny-
yaeB, KOadbULUMEHT cepoKkoHBepcun coctaBun 98,25%.
Mpu aTom Bo3pacTHasa rpynna 18-30 neT umena goctosep-
HO 60/1ee BbICOKUIM ypoBeHb cneunduyeckunx I1gG B cpas-
HeHun ¢ gpyrumu [5]. Mo gaHHbIM apreHTUHCKUX YYEHDbIX,
B rpynne BakumMHUpoBaHHbIX «lam-KOBWN/-Bak» 60-79 net
30 dEKTUBHOCTb BaKUMHbI Ana npodunaktuku naéopa-
TOPHO MNOATBEPXAEHHbIX MHOEKuUn cocTaBuna 78,6%,
ONS COKpalleHnUs rocnutannsaumnin 1 cMeptHocTn — 87,6%
n 84,8% COOTBETCTBEHHO B OTHOLIEHWN HOBOW KOPOHaBU-
pycHomn nHdekumm [3]. B HacTosiLee BpeMs B MUpe BeaeTcs
aKTMBHaa MaccoBas UMMyHM3auusa npotuB SARS-CoV-2.
Mo oueHke BO3, o6lemMUpoOBOE HYUCNO NIOAEN, OXBaAYEH-
HbiIX ABYMS Typamu BaKuWHauuu, Ha 27.01.2022 cocTa-
Buno 4 084 470 843 yenoBek [1]. PEATUHT cTpaH C Hau-
60/iee BbICOKMMW MOKazaTensiMu oxBaTa BaKUWHaLUewn
Bo3rnasnaoT O6beanHeHHble Apabekue Imupathl, Kyba
n Kutan, roe 6onee 85% HaceneHMs UMMYHU3UPOBaHbI
OT HOBOW KOpoHaBWpyCcHOM WHbeKuun. lMpu 3aToM ypo-
BeHb 3aboneBaemoctn B OAJ coctaBun 191 cnyvam
Ha 100 Tbic. HaceneHus, netanbHoct — 0,28. Temnbl
BaKLUWHaLMW HaceneHns B POCCUMK 3HAYUTENBHO OTCTAlOT;
Ha 29.01.2022 oxBaT BaKuMHauuen coctaBun 47,6%,
ypoBeHb 3aboneBaemocty — 352,82 1 netanbHOCTN —
3,21 Ha 100 ThIC. [6].

CTyaeHThl, Kak Hanbonee akTMBHasa U MOBGUNbHasA 4acTb
HaceneHus, YacTo obbefuHAWwancs B y4ebHble U Hedop-
ManbHble rpynnbl, NepeMellalowasca B Apyrue pPeruoHsbl
WK CTpaHbl, NpeacTaBAAoT 0cobylo rpynny pucka ana pac-
NPOCTPaHeHUs MHOEKLIUM U HYKAAlOTCA B MPOBEAEHNUM BaK-
LMHONPOOUNAKTUKMK [7].

Llenb uccnegosaHus

Llenb faHHOrO MCClefoBaHWs — M3YYUTb UMMYHOTrEH-
HOCTb, NEPEHOCUMOCTb U 3PPEKTUBHOCTb BaKLMHbI «[am-
KoBua-Bak» cpeau cTyaeHToB r. KpacHoaapa.

MATEPUAJbI U METOAbI
Ou3aitH uccnepoBaHusa
MpoBeaeHo NPOCNEKTUBHOE UCCefoBaHMe.

Ycnosus nposeaeHus

BbibopKka wuccnegoBaHusa ¢opmMupoBanacb B nepuos
¢ aekabpa 2020 no Hosfi6pb 2021 r. U3 yncna CTyAeHTOB
Ky6aHCKOro rocyaapCTBEHHOr0 MEAMLMHCKOrO YHUBEPCH-
TeTa (Ky6rmy).

Kputepuu BKnoyeHus

* Bospact 18-30 nert.

e Hanuuune otpuuyatensHoro Tecta MNPA k COVID-19
nepes UMMyHU3aLUEN.

e 3aBeplleHHble ABa Typa BaKunHauuu «flam-KOBU/-Bak»
Mo AaHHbIM IMYHOTO cepTUdMKaTa O BaKLIMHALIUW.

KpuTepuu HeBKIOYEHUSA
e [lepeHeceHHas HOBaA KOpOHaBMPycHas WHdEKLUs
B aHamHe3se.

OnucaHue KpuTepueB COOTBETCTBUSA

NHdopmaums o npoBegeHHON MMMYHU3ALMN BCEX CTY-
AEHTOB NoJslydeHa U3 JINYHbIX CepTUUKATOB O BaKLMHALUN.

AHanuna KpoBu ¢ onpegeneHnem IgG Kk SARS-CoV-2
nepes UMMyHU3aUMeEN U Noc/e Hee OCyLWecTBAANCS B nabo-
paTopun 'BY3 «CneunanuampoBaHHas KIMHUYECKan MHDEK-
LMOHHas 6onbHULA» (KpacHoaap).

Y4YaCTHUKOB WCCnefoBaHUsA npuriawany ana uccneno-
BaHUA ypoBHS 1gG K SARS-CoV-2 yepes 1, 3, 6 mec nocne
npoBeAeHHON UMMyHW3auuKn. lNpurnaweHve OcCyLLecTBAS-
Nocb MocpeacTBOM TenedOHHbIX 3BOHKOB Yy4aCTHWKaMm
(.B. Top6ayesa).

Bo Bpems BU3UTOB NPOBOAMIN OLEHKY YPOBHSA TUTPOB
aHTUTEN y yHaCTHUKOB UCCNefOBaHUs, a TaKKe HanomMuHanm
UM O criegyiolemM BU3unTe.

LleneBble NnoKa3aTenu uccnefoBaHus

OCHOBHOJi NoKa3arteJ/ib Ucc/ieoBaHUs

YpoBeHb IgG K SARS-CoV-2 nocne 3aBepLlleHHbIX ABYX
TYpOB BaKUMHaLUMK B MHaMKKe Yepe3 1, 3, 6 Mec.

[lononHuTenbHble NOKa3aTenu uccnegoBaHus

CpaBHeHWe nofyYyeHHbIXx AaHHbix 1gG K SARS-CoV-2
MEXAY MYX4YMHaAMKU U KeHWwnHamn. OueHKa 6e30nacHOCTH
(4acToTa HexenaTenbHbIX SBNEHWIM MNocie WUMMYHU3aLuu)
BaKuUuHbl «<fam-KOBU/-Bak» 1 3a6oneBaemMoCcTu cpean CTy-
[EHTOB HOBOW KOPOHaBUPYCHON MHbEKLMEN C yY4ETOM [0SN
BaKUMHWPOBAHHbIX.

Pervctpaums MecTHbIX U O6LMX HexenaTesbHbIX peak-
LUMN (MO CTEeneHW BblpaXeHHOCTU — cnabble U CUNbHble
NoCTBaKLUMHaNbHbIE peaKkuumn) (CM. Tabnuuy).

MeToabl perucTpauum ypoBHS aHTUTEN

IgG K SARS-CoV-2 onpefensnn MeTogom TeepaodasHo-
ro UMmMyHodepMeHTHOro aHanusa Habopom «BekTop-bect
(Poccus).

CtaTUCTUYECKUI aHanu3

CTaTUCTMYeCKMIM aHanu3 BbINOSIHEH C MOMOLLbIO MPOrpam-
Mbl STATISTICA v. 13.0 (StatSoft Inc., CLUA). Ans Bcex umeto-
LLMXCS BbIGOPOK AaHHbIX MPOBEPANM TMNOTE3Y HOPMabHOCTH
pacnpegenenua no Kputepuio Konmoroposa — CMupHOBa.
[Onsa Kaxgon BbIGOPKM paccyuTbiBanu cpefjHee 3HayeHue
W ero ctaHgapTHyto oWwWnobKy (M £ m), meauaHy (Me), HUxHue
u BepxHue KBapTwin (Q;—Qs). AN OUEHKM AOCTOBEPHOCTH
pas3nunyni BbIGOPOK C HOpMasnbHbIM pacnpegeneHvem Obin
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FOR PEDIATRICIAN’S PRACTICE

B MPAKTUKY NEAUATPA

Ta6aunua. OueHKa BbipaK€HHOCTU MECTHBIX M OGLLMUX PeaKLUM
Table. The severity of the local reaction

Bbipa)KeHHOCTb

Mpu3sHaku
Cna6as CunbHas
MecTHble peaKummn
O6beKTUBHbIEe MPU3HAKK
(rMnepemusi, oTekK), cM <b >5

(anameTp)

Cy6bEeKTUBHbIE OLLYyLEHUA

(60nb, ¥KeHUe, He3HauynTenbHble BbiparkeHHble

anckomoopT)
[ONUTenbHOCTb MECTHOMN <3 >3
peakumu, cyT
O6uyne peakummn
Temnepatypa Tena, °C 37,0-37,9 > 38,0

ucnonb3oBaH t-kputepun CTblogeHTa Ans NonapHo CBA3aH-
HblX BbIGOPOK. 18 OUEHKM B3aMMO-CBSA3WM KOJIMYECTBEH-
HbIX MPMU3HAKOB PaCCUYUTbIBAIN KOIDPUUMEHT KOPPENSaLmM
no MNupcony. Paznnumng cunmtann 3HadnmbiMu npu p < 0,05.

JTHYecKan aKkcnepTusa

JKcnepTnusa NpoOTOKOSa MccneaoBaHUa B ITUYECKOM
KOMUTETE HEe npoBOoAWSacCb, TaK KaK BCE CTYyAEHTh
Poccuiickon ®depepaumn GBASIOTCS LENEBOW rpynmnon
ana BakuuHauumm ot SARS-CoV-2 (Kak v apyruve mMeauvuuH-
CKMe pabOoTHUKM). Y BCEX CTYAEHTOB NoJsly4anu NMCbMEHHOEe
cornacuve Ha yyactue B uccnefoBaHuu. MoTuBaumen CTy-
[EHTOB K y4acTuIo B UCCIEA0BaHNM MOCIYXWUAN NPUBEPIKEH-
HOCTb BaKLMHOMNPODUNAKTUKE, BOZMOXKHOCTb MOHUTOPUHTIA
3alMTHbIX TUTPOB aHTuTen K SARS-CoV-2 u onpegeneHue
ONTMMalnbHbIX CPOKOB peBaKLUHaLMKW B nepuos naHaemum
HOBOW KOPOHaBUPYCHOW MHDEKLMN.

PE3Y/IbTATDI

YyacTHUKU uccnegoBaHusa

MpUHATL yyacTue B UcCnefoBaHUmM 6blN10 NpeaoxeHo
205 ctygeHTam 1-6-ro Kypcos Ky6lrMY, u3 Hux cooTBeT-
CTBOBaNN KpUTEPUSAM BKIIOYEeHMA 123 yenoBeKa (Myx-
YuHbl — 41,5%, *eHuwunHbl — 58,5%). Ha MOMeHT nccne-

[OBaHWS B NPOMEXYTKE MEXAYy NepBbiM U BTOPbIM TYPOM
BaKUMHauuK 6bII0 3apeructpupoBaHo 4 cnyyas 3abone-
BaHWA HOBOW KOpPOHaBWUpPYCHOW MHbeKuMnen. B nocnegyto-
WeM AaHHble YH4aCTHUKK Bblain UCKOYEHbI U3 BEIGOPKM.

OCHOBHbIe pe3yabTaTbl UCCIeJ0BaHUA

YpoBeHb 1gG K SARS-CoV-2 yepe3 1 Mec nocne BaKUu-
Hauuu BapbupoBan oT 6,15 go 19,38 (AU/mn) u coctaBun
16,39 (AU/mn) £ 1,12. B auHamuKe 4epe3 3 Mmec ycTa-
HOBNEHa WMMMyHoOreHHocTb 14,74 = 2,93(AU/mn), 3Hauve-
HUSA Haxoaunucb B mHTepBane ot 4,407 go 21,5 (AU/mn).
Yepes 6 mec nocne 3aBepLIeHHOW UMMYyHU3aL MK TUTPLI IG
3aperncTpupoBaHbl B guanasoHe ot 4,14 o 17,71 (AU/mn)
(10,97 + 4,69) (CM. PUCYHOK).

MocpeacTBOM aHanu3a pes3ynbTaToB CEeposiorM4yecKo-
ro uccnefoBaHUs B AMHAMUKe YCTaHOBJ/IEHbI JOCTOBEp-
Hble pa3nuynsa mexay 1-Mm 1 3-M Mec nocne BaKLMHaLMK
(p <0,0001), 1-m 1 6-M Mec (p < 0,000147), a TakKe 3-M
M 6-m Mec nocne UMMyHusauuu (p < 0,0001). NMpu aTom ycTa-
HOBNEHa oTpuuaTtenbHas Koppenauusa (r = —0,5; p < 0,05)
MEeXay nepuoaom OT 3aBepLIEHHOro Typa BaKLUMHaLMK
W YPOBHEM 3alUUTHbIX aHTUTEN K SARS-CoV-2.

[lononHuTenbHble pe3ynbTaTbl UCC/IEA0BaHUA

CpaBHUTENbHbLIVM aHanu3 ypoBHA 186G K SARS-CoV-2
B AMHAMUKE MEXAY MYXYMHAMU U KeHLLMHAMW He BbISBUN
CYLLECTBEHHbIX pa3nuyuni. MoboYHble NPOosIBAEHUSA nocne
nmmyHusaumu (MNMNMKM) 3apernctpmpoBaHbl y 34 pecnoHaeH-
TOB, 4TO cocTaBuno 28,6%. MecTHble MMMN (runepemus,
60Nb, OTEK B MECTE UHBEKLIMK) yCTaHOBEHbI Y 21 YenoBeKa
(17,6%), cpean HWUX NpeBanupoBanu HecepbesHble (90,4%),
cepbe3Hble 3aduKCcnpoBaHbl y 9,6%. 06wue MMMN (noBblI-
WeHWe TemnepaTypbl Tena, cnabocTb, 03HO6, ronoBHas
60nb, apTpanrus, muanrus) BcTpedvanucb y 13 4enosek
(10,9%), Halwe TaKe OTMeYanucCb Hecepbe3Hble peakuuu
(69,2%), cepbe3Hble Habnwopganuck y 30,8% pecnoHaeH-
ToB. Kak mecTHble, Tak U o6wue MMMNN oaHoBpeMeEHHO
3apeructpupoBaHsbl y 18 yenosek (15,1%). 3adnKcHMpoBaHoO
4 (3,36%) cnyyas 3a6oneBaHus COVID-19 B nepuoa mexay
Typamu BaKuuHaumm n 17 (14,2%) — ¢ 4aBHOCTbIO BaKLMHa-
uMm 6onee 6 mMec. MHdpeKUMa NnpoTekana B Nlerkon dpopme.
Cpeau ctyaeHToB Ky6 MY oxBaT AByMS TypamMu BaKLUHaL MK
B mae 2021 r. coctaun 30,3%, B Hos6pe 2021 . — 79,1%.

PucyHoK. InHamuKa IgG K SARS-CoV-2 nocne AByx TypoB BakuMHauun «fam-KOBU/-Bak»
Figure. Dynamics of IgG to SARS-CoV-2 after two rounds of vaccination “Gam-COVID-Vac”
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BmecTe ¢ TeM KONMYECTBO 3aperncTpMpoBaHHbIX Cnyvyaes
3apaxeHns HOBOM KOPOHaBUPYCHOW MHPEKLMEN cpeau CTy-
[eHTOB By3a B Mae cocTaBuio 98 (3,81% pecnoHAeHTOB),
B Hosi6pe — 40 (1,57%).

OBCYXAEHHME

Pe3loMe OCHOBHOro pe3ynbTata Ucc/iejoBaHuUA

Mo peaynbTaTaM NPOBEAEHHOrO WUCCNE[0OBaHUA
yCTaHOBNEH AoCTaTo4yHbIM ypoBeHb IgG K SARS-CoV-2
yepes 1, 3,6 wmec nocne BakuuHauuu. OTMe4yeHO ecTe-
CTBEHHOE CHU}KEHWE 3alMTHBIX TUTPOB aHTUTEN B JUHAMUKe,
npu aTom 6onee cywecTBeHHOE Habnganochb B MHTepBane
3-6 mec (c 14,74 £ 2,93 no 10,97 + 4,69) no cpaBHEHUIO
¢ 1-3 mec (¢ 16,39 £ 1,12 po 14,74 + 2,93) nocne BaKuu-
Hauun. Cnyyan COVID-19 cpeau BaKUMHMPOBAHHbLIX Nocie
6 Mec BaKUWHauuK 3apeructpupoBaHbl y 14,2% pecnoH-
[EHTOB, UMEIOLLMX TUTPbI aHTUTEN MeHee 8 AU/ml 1 He npo-
Wweawnx CBOEBPEMEHHO peBaKLMHaLMIO.

OrpaHnyYeHua uccnefoBaHusa

Pa3mep BbIOOPKHU

OrpaHuyeHnaAMU UCCNefoBaHKA B NEPBYIO 04epesb ABNS-
I0TCSt HEB6O0bLWOW pa3mMep BblI6GOPKU, CBSA3aHHbIM C HANTMYUEM
y yacTu ctygeHToB IgG K SARS-CoV-2 nepeg MMMyHu3aLmen,
W ANUTeNbHbIM Nepuog Habopa matepuana.

Penpe3eHTaTUBHOCTb BbIOOPKH

CnepyeT yyuTbiBaTb, YTO B Halle UCCNefoBaHUE BKIIO-
YasUCb TONIbKO T€ CTYAEHTbI, KOTOPbIE 6GbiN CTOPOHHUKaMM
BaKUMHALMK, a TaKXXe NPUHAAK yYacTue B McCCneaoBaHuu
M3-3a COGCTBEHHOW 3MUMAEMMONIONMYECKON HACTOPOXEHHO-
CTH.

N3mepsiemble noKa3aTrenn

BbiCOKME 3alMTHbIE YPOBHW aHTUTEN MOTyT OTparkaTb
He KayecTBO BaKUMHaALUMW, a NepeHEeCEeHHY HOBYIO KOpO-
HaBUPYCHYIO MHDEKLMIO B CTEPTON MU abopTUBHOM dopMme,
NOCNYXMBLUYIO BYCTEPOM.

UHTepnpeTauua pe3ynbraTtoB

Mony4yeHHble pe3ynbTaTbl UMMYHOTE€HHOCTU BaKLMHbI
«am-KOBN-Bak» nepeknuKkaloTcs ¢ ApPyrMMu uccrnenoBa-
HUAMKU. Tlo AaHHbIM TPEXMECHYHOrO0 MCCNefoBaHus BaK-
uMHauun meapaboTtHukoB npenapatom «fam-KOBUA-Bak»
B I. YuTe, ypoBeHb IgG K SARS-CoV-2 cyliecTBEHHO Bo3pac-
Tan nocne MMMyHU3aLuMu BTOPbIM KOMMOHEHTOM BaKLMHbI
n po 30-X CyT He M3MEeHSNCs, CpefHue 3HayveHus Koad-
duuMeHTa NO3UTUBHOCTU cocTaBunn 12,36 n 12,48 Ha
38-1 1 51-i gHKU COOTBETCTBEHHO [8]. B ApreHTnHe y Bcex
MeApaboTHUKOB, UMMYHU3WPOBAHHbIX ABYMS f03aMu «[aM-
KOBW/-Bak», BbipabaTbiBainuCb aHTUCMAMKOBbLIE aHTH-
Tena [9]. OTaaneHHas AvHaMWKa YpPOBHA cneunduyecKux
I8G K S-6enKy KOpoHaBupyca y BaKUMHWPOBAHHbLIX ML,
OEMOHCTPUPYET CTAaTUCTUHECKM 3HAYMMbIA NPUPOCT aHTU-
Ten ¢ 21-ro no 42-# peHb [10]. B xoae npoBeaeHHOro
nccnegoBaHMa He OOGHapyXeEeHO CYLLECTBEHHbIX Pa3nnyui
B MMMYHHOM OTBE€TE€ B 3aBMCUMMOCTM OT Mofa, AaHHble
pesynbTatbl CONOCTaBMMbl C pe3dynbTataMu, NpeacTaBieH-
HbIMW HaunoHanbHbIM LEHTPOM 3NUMAEMUONOTUU U MUKPO-
6uonorun um. H.®. famanen, lll dasbl KIMHUYECKUX WUCMbI-
TaHuh [5]. OaHaKO NoflyyeHHble HaMKW pel3ynbTaTbl cneayet
MHTEPNPETUPOBaTbL C OCTOPOXKHOCTbLIO, MOCKONbKY Bbl6OpKa
B X0Ae Hallero uccneaosaHus 6olia He60blLOW. Pe3ynbTathl
MMM cxoxu ¢ TaKoBbIMU APYrUX UCCNefoBaHUM NepeHoCHU-
MOCTM BaKuUMHbI. TaK, cpeiu BaKUMHUPOBAHHbIX B Yute
NMNNN otmevanuce y 44,4% pecnoHaeHToB, Hanbonee 4Yacto
pernctpupoBanncb 60/b B MecTe MHbeKkunn (58%), runep-

Tepmus (50%), ronoBHas 60nb (42%), acteHus (28%), a TaK-
e 60/b B MblllLLax U B cycTaBax (24%) [8]. B Pecny6nuke
CaH-MapuHO cHUCTEMHblE peaKkuuu nocne nepson [03bl
BaKUMHbl ycTaHoBNeHbl Yy 25,8% wccnegyemblx, NIOKanb-
Hble —y 10,2%; nocne BTopom Ao3bl — y 18,5 1 16,1% cooT-
BETCTBEHHO. BmecTe ¢ TeM peumnueHTbl BaKuuHbl onuMcanu
KaK NIoKanbHble, TaK U CUCTEMHbIE peaKkuun B 16,4% cnyya-
eB [11]. YBennyeHne MMMYHOOrMYEeCKOMN NMPOCIONKKN cpeaun
ctyaeHtoB ¢ 30,3 go 79,1% B pe3ynbtate BaKuUMHaALMK
NOo3BOMNNO CHW3WUTb YpoBeHb 3aboneBaemocTn COVID-19
¢ 3,81 no 1,57%. AHanornyHasa TeHAeHUNS 3aperncTpmpo-
BaHa B CTpaHax C BbICOKMM YPOBHEM MMMYHMU3ALMMU, TaKKUX
Kak OA3, Ky6a, Kutan v gp.

3AK/IIOYEHHME

BakuuHa «fam-KOBW[-Bak» cnoco6cTBOBana ycrom-
YUBOMY TyMOpanbHOMY OTBETY W MPOAEMOHCTPUpOBana
YAOBNETBOPUTENbHBLIN Npodub 6e30nacHOCTU, He Oblso
3aperncTpupoBaHo cliydyaeB MNpeKpaleHns BaKuuHaLuu
BCneacTBMe No6oYHbIX SBNEeHUH. Cnyyan HOBOM KOPOHaBK-
PYCHOM MHPEKLUMK OTMeYeHbl Y 14,2% pecrnoHAeHTOB C AaB-
HOCTbIO BaKUMHauuu 6onee 6 mec (MHPEKUMs npoTeKana
B nerkon popme), Takxe 3apukcupoBaHo 4 (3,36%) cnyyas
3a6oneBaHna COVID-19 B nepuoa Mexay Typamu BaKuUM-
Hauuu. MpodunakTuyeckas maccoBas BaKLMHaLMA cpeau
ctyneHtoB Ky6I'MY npotmB COVID-19 cHu3una ypoBeHb
3a6boneBaemocTtu B 2,4 pasa.

BbIPAXXEHUE NPU3HATEJ/IbBHOCTH

Bbiparkaem npuaHaTenbHOCTb cTyaeHTam Ky6lrMY, npwu-
HABLWMM y4yacTue B uccnegoBaHunn. Mbl Takke 6narogapHsol
coTpyaHuKam na6opatopun bBY3 «CneunannanpoBaHHan
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PeuunauBupylowime pecnupatopHblie uHpeKuuu
y AeTeu ¢ No3ULUn JOKa3aTe/IbHOU MeAULIUHbI

B pamkax XIX Cwesga neaguatpoB Poccun ¢ MexayHapOAHbIM yHacTUEM «AKTyaJlbHble Mpo6/iemMbl
neanatpun» npu noaaepxke 000 «buoHopuKa» COCTOSI/ICS CUMMNO3UyM «[JoKa3aTesbHas neaua-

TPpHUA — COBEPLIEHCTBYEM M0AXO0AbI».

OTKpblBaa 3acefaHue, npesuaeHTt Colo3a negnaTpoB
Poccuun akagemuk PAH J1.C. Hama3oBa-bapaHoBa o6paTtuna
BHMMaHWE y4aCTHMKOB Ha Ha3BaHMe CMMMNO3WyMa, KOTopoe
6b1/10 BbIGPaHO HE C/ly4anHo, a NPOAUKTOBaHO HEOBXOANMO-
CTblO NpaBUNbHOro Bbi6opa B MMeloLeMCS pa3Hoobpa3unm
NIeKapCTBEHHbIX NpenapaTtoB, TEXHONOMMIA U METOOB fleye-
HUSI Pa3IMYHbIX PECnUMpPaToOpHbIX MHGOEKLMIA, OCHOBAHHOIO
Ha NpuHUMNax JoKa3aTenbHON MeAULMHBI.

B csoem pgoknage J1.C. HamasoBa-bapaHoBa paccka-
3ana 06 MCTOpUM [OKa3aTelbHOM MeAULMHbI, KoTopas,
KopHsaMK yxoas B XII-XVII BB., nofyynna cTpemMuTeNbHoe
pa3BuTMe B XX B., KOrga 1 6bi1v onpeaefieHbl ee OCHOBHbIE
npuHUMnbl. [loKazaTenbHas MeAuuMHa — 3TO HayuYHbIM
MeTo[, B OCHOBE KOTOPOro nexart cbop, aHanus, 0606-
LileHMe pe3ynbTaToB KAMHUYECKWUX WUCCefoBaHWW, Mnpo-
BEAEHHbIX NO CTPOroM METOAOSOrUKU, U BHEAPEHWE MNony-
YEeHHOW MHOPMALMKU B KJIIMHUYECKYIO NPaKTUKY. MMEHHO
B COOTBETCTBUM C MPUHLMNAMK JOKa3aTebHOM MeAULMHDI
paspabaTbiBalOTCA KIMHWYECKME pEeKOMeHAauun — OOKYy-
MEHT, COAEPKallMM OCHOBAHHYIO Ha Hay4HbIX JOKa3aTe/b-
CTBax CTPYKTYPUPOBaAHHYIO MHbOPMaLMIO MO BOMNpocam
NPodUNaKTUKN, AUArHOCTUKKU, NeYeHns U peabunurtauuu,
NPUMEHEHMUE KOTOPOW MNO3BONAET MeAUUMHCKUM paboT-
HWMKaM onpefennTb TaKTUKY BeAeHWMs MNauueHTa C KOH-
KPEeTHOM HO30/10rMen Ha BCex 3Tanax OKa3aHWa Meau-
unHcKkon nomouwm. J1.C. Hamazosa-bapaHoBa HanomHuna,
4yTo cornacHo degepanbHomy 3akoHy oT 02 uiona 2021 r.
N2 315-d3 go 01 aAnBaps 2024 r. 4oMKEH GbITb OCYLLECT-
B/IEH MOCTEMNEHHbIN Mepexoa MeAULMHCKUX OpraHu3auui
K OKa3aHWI0 MeAMLIMHCKOM MOMOLLM Ha OCHOBE K/MHMUYe-
CKUX peKoMeHaaLuun.

Oco60e BHUMaHue 6blI0 YyAENEHO WUCTOPUU MPUMEHE-
HUS Nle4ebHbIX CBOMCTB pacTeHWW, HaydyuMHasa ¢ [peBHeMN
Muauun, Erunta, Mpeuuun, Puma, Kutaa, 4opeBONOLMOHHON
Poccun — v go Hawux gHen. bbinv npeactaBneHbl pesyib-
TaTbl onpoca poautenen B lepmaHuK, KOTOpble npoge-
MOHCTpUpoBanu, 4yto 85,5% peten ¢ Kawnem B 2010T.
nony4yanu OAMH M 6Gonee pacTUTEeNbHbIX Npenapartos,
4YTO NOATBEPKAAET BbIPAXKEHHYIO 3aMHTEPECOBaAHHOCTb
obuiectea B ¢utorepanuu. CornacHo dapmakoanuaemumo-
NIOTMYECKUM UCCNEeAOBaHMUAM NO NPUMEHEHWUIO pacTUTENb-
HbIX MpenapaTtoB B MNeAMaTpUMYEcKOM Nonynasiuuun, npose-
OEeHHbIM B fepmMaHunn 1 onybnmkoBaHHbIM B 2020 r. (MpoeKT
PhytoVIS — gaHHble no onpocy 0 2063 aeTtsax), 60bWNHCTBO
nauneHToB nonyyanu dutonpenapartbl MO MNOBOAY OCTPbIX
pecnupaTopHbIX MHPeKuun (OPU), nuxopaaku, gucnencuu,
KOXHbIX 3ab0fieBaHW1, HapylWeHUs CHa W TPEBOXHOCTH,
n 84% N3 HUX oUeHUIN 3IPODEKT NeYeHUs KaK XOpPOoLIWUK
M O4YEHb XOPOLIMI, 6€3 NO6OYHbIX ABEHNW. OQHAKO B HAcTo-
duee Bpems 4na nonyvyeHns y6eautenbHbiX 4JOKa3aTeNbCTB
3adpdeKTUBHOCTM pUTONpPenapaToB B NeamaTpnu4ecKomn nony-
NAUMM HEOBXOAMMbI Ka4yeCTBEHHble pPaHAOMW3NMPOBaHHbIE
KOHTPOSIMPYEMbI€ KIMHUYECKNE nccnegoBaHus. Ho, HecMo-
TpS Ha OTeYeCTBEHHblE U MEXAYHapOAHblE WHULMATUBBI

no NPOBEAEHUI0 NOAOGHbLIX KIMHUYECKUX UCCNefoBaHWW,
[0 HAcTOSILLErO BPEMEHM UX HEAOCTAaTOYHO U MHOTME UMEIOT
HU3KUIM YPOBEHb AOKa3aTe/IbHOCTH.

J1.C. HamasoBa-bapaHoBa caenana akueHT Ha Heob6-
XOAMMOCTHU CTaHAapPTU3aUMKW IKCTPAKTOB pPacTUTEbHOro
Cblpbs B JIEKAPCTBEHHbIX CPEACTBaX, YTO SABASETCSH OCHOB-
HOW npob6nemon Ans NPoOM3BOACTBA Ka4YeCTBEHHbLIX GUTO-
npenapatos. Kak npumMep pasnnyHoro coaepaHus Tmmona
(rnaBHbIM KOMMOHEHT 3dUPHOro Macna TUMbsiHa, obecne-
YMBalOWMNMA OCHOBHble dapmaKonornyeckme adodeKTbl
npu NleYeHMn Kawnsa) B pacTUTENbHbIX 3KCTpaKTax 6bi1o
NpPeacTaBAeHO MX CPaBHEHWE C IKCTPaKTaMW KOMMaHMK
«bnoHopuKa», KoTopble 6narogaps CcTaHgapTM3auuu pac-
TUTENbHOrO CbIPbS, B OTIMYME OT APYrMX IKCTPAKTOB, coaep-
aT MOEHTUYHO BbICOKOE KOJIMYECTBO TMMOAA B COCTaBe,
4yTO, B CBOIO o4vepenb, obecneynBaeT nx 3GDEKTUBHOCTD.
TaKe 6blnn npeacTaBieHbl pesynbTaTbl MHOMOLEHTPOBO-
ro ABOMHOrO cnenoro naauebo-KOHTPONPYEMOro paHao-
MWU3MPOBAHHOIO KJIMHUYECKOrO MCCNeAOBaHUSA MO cpas-
HeHUO 3ODEKTUBHOCTM M 6GE30MacHOCTM pa3HbiXx BWMOOB
fleyeHnss oCcTporo GpOHXMUTa y AeTen, NPOAEMOHCTPUPO-
BaBlIMe 3OPEKTUBHOCTb OPUIrMHANBHOMO KOMOWHUPOBAH-
HOrO PacTUTENbHOMO XMAKOro akcTpakta BNO1201 (pac-
TUTENbHbLIN NIeKapCTBEHHbIM NpenapaT bpoHxunpeT cupon)
KaK MpuM OCTPOM BMPYCHOM, TaK M Npu GaKTepuanbHOM
6poHxuTEe. N Ha OCHOBAHMM MHOFOYUCIEHHbLIX PaHOOMM-
3UPOBAHHbIX KAMHWMYECKMX WCCNeaoBaHWi, MPOBEAEHHbIX
KaK B Hallen cTpaHe, TaK U 3a py6exxoMm, PUTOHUPUHIOBbIE
KOMOWHMPOBaHHbIE pacTUTENbHble 3KCcTpaKTbl BNO1201
M 1205 (pacTuTenbHble /neKapCTBEHHble MpenapaThbl
BpoHxunpet cupon 1 bpoHxunpet TI) Ha ocHOBE KOMOGWHa-
LMIN UOKMX IKCTPAKTOB TpaBbl TUMbsIHA M TNCTLEB MNAtOLLA,
CYXMX 3KCTPaKTOB TpaBbl TUMbsSIHA M KOpPHEN nepsoLBeTa
B 2021 r. 661X BKAOYEHbI B KIMHUYECKUE pEKOMEHAALUN
Mo fie4eHunto 6poHXMTa, TaK Kak ob6nagaloT OTXapKUBaOLWMM,
NPOTUBOBOCMANUTENbHBIM, CEKPETONUTUYECKUM, BPOHXONN-
TUYECKUM [ENCTBMEM, a TaKKe CMOCOOCTBYIOT CHUMEHMIO
BSAIBKOCTM MOKPOTbI M YCKOPEHUIO €€ 3BaKyalM1 y B3POC/bIX
n peten ¢ 1 roga. Janee goknagynk obpatunacb K goKasa-
TenbHOW 6a3e, noaTBepxaaolen apPeKTUBHOCTb M 6€30-
NacHOCTb GUTOHMPUHIOBbLIX PACTUTENbHbIX JIEKAPCTBEHHbIX
npenapatoB BNO1010 1 1015 (CuHynpeT Kannu u CuHynpet
TabNeTKM), 4TO MO3BOAMAO BK/OYMTb MX B KJIMHUYECKME
peKoMeHaaumMn pasHbiX CTpaH, B TOM 4yucie n Poccuimckon
defepaummn, No NEYEHUO OCTPOro BMPYCHOrO, NOCTBUPYC-
HOMO U PEeLMNaMBUPYIOWETO PUHOCUHYCUTA KaK Yy B3POCHbIX,
Tak 1 y geten. B 3aknwyeHue J1.C. HamasoBa-bapaHoBa
npua3Bana neguaTpoB B CBOEW €XeOHEBHOMN NpaKTUYECKON
AesATeNbHOCTU PYKOBOACTBOBATLCHA KJIMHUYECKUMU PEKO-
MeHAAUMSAMM, NPKU CO3AaHMUU KOTOPbIX UCMOJb3YIOTCS MPUH-
LMNbl AOKa3aTebHOM MeAULIUHDI.

[danee c yyactvem [OKTOpoB A.M.H. E.B. MenexuHomn
1 O.M.H. [1.B. YceHKo cocTosinacb AMCKYCCUS, NOCBALLEHHas
BOMPOCaM AWarHOCTUKM U leYeHuUs peLManBupytoLLmnx 3abo-
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E SHORT REPORTS

KPATKHUE COOBLUEHUSA

NeBaHWM CMHYCOB U MUHAASUH Y AeTeN, OTKPbIBas KOTOPYIO,
E.B. MenexuHa oTMeTuUna, 4TO B HAcTosILLEE BPEMS, B NEPUOA
Havyana BeCHbl, NOrogHble YCI0BUS (B TOM Yncne TemnepaTy-
pa, BNaXHOCTb BO3Jyxa U Ap.), @ TaKKe U3MEHEHUS MYKOLIU-
NIMAPHOro KIMPEHCa M MyKO3aNlbHOM CEKpeLmn npeapacno-
naratoT K 6onee Nerkomy NPOHUKHOBEHWIO PECMUPATOPHbIX
BUPYCOB B AblXxaTeflbHble MYyTU U pa3BUTUIO 3a6oneBaHun.
[.B. YceHKo no6aBun, 4YTO HOBasi KOPOHaBUpPYyCHas MHOEK-
LUMS OKas3ana BAUSHUE Ha CTPYKTYPY LMPKYIMPYIOLMX BO3-
éyauTenen: Knaccuyeckoe pacnpegefieHne Ce30HHOCTU
UMPKYNsSUMKM BMpyca rpunna, MeTanHeBMO-, PUHO-, 6G0Ka-,
ajeHoBMpyca U Ap. He OTMeYanocb B Te4YEeHUEe MOCAeAHMX
1,5 neT, a HayMHaa ¢ neTHero nepuoga 2021 r. CBOIO HULLY
3aHAN pecnupaTopHO-CUHLUMTUANbHLIM BUpyc (PC-BUpyC),
KOTOPbIN aKTUMBHO UMPKYIuMpyeT yxe 25 Hea, 4TO paHee
HWKOrAa He Habnganochb U Bbi3biIBAET ONpeAeneHHble ona-
ceHusa n nocneacTeus. C apyron CTOPOHbI, 3a6oneBaemMocTb
rPMNNOM B AETCKOM NONyAsuuK B 3TOM Ce30He 6blfia HEBbI-
COKOM, a BMpYC naparpunna cTabuibHO perncTpupyeTcs
B TeyeHue BCero roga, B OTIMYME OT OCEHHEro nepuoja
B npeablaywue rogbl. Takke 3a nepuoj naHgeMuU B YCNOBHU-
AX HEKOHTPOJIMPYEMOrO MPUMEHEHUSA MECTHbIX aHTUCEMTU-
KOB, aHTMOaKTepManbHbIX NpenapaToB U3MeHUNAChb U CTPYK-
Typa 6aKTepuanbHbiX MHPEKLUUK. Ecnn paHee y nauneHToB
¢ BocnanuTenbHbiMK 3a60neBaHNIMU OKONOHOCOBbIX Na3yx
npeob6naganu Takuve BO36yauTeENW, Kak S. pneumoniae,
M. catarrhalis v H. influenzae, To cerofgHs, Mo AaHHbIM
®BYH LleHTpanbHbli Hay4YHO-UCCea0BaTENbCKUIA MHCTUTYT
anuaemuonorun Pocnotpe6Haasopa, y 80% neten B otae-
NIeMOM M3 HOCOINOTKM KpOME ABYX NOcCnegHux onpege-
NsleTca Takow pacnpoCTpaHeHHblM naTtoreH, Kak S. aureus.
PesynbTaTbl NONHOFEHOMHOIO CEKBEHMPOBAHNA MUKPOOUO-
mMa (NGS) — 6onee 4yBCTBMTENBHOrO MeToAa onpeaeneHus
crneKkTpa 6aKTepuanbHbix BO36yaUTENEN U MUKPOOPraHm3-
MOB — MNOATBEpP}¥AaloT, 4To M. catarrhalis n Becb cneKkTp
Staphylococcus, Streptococcus, Haemophilus influenzae
ABNAOTCA NpeacTaBuUTENIMU MUKPOGDIOPbl HOCOMIOTKHU
y AeTeN 1 MOryT urpatb KaK NPOTEKTUBHYIO, TaK U NaTOreH-
HYl0 POSib B Pa3BUTUM PELNAMBUPYIOLMX MHOEKLMI pecnun-
paTopHOro TpakTa. Heo6xoagMMo MNOMHWTb, 4TO Yy 16,4%
nauneHToB C XPOHMYECKMM aleHOMANTOM AMarHocTmpyeTcs
rpMBKoBOE BOCMNaNEHME MMOTOYHOM MUHAANMUHBI, @ Y KaXKao-
ro 5-ro pe6eHKa ¢ XpOHM4ECKUM TOH3UINUTOM BbISBAAIOTCA
TOH3WIJTIOMUKO3bI, KOTOPbIE TPEBYIOT aeKBaTHOM U addek-
TUBHOM 3TUOTPOMHOM Tepanuu.

B passuTtun peunanBupyolmx nHbexkunn JIOP-opraHos
W pecnupaTtopHOro TpakTa BaXHyl0 poib UrpaeT MyKo3asb-
HbIH UMMYHUTET: MUKpOdopa, 3alWMUTHbIA 3MUTENUNA, CIU-
3e06pa3oBaHue, KepaTMHM3auWa U CAloHOoOGpasoBaHue,
daKTopbl BPOXAEHHOIO (AHTUMUKPOOBHbIE NenTuabl, daro-
LMTO3, UHTEPDEPOHDI, CUCTEMA KOMMNEMEHTA, BPOXKAEHHbIE
NMMOONIHbBIE KNETKW) U NPUOBPETEHHOIO UMMYHUTETA (SIEA,
I1gG, B-numdouuTtsl, T-numooumtsl). [.B. YceHKo nogyepk-
Hyn, 4TO o6efHeHMe MUKPOBHOMa pPecrnmnpaTtopHOro TpakTa
Ha GOHe NepeHOCUMbIX PecnuMpaToOpHbIX BUPYCHbIX MHDEK-
LM 3anycKkaeT guc6anaHc U CHUXKEHUE YPOBHS MPOTEKTUB-
Hblx Corynebacterium w 6akTepui poga Dolosigranulum,
yBeNM4YeHne pofa v npeacraButenbHoCcTM M. catarrhalis
3anycKaeT CLieHapui 3aTAXHOIMO U OC/IOXKHEHHOIO TEYEeHUs
6aHanbHbIX PECNUPaTOPHbIX BUPYCHbIX MHOEKUMH C npu-
coejuHeHneM 6GaKTepuanbHOro KomnoHeHTa. C MoMmeHTa
Hayana noceweHns LEeTCKOro [AOWKOAbHOrO y4YpexaeHus
(44Y) nponcxoauT ob6egHeHne MUKpobromMa pecnnupaTopHo-
ro TpaKTa HOCO- M POTOMNIOTKM Y AeTeW B pedynbTaTe BHeLHe-
ro arpecCUBHOro BO3AENCTBUA MUKPOGMOMA APYrux aeten
B 1Y 6e3 cBA3K C NPUMEHEHMEM aHTUOaKTEPUasbHbIX Npe-
napatoB. [pK nepeHeceHHbIX pPecnnpaTopHbIX UHOEKLMUAX

oTMeYaeTcs NPOrpeccuBHOE NajgeHne NpeacTaBUTeNIbHOCTH
MUKPODNOPkI, U HE MeHblLUEEe 3HaYEHNE UMEET ee MeaseH-
HOe BOCCTaHOBJ/IEHME, Aaxe cnycTsd 2—3 MeC He oTMeYaeTcs
TEHAEHLMM K BOCCTAHOBJIEHUIO MPEACTaBUTENBHOCTH Ha30-
dapuHreanbHom MUKPoOOMOTbl. MUMEHHO aucbanaHc npej-
CTaBMTENbHOCTU MUKPOBMOTBI U 3anyckaeT GeHOMEH peuu-
OUBUPYIOLLNX PECNUPATOPHbIX MHPEKLUNIN Yy AeTeEN.

E.B. MenexuHa npeacraBuia Haubonee pacnpocTpaHeH-
Hoe onpeaenexHune peuuansupyowmnx OPU y neten: > 8 anu-
30008 OPU B roa B Bo3pacTte < 3 ner U > 6 ann3oaos
OPWU B rog B Bo3pacTe > 3 net. CornacHo gpyromy onpe-
nenenuto: > 6 OPU B rog nnm > 3 OPU B oCeHHe-3UMHUM
nepuog / B TedeHune 6 mec (2 nocnegosaTtefbHbiX roga)
MM B 3aBUCUMMOCTM OT JIOKaNM3aLMU U TAXKECTU TeyeHus
MHPEKUUKU: OCTPbIN CPefHUIM OTUT > 3 aNM3040B B Te4yeHue
6 Mec uan > 4 3nNn3040B B rof; MHOEKLUMOHHbIN PUHUT
>5 3nM30408B B roa; GapuUHrUT/TOH3MANUT > 3 NposeYveH-
HblX 3NM3040B B rog. Y4YnTbiBas OTCYTCTBME €4MHOro onpe-
genexnua peungmsupylowmx OPKW, neguatpy MOXKeT ObiTb
CNIOXHO ObICTPO MOCTaBUTb AMarHo3 v BbibpaTb onTUManb-
Hyl0O TepaneBTMYECKYID cTpaTernio. B HeKoTopbIx cayvyasx
YyacTble 6aHanbHble pecnupaTopHble BUPYCHble MHEKLUU
nNpPUBOAAT K pa3BUTUIO GaKTepuanbHbIX cynepuHbeKLmn,
uHorga peunamsupyowmne OPU, conpoBoxaalolwmecs CBu-
CTAWMM AbIXaHUEM, MPU HaNU4YMKU OTArOWEHHOM Hacnea-
CTBEHHOCTU M MpemMopbuaHoro GoHa nNo anneprum mMoryT
nNpMBECTU K MaHudecTaunm annepruyeckoro 3aboneBaHus,
CYLLECTBEHHO B/IMAS Ha Ka4yeCTBO XWM3HW MaLMEHTOB U WX
poautenen. Takxe 6bliv NpuBeAEHbl MHTEPECHbIE AaHHble,
4TO YacTble pecnmMpaTopHble BUPYCHble MHEKLIMM B paHHEM
[LETCKOM BO3pacTe MOBbIWAT PUCK Pa3BUTUS ULIEeMUYe-
CKOrO MHCyNbTa y AeTen B 6,3 pasa, a TaKXe KoppenupyloT
C MOBbIWEHHLIM PUCKOM pPa3BUTUA caxapHoro gnabeta 1-ro
TMNa, 470, 6€3yCNoBHO, TPpebyeT pauuoHanbHOro nogxoaa
K MX NEeYEHMUI0.

[.B. YceHKO 6binnM paccMoTpeHbl paKTopbl pUCKa,
npegpacnonarawouwune K 4acteiM anmndogam OPU: aHpo-
reHHble, B TOM 4uclie npeHaTanbHble (HEAOHOLWEHHOCTb,
MOpPPOPYHKLUMOHANbHAA HE3PENOCTb, 3aeprKKa BHYTPU-
yTPOOGHOr0 pasBuTMA M Ap.), HacneaCTBEHHO-KOHCTUTY-
LIMOHa/IbHbIe (NPeapacnoioKEHHOCTb K Th,-Tuny pearu-
POBaHWUSA, FTEHETUYECKU AETEPMUHUPOBAHHBIN «MO3AHUNA
MMMYHOOTUYECKUI CTapT U AP.), @ TaKKe 9K30reHHble —
3KONIOrMYecKMe (MecTto MpPOoXMBaHWSA, COCTOSIHUE aTMOC-
GepHOro v BHYTPUKUINLLHOIO BO34yxa U Ap.), COLManbHoO-
ObITOBblE (MaTtepuasnbHbli U KYNbTYypPHbIN YPOBEHb CEMbM,
HU3KWK goxod Ha 1 4yneHa ceMbM 1 ap.). NNaToreHeTUu4ecKon
OCHOBOWM 4acTblX U ANUTENbHbIX PecnupaTopHbiX 3abone-
BaHWM ABNAETCA UBMEHEHWE UMMYHOIOTMYECKON peaKTUB-
HOCTK opraHnama. MameHeHns npu aToM HecneunPuyHsbl,
pa3HoOHanpaBfieHHbl U MOryT 3aTparnBaTb BCE 3BEHbLA
UMMYHUTETA.

[anee 6blna npeacraBfeHa cOBpeMeEHHas Knaccudwu-
Kauns OCTPOro PUHOCUHYCHUTa: BUPYCHbIA, MOCTBUPYCHbIN,
6aKTepuanbHbI, PELUAMBUPYIOWMIA, a TaKKe NOAXOAbl
K BegeHuto nauneHToB. [loknagymkom E.B. MenexuHown npo-
LEMOHCTPUPOBAH KAMHUYECKUI criydan peumanBupytoLwero
PUHOCUHYCHUTA y AEBOYKM 9 NeT, Ha MPUMeEpPE KOTOPOro 6biau
pa3o6paHbl OCHOBHbIE LIENW IeYeH s, a TaKkxKe rpynnbl npe-
napaTtos, NPUMEHSEMblE NPU OCTPOM PUHOCUHYCUTE U BKIIO-
YeHHble B KIMHWYECKNe pekomeHdaunn. Ocoboe BHMMaHWe
ObII0 yAeNeHo NleKapCTBEHHOMY CPEeACTBY PacTUTENbHOIO
NMPOUCXOXKAEHNUS C JOKa3aHHbIM MPOTUBOBOCNANUTENBHbIM,
CEKPETONUTUYECKMM U CEKPETOMOTOPHLIM AENCTBUEM —
BN01010/1015 (CuHynpeT Kannu / CUHYnpeT TabneTkwu).
Bbinn npeacTaBneHbl pesynbTatbl MHOMOLEHTPOBLIX PaHAo-
MU3UPOBaHHbIX UCCnefoBaHWi, nogTBepauslune addek-



TUBHOCTb M 6€30MnacHOCTb AaHHOro npenaparta npu nedve-
HUKW OCTPOr0 BMPYCHOIO, @ TaKXe OCTPOro MOCTBMPYCHOIO
PUHOCUHYCUTa y AeTen. B akcnepumMeHTe Ha Mblwax Oblio
noKasaHo NPOTUBOBUPYCHOE AerncTBue CuHynpeTa B OTHO-
weHnn PC-Bupyca, ageHOBMpYCca, pUHOBMpYCa, BUPYCOB
rpynna v naparpunna — OCHOBHbIX BO36yauTENen PUHO-
cuHycuTa. O4yeHb BaxHoe gonosnHeHuwe caenan [.B. YceHKo,
OTMETUB, 4TO TaK}Ke B 3KCMEPUMEHTE Ha Mbllax 6bla10 Npo-
[EMOHCTPMPOBAHO OTCYTCTBME Y AAHHOIO nNpenapaTa Hera-
TUBHOTO BO3AEWCTBUSA Ha npeactaBuTeNen HOpMasibHOM
MUKPOBUOTLI, B TOM YUCE U MPU ANUTENTBHOM NPUMEHEHUN.
[oka3aTenbcTBa KAMHUYecKoro addeKTa npenapaTa cno-
cobcTBOBanu BKAoYeHMto BN01010/1015 (CuHynpeT Kan-
nn / CuHynpeTt TabneTtku) B KJIMHUYECKUE peKoMeHAauuu
Nno Ie4YEHUIO OCTPOro PUHOCUHYCHUTA, B TOM YUCNe Y AeTeN,
C BbICOKMM YpPOBHEM yBeaMTeNnbHOCTU pekomeHaauun (B)
1 0OCTOBEPHOCTM AOKa3aTenbCTB (3).

[.B. YceHKo npeactaBun anroputM AUMarHOCTUKM
W BeAEHUS OEeTeN C OCTPbIM TOH3UNNO(PAPUHTUTOM, Oblna
nogyYepKHyTa BaXXHOCTb 3JKCMNpPecCc-AMarHoCTUKKN 6eTa-
reMONMTUYECKOro CTPENTOKOKKa rpynnbl A, onpegeneHsi
NOKa3aHUs K Ha3Ha4YeHul aHTUMOGaKTepuanbHOW Tepanuu.
E.B. MenexvHon 13 nn4HOro apxvea Obll NPOAEMOHCTPU-
poBaH K/IMHMYECKMI Ciy4aln Manbynka 6 net ¢ guarHo-
30M «PeUUAMBUPYIOWMIA TOHIUANOPAPUHIUTY, Ha NpUMe-
pe KoToporo 6bina paccmMoTpeHa pPosib GUTOHUPUHIOBLIX
NleKapCTBEeHHbIX npenapaTos, B YacTHocT BNO1030/1035
(ToHsunroH H kannu n ToH3unroH H Tabnetku), B Ne4YeHuun
XPOHWYECKOro TOH3MANUTA ¥ YacTo 6onetowmx geten. boinm
06CYyX/€eHbl AaHHble OTEYECTBEHHbIX UCCNeLOBaHUI, KOTO-
pble MPOAEMOHCTPUPOBANM, HYTO MPUMEHEHWE Mpenaparta
BN01030/1035 (ToH3unroH H) B cpaBHEHWU C MECTHbIMU
aHTUCENTMKaMM CNOCOGCTBOBANO YMEHbLIEHUIO BblparKeH-
HOCTU OOBLEKTMBHbLIX CMMMNTOMOB BOCMANEHUS, CHUXKEHUIO
KonumyectBa OOOCTPEHWM, COKpaLLEHWUIO WMCNONb30BaHMS
aHTM6aKTepuanbHbIX NpenapaToB, NPensaTCTBOBaNO nepe-
X04Y XPOHMYECKOro TOH3WANMTaA B AEKOMMEHCUPOBAHHYIO
dopmy M yxyaweHuto KadvectBa Xu3HW. Ocoboe BHMMa-
HWEe Obl0 yAeneHO WMMMYHOMOAYNMPYIOLWEMY AEWCTBUIO
BNO1030/1035, ocHOBaHHOMY Ha yCKOpPEeHUU daroumntosa,
aKTMBaLMM KNETOK-KMNEPOB, yBENNYEHUN LIUTOIUTUHECKOWM
AKTMBHOCTU U CTUMYNSILIMK BbIPAaBOTKM MHTEPDEPOHOB AL U Y,
yem ob6bsicHAeTCsH ero aGPEKTUBHOCTb NMpU peumanBUpyto-
LeM Te4eHUU TOH3UNNoPapUuHruTa.

B 3aknioyeHune cumnosmyma K.M.H. K.E. 9deHaneBa
npeactaBuna gaHHble 0 3a601€BaeMOCTM OCTPbIMU PECnu-
paTopHbIMKW BUPYCHbIMKU MHPeKunamu (OPBU) B 2019
n 2020 rr. Ha ocHoBaHuKM loCyaapCTBEHHOro AoKnaja
«O COCTOAHMM CcaHUTapHO-3NMAeMUoNornyeckoro 6naro-
nonyyua Hacenevunsa B P®». Tak, B 2020 r. OPBU cocTaB-
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nann 88% ot yncna Bcex MHOEKLMOHHbIX U Mapa3uTapHbIX
60/1€e3Hen, 4TO COMOCTaBUMO C AAHHbIMM 3a NocnegHue
10 net. OTMeYancs 3Ha4YuUTeNbHbIM POCT 3a60/IEBAEMOCTH
OPBW B cpaBHeHuM c npeablaywmm rogom (Ha 11,5%)
W CpeaHEMHOrofiIeTHUM 3HadyeHnem (Ha 8,8%), 4To cBA3a-
HO ¢ TeM, 4To B 2020 r. cnydyan COVID-19 ¢ KNMHUYeCKoM
dopmon OPBU B dopme rocynapCcTBEHHOro cTaTUcTUYe-
CKOro HabnwaeHus yduTbiBanucb coBmecTHo ¢ OPBMW.
Kak v B npeawecTtBylowuMi nepunos, 3aboneBaeMocCTb
LETCKOro HaceneHus 6bina B 2,8 pasa Bhllwe 3aboneBae-
MOCTU COBOKYMHOrO HacefeHusa. Hanbonbliee Konuye-
CTBO cny4vyaeB 3ab6oneBaHnin OPBU B TeyeHue nocnepHux
10 net (2011-2020 rr.) NnpuxoanTCS Ha AeTen B BoO3pacTe
fo 17 net, B 2020 r. ux gons coctaBunia 53,6%. B cTpyKTy-
pe 3a60neBaeMoOCTH [AETCKOro HaceneHus npeobnagatot
netn B Bo3dpacte 1-2 net (80 492,03 Ha 100 ThIC. Hace-
nenns) u oo 1 roga (79 051,36 Ha 100 ThIC.). B cBOEMN
NpaKTUYecKon AaedTeNnbHOCTU neanaTpbl Hanbonee 4acTo
BCTpeyatoTca ¢ TedyeHnem OPBU y geten, n 3HaHue coBpe-
MEHHbIX MOAX0A0B K Tepanuu, OCHOBAHHbIX HA NpUHLMUNAX
[loKasaTeNlbHON MeAWLMUHbI U N3NTOKEHHBIX B UMEIOLLUXCA
KIMHUYECKUX PEKOMEeHAaLMaX, SBNSeTca Heo6XoAUMbIM.
[danee goknag4yvmkom 6binm nogpo6bHO pa3obpaHbl OCHOB-
Hble Fpynnbl NeKapCTBEHHbIX MpenapaToB, MPUMEHSI0-
wuxca B neyeHnn OPBUN y peten, ¢ aetanusaumen ypos-
HA y6eauTEeNbHOCTM UX PEKOMeHAauMh U 4OCTOBEPHOCTH
fOoKa3aTenbcTB. Oco60e BHUMaHWe 6blno yaeneHo npume-
HEHMWIO PacTUTENbHbIX NMPenapaToB KaK BaXXHOMY HanpaB-
nenunto B Tepanun OPBU v npodunakTMKe OCNOMHEHWN.
K.E. 9deHaneBa npeactaBuna peaynbratbl PaHAOMW3U-
POBaHHbIX KIMHUYECKUX MCCNeaoBaHWi, NOATBEPMKAAlO-
Wwmx adGEKTUBHOCTb M 6€30NaCHOCTb PACTUTENbHbIX Npe-
napaToB, CO3[aHHbIX COMMacHO YHWKalbHOW KOHLEMNUuK
OUTOHUPUHTA M BKJIIOYEHHbIX B AENCTBYIOWME KAMHUYE-
CKMe peKomMmeHaauun. Tak, pacTUTeNbHble IeKapCTBEHHbIE
npenapatel BNO1030 1 BNO1035 (ToH3uAroH H Kannu
n ToH3uNroH H tabneTtku), obnagaa AOKa3aHHbIM UMMY-
HOMOAYNMPYIOLWMM, aHTUCENTUYECKMM U MPOTUBOBOC-
nanuTenbHbIM AENCTBMEM, NPOAEMOHCTPUPOBANN BbICO-
Kylo dapmMaKkonorunyeckyio ap@eKTMBHOCTb y NauMeHTOB
KaK C OCTPOMK, TaK U C peunaMBupytolwen natonornen He6-
HbIX MUHAANWH. A y4uTbiBas BbICOKMM npoduab 6e3onac-
HOCTM, AaHHbIA NpenapaT MOXET O6blTb HAa3Ha4YeH Ha Npo-
LOMKUTENBHbIV CPOK, @ TaKXXe 6epeMeHHbIM U NnauuMeHTam
C cOMaTMYeCKMMK 3ab6oieBaHUAMMU.

bnarogapsa cOBpPeEMEHHOMW MPOM3BOACTBEHHOW KOH-
uenunn (GUTOHUPHHI) pacKpbIBalOTCA HOBble BO3MOMKHOC-
T pacTUTE/IbHbIX MpenapaToB, 4YTO ONpeaenseT ux MecTo
B COBPEMEHHOW MeaMLMHE U Bbi3blBA€T BbICOKOE AOBEPUE
y Bpayen v naumeHToB.

W) Check for updates

HyTpuTUBHbIE acneKTbl
nporpaMMupoOBaHUA 340POBbS AeTeH

B pamkax XIX Cbesga neamatpoB Poccuu akTUBHO OOCY)KAAaEMbIMW TeMaMu CcTain HyTPUTUBHbIE
acrieKTbl aHaToMO-MU3N0I0rMYECKMX 0cobeHHOCTeN (APQO) MaaaeHLIEB NEPBOro roga *KnW3Hu, rnpa-
BUJIbHbINM 10460p 1€YEBHbIX CMECEH /151 MAaJ€HLIEB, NEPEHOCSLLNX UHPEKLIMU, a TaKKe popTUPUKa-

TOPOB rPYAHOro MOJIOKa AJ/151 HEAOHOLLUEHHbIX JAEeTEeN.

MnafeH4ecKMn BO3pacT xapaKTepu3yeTcs 3HayuTellb-
HbIMW UBMEHEHUAMU B NMUTAHUU pebEHKA, U UMEHHO Ha XKeny-
[OYHO-KMWeYHbIN TpaKT ((KKT) oka3biBaeTcs camas 60Mb-

Lwas HarpysKka, Kotopas CTaHOBUTCSH OCOOEHHO BblpaxeHHOM
B C/ly4yae Heo6X04MMOCTU nepexofa C rpyagHOro BCKapmiu-
BaHu4 (IB) Ha uckyccteeHHoe (MB), a TakXKe npu BBEAEHUMU
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KPATKHUE COOBLUEHUSA

npukopma. B aTux cuTyaumax HepeaKo BO3HMKAKOT COCTOS-
HMS, XapaKTepuaylolwmreca CpblIBOM ajanTauMOHHbIX BO3-
MOXHOCTEN WM MNPOSBASAOWMECH KOMMIEKCOM CUMNTOMOB
co ctopoHbl KKT. B HacTosiee BpeMs 60/1bllOe BHUMaHWE
yaensietca ponu MUMKPOOGMOTbl B CTAHOBMIEHUU OCHOBHbIX
dyHKLMI opraHn3ma pebeHKa, BK/oYas CUCTEMY NuLeBa-
peHus. Mpegnonaraetcs, 4To GOPMUPOBAHUE KMLIEYHON
MUKpOo6MoThl (KMB) pebeHKa HauynHaeTcss BHYTPUYTPOGHO,
a nocTHaTaNbHO 3TOT NPOLLECC BO MHOMOM 3aBUCHUT OT Xapak-
Tepa BCKapM/MBaHWSA MAajeHua, «30/10TbiM CTaHZapTOM»
KOTOPOro Hen3MeHHo ABnseTca ['B. B cBoem goknage 4.M.H.,
npodeccop E.A. KOpHMEHKO, OCHOBbLIBACb Ha MOCAEAHUX
Hay4HbIX AaHHbIX, pacckasana o ToMm, 4To KMb sBnsetcs
BaXKHENWMM 3BEHOM, peryavpylowmmMm co3peBaHue pas-
HooGpa3Hbix GYyHKUMI KT, TaKNMX Kak UMMYyHHas U 3HAO-
KPUHHas, pa3BUTUE CEKPELIMM NULLEBapUTENbHbIX GepMeH-
TOB, CTAHOBMIEHME CKOOPAMHUPOBAHHOM MOTOPWUKM W Ap.
OAHUM U3 BaKHEMWnx MexaHM3MoB, 6narogapsi KOTOpbIM
KMB oKasblBaeT perynupytouiee BnunsHue Ha paboty KT,
ABNAOTCSH ee MeTaboUTbl — NpPeXae BCero KopoTkoueno-
YyeyHble XupHble KucnoTol (KUMKK), coctaB KoTopbix 3aBu-
CUT OT COOTHOLUEHWMSI OCHOBHbIX FPYMNn MWUKPOOPraHn3MoB
B coctaBe KMb. HapyweHune ee coctaBa B MnageH4ectse
COMPOBOXAAEeTCA HapylweHUEM CTaHOBNEHMUS MPaKTUYECKHU
Bcex dyHKkumn KT, pa3ButneMm cMmMnTomMoB GyHKLMOHANb-
HbIX PaCCTPOMCTB MULLEBAPEHMUSA, KOTOPbIE MOTYyT MMETb
LONrOCPOYHble HeraTMBHbIE MOCNEACTBMS AN 340POBbSA
pebeHka. E.A. KOpHMEHKO npeacTaBuna pe3ynbTaTtbl KIWHK-
4EeCKOro UccnegoBaHus, B KOTOPOM Obl10 MPOAEMOHCTPHU-
poBaHO, 4YTO MPUMEHeHMe Yy aeTen, Haxoasauwwuxcs Ha WB,
afaanTMpoBaHHOW MonoyHoi cmecu NESTOGEN® cnoco6-
CTBOBAJIO YBENMYEHUIO KONMYecTBa aHaapobHbIX 6aKkTepui
M CBOWCTBEHHbIX UM MeTabonutoB, obuiero nyna KUK,
a TaKXe YMeHbLUEHMIO YacTOTbl M BblpaXEHHOCTU OCHOBHbIX
BapuaHToB GYHKLMOHaNbHbIX PacCTPOWCTB MULLEeBapeHus,
XapaKTepHbIX 419 AeTen rpy4HOro Bospacta.

B cBoem coobuweHun a.M.H., npodeccop E.B. XpamoBa
paccKkasana 0 TOM, 4YTO POCT M pa3BuUTME pebeHKa nogyu-
HAOTCA NMporpaMMam OHTOreHesa, KOTopble peryaupytoTtcs
BUSAHUEM HENPOIHAOKPUHHOM CUCTEMBI MPK 0653aTe/IbHOM
y4yacTuu cpefoBbix GaKToOpoB, B CTPYKType KOTOPbIX OCO-
6eHHO 3Ha4YMMbIM BASIETCS NUTaHWe pebeHKa. [oaTomy TaK
BaXHO MogaepxvBatb y Matepein B, KOTopoe 3BOMOLMOH-
HO cnoco6HO dopmMMpoBaTh Y Masblla TPAEKTOPUIO MeTa-
60MY4ECKOro Pa3BUTUS, XapaKTEPHUIYIOLWYIOCA CHUXKEHMEM
pucka B 6onee cTapliem BO3pacTe OXUPEHUS, MeTabonu-
4EeCKOro CUHApPOMa, CepAedHO-COCYAUCTbIX 3aboneBaHum.
Cpean MHOrOYMUCAEHHbIX KOMMOHEHTOB TPYAHOrO0 MOMOKa,
NPUHUMaIOLWKNX y4acTMe B NMporpaMmMMpoBaHMK MpoLLEeCcCcoB
pocTa pebeHKa, 0cobas posib MPUHAANEKHUT OENKY, KOHLEH-
Tpauus KOTOPOro B rPyAHOM MONOKE ObICTPO CHUXKaeTcs
no Mepe NPOrpeccupoBaHMs NakTauum — 3TO COMpPOBO-
XOaeTcs CHWeHuem npubaBoK y pebeHKa Macchl Tena
n pocta. B ocHoBe gaHHOro GeHomeHa fiexaT 0CO6EHHOCTH
perynauuMm pocta AeTen NepBoro roga Xu3HU: B 3TOM BO3-
pacTe npoLecchl pocta pebeHKa NporpaMmMmUpyoTCs MHCYN-
HOMOAO6HbLIM GaKTOPOM pocTa 1, KOHLEHTPaUUsS KOTOPOro
B KPOBW 3aBUCUT OT KOMYecTBa 6enKka B pauunoHe pebeHKa.
B cnyyae »xe HeBO3MOXHOCTM B cnefyeT otgaBaTh npea-
NnoYTEHME CMECAM, COAEPKaLLUM Mpexae BCero ontuMab-
HbI 6ENKOBbIK KOMMOHEHT (CHUXEHHOE KOMYecTBO 6esKa
npv oNTUMasbHOM aMWHOKUCIOTHOM npodune), CMecb Npo-
OMOTUKOB W ONUroCaxapuaoB rPyaAHOro MOIOKa — BCe 3TU
KOMMOHEHTbI CNOCO6GHbI AENCTBOBaTb CUHEPrMYHO, co3aa-
Bas ycnoBua Ana agekBatHoro GopMmMpoBaHuUs NpoLLeccos
pocTa M Habopa Macchbl Tena, KOTOpble COXPaHATCS B nocne-
aylolwme nepuopbl Xu3HuM pebeHka. BnvsHue KonmnyecTBa

W KayecTBa 6e/Ka B pauunoHe rpygHoro pebeHKa Ha npouec-
Cbl €ro pocta NoKa3aHo B MHOTO4YUCIEHHbIX UCCNELOBaHUSX,
HEKOTOpPble M3 KOTOPbIX 6blIM NPOAEMOHCTPUPOBAHbI B X04€e
noknaga npodeccopa E.b. XpamosoWn.

B HacTosilwee Bpems pa3paboTaHbl TEXHONOMMKU, NO3BO-
nsowue oNnTMMM3nMpoBaTb cocTaB 6€1KOBOro KOMMOHEHTa
cmecu. YCTaHOB/EHO, 4YTO Mocne npoBeAeHHON MognubuKa-
UMW (yoaneHue KaleuH-rMMKoMaKponenTtuga) Konu4ectso
He3aMeHMMbIX aMUHOKMUCIOT B TaKMX CMEeCcsax NoYTu coBna-
JaeT C WX cofepxaHuem B rpyaHOM MOJSIOKE MNpPW OfHO-
BPEMEHHOM CHUXEHUW obLLero cogeprkaHua 6enka (6enok
OPTIPRO® — pas3paboTKa, 3anaTeHToBaHHas KOMMNaHWen
Nestle). Pe3ynbTaTbl MHOMOYMCEHHBIX UCCNea0oBaHU Nnoa-
TBEPANAN IOPEKTUBHOCTb MPUMEHEHNUA CMECU C BEenKoM
OPTIPRO® B o6ecneyeHnn ageKBaTHbIX npn6aBoOK Macchl
Tena y geten Ha VB Ha nepBOM rofy }M3HM, YTO accoLMUu-
PYyeTCs CO CHUXKEHWEM PUCKa METabOoIMYECKUX HapYLIEHWI
B 605ee cTaplem Bo3pacTe. B foknage 6biim npeacrasne-
Hbl HOBblE AaHHble NOCAEeAHMX NET, MOATBEPKAAIOWME POSb
KMB v onurocaxapvgoB rpyaHOro MOoKa B perynsilmm npo-
LLleCCoB pocTa rpygHoro pebeHka.

B noknage C.E. YkpavHueBa peyb Wwna o6 0COBGEHHO-
CTAX CTAHOBMEHWUA UMMYyHWUTETa Yy A€Ten rpyaHOro Bo3pac-
Ta. I3BECTHO, 4TO CTaHOBNEHNE UMMYHUTETA HayMHaeTcs
yXXe BHYTPUYTPOOHO, KOrga WMMMYHHbIM OTBET B CUCTEME
«Mama — pebeHOK» HamnpaBfeH B CTOPOHY TONepPaHTHO-
CTH, 4YTO NO3BOJSET COXPaHUTb 6EPEMEHHOCTb (MOCKONbKY
pebeHOK MeHEeTUYECKM HamnoNOBUHY «HyXKepodeH» MaMme).
Brnocnenctemu npu poXxaeHUU U B MaeH4YeCcTBE UMMYHHbIN
OTBET NepeKnYaeTca Ha 3aWmnTHbIM GEeHoTHM, Korga npo-
MCXOAMT aKkTuBauus Th,-Tuna. BaHO OTMETUTb, YTO raB-
HbIM «MepeKknyaTenem» HanpaBNEHHOCTU WMMMYHHOro
oTBETa Nocne poXaeHusa maageHua aBaaoTca 6aKTepun —
B nepByto oyepeab MukpobuoTa HKT. CocTaB MUKPOGMOTHI
rPYyAHOro MOMOKa, MONIOCTU pTa U KUWEYHUMKa MnageHua
3HA4YMMO OTIMYaeTCs. TONbKO B KULWEYHWKE MpeBanupyloT
6ndunaobaKkTepPUn — MOLLHBIN UMMYHOIOTMYECKUN paKTop,
KOoTopble o6nafjaloT NPOTMBOBOCMANUTENbHBIM NOTEHLMA-
JIOM, CNOCO6GHbI yMeHbLaTtb cekpeumio IgE u IL-4, nencTtsys
npuM 3TOM HE3aBWUCMMO OT aKTMBHOCTM Th,. AjexBaTHas
KonoHu3dauns KT — oaWH M3 rnaBHbIX CTUMY/OB «BblpaB-
HUBaHWS» HanNpPaBNEHHOCTU UMMYHHOIO OTBETa, U B 3TOM
npouecce rnasHas pofib NPUHALNEKUT rPyAHOMY MONOKY.
MomnMMo camux 6aKkTepuit, B rPyGHOM MONOKE COAepXKaTca
onurocaxapuibl, o6nagatowme cnoco6HOCTbIO CENEKTUBHO
yBenuM4MBaTb OTHOCUTENbHOE CoAepxaHune GuduaobaKTte-
pUA B KUWeYHMKe mnageHua. Onurocaxapuibl rpyaHoro
MOJIOK@ MOXHO OBGHapYyWUTb B aMHMOTUYECKOW XMAKOCTH
y)Xe B nepBom TpumecTpe 6epemMeHHOCTU: npeanonaraet-
CSl, 4TO eLle 40 POXKAEHUS OHU HapSALY C aHTUMUKPOOHbLIMU
nentungamun obecrneymBatoT 3awWmTy pebeHKa OT MHDEKLNNA.
Mocne poxaeHua onurocaxapuibl rpyaqHoOro MosioKa npo-
LOMKAOT OCYWECTBNAATb 3alWMUTHYIO GYHKLMIO, a TaKxe
BHOCAT BKNag B GOpmMUpOBaHME afeKBaTHOroO MMMYHHO-
ro oreeta. MIMEHHO NO3TOMy B Cjly4ae HEBO3MOXHOCTH
obecrneyeHuns B cnegyet BbiGUpaTb CMeECH, coaepKawme
onurocaxapuibl rPyaHOro MOIOKa, KOTOPbIE HE TONIbKO CHMU-
aloT PUCK Pa3BUTUA pecnupaTopHbIX MHOEKLIMIA, HO U CNo-
CO6CTBYIOT aieKBaTHOMY CTAHOBNEHUIO UMMYHHOMO OTBeTa.
Mpnumepom Takon cmecu aensetca cmecb NAN SUPREME,
B COCTaB KOTOPOM, MOMMUMO NPOBUOTMKA, BXOAUT KOMMNEKC
M3 [ABYX ONMrocaxapuaos, MAEHTUYHbIX OfAMrocaxapugam
rPyaHOro MosioKa.

OauH 13 Joknajgos cumnosnyma «Monogble negua-
TPbl — OMbITHbIM crieuMannucTam» Oblfl MOCBSALEH OCTPLIM
KuweyHbiM MHpekumam (OKW), BxoasiwMMm B CNUCOK Bedy-
Wwux npobnem B neguMaTpuu M3-3a WX LUMPOKOWM pacnpo-



CTpaHeHHOCTU. B 4acTHOCTW, Bpay-UHPEKLUMOHUCT, K.M.H.
K.[. EpmoneHKo yaenun 60/blloe BHUMaHWe COBPEMEHHbIM
noaxoaam B YCTPaHEHMU U NPOoPUNaAKTUKE 06E3BOXKUBAHUSA
nocpeacTBOM afleKBaTHOM perngpatauuun, npodunaxTuke
N KOPPEKLMUMN HapyLleHUN HYTPUTUMBHOIMO cTaTyca C Lesbio
yBenuyernns adpodexktuBHocTM Tepanuu. K.[. EpmoneHko
OTMETUJI, 4TO He BCe pacTBOpbI 4S9 OpasibHOW pernapaTta-
UMK, NpeacTaBieHHble Ha PbIHKE, COOTBETCTBYIOT TpeboBa-
HMAM MMPOBBLIX NPOodeCCHOHaNbHbIX COOBLLECTB, a NOTOMY
HE MOryT 6biTb PEKOMEHAOBaHbl K MPUMEHEHUIO Y AeTen,
0COBEHHO C poXaeHus. B To e BpeMs ecTb npenaparbl,
nanpumep NANCARE® Re-Hydra, cooTBeTcTByIOlWME BCEM
Tpe6oBaHuam ESPGHAN K coctaBy pacTBOpOB Ansl opasb-
HOW permaparaumu. 310, B YaCTHOCTH, KacaeTcs aJleKBaTHOM
ocmonsipHocTn (240 mOcm/n), ONTUMaNbHOrO CofepKaHus
W COOTHOLUEHUS TNIOKO3bl U HATPUA (YTO BaXHO A4N19 BCachbl-
BaHWA HaATPUS), HAIMYUSA B COCTaBE I/IEKTPOSIUTOB, @ TaKxe
MCMNO/Ib30BaHUA B Ka4eCTBE OCHOBbLI 4151 pacTBOpa uuTparta.
KaK n3BeCcTHO, KOPPEKTHO NpoBoOAMMas opalibHas pervapa-
Tauuns No3BONSAET 3HAYMTENbHO YBENNYUTL IOPEKTUBHOCTb
nevenns OKW un npeaynpeanTb pa3BUTUE OCIOMHEHWNA.
Bbino oTMeyeHo, 4To BO MHOrom TedeHue OKW 3aBucut
OT NUTaHuMs pebeHKa, MO3TOMY K HUM HYXXEeH 0CO6bIM Noaxos
B AueTotepanuu. [pyaHoe BCKapMm/inBaHWe BO BPeMS 3Mu-
30aa OKW, no cyTn, CTaHOBUTCS YacTbto Tepanuu, a Npu ero
OTCYTCTBMM B CXeMy AMETOTepanuun LLenecoobpasHo BKJIO-
YyaTb COBPEMEHHbIE afanTUPOBaHHbIE KUCIIOMONOYHbIE CMe-
cu, Hanpumep cmecb NAN® KMCNOMONOYHBINM, ANS KOTOPOt
HaKoM/ieHa cepbe3Has AoKa3zaTenbHasa 6a3a B 3pPeKTUB-
HocTu aneTtotepanun OKWU y peten Ha UB.

B cBoem coob6uieHnMU accucTeHT Kadeapbl negua-
Tpun OPrAOY «POCCUMCKMI YyHUBEPCUTET APYHKObl Hapo-
noe» M.A. KapneHKo pacckasan o AeTsx C AMarHo3om
«HEeMpPO3HAOKPUHHAA KNeTo4YHasa runepnnasvsg MnageH-
ues» (HOKICM). JoknagyMK nosicHWA, 4To 3T0 — 3abonesa-
HWE HEU3BECTHOM 3TMONOMMU, MaHudecTupylollee y aeTen
NepBOro rofa W3HKW, XapaKTepusyloueecsd Hanuinem
y MNajeHLeB OAblWKK, 06BbACHUTb KOTOPYIO 3a4acTyto OYEHb
CNOXHO. [loKNnag4YmMK OTMETUN, YTO YacToTa BCTPEYAEMOCTH
HOKI'M BbllLe, 4eM YacTOTa yCTaHOBEHMS 3TOro AMarHosa,
4yTO TpebyeT HACTOPOXKEHHOCTU NeanaTpoB B OTHOLIEHMWM
AaHHoM natonornn. Oco60e BHUMaHWeE 6bi0 yAeNeHo Mnpo-
GUMNaKTUKE OCTPbIX PECNMPATOPHbIX MHDEKL MM, NOCKONbKY
Ha ¢oHe HIOKIM oHKM npoTeKaloT B 6onee Taxenon popme
Mo CPaBHEHMIO C TeYEeHUEM Y 3[0POBbIX AeTen. be3ycnosHo,
B NepBylo o4yepedb peyb MAET O HeO6XOAMMOCTU noanep-
*aHug B, B TO Bpems Kak AeTam, Haxoasuwwmmcs Ha WB,
MOXET OblTb PEeKOMeH0BaHO Ucnosb3oBaHe cmecu NAN

https://doi.org/10.15690/pf.v19i2.2423

SUPREME, cogepallen onmrocaxapuabl, UAEHTUYHbIE OfN-
rocaxapviam rpygHoro Mosoka. Yto e KacaeTtcs neyeHus
neter ¢ HOKIM, To B ero oCHOBE NEXNUT cCUMNTOMaTU4YeCKas
Tepanus: foTauus Kuciopoda npu cHukeHun SpO, meHee
90-92%, KOppeKuusa APYrux BO3MOXHbIX CUMMNTOMOB.
YunTbiBasi BbICOKME PACXOAbl SHEPTUM U BbICOKYIO Harpy3Ky
Ha OblxaTeNbHY0 MyCKynaTypy, BaXKHbIM B KOMMJIEKCE Beae-
HUSA TaKux aeten sBnseTca obecreyeHue onTUMalbHOro
NOCTYN/IEHNS B OpPraHuM3aM pebeHKa 3HEePrun U HYTPUEH-
ToB. B yacTu cnyyaeB Ha onpeaeneHHOM 3Tane NieyeHus
Ans o6ecnevyeHunst ageKkBaTHOro NoCTynieHus 6enKa v aHep-
rMW PEKOMEHA0BAHO MCMNONb30BaHWE CMeCcen ANs HeAoHO-
LWEHHbIX aeTen — Hanpumep, cmecn PreNAN, KOoTopyto MOX-
HO MCMNONIb30BaTb B BMAE ABYX CTaHAapPTHbIX pa3BeaeHui
(70 nnun 80 kKan Ha 100 mn).

Mo oueHkam BO3, exerogHo HEOOHOWEHHbIMU POXK-
paoTca 15 MAH geten, n ata uudpa He UMEET TEHOEH-
UMM K YMEHbLUEHUIO. BbixarknBaHWe HeAOHOLIEHHbIX AeTen
He orpaHu4yMBaeTcs NpebbiBaHMEM B CTaLMOHape, NO3ToMy
Ba*KHO 06ecneYvYnTb NPEeEeMCTBEHHOCTb MEXAY CTaLlMOHAPOM
M amObynaTOpHbIM 3TanoMm, B 4H4aCTHOCTM B OpraHuM3auuu
HYTPUTUBHOM noaaepxku. Bpad-HeoHaTonor E.C. MepwuHa
nosicHMNa, 4YTo Ans obecnevyeHns NOSHOLLEHHOro pa3BUTUS
HYTPMEHTHON MJIOTHOCTM TPYAHOr0 MOJIOKA HeaoCTaTO4HO,
NOCKOJIbKY OHO OT/IM4aeTCsq HeAOCTaTOYHbIM COAEPKaHMEM
6€enKa, }MUPHbIX KNCNOT, MHOTUX MUKPO- N MaKPO3NEMEHTOB,
Hanpumep Kanbuusa u docdopa. YunTbiBas BaxKHOCTb rpya-
HOro MOJIOKa ANS CTAHOBMIEHUS MMMYHHOrO OTBETa Heao-
HOLWEHHOro pebeHKa, co3peBaHMa N GOPMMUPOBAHUSA BCEX
OpraHoB W CUCTEM, A/ BCKapMAMBaHua aeTen Ha 'B peKo-
MEHA0BaHO NpuMeHeHne GopTUPMKaToOpPoB (06oratutenen)
rpyaHoro monoka, Hanpumep PreNAN® FM85, n dopTudu-
Kauua rpygHoOro MoJfioKa [AO/MKHa Npodo/iKaTbcs M nocne
BbINMUCKKM pebeHKa M3 cTauuoHapa. PeweHne 06 oTMeHe
dopTudMKaLMM rpyaHOro MOJIOKa NPUHUMAETCS UHAMBUAY-
anbHO, C Y4ETOM [aHHbIX MO AMHAMUKE aHTpornomMeTpuye-
CKWX NOKa3aTtenen n AaHHbIX NabopaTopHbIX UCCNea0oBaHUN.
Y10 e KacaeTcs geten Ha WMB, To B aTOM crny4yae npumeHe-
HWEe crneunann3MpoBaHHbIX CMECEN AOMKHO NPOAOSKATLCS
B YC/IOBUSIX NeanaTpmuyecKoro y4acTka npu 04HOBPEMEHHOM
MOHWUTOPMPOBAHUM AHTPOMNOMETPUYECKUX MOKa3aTeNnen.
[JoKknagynk ocobo oTMeTUNa BaXKHOCTb MNPEEMCTBEHHOCTH
MeXay cTaluMoHapoM W neanaTpuyeckMM y4acTKoM B obec-
NneYeHnn HYTPUTUBHOW MNOAAEPIKKM HEAOHOLEHHbIX AeTen
M OLLEHKM AMHAMUKKN UX pa3BUTHSA. 119 3TOro BaXKHO Npoaos-
aTb UCMNONb30BaTh Te TabauLbl AN OLEHKU GU3UYECKOro
pa3BuTUSA pebeHKa, KoTopble MCMOoJIb30BanuCb Ha 3Tane
cTauuoHapa.

W) Check for updates

BaKuuMHauuMa NPOoTUB NHEBMOKOKKOBOM
uHPEeKLUU fetTen U B3POoCblIX:
ycrnexu U OCTUXKEHUA

BHeapeHue BaKLMHaALMKN OT MHEBMOKOKKOBOW MHEK-
uunm (M) Bo BCEM MUpE MO3BOANAO AOCTUYb 3HAUUTENb-
HOro nporpecca B NpoduNaKTUKE NMHEBMOHUN U OTUTOB
M BHECJ/I0 KOoJlocCasibHbIM BKa B CHUXKEHWE MHBA3UBHbIX
dopm MMNA.

OTKpblBas Hay4YHbl CUMMNO3MYM, MOCBALWEHHbIA BaKLU-
HonpodunakTuke MU, akagemuk J1.C. HamasoBa-bapaHoBa
noayYyepKHyna, 4to S. pneumoniae oOcCTaeTcs KWUInepom
HOMEp OMH BO BCEM MMWpE, Bbl3blBasi BbICOKMI MPOLLEHT
CMepTebHbIX UCXOA0B CPean HOBOPOXKAEHHbIX AETEN.

OaHaKo, no rno6anbHbiM OLIEHKaM, cMepTHOCTb OT A
cpeau geten mnagwe 5 net B nepuoa ¢ 2000 no 2015 r.
CHM3UNacb B [ABa pas3a 6narofapsa BHEAPEHUIOD Npo-
rpamm MaccoBOM BaKUMHauUMW. Ha cerogHsWHWWA OeHb
13-BaneHTHas NMHEBMOKOKKOBAasi KOHbIOrMpPoOBaHHas BaK-
umHa (MpeseHap 13) npumeHseTca B 164 cTpaHax Mupa,
B 135 cTpaHax BXOAMT B HaLMOHalbHbl€ UMMYHU3aLIMOHHbIE
nporpamMmbl (M3 HMX B 132 — 3KCKJIO3UBHO).

HecmoTpsl Ha TO, 4TO BakuuHauua npoTtus M BxoauT
B HaLMOHaNbHbIX KaneHaapb NPodUNaKTUYECKUX NMPUBUBOK
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KPATKHUE COOBLUEHUSA

(HKMM) Poccuiickon depgepaumun ¢ 2014 r., ypoBEHb OXBa-
Ta el oCcTaeTcs HefocTaToyHbIM M cocTaBaseT 87%. Ecau
6paTb OTAENbHbIE PErMOHbI, 3TOT NOKa3aTe/b MOXET OblTb
ropasgo Huxe.

[anee neKkTop npegctaBuaa ycnexum u AOCTUKEHUS NpPo-
rpaMmm BaKkuuHauuu geten npotms [N Bo BceM mupe.

Tak, BBegeHue lNpeBeHap 13 B nporpamMmmy MMMyHM3a-
UMM MnageHueB (Ha npumepe BennkobputaHum) NO3BOAUIO
3HaYUTENBHO CHU3WUTb PACNPOCTPAHEHHOCTb BaKLMH-CNeuu-
PunyHbIX cepoTmnoB lNpeBeHap 13 KaK y AeTern nepBbiX ABYX
NeT }KU3HM NPU UCNOAb30BaHUKU CXeMbl 2 + 1, TaK U B pamKax
[IOrOHAOLWEN UMMYHU3aLMK cpean aeten ¢ 2—4 ner.

B HacToslee BpeMs NpoOBOAATCS MHOMOYUCEHHbIE NPOo-
CMEKTUBHbIE UccnegoBaHms aGbOEKTUBHOMO MCNOb30BaHUS
MpeBeHap 13 B OTHOLWEHWN CHUMKEHUSA YMCNa MHBA3UBHbIX
NMHEBMOKOKKOBbIX UHdeKkuunn (UMU). Tak, uccnegoBaHue,
nposeaeHHoe B CeBepHon KaponuHe 3a nepuoa ¢ 2008 no
2010 r.,aTakxe ¢ 2011 no 2018 r., NO3BOJIUIIO OLIEHUTb EXKe-
rogHyto 3abonesaemocTb UMM fo v nocne BBeAEHUS BaKLM-
Hbl B HaUWOHaNbHYIO NPOrpaMmy MMMYHU3aUWWU y aeTen
mnaguwe 2 net. lNpu aTom oxBaT BaKuuHaumen MpeseHap 13
y neten ¢ 6 Hea 40 6 neT 6bla 4OCTAaTOYHO BbICOKMM (6onee
94%), a cpeam B3pocnbix cTapuie 18 net He npeBbiwan 26%.

BakuunHupys geten npotus M, Mbl co3gaem nonynsaum-
OHHbIN 3 deKT ana B3pochbix. MpaBunbHee 6yaeT ckasaTb,
4TO ycnelHas BaKUMHaLMA aeTen NpoTUB NMHEBMOKOKKA —
370 GaKTOpP NOMOKUTENBHOIO BAMSAHUSA Ha 340POBbLE B3POC-
NbIX.

10-neTHee UccnegoBaHue, NPOBOAUMOE Ha TeppUTOpPUMU
CoeanHeHHbIx LUTaTtoB AMEpPUKH, NO3BOANUIIO OLEHNUTbL 3a60-
nesaemocTb UMW go n nocne BeeaeHus MNpeseHap 13 B npo-
rpammy MmmyHmnsaunn mnageHues CLUA. Mpu atom obuwas
3a6oneBaemocTtb UMW cHu3unacb Ha 34%, a TakKe CHU3K-
NOCb KOMYECTBO cepoTun-cneunduryHbix gns MpeseHap 13
MMM Bo BCeX BO3PACTHbIX rpynnax — B OCHOBHOM 3a CYeT
cepoTnnoB NHeBMOKOKKa 19A u 7F (89 u 97% cooTBeT-
CTBEHHO).

20-neTHMN Nepuoa MCMoNb30BaHUS MHEBMOKOKKOBbIX
KOHBbIOrMPOBaHHbIX BaKUWH ([TKB) B nporpammax BaKLMHa-
UMK y aeTer nepBbix NATh neT Xun3Hu B CLUA npuBen K CHu-
weHuto UMW Ha 91%, KonndecTBa cpeaHerofoBbIX nocelle-
HUA NO nNoBOAYy cpeaHero oTuTa — Ha 41% W exeroaHbix
rocnuTann3auuin ¢ NHEBMOHUEN — Ha 66—79%. ITU AaHHble
NOATBEPKAAIOT CcyllecTBeHHbIe NpenmywecTsa MKB ansa npo-
PUNaKTUKM MHEBMOKOKKOBbLIX 3a60/IEBaHUN y AeTEN.

OPPEeKTUBHOCTb Mcnonb3oBaHua [lpeBeHap 13
B KOxHOM M3panne B OTHOLIEHUN OCNOXHEHHOrO OCTPOro
cpefHero otuTa y geten B Bo3pacte 5-35 mec coctasuna
77,4% (3a cyeT cepotmnoB 19F n 3, BXOASLWMX B BaKLMUHY
MpeBeHap 13). A cpean OeTen NepBbiX ABYX NIET XU3HM
OTMeYanocb CHUXKEHWe cnyvyaeB 3ab60neBaemMoCTy NneBpu-
TaMu ¥ NHEBMOHUSAMM 6€3 NneBpuToB Ha 57 n 52% cooTBeT-
CTBEHHO, @ B BO3pacTHow rpynne ¢ 2—4 net — Ha 79 1 60%
COOTBETCTBEHHO.

B ABcTpanuu nocne BHeapexus lNpeBeHap 13 yucno
rocnuTanusauun, cBa3aHHbIX ¢ 6aKTepuanbHON MHEBMOHM-
e, CHU3UNocb Ha 36% cpeaun AeTen NepBOro rofa *W3Hu
n Ha 28% — cpeau aeten paHHEro AOWKONbHOro Bo3pacTa.
[ogoBOM ypoBeHb rocnutann3dauui, CBSI3aHHbIX C aMMue-
MOW, yMeHbLUMACA Ha 27%.

Bo ®paHumn B nepsble 3 roga BBeaeHusa lpesBeHap
13 yacTtoTa BHEBGONbHUYHbBIX NHEBMOHUI (BBIT) cHM3nnach
Ha 44% y netein nepBbiX 15 NeT XKM3HK, a y AeTew ¢ NIeBpHu-
TOM — Ha 48%.

B Poccuu, no gaHHbiM 2020 1., noKa3saTenu CMepPTHOCTH
[eTen 0o roga oT MHEBMOHWI CHU3UNUCL Ha 56% (B cpaB-
HEHUW C JoBaKUWHaNbHbIM nepuogom 2013 r.). OTMeyeHo,

410 3ddeKT BakumMHauuu MpeBeHap 13 HanpsMyo 3aBUCHT

OT CBOEBPEMEHHOIO Havyana u CobnNoAeHUs CXeMbl BaKUM-

Hauuu. Ha npumepe Poccuiickon ®epepaumm Hanbonbluas

anuaemuonorundyeckas adpekTMBHOCTb (55%) B OTHOLLIEHMM

BBl no6on 3TMonorun nokasaHa y AeTel, CBOEBPEMEHHO

BaKUMHUPOBAHHbIX HA MEPBOM rO4Y XWU3HM.

BakuuHauuns npoTtus [N noMoXKeT pewnTb U Nnpobaemy
aHTMOMOTUKOPEBUCTEHTHOCTH, NMOCKONbKY Mocne BHeape-
HMS MacCOBOWM BaKLUMHALMWU CHU3MAWCL YacToTa npume-
HEHUS aHTUMWMKPOOGHbLIX NMpenapatoB, a TaKXe rogosas
3a6onesaemMocTb UMW, BbIBBaHHbLIX WITaMMaMK, YCTONYK-
BbIMM K Makponugam, uedanocnopmHam, TeTpauuKkanHam
W NEeHULMNIMHAM.

OduumnanbHble CTaTUCTUYECKUE AaHHble, a TaKXe AaH-
Hbl€ COLIMONIONMYECKNUX MCCNedoBaHUM CBUAETENbCTBYIOT
0 pOCTe C KaXAblM roaoM MPUBEPHKEHHOCTU HaceneHus
n Bpaven MMMyHun3aumun npotms N, ogHaKo B psge peruno-
HOB 3TOT BOMPOC eLle NPEeACTOUT pPeWnTb.

[okTop MeauuuHckux Hayk W.C. Koponesa B cBoeMm
[OKnage 03By4una AWHAMWKY OCHOBHbIX 3MUAEMMUYECKUX
nokasartenen MTHEBMOKOKKOBOIO MEHUHIUTa Ha rnob6asibHOM
ypoBHe u B Poccuitckon denepaumu.

e Haubonblwuin NokasateNb 3a6oneBaemMoOCTU MHEBMO-
KOKKOBbIM MEHWHIMTOM B HalLen cTpaHe OTMEYEeH cpeau
neten no 5 net (B cpeaHem 0,74 Ha 100 000 HaceneHus
3a 2010-2019 rr.).

e 3a60/1eBaeMOCTb MHEBMOKOKKOBbIM MEHWHIUTOM MMeE-
€T TEeHAEHUMIO K pOCTy — MPEeMMyLEeCcTBEHHO 3a CYeT
vy, 25-44 ner.

e [locne BHeapeHuns BakumHaunm oT MK B HKMM (c 2014 1.)
HabnogaeTca TEHAEHLUMSA K CHUXEHNIO 3a60/1€BaeMOoCTH
NMHEBMOKOKKOBbBIM MEHUHIMTOM Cpeau aeTten ao 4 ner.

e T[lokazatenb feTanbHOCTM NpPU MNHEBMOKOKKOBOM
MEHUHruTe coctaBun 19,5%, 4TO npeBblWaeT Nokasa-
TeNnb NEeTanbHOCTU MPU MEHUHIUTAX APYroh 3TUONOMUK
(MEHWHTOKOKKOBbBI MEHUHIUT U MEHWUHIUT, 0BYC0BNEH-
HbIM reMOodUIbHOW NanoyYKoN).

* [loKkagaTenb netanbHOCTU Npeo6nagan y nuu ot 65 net
n ctapue (38%).

° B cepoTMNOBOM xapaKTepUCTUKe NMHEBMOKOKKa npeob6-
napgatot cepotunsl 3, 23F, 19F.

* T[loKpblTMe BaKUuHOM NpeBeHap 13 MHBA3UBHbLIX LITaM-
MOB MHEBMOKOKKA, LMPKYINPYIOLWKX B OBLWen nonyns-
LMK, cocTaBuio 68%.

° BbiiBNEHO NOBbIWEHWE [O0AM HEBAKLMHHbIX LTaMMOB
B nonynsuun aeten ¢ 7% B nepwon 2010-2013 rrT.
0o 50% B 2018-2021rT.

e He BbIIBNEHO WM3MEHEHUS JONW HEBAKLUMHHbLIX LWTaM-
MOB BO B3pocnon nonynsauuun: 37,5% B nepuog 2010—
2013 rr. n 33,3% B nepuog 2018-2021 rr.

°  YCTOMYMBOCTb MHEBMOKOKKA K MEHULMANMHY onpejene-
Ha Ha ypoBHe 15%.

° BbiABneH daKT CywecTBEHHOro pocTa Pe3nCTEHTHOCTHU
NMHEBMOKOKKA K 3pUTPOMULIMHY U KNMHAGMULMHY.

® Pe3UCTEHTHOCTb MHEBMOKOKKA K MEHWUUWANWHY Bblle
cpeau cepoTtunos 6B, 19F n 14.

Mpodeccop T.B. KynnyeHKko npuBena AaHHble peTpocnek-
TMBHOIO uccnefoBaHus n3 18 cy6beKToB [PUBOAKCKOMO
n [anbHeBOCTO4HOro degepanbHbiXx OKpyros. B xoae
Hay4yHOro 3KCMepuvMeHTa MNpoaHanu3vMpoBaHa MepBuYHas
MeanuMHCKaa AoKkymeHTauusa (popma N2 063/y) petew
2015-2017 ronoB poXK/aeHus, a TakxKe agaHHble dopMm deae-
panbHOMO rocyaapCTBEHHOMO CTAaTUCTUYECKOrO HabloAEHMSA
N2 6 «CBefieH1S O KOHTUHIEHTax AeTeN M B3POCbIX, MPUBHK-
TbIX NPOTUB MHPEKLMOHHbIX 3a6oneBaHu» 2016-2019 rr.
B Tex Xe cybbekTax Poccuickon depepauun. Hanbonee
4acTo OTKAOHeHMsa oT HKIIM oTMevyanucb nNpu BaKuMHaUWK



oT MK, npn 3TOM A0ONS HE NOMHOCTLIO NPUBMUTLIX AETEN B pas-
JINYHbIX CYGBbEKTAX Hallen cTpaHbl cocTaBuna oT 7 ao 64%.
B psige pervoHoB nepsas 4o03a NHEBMOKOKKOBOW BaKLMHbI
B 50-70% cny4aeB BBOAMTCS NOC/E rofa; AOrOHSOLWan Bak-
LIMHaLMS MPOBOANTCA KparHe peaKo.

HapyweHne cxeMbl M CPOKOB BaKLUMHaUWKW (Havano
MMMYHU3aumMK geten ctapluie 1 roga, He3aKoHYeHHas cxema
UMMYHU3aUMK, BaKLUUHALKNS eTen NePBbIX TPEX NET KU3HU
B pa3Hble BO3pacTHblE NeEPUOAbI MO Pa3HbIM CxemaM M T.4.)
NPUBOAUT K:

° GopMHUpPOBaHHKIO HOCUTENLCTBA S. pneumoniae;
® MOBbLIWEHNIO PUCKA Pa3BUTUA MHEBMOKOKKOBbIX 3a60-

NeBaHWN, B TOM Yuclie MHBA3MBHbLIX (cencuc, 6akTepue-

MWK, MEHUHTUT);
® CHUXeHWIo npodunakTuiyeckoro adpdeKTa BaKuMHaLUK;
® OTCYTCTBMIO OXWAAEMOrO CHW}KEHWs 3aboneBaeMoCTu

neten;
® OTCYTCTBMIO MOMYNALMOHHOIO MMMYHUTETA.

B cnepytouwem coobuieHmnn akagemuk J1.C. HamasoBa-
bapaHoBa npeanonioXuna, 4To MHEBMOKOKK M COVID-19
MOryT 6biTb OnNacHblM Ay3aTOM. 3TM [OBOAblI [OKa3blBa-
10T TypeLKue Konneru, onybnvkoBaBluMe McCClefoBaHue,
LEMOHCTpUpYoLLee BbICOKMIM YpPOBEHb HOCHUTENbCTBA
S. pneumoniae (32,2%) cpeau peTen, 3apasuBLUMXCSH
COVID-19. pyroe nuccnenoBaxue, nposoaunslueecs B Kutae,
nokasano, 4To S. pneumoniae — nNUAep cpean pecnupaTop-
HbIX NATOreHoB, 06HaPYXMBaEMbIX NP CO4ETaHHON UHDEK-
UMK Y NaLmeHToB ¢ BbiaeneHHbiM SARS-CoV-2.

B nepvoa nangemun COVID-19 6onee 4em y nonoBwu-
Hbl NaLWMEHTOB, rOCMNUTANU3MPOBAHHbLIX C MNHEBMOHUEN
Ha $OoHe HOBOM KOpPOHaBUPYCHOW UHEKLMK, Npn obcneao-
BaHWM BbICEBANUCb TUMUYHbLIE U ATUMNWUYHbIE areHTbl, Bbl3bl-
BatollMe nHeBMOHUIO. bonee 35% nauneHToB, 3a60NeEBLLMX
COVID-19 1 nepeHecLiMx BTOPUYHYIO MHEBMOHMIO, Npu ob6cne-
LOBaHWU UMENU NOLATBEPHKAEHHYIO MHOEKUMIO, BbI3BAHHYIO
S. pneumoniae, S. aureus v remodunbHOM MHbEKLMEN TUNa b.

Kpome Toro, MW BcTpeyanacb cpeau nauMeHToB, Haxo-
OSWKUXCSH Ha MCKYCCTBEHHOW BeHTUNAUMKM nerkux (MBJT)
no noeoay SARS-CoV-2 v rpunno3Hon NnHeBMOHMW. Npuyem
Takas BMpYycHO-6aKTepuasbHaa accouuauns noBblllana
PUCK 28-4HEBHON NeTaNbHOCTHN Y NALMEHTOB C MHEBMOHUEW,
Bbl3BaHHOM SARS-CoV-2.

Ha doHe annaemumn COVID-19 B MmHyBWwEM 2019/2020 .
oTMeYanocb 3HayuTeNnbHoe cHueHue UMW B cpaBHeHUMU
C npeabligywnumun rogamu, 410 CBS3bIBAOT C BBeLEHUEM
orpaHuyuTenbHbiXx Mep. O4HaKo, HECMOTPS Ha TO, YTO KOWH-
dekumm (MMNU n SARS-CoV-2) 6binn peaKknmu, OHU accoLmn-
pPOBaNNCh C BbICOKMM YPOBHEM fIETaNlbHOCTU — B OCHOBHOM
y NOXWUNbIX Nt0geN.

PecnupaTopHble BUPYCHble MHGOEKLMU TECHO CBSi3aHbl
C NHEBMOKOKKOBOW, MOCKONbKY 06neryatT NpOHUKHOBEHME
BO36yAnTENS B OPraHM3Mm W nporpeccuposaHue 3abonesa-
HUS.

B xofe NpoBeAeHHbIX KIMHUYECKUX UCCeaoBaHni 6b110
YyCTaHOB/IEHO, YTO HOCMUTENbCTBO MHEBMOKOKKA accoLuu-
poBanoCb CO CHUMKEHMEM MPOTUBOBMPYCHOTO MMMYHHOIO
0OTBETA, 4TO 6bIN0 NPOAEMOHCTPUPOBAHO CHUXKEHUEM YPOB-
HA MyKO3anbHblX aHTUTeN IgA cpeau nuy, ¢ nerkom n 6ec-
CUMMNTOMHOM MHOEKLMEN, @ TaKKe CHUKEHUEM BTOPUYHOIO
KNeTOYHOro MMMYHHOIO OTBeTa y naunentos ¢ COVID-19.

S. pneumoniae Mopenupyet WMMYHUTET X035MHa
K SARS-CoV-2 1 MOxeT cnoco6CTBOBaTb YCKO/Ib3aHMIO
3TOr0 BMpyca OT UMMYHHOrO OTBEeTa MOCPEeACTBOM aHa-
NOTMYHOrO0 MexaHM3ma, Kak 6bl10 NMPOAEMOHCTPUPOBAHO
4NA BUpYyca rpunna.

KpynHoe 3apy6erkHoe uccnegoBaHue 6b110 NOCBALWEHO
B3auMmogencTeuio mexay SARS-CoV-2 u S. pneumoniae

y nuy, cTapwe 65 neT nyTeM M3MEpeHus CBA3M UCXOA0B
COVID-19 ¢ npoBeaeHHOM NHEBMOKOKKOBOM BaKLMHaLMWEN
(MKB13 nnu NNB23). bbina BbiABUHYTa rMnotesa, Y4To NHeB-
MOKOKKM, NPUCYTCTBYIOLLME B BEPXHMX AbIXaTeNbHbIX NYTHX,
B3anMmMoaencTBytoT ¢ SARS-CoV-2, 4TO NPUBOAMUT K TAXKENbIM
ncxofdaM. BakumHauma MpeseHap 13 MOXKET NpefoTBpaT1Tb
HOCUTENbLCTBO S. pneumoniae, 4To, B CBOIO 04epeb, CHUXKa-
€T PUCK KOMHPULMPOBaHUA K TaKenble ncxoasl COVID-19.

Bpay-nynomoHonor a.m.H. W.B. [JeMKO HanomHwuna,
4TO MHEBMOKOKK fiBAsieTca Beaywum Bo3byautenem BBl
y B3pOCAbIX.

B Bo3pacTHOM nonynsiuMmM ctaplie 65 neTt ypoBeHb
3a601eBaeMoCTU NHEBMOKOKKOM cocTasnseTr 16,2-59,7
Ha 100 000 HaceneHus, ANns GOJIbHbIX C OTArOWEHHbIM
KOMOpP6UAHBIM GOHOM 3TOT NOKa3aTte/lb 3Ha4YMTENbHO Bbllle
n coctaBnaetr 176-483 Ha 100 000 HaceneHus, a cpe-
AW NauMeHTOB, MMEIOLMUX UMMYHOAEPULMTHOE COCTOSIHUE,
pocturaet 324-2031 Ha 100 000 HaceneHus.

N, coveTaHHasa ¢ COVID-19, xapaKTepun3yeTca TAKeNbl-
MU McxoAaMn. AHann3 AaHHbIX, NpesocTaBneHHbIX Cny»K60m
06LLECTBEHHOMO 3[paBooXpaHeHnsa BennkobputaHuu, ceu-
4eTeNbCTBYET O TOM, YTO cpeau NauneHToB, Y KOTOPbIX pas-
BMnacb MHdpekuma COVID-19 Bo Bpems MM BCKOpe nocne
UMW, oTmevaeTcs NoBbILWEHHaa YacToTa cllyqaeB 3abone-
BaHUS CO CMepPTeNbHbIM MCXOLOM MO CPaBHEHWIO C TeMU
nauneHTamu, y KoTopbix Umena Mecto TonbKo UMHN.

MauneHTbl, NnepeHecwune COVID-19, moryt umeTb nep-
CUCTUPYIOLME NErOYHbIE CUMMMTOMbI M CTPYKTYpHOE nopa-
KeHWe nerkux. AnuTenbHO COXpPaHSATCS OAbllWKa, Kalenb,
BO3HUKaeT pUOPO3 NIErkux, CHUxKaeTcsa anddysHasa cnocoo-
HOCTb Nierkux. MoparkaloTcs U Apyrue opraHbl, Cpean KoTo-
pbiX cepaLe, HepBHas cMCTEMA, KOXa, NeYeHb, MOYKK 1 ap.

Heo6x0aMMO OTMETUTb, YTO PWUCK MOBTOPHOrO pPas3Bu-
Tvsa BBl y nauneHToB, paHee ee NepeHecLInx, 4OCTaTO4HO
BbICOK B Te4eHMWe roga 1 Nocneayiowmx HECKONbKMUX eT.

MpeactaBneHHble pes3ynbTaTbl KpynHOMaclTabHOro
KNWHWYECKOro uccnefoBaHua «MMMyHU3auus B3pOCaoro
HaceneHns NpPoTUB BHEOGONbHUYHOM MHEBMOHMMK» (CAPITA),
NpPOBEeLEHHOrO Cpeau B3pPOC/AOro HaceneHus cTaple
65 neT, Lenblo KOTOPOro ABASN0CH U3YYEHWUE BIUAHNUA Bak-
umHaumm lMpeseHap 13 Ha pas3BuTue BB, BbI3BaHHOM
BaKUMH-cneunduyecknmmn cepotunamu S. pneumoniae,
JOKazanu, 4To oAHOKpaTHas UMMyHu3aumsa lNpeseHap 13
obecneynBaeT gauTenopHyto npodunaktuky BBI, Bbl3BaH-
HbIX BaKLMH-cneumudmniecKknmmn cepotunamm S. pneumoniae.
AbPEKTUBHOCTb BaKLMHALMKN COXPAHAETCS Ha NPOTAXEHUMU
He MeHee 5 neT HabnloAeHMS, YTO NO3BONSET MUHUMU3NUPO-
BaTb PUCKM 3a60neBaHUs MHEBMOHUEN.

B 4pyrom uccnegoBaHuu, NPOBOAMMOM Ha TEPPUTOPUM
CLUA, 6b110 MOKa3aHo, YTO PUCK rocnuTannsaumv no nosoay
BBI1, Bbi3BaHHbIX BaKUWH-cneunbuniecKMMmn cepoTunammu
S. pneumoniae, y nwogen, npuBuTbix lNpeBeHap 13, 6bin
Ha 73% HWXKe N0 CPaBHEHMIO C HEBAKLMHUPOBAHHbLIMMU.

JlekTOp cocnanacb Ha pyKOBOACTBO MO NJaHOBOM UMMY-
HM3auuuM B nepuoa naHaemuu COVID-19 B EBponenckom
pernoHe BO3, BbinyuieHHoe B Mapte 2020 r., cornacHo
KOTOPOMY peKOMeHAOBaHa NpUMopUTU3aLMa UMMYHU3aLMK
BOCMPUUMYMBLIX FPynn HaceneHus npotus M 1 ce30HHOro
rpunna.

CornacHo pPOCCUWACKMM peKoMeHZauusam, Ans nauueH-
TOB, NepeHecLnx NHeBMOHMO n COVID-19, pekoMeHaoBaHO
cneaytwouiee.

1. UMMyHu3auuio npotnus [ MOXKHO nNpPOBOAUTL
B TeyeHue roga. Ce30HHYI BaKUMHALMIO NPOTUB rpunna
yao6Hee NpoBeCcTn COBMECTHO C nNpuBuBaHuem npotus NN
nepes Ha4asaom ce30Ha OCTPbIX PECNMPATOPHbIX BUPYCHbIX
nHoeKkunn (OPBU) 1 rpunna — B COOTBETCTBUM C PEKO-
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g SHORT REPORTS

KPATKHUE COOBLUEHUSA

MeHAaunsMm BceMMpHOM opraHuM3auun 34paBooXpaHeHums
(BO3).

2. MNauneHTbl C HapyweHUsS MU WMMMYHONOrnYecKom
PEaKTUBHOCTM MOFYT MMETb CHWMMXKEHHbI MMMYHOOIMYe-
CKMI OTBET Ha BaKLMHAaLMIO, 4YTO NoTpebyeT AOMOMHUTENb-
HOro BBEAEHMS 403 BaKLMHbI.

3. BaKuuHauuio MOXHO NPOBOAUTL Yepes 2 Hepa nocne
LOCTUMEHUSA peEMUCCHUM / BbIBAOPOBAEHUS UK Yepes3 2 Heq
nocne BbIMUCKM M3 cTaluMoHapa. lNepeHeceHHas paHee N
He ABNAeTcs NPOTMBOMNOKa3aHUEM K BaKLMHaALMUW.

CornacHo MEeTOANYECKUM peKomMeHgauuam
«AMMyHM3aLMA B3POCAbIX», CO3[4aHHbLIM BeAyLMMMU pPOC-
CUMCKMMM 3KcnepTamu, nauueHTol, nepeHecwne COVID-19,
MOryT MpuBMBaTbCHA 4Yepe3 1-2 Hep nocne JOCTUMKEHMA
PEMMUCCHUN UK BbIBAOPOBIIEHUS OT OCTPOro MHOEKLMOHHOIO
3aboneBaHus.

Nnyam B Bo3pacTte 18-64 neT, cTpagalolnMm XpoHuYe-
CKMMMK 3ab60neBaHUAMMU NErKUX, CepaLa, NeyvyeHu, Mnoyek,
caxapHbiM anabetom (Cl), a TaKXe nuuam crtapue 65 net
cnepyet HavaTb BakuuMHauuio NMKB13, a yepes rog npoBecTu
peBaKLUMHaLMIO MTHEBMOKOKKOBOW NOAMCaxapuaHON BaKLM-
How (MNB23).

MMMYHOKOMNPOMETUPOBAHHbIX NALMEHTOB 11060ro BO3-
pacta cneayet npuBuTb MNKB13, a yepes 8 Heg — MMMNB23.
Yepe3 5 net BBeaeHue MMMNB23 Taknum 60nbHbIM cnepyet
NOBTOPUTb.

MpusuBatbca npotus [N cnegyet U MeaUULMUHCKUM
paboTHMKam. Bpay-nynbMOHONOr npeactaBuna pesynbra-
Tbl BaKuMHauuu lMNpeseHap 13 MeAMLMHCKMX pabGOTHWUKOB.
MpnBMTON nNepcoHan B 2 pa3a pexe 6onen pecnuparop-
HbIMWU MHOEKUMAMU, M3 HUX Ha 33% pexxe BCTpevanucb
NMOPaXKEHUSA BEPXHUX U HUKHUX [bIXaTeNbHbIX NyTen No60M
aTnonoruun. Kpome Toro, BakuunHaumna npotus MU cnoco6-
CcTBOBana ABYKPATHOMY CHUXEHMWIO 4acToTbl GaKTEpPUOHO-
cuTenbcTBa.

AKTyanbHOCTb BaKuMHauuuM npotuB [N oTMeTun
n Bpay-Kapauonor npodeccop WM.B. domuH, noayepKHys,
4YTO OTHOCWUTENIbHbIMW PUCKaMKU GOPMUPOBAHMA MHEBMO-
HUW Yy WL, cTapwe 65 neT yaule BCEro SBASOTCA XPOHM-
yeckas 06CTpyKTuBHasa 6one3Hb nerkmx (XOBJI), ocTpas
[IeKOMMNeHCcMpoBaHHasa cepaeyHas HegoctaTo4HocTb (OACH)
M XpoHuyecKasa 6one3Hb nodvek (XbBI1). MNpu atom B 06LLEN
CTPYKTYpEe KOMOPOGUAHOCTM NepBoe MeCTO Mo pacnpocTpa-
HEHHOCTM 3aHMMaeT naTonorus CcepaedYHo-cocyancTon
cuctembl (CCC). HezaBucMMo oT Bo3pacTa Hanuyue naro-
norun CCC B 3—-4 pasa yBennymBaeT pucK passutusa UMAU
¥ MHEBMOHMUMU.

Taknm 06pas3oM, BO3HMKAET MOPOYHbIN Kpyr. MNauneHThl,
nepeHeclune ocTpbii UHbAPKT muokapaa (OUM), umetoT
6onee BbICOKWME LWAHCbl pa3BUTUSA MHeBMOHMU. C gpyromn
CTOPOHbI, U3BECTHO, YTO NauneHTsl, nepeHecwune BB nn6o
umetowme B aHamHese UMW, B 2 pasa yalie MoryT nepe-
HecTn OMM 6o MHCYNbLT B Te4YeHue NepBoro roga nocne
60/1e3HU.

Ha ¢doHe UMW yBennynsaeTcs pUCK 060CTPEHUS XPOHU-
4yecKux 3aboneBaHui Nerkux, a TakKe gekomneHcauuun C/.

MauneHTbl ¢ cepaeyvyHO-coCyanCTbIMM 3aboneBaHUAMM
(CC3) — B 30He BbICOKOTO pucKa [N 1 cmepTu. [laHHble Tpex
MEeXAYyHapOoAHbIX UCCNefoBaHU — KMTANCKOro, HEMELLKOro
M POCCUMNCKOro — nokasanu, 4to npu OCH ypoBeHb netanb-
HocTu B 30-aHEBHbIV nepuo cocTaBnset 20,5-27,4%.

Co4yeTaHne XPOHUYECKOW cephevyHOM HeAoCTaTOYHOCTH
(XCH), nHeBMOHMU, Unppo3a neyenun u XIMH moxeTt npusectm
K NeTanbHOCTH, paBHOM 56,1%. MaumeHTsbl ¢ XCH, nepeHec-
wune COVID-19, normnbaioT B 40% cny4aes.

HepaBHWe HayyHble uccnefoBaHus, NPoOBOAMBLUMECS
Ha TeppuTopun CLUA, nokasdanu, 4TO NauMeHTbl, NOAYYMB-

LUMe BaKLUUHY NPOTUMB NHEBMOKOKKa M rpunna, MMetoT 6onee
HU3KYIO BHYTPUOONbHUYHYIO CMEPTHOCTb.

BakuunHauwns npotms MMM nokasaHa nuuam ¢ CCC B nepwm-
o pemuccun Ha ¢doHe 6a3ncHOM Tepanuu U cTtabunusa-
UMM noKasatenem reMoamHamMuku. UMMyHM3auMs MOXKET
npoBoauTbcs Yyepe3d 28 gHen nocne OUM, yepe3 7 aOHewn
nocne XCH, a Tak)xe npu gunataLunMoHHON KapaMoMuonaTum
Ha ¢poHe cTabubHOM reMogMHaMUKK B TedeHue 4 gHen.

Ocob6eHHocTH TeyeHus MM y naumeHToB ¢ C ocBeTu-
na K.m.H. E.B. banHoBa, oTmMeTMB, 4TO MauMeHTbl C AaH-
HbIM AMArHO30M UMEIOT MOBbIWEHHbIM PUCK pa3suTua BBIT,
rocnutanudauui no nosogy BBl n cmepTn, KOTOpbIN Bbilwe
B 1,5 pasa, 1,4 pasa, 1,7 pa3a COOTBETCTBEHHO B CpaBHe-
HUK ¢ NauneHTamun 6e3 C/l. BepoaTHOCTb MHEBMOKOKKOBOIO
cencuca npu BBy 6onbHbix ¢ C/1 Bo3pacTaeT B 1,5 pasa.
Kaxabin gecatbin nauneHT ¢ CL ymupaetr B 30-AHEBHbIN
CcpokK oT BBIN.

M3BecTHO, 4YTO AAUTENBHOCTb AnabeTa cBbie 10 net
NoBLILAET BEPOATHOCTb Pa3BUTUS MHEBMOHUM Ha 73%.
He6naronpusatHbiMM GpaKkTopamu B peannsaluu cMepTesb-
HOTO MCX0A4a OT NMHEBMOHMWMU ABNSIOTCA YPOBEHb MMTUKEMUM
Bbile 14 MMOnb/N, @ TaKXKe YPOBEHb IMUKUPOBAHHOMO remMo-
rno6uHa 6onee 7,5%. JleTanbHOCTb cpeaun nauueHTos ¢ BB
coxpaHsieTcs B TedyeHne 90 aHen nocne nepeHeceHHoro
3ab6oneBaHus.

TonbKo BaKuMHauus npotus N cMOXKeT NoMoYb B NpPO-
dunakTMuke nHeBMOHUN. UMMyHUM3aLUuio npoTus MU MOXKHO
NpPoBOAUTL Yepe3 1-2 Hea nocfie AOCTUKEHUS PEeMUCCUM
WUAN BbI3JOPOBJEHUA OT WMHPEKUMOHHOro 3aboneBaHus.
MNepeHeceHHas paHee N He ABNSETCS NPOTUMBOMOKA3aHMK-
€M K NpoBeeHNI0 UMMYHM3aLNN.

CornacHoO MeTOAMYECKMM peKoMeHaauuam, nuvuam,
cTpagatouwmm CLl, ¢ uenbto 3awuTbl oT MY cTapToBOM BaKLK-
Hon aBnaeTcs MNKB13, a yepes rog BBoauTca MNMNB23.

MprHMMas pelleHne o BakumMHauuu nauneHTac Cl, Heob-
XOAMMO BCerga y4yuTbiBaTb CTaAuI0O KOMMNEHcaLUuKn, Haamine
OC/IOXXHEHUN. B KNMHUYECKNX pekoMeHaaumax «ANropuTMbl
cneunanMaMpoBaHHOM MeaWLUMHCKOM MOMOLM GONbHbIM
C caxapHbiM AvabeToM», yTBEPXAEeHHbIX MWHUCTEPCTBOM
3apaBooxpaHeHus Poccuiickon Pepepaummn B 2021 1.,
B AOMNOJHUTENbHbIX MPOTUBOMOKA3aHMAX K BaKUWHaLWUK
nauveHtoB ¢ C/l 3Ha4aTCa OCTpPble OCNOXHEeHUs 3abone-
BaHWS (AMabeTU4yecKUh KeToauuao3, rMnepocmonsapHoe
runepriMkeMmnyecKkoe cocTosiHue, NakTaTauuaos). Cneagyet
C OCTOPOMHOCTbIO NMPMBMBATb MaLMEHTOB C BblpaXKEHHOM
nekomneHcauuen CA.

Mpu aHanuse BANSHUS BakUMHonpodunakTnkm My naum-
eHToB ¢ XOBJ1 B coveTaHuu ¢ C[l 66111 0TMEY€EHbI OTCYTCTBUE
CUMNTOMOB AEKOMMEHCALMN COCTOSAHUS MOC/e BaKLUMHALNM,
a TaKXe cTabunusauusa nokasaTenen yrneBoaHoro o6mMeHa
3a nepuoa HabnoaeHns, cocTaBuBLUMM 3—5 ner.

3acenaHue npogomkuna K.M.H. J1.K0. lpo3aoBa ¢ gokna-
nom: «[paKTuyeckre BONpoChl 0 BaKUMHALMK NPOTUB NHEB-
MOKOKKOBOW MHbEKLUN».

Ewe B pgonaHaeMuyeckun nepuon O6bl10 M3BECTHO,
4YTO NepeHeceHHble MHEBMOHWM NOBbLILIAIT PUCK Pa3BUTHA
CC3 B nepBbLIN rog B 6 pas, BO BTopow rogq — B 2,47 pasa,
B TpeTuih roq — B 2,12 pa3a; B AalbHENILIEM PUCK OCTaeTcsl
NoBbIWEHHbIM elle 5 neT.

KoHcynbTvpysl mauMeHTa C XpPOHWYecKUM 3aboneBa-
HMEeM, Heo6XxoaAnMMO BCerga OCBEOMMUTbLCS, Kakue npodu-
NTAaKTUYECKNE NPUBUBKU OH MMeET. ITO MOMOMKET BbIABUTb
PUCKWN Pa3BUTUA TAKENOro Te4HeHnss MHPEKLUMOHHbIX 3a60-
NnieBaHun, B T.MH. MHEBMOHUM M rpunna. CornacHo pekKo-
MeHaaumam BO3, npuopuTeTHON BaKuUWHaLMEN B nepuog
naHagemun COVID-19 npusHaeTca MMMYyHM3auus NPoTMB
M v rpunna.



Pucku passuTtus MM y naumMeHToB ¢ OHKOremartosnormye-
CKMMU 3a60/1eBaHNSIMU MPEBLILIAIOT TaKOBble, UMetoLMnecs
y340poBbIX, B 13,3 pasa,ynaLmMeHToB CXpOHUYECKMMM 3a60-
neBaHuamun — B 9,8 pasa, y 60nbHbIX ¢ CC3 — B 4,2 pa3a,
y nauueHToB ¢ C[1 — B 3 pa3a. B cnyvyae ecnu nauymeHT ume-
eT 2 unn 3 XPOHMYECKUX 3aboneBaHus, PUCK peanusauum
MW cTaHoBUTCH ropasfo Bbille, YEM Y UL C UMMYHOAEeDU-
LIMTHbIMU COCTOSTHUAMM.

KaK BecoMbIM aprymeHT anst NPUHATUS PELIEHUS O HEO6-
XOAUMOCTU LIMPOKOro BHEAPEHUS NporpaMM MaccoBOM BaK-
umMHaumu ot MU cpeaun B3pOCbix C XPOHUYECKON NaToNornen
W WL, NOXWIOro Bo3pacTa npeAcTaBfieHbl AaHHblE nocnen-
Hero GapMaKO3KOHOMWYECKOro UccneaoBaHuns. B yacTHOCTH,
BaKkuuHauua npotuB MU ¢ ncnonb3oBaHueM [llpeBeHap 13
ABNSETCA 9KOHOMWYECKN BbICOKOI(PGDEKTUBHOM M NO3BONSA-
€T BepHyTb B 6omKeT o 33% MHBECTMPOBAHHbLIX CPEACTB
3a cyeT npeaoTBpaLleHHbIX cnyvaes NN y nuy, ctapuie 65 ner,
a TaKxe 10 96 1 83% y naumeHToB ¢ C[] n XCH cooTBETCTBEH-
Ho B Bo3pacTe 40 neT B NATUIETHEN NEPCMNEKTUBE.

B pekomeHpaTenbHOM MopsiiKe 3KcnepTaMu npeacTas-
JIEeHbl cneayolme NpeanoXeHns Ana BHECEHUA UBMEHEHNUN
B HKIMM.

1. PacwupeHue KaTteropuv rpaxaaH, noanexalimx o6s-
3aTenbHOM BaKuMHauun npotus MN: nuu B Bo3pacTte 60 net
n ctapwe B pamkax HKIMIM (B npunoxenun N2 1 npukasa
MwuH3gpaBa Poccun ot 06 gekabpsa 2021 r. N° 1122H «06
YTBEPHKAEHUN HALMOHANbHOro KaneHaapsa npodunaktuye-
CKMX NPUBMBOK, KaneHaapsa nNpodunakTUYecKux npuBMBOK

https://doi.org/10.15690/pf.v19i2.2424

no 3nNMAeMUYECKMM MOKa3aHUsAM WM nopsaka npoBefeHus
NPodUIaKTUYECKUX NPUBUBOK»).

2. PacwupeHne KaTeropuu rparkgaH, nognerauinx
ob6s3aTtenbHOM BakuuHauuu npotus [N: getn B BO3pacTte
0T 2 A0 17 neT BKAOYUTENBHO (paHee He NpUBUTbIE), B3POC-
Nible, OTHOCSWMECS K rpynnaMm pucka (vua, noanexkawue
NPU3bIBY Ha BOEHHYIO CNyXOY; Nvua, 3aHATble Ha BpeaHbIX
npo13BOACTBaAX; MeAMLMHCKME pPabOTHUKM; nuua, cTpa-
Jalowmne XpoHUYECKUMU 3aboneBaHUAMU IETKUX, OpraHoB
cepaeyHo-CcoCyanucTon CUCTEMbI, SHOOKPUHHOW CUCTEMBI,
neYyeHn, NoYeK, C MMMYHOCYMPECCUBHBLIMU COCTOAHUAMM,
OHKONIOrMyecKkMmMn 3abofieBaHUsIMM) B paMKax KaleHgaps
NpodUNaKTUYECKMX MPUBUBOK MO 3NUAEMUYECKUM MOKa-
3aHuAM (B npunoxeHun N2 2 npukasa MuHsgpaBa Poccum
oT 06 gekabps 2021 r. N2 1122H «06 yTBEPKAEHUN HALUO-
HaNbHOro KaneHaaps NPoOUNAKTUYECKUX NPUBUBOK, KafleH-
Aaps NpodUNakTUYeCKUX NPUBMBOK MO 3INUAEMUYECKUM
NOKa3aHUsM W nopsgka npoBefeHus NpoduIaKTUYECKUX
NMPUBUBOK).

3. YcuneHue Haf3opa 3a NpoBefeHUEM, CBOEBPEMEH-
HbIM Ha4yanoM W cobnAeHneM CXeM BaKuUWHauLWKM NPOTUB
MU peten cornacHo HKIM (B npunoxeHun N° 1 npuKkasa
MuH3gpaBa Poccun oT 06 gekabpsa 2021 r. N¢ 1122H «06
YTBEPXKAEHUN HALMOHANbHOro KaneHaaps npodunaktuye-
CKUX MPUBMBOK, KaneHaaps npoduiakTU4eCKUX NpUBUBOK
no 3nuMAeMUYeCKMM MOKa3aHUsM W nopsaKa NpoBefeHus
npoduNaKkTUYEeCKMX NPUBUBOK»), @ TaKXe 3a NPOBEeAEHUEM

JOrOHSIOLEN BaKLMHALMH.

W) Check for updates

BO3MOXXHOCTU CUCTEMHOMU Tepanuu
aTOMUYEeCKOoro fepmMaTtuTta Ce1IeKTUBHbIMH
MMMYHOAernpeccaHTaMu: pe30aloLus
padéo4yero coBellaHUq 3KcnepToB No npoduiio
«AepmMmaTtoJiorus»

19 deBpana 2022 r. B MockBe cocTtosfiocb pabo-
yee CcOBellaHWe IKCMepToB No npobrsiemMe aTonNUYeCKOo-
ro gepmaTtuta noa npeaceaaTenscTBoM auvpektopa Prby
«focyaapCTBEHHbIN HaY4YHbIN LEEHTP AepPMaTOBEHEPONOrUM
1 KocMmeTtonornn» MuHsgpasa Poccuu a.M.H., npodeccopa,
yneHa-koppecnoHgeHta PAH A.A. Ky6aHoBa, aKkagemu-
Ka PAH, rnaBHOro BHelTaTHOro AETCKOro cneuuanucTa
no npodunakTuyeckon meauunHe, pykosoautensa HUN
neavaTpmm M oxpaHbl 3gopoBbsa aeten HKL, N°2 PIrEHY
«PHUX nm. akaga. b.B. NeTtpoBcKoro» , A4.M.H., npodeccopa,
akagemuka PAH J1.C. Hama3oBon-bapaHoBol, 3amecTute-
N9 AMpeKTopa no KAMHU4YecKon paboTe — ri1aBHOro Bpa-
ya ®rey «HLU «MHCTUTYT uMmmyHonorum» ®MBA Poccum»
4.M.H., npodeccopa H.N. UnbuHomn.

Ha coBewaHuu nogHumManuncb aktyasjbHble BOMPO-
Cbl OKa3aHUAi MeJULUHCKON MOMOLLU, YMEHbLUEHUN
6peMeHM 3a60/1eBaHMA U YNYYLIEHUA KayecTBa XKU3-
HU nauueHTOB C aTtonu4YecKkum pepmartutom (AtA).
0O6GcyXAaannucb HOBble BO3MOXHOCTU M MNPUHLUMUNbI
CUCTEMHOW Tepanuu y NnauMeHTOB CO CpeHeTaXe NbIM
U TaXXenoim AT[. Bblin npoaHanAusuMpoBaHbl JaHHble
0 HOBOM NpejAcTaBUTeNle Kaacca MaiblX MOJEKyn —
Ce/IeKTUBHOM MHruoutTope fiHyc-kMHasbl 1 — ynapa-
UMTUHUGE, KOTOPbIA 3aperucTpupoBaH B Poccuiickon
®depgepayum B uioHe 2021 r., ¢ 4enblo onpeaennTb ero

MecTo B anroputmax tepanuu AT[l ¥ BO3MOMKHOCTHU
BJIMSIHUA Tepanuu ¢ ero NPMMEeHEeHMEM Ha Ka4vecTBO
YXM3HM NaLUEHTOB U Gpems 3a60n1eBaHuUS.

ATOMMYECKMM aepMaTUT — MynbTUPAKTOPHOE, FeHEeTU-
YeCKM AeTEPMUHMPOBAHHOE BocnanuTenbHoe 3a6oneBaHne
KOXM, MaHudecTupylollee B nogasnsioleM 60nblIMHCTBE
cNy4yaeB B paHHEM AETCKOM BO3pacTe, XxapaKkTepuaytoleecs
3yA0M, XPOHUYECKUM PELUAMBUPYIOWUM TEeYeHUeMm, BO3-
pacTHbIMKU OCOBEHHOCTSAMM flOKanuM3auuu u mopdonoruu
o4yaroB nopaxeHus. ATl — aTto 3abofieBaHne Co 3HaAYUTENb-
HbIM OU3NYECKUM, MCUXONOTUYECKMM U SKOHOMMUYECKUM
6peMeHeM, KOTOpPOEe COMPOBOXAAETCS CYLLECTBEHHbIM CHU-
EHMEM KayecTBa M3HM KaK camoro nauueHTa, Tak 1 ero
POACTBEHHMKOB, M MPUBOAMT K HapYLUEHUSM COLManbHOM
ajanTtaumun u paéotocnocobHocTH [1-4].

PacnpocTtpaHeHHocTb AT[l cpeau B3pOCabIX COCTaB-
naer 2,1-16,0%, cpean [OETCKOro HaceneHus —
no 20%. 3aboneBaemMocTb Bcero HaceneHuss PoccuMcKon
depepaumm At B 2019 1. B a6CONOTHbIX Lidpax cocTaBu-
na 271 435 cnyyaes, unm 184,9 Ha 100 000 HaceneHwus.
Y 60-70% peten maHndectauma ATl coenagaeT ¢ nepBbIMU
MecsALaMM MU3HU U HepeaKo ABNSETCA NepBOM CTYNeHbio
«aTonuyeckoro mapua». CpegHeTsenoe Te4eHne cocTaBs-
naet 36-46,9%, tTaxxenoe — 14,6-34,1% cpean Bcex 60Mb-
HbIX AT [1, 5-9].
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KPATKHUE COOBLUEHUSA

ATl 9BngeTcsd MexAUCUMNIMHApPHOW nNpobremMon.
Y 6onbwnHCTBA 60MbHbLIX (B cpeaHeM y 80%), B 0cob6eH-
HOCTWM MpU TAXEeNoM TeyeHnwuu AT, NPUCYTCTBYIOT Apyrue
annepruyeckne 3aboneBaHWs — nMuWeBas anneprus,
annepruyecKkmin puHKUT, 6poHxmnanbHasa actma [2]. B nocnea-
HWe fgecaTuneTus ob6cCyXhaeTcs cucTtemMHas npupoga ATtA.
MoBblWEHHbIE YPOBHM MEAMATOPOB BOCMaNeHNs BO BHELIHE
HenopaXKeHHOM Koxe M nepudepruyecKon KpoBHW, BbICOKas
pacnpocTpaHeHHOCTb KOMOPOGUAHbLIX aTOMMYECKUX U acco-
LUMUpOBaHHbIX 3a6oneBaHnin 06ycnoBAMBAET reTEPOreHHyI0
KJIMHUYECKYIO KapTUHY, TPYAHOCTU AMArHOCTUKK M Tepanuu
At/l. HapyweHune KoxXHoro 6apbepa, XpoOHU4yecKoe Bocnane-
HuWe u IgE-onocpegoBaHHan runepyyBCTBUTENLHOCTb SIBAS-
IOTCSA OCHOBHbIMW MexaHM3Mamu, CNocOo6CTBYIOWMMU BO3-
HMKHOBEHMIO MaTOJIOFMYECKOrO0 COCTOSIHMS, Mopaatlowero
HecKonbKo opraHoB M cuctem npu At [10-20]. Bce 3To
noA4YepKUBAET CUCTEMHbIV XapaKTep BOCNANEHUS NPU TAKe-
NblXx dopmax aTonM4ecKoro agepmatuta U 060CHOBbLIBaeT
KOMMNEKCHbIN MOAX04 K BEAEHUIO M Tepanuu Takux nauwu-
€HTOB BpayaMu pasHbix cneunanbHOCTEN — neguaTpamu,
JepmaTonoramu, annepronoramm-mnmmyHosnoramu [10-24].

Ha cerogHsawWHNM geHb BbIGOP Tepanun 3aBUCUT OT CTe-
neHun Tsaxectn ATA. Hapy)KHaa Tepanus C NpUMEHEHWEM
3MOJIEHTOB, TOMWYECKUX FNIOKOKOpPTUKOcTeponaos (TITKC)
Mcnonb3yeTca Ha BCex aTanax nNevyeHus, OgHaKo He Bceraa
6bIBaeT B NoJIHOM Mepe apdpeKTUBHOW. HasHayeHne cuctem-
HOW Tepanuu, B TOM 4YUC/ie TapreTHoMm, nauneHty c AT/,
COrNacHoO MexayHapoaHblM peKoMeHaunam EBponenickomn
accoumauunn agepmatoBeHeposioros (EADV Eczema task
force 2020 position paper) [25] 1 poccuickum deaepanb-
HbIM KIMHUYECKUM peKomeHaauusam «ATOMMYeCcKUn aep-
MatuT (2021) [1] ocyuwecTBNSeTCA NPU CPeaHETaKENOoM
U TSXKENOM TeyeHun 3aboneBaHus. [1o HefaBHEro BPEMEHMU
BbIOOP NpenapaTtoB A/ CUCTEMHOW Tepanuu AT/ orpaHu-
4yuBancs NPUMEHeHWeM TPaAULMOHHBIX CPEACTB: CUCTEM-
Hbix TKC, uMknocnopuHa A v gpyrux UMMYHO4ENPECCaHTOB,
npumeHsiemblx off-label (meToTpekcaT, a3zaTMONPUH, MUKO-
deHonata modetnn) [26—33]. B coBpeMeEHHbIX YCNOBUSAX
NosSIBUNUCH HOBble aPdEKTUBHbIE NpenapaThl 415 CUCTEM-
HOW Tepanuun AT[, — reHHO-UHXKEHEPHbIN BUONOrNYECKNI
npenapat (FTMBM) aynunyma® U UHIMOUTOPbLI SHYC-KUHA3
[34-37].

OCHOBHbIMM NapameTpamMu, OMPeAensaoWnUMU TAKECTb
TeyeHuns AT, aBnsl0TCA YacTble 060CTpeHMs (= 3 pas B roa)
C yBeNnYeHUMeM WX MNPOAOCSIKUTENBHOCTH, AJIUTENLHOCTb
pemuccuii He 6onee 2—-3 Mec, HEIDPEKTUBHOCTbL / Heao-
CTaTOYHbIN 3D DEKT OT TEPANUM C YHETOM BbISIBJEHNSA U yCTPA-
HEHWS TPUITEPHbIX GaKTOPOB (EC/INM BOSMOXKHO) M MPUYUHHO-
3HaYMMbIX annepreHoB [1, 25, 38-40]. Taxxenomy Te4eHuto
AT/l COOTBETCTBYIOT CNeaytoLmne 3HaYeHns WKan M MHLEKCOB,
MCMNONb3yeMbIX AN OLEHKU cocTosiHua 6onbHoro: SCORAD
> 50 nam IGA > 3, BSA > 10%, makcumanbHas MHTEHCHB-
HOCTb 3yAa Mo YMCNOBOM penTuHrosomn wrane (4PW) > 4 [1,
25, 34, 38].

MpKM Ha3Ha4Ye€HUU CUCTEMHOM Tepanuu BaXKHO OLIEHW-
BaTb CTeNeHb BAUAHUA AT/, Ha Ka4eCTBO U YPOBEHb KU3HMU
nauveHtTa (npodeccroHanbHylo AesTeNbHOCTb, MoBCed-
HEBHYIO aKTUBHOCTb, NNYHYIO cdepy), NPUBEPKEHHOCTb
NeYyeHuto, NPeanoYTeEHUs NauneHTa U COOTHOLEHME NOoSb-
3bl/PUCKa B KaXK[10M KOHKpEeTHOM cnyyae [4, 6, 13].

MoaTomy Npu NOCTaHOBKeE Lenen Tepannu, NOMUMO KOH-
TPONS KOXHbIX MPOSIBAEHWW, 3yAa W YyBENUYEHUS MNepUo-
OB pPEMWUCCUU, HEOBXOAMMO Y4MTbiBaTb TaKuMe acnekThl,
KaK yny4yleHne KayecTBa XU3HU naumneHTa, yaobcTBo Tepa-
NUK, YX04 OT UHBEKLUMOHHbIX GOPM, YMEHbLUEHNE NOTPEO-
HocTu B TTKC, ynyyleHune cHa u paboTocnoco6HOCTH Naum-
eHToB [34, 41-44].

3acnyumBaloT BHMMaHWSA, AanbHenwen pa3paboTKu
W BHEAPEHUs B NPaKTUKY anroputMbl Bbibopa npenapatos
4N cucTeMHOM Tepanuu AT ¢ BO3MOMXHOCTbIO MOBbILIE-
HWSI/yMeHbLIEHNS A03bl, METOAbI OLEHKU 3DDEKTUBHOCTH
Tepanuu, 06bEM CKPWHWUHIa nepej Ha3Ha4yeHUeM W TeKy-
Wero MOHUTOPUHIa nabopaTopHbIX NOKasaTenen nauneHTa
BO BpPEMS Tepanuu, a TakKe onpeaeneHune LenecoobpasHo-
CTW NPOBELEHUS KOHCYNbTaLMI CneLmanncToB.

CuctemHyto Tepanuio AT[l cnegyet NPUMEHSATb C LeNbio
LOCTMXKEHMA W nocnefylowero nojgaepxaHusa KOHTpons
Hag 3aboneBaHWEM, OfLHAKO «TpaAuLMOHHas» MMMYHOCY-
npeccuMBHasi CUCTEMHas Tepanus, LWMPOKO MCnonb3yemas
[0 CUX MOpP, HE MOXKET 6bITb NPOBOAUTLCS ANUTENBHO M3-3a
NnoTeHLUNaNbHbIX MOB60OYHBLIX 3PPEKTOB, CNOPHON IDDEKTUB-
HOCTM 1 OrpaHUYeHn ang Tepanuu aeten ¢ At [27, 45-4T7].

C 2019 roga ansa nevYeHuss cpeaHe-TAXEeNoro u TAXeno-
ro ATl Ha4an MCnonb30BaTbCA FEHHO-UHXEHEPHbIM GUO-
nornyeckuin npenapat gynunymad (AYIMNWA) — NonHocCTblo
4yenoBeyYyecKoe MOHOK/IOHANbHOE aHTUTENO, HanpaBieHHoe
npoTMB 06Len cybbeanHuubl peuentopa IL-4a aByx UHTEp-
nenknHoB — IL-4 n IL-13. Mocne 16 Hea moHoTepanuu AYMA
MeHee NOMOBMHbI NALMEHTOB OCTUIaloT YACTON MU MOYTH
4yncTon Koxu [48]. Mo pesynbraTam WMPOKOro NPUMEHEHHUSN
MBI B PYTUHHOM KIMHUYECKON NpaKTUKe 6blS1I0 NOoKas3aHo,
4TO YacTb NALMEHTOB He OTBEYAlOT Ha Tepanuio [49-52].

NMomumo IL-4 n IL-13, KNto4YeBbIMU LUTOKMHAMK, BOBJIE-
YeHHbIMX B NaTodU3MONOrMYeCKUEe MexaHn3Mbl AT/, SBns-
totea IL-5, IL-22, IL-31, TSLP n NUdH-y, KoTopbiM Ana nepe-
Jayu curHana tpebyetcs yd4actue aHyc-knHasbl 1 (JAKL) [1].
OAHUM M3 COBPEMEHHbIX HanpaBieHW CUCTEMHON Tepanuu
ATl 9BNAeTCs CeNeKTMBHOE WHIMOMPOBaAHME SAHYC-KMHAa3
[53-58].

B wnioHe 2021 r. MWHUCTEPCTBO 3ApaBOOXpaHeHUs
Poccuiickon ®epepaumm ogo6puao NpMMeHeHWe npenapa-
Ta ynagauuTtuHuob (YIA) no nokaszaHuio J1e4eHue cpegHeTs-
KENOoro U TAXEeNoro aTonMyecKoro gepmaTtuta y B3pOCabixX
nauneHToB v aeTen oT 12 neT 1 cTaplie, KOTOPbIM NOKa3aHo
NnedvyeHne npenapataMmyv CUCTEMHOrO AENCTBUS»; npenapar
MOXET MPUMEHATLCA B MOHOTEpPANuMUM WAM B COYETaHMUU
C TONMYEeCKOW Tepanuewn y B3pocnbix B 4o3e 15 nam 30 mr
B CYTKM B 3aBUCMMOCTHU OT MHANBKAYA/bHbIX 0CO6EHHOCTEN
TeYeHus, y NOAPOCTKOB C Maccon Tena He meHee 40 Kr —
B 003e 15 Mr B cyTKM [37].

Mpn “3y4eHUn MexaHU3MOB LENCTBUS ynagauutTuHuba
onpefeneHo ero BaxHoe NpeumyLlLecTBO — CeleKTUBHOe
obpatumoe nHrnbmposaHue JAKL, Bblpaxatoueecs B noga-
B/IEHUW BO3ENCTBUSA He ToNbKo IL-4/IL-13, HO M MHOXecTBa
APYrUX KNYEeBbIX MPOBOCNANUTENbHBIX LMTOKUHOB, 3HaYM-
MbIX ANS UMMyHonaToreHesa At/ [59-61].

9dpdeKkTMBHOCTL M 6GesonacHocTb YIMA oueHuBanu
B X04€e O6LWMNPHOM NPOrpaMmbl KIMHUYECKUX UCCefoBaHui
Il da3zbl ¢ yyactnem 6onee 2500 nauneHToB: Measure Up 1,
Measure Up 2 (moHoTepanusa YMNA B gose 15 mr unm 30 mr
B cyTkM) 1 AD Up (YMNA B Tex e ao3ax B Kom6uHaumu ¢ TTKC)
[62, 63].

B uccnegoBaHuax npuHMManuM yyactve MNOAPOCTKM
(B Bo3pacte 12-17 neT) 1 B3pocnble (B Bo3pacTte 18-75
net) ¢ Atl, MeBLINE NOKa3aHUs K CUCTEMHOM Tepanuu.
McecnepoBaHusa BKAOYanu 16-HeaenbHbii ABONHON cnenown
nnauebo-KOHTPOAUPYEMbIA Nepuoa, a 3aTteM nauueHThl,
nonyyaslwue nnaue6o, 66111 NOBTOPHO PaHAOMU3UPOBaHbI
1 : 1 ansa npuema YNA 15 mr namn 30 mr. ConepBUYHbIMU
KOHEYHbIMW TOYKaMK BO BCEX Tpex uccnefoBaHusx 6bino
no KpamHen mepe 75% CHUIKEHME MWHOEKCa THAXKECTH
M pacnpocTpaHeHHOCTHN aK3eMbl (Eczema Area and Severity
Index — EASI 75) M ymeHblleHVWEe BannaU3UPOBAHHOWM
OLEHKMU TSXKecTn nposBneHun AT OO COCTOSIHUSA YUCTOM



WA No4TM ymncton Koxu (VIGA-AD po O/1) Ha 16-# Hegp.
BTOpWYHblE KOHEYHble TOYKM BKAOYANU KAUHUYECKMU
3Ha4YMMoOe yMeHblueHue 3yaa (ynyyweHue Ha = 4 6anna
no YPLL) oT ncxogHOro ypoBHS, a TaKkKe AocTuxeHne EASI
90 n EASI 100 Ha 16-# Hep [62, 63].

PesynbtaTthl nccnegosaHus Measure Up 1 npoaemMoH-
CTPUpPOBanu BbICOKY0 3dPeKTUBHOCTL YA B pexnume MOHO-
Tepanuuy 60nbHbIX AT[: cpeav nauneHToB, nony4vaswmx YA
B fo3ax 15 n 30 mr, yepe3 16 Hea Tepanuu nokasatenb EASI
75 6bin gocTUrHyTy 70 1 80% COOTBETCTBEHHO MO CpPaBHe-
HUIO ¢ 16,3% nauneHToB B rpynne nnaue6o. JocTuxeHne
oueHku VIGA O/1 Ha6nopanocb y 48,1% (15 mr YMNA) n 62,0%
(30 mr YMA) no cpaBHeHWUIO ¢ 8% NauUMEHTOB, MOAyYaBLLMX
nnaue6o. KAMHMYECKN 3HA4YMMOE CHUKEHUE WHTEHCUBHO-
CTW KOXHOro 3yaa 6bl10 AOCTUrHYTO Yepeld 16 Hep y 3Ha-
YyuTeNnbHO 6G0/iee BbICOKOM JOAM MaUMEHTOB, MOMyYyaBLMX
YMA B go3ax 15 n 30 mr (52,2 1 60,0% cOOTBETCTBEHHO),
no cpaBHeHWO ¢ nnauebo (12%). Conamepumble pesyib-
TaTbl NO MEPEYUCNIEHHBbIM MOKa3aTensam O6biin AOCTUMHYTHI
1 B uccnegosaHun Measure Up 2.

PesynbtaTbl KOMG6UHMpoOBaHHOM Tepanun YMA un TTKC
B nccnegosaHmn AD Up Ha 16-1 Hepa TaKKe NPoAeEMOHCTPU-
poBanu BbICOKYI0 3PDEKTUBHOCTb, CONOCTaBMMYO C AaH-
HbiMK Measure Up 1 u 2. Kpome Toro, B 06eux rpynnax YMA
(15 mr n 30 mr) 6bl1 NPOAEMOHCTPUPOBAH cTepouna-coepe-
ralowmnn adpdeKT — 60onbllee KONUM4YecTBo AHEN 6e3 CTepo-
MAOB Npu coxpaHeHun otBeTa EASI 75 B cpaBHeHWHU ¢ rpyn-
non nnaue6o [62].

AddekTBHOCTL YA B pexxume MOHOTEpanuu U B KOM-
6uHauumn ¢ TTKC Ha 16-1 Hepn Tepanuu Gblna conoctaBuma
y B3POC/bIX U MOAPOCTKOB [64].

B xofe aHann3a o6beAnHEHHbIX JaHHbIX CCneaoBaHUN
Measure Up 1, Measure Up 2 n AD Up 6bina NpoeMOHCTPU-
poBaHa LUEHHOCTb AOCTUXEHUS BblCOKMX oTBeToB (EASI 90
1 EASI 100), Tak Kak HanMeHbllee HeraTuBHoe BNusHue AT/,
Ha paboTOCNOCOGHOCTL M MPOU3BOAUTENBHOCTL TPYAA Naum-
€HTOB BbISIBNIEHO MPU LOCTUMKEHUU MAKCUMANbHbIX KAUHK-
YeCKMX pesynbraToB Tepanuu. o gaHHbIM MCCeaoBaHum
Measure Up 1 # 2 6b110 NOKa3aHO CyLEeCTBEHHOE yyylle-
HME OLLEHKM MauueHTOM CHa, NOBCEAHEBHOW aKTUMBHOCTH,
KayecTBa XM3HU, YMeHbLEHWS 3yaa, TPEBOTM U Aenpeccum
K 16-1 Hep Tepanuu YIA [65-69].

B npsiMom cpaBHuUTeNbHOM 24-HeaenbHOM McCheaoBa-
HuM Heads Up moHoTepanuu npenapatom YMNA 30 mr 1 pa3s
B CYTKM K npenapatom AYIMNN 300 mr 1 pa3 B 2 Hea 6binu
NOCTUIHYThI NepBMYHan KoHeyHas Touka EASI 75 Ha 16-1 Hep
N BCE BTOPUYHbIE KOHEYHbIE TOYKM, YTO NPOAEMOHCTPUPOBA-
10 NpeBOCXoACTBO MoHoTepanuu YIMA Hag MoHoTepanuen
OYMW y B3pocnblx CO cpeaHeTsIKenbIM v Taxensim At/ [70].

Haunb6onee cywecTBEHHbIE PasMymMa Mexay rpynnamu
YNA v YW 3aKknto4anmcb B LOCTUKEHUN BbICOKUX YPOBHEN
otBeToB EASI 90 1 EASI 100 v 6bICTPOM Havane AencTBuUA
npu npueme YMA [70].

CornacHo AaHHbIM cMCTeEMaTU4ecKux 0630pOB U ceTe-
BblX MeTaaHanu30B, AN5 NaLMEHTOB CO CPefHETSHENbIM
W TSXENbIM aToNMYECKUM AepmaTUTOM cpeau npenapatos
ON9 CUCTEMHOW TapreTHoOW Tepanuu, UICNoNb3yeMon B Kadve-

cTBe MOHOTepanuu 6e3 npumeHeHus TTKC, ynagauutuHuo
B go3e 30 mr aBnsietcs Haubonee adpbEKTUBHOM Onuunen
[56-58].

O6beanHEHHbIN aHann3 KAMHUYECKUX MCCnefoBaHuim
Il dasbl Measure Up 1 1 2 noka3san yCTOMYMBOCTb MNOKa3a-
Tenen OYULLEHMSA KOXKM NPU UCMONb30BaHnn 06enx 4O3nUpo-
BOK YIA Ha npoTseHun 52 Hep [71].

CepbesHble HexenateNbHble ABAEHWS B TeyYyeHue nna-
Le60-KoHTpoMpyemoro nepuoga GUKCUMpPOBaNUCb HevacTo,
B rpynne nnaue6o v B rpynne YMNA 30 mr BcTpevanucb
¢ conocTtaBumom vyactoton — 11,5 1 10,0 Ha 100 nauumeHTo-
net (NJ1), B rpynne ynagauutuHu6a 15 mr — 7,7/100 TJ1.
Hanbonee yacTbiMun HeXKenaTeNbHbIMU ABEHUAMM Bblin akHe
N MHOEKLUMN BEPXHUX AblXaTesNbHblX NyTen. AKHe Oblio npe-
MMYLLECTBEHHO NErKON U YMEPEHHON cTeneHn Taxectn. 06e
AO3MPOBKM yNajaunTMHM6a XOpoLLO NEPEHOCUAUCH, MPODUIIb
6e30NacHOCTU Ha NPOTSXKEHMM 52 Hef B LiIeIOM COOTBETCTBO-
Bas nnauebo-KoHTponMpyemomy nepuoay [71, 72].

B xo4e AMCKYycCuM 3KCMepTbl 06CYANAN HOBblE BO3MOX-
HOCTM OKa3aHWa MeAWLIMHCKOWM MOMOLLM, YMeHblUeHns 6pe-
MeHW 3a60neBaHnA 1 yNyyLeHUs Ka4eCTBa XU3HM NaLneHTOB
C aTonM4yecKknm gepmatutom. Onpegenmnm MecTo ynagaumutu-
HMGa B anroputme Tepanuun ATl B pOCCUUCKON KIMHUYECKON
npakTuke. Mo pesynstatam 06CYKAEHWUA MpPeACTaBAEHHbIX
JAaHHbIX 9KCNEepTbl NPULLAK K CNELYIOWMM BbiBOAAM.

1. YnagauuTMHUG MOKeT ObiTb 3ddEKTUBHLIM Bapw-
aHTOM NeYEHUS, CYLLECTBEHHO ynyyllaTb KayeCTBO XW3HU
W ymeHbluaTb 6pems 3ab6oneBaHus y NogpOCTKOB ¢ 12 net
M B3pOcC/biX ¢ AT/, cpeaHen v TAXKeNon CTeNneHu.

2. CooTHowWeHWe nonb3a/puUCK ynagauutuHmba no3Bo-
nAeT peKoMeHL0BaTb €ro AN CUCTEMHOM Tepanuu TAXKeNoro
n cpegHeTsKenoro At/l, MMHys aTan NPUMEHEHUS «TpaauLm-
OHHbIX» CUCTEMHbIX UMMYHOLENPECCaHTOB, OCOGEHHO ecnu
CMMNTOMbI 3a60/1eBaHMA OKa3blBalOT CYyLLECTBEHHOE BNUSA-
HWEe Ha Ka4yeCTBO XM3HU NauuneHTa.

3. [peactaBneHHble pAaHHble 06 3DGEKTUBHOCTH
M 6e30NacHOCTM MO3BONAIOT PEKOMEHAOBATb BK/OYEHME
npenaparta ynagauuMTMHUG B KAMHWYECKUE pPEKOMeHZaLumu
«ATOMMYECKUN aepmaTuT AN NeYeHUs CPeaHEeTSKeNoro
W TAXKENOoro aTtonuyeckoro gepmatuTta y B3pOC/blX Mauu-
€HTOB ¥ feTen OT 12 neT u cTaplwe, KOTOpbIM MOKa3aHo
neyeHne npenapartamu CUCTEMHOro gencTeuns. Ans aktyanu-
3aUMKN TEKCTa KJIMHMYECKMX peKoMeHAauun «AToMUYecKumn
aepmatum (2021), oao6peHHbIx Hay4yHO-nNpaKTUYEeCKUM
coBeToM MwuHUCTEpCTBa 34paBooOXpaHeHUs PoccuircKoun
defepaumn U yTBEPHKAEHHbIX NPodeccroHanbHbIMK acco-
LMaumsamMnm — coCTaBUTENSIMU AOKYMEHTA, PEKOMEHL0BaHO
NPOBECTM MHULMALMIO MPOLIECCa MEPECMOTPA TEKYLLUMUX KNK-
HUYECKUX peEKOMeHAaumMn «<ATOMUYECKUIM AepMaTUT.

Takum o06pas3oM, nosBAeHUEe HOBbIX 3IPPEKTUBHbLIX
CpeacTB AN CUCTEMHOM WMMMYHOCYMPECCUMBHOM Tepanuwu
At[, crnoco6HbIX ObICTPO YMEHbLWUTb U AJIUTENIbHO KOH-
TpOAMpoBaTb 3y4 M BOCMasEHWE KOXKM C 6AaronpusaTHbIM
COOTHOLWEHMEM «M0Nb3a/PUCK», PaCLUMPSAET CyLeCTBYIOLWNE
BO3MOXHOCTU MNaToreHeTM4yecKkn 060CHOBAHHOM Tepanuu
N OUKTYEeT HEOOBXOAMMOCTb BHEAPEHUSA UX B KIMHUYECKYIO
NPaKTUKY AN9 Ne4eHns KaK B3pocCiblX, TaK K geten ¢ AtA.
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XIX Cve3a neguatpoB Poccuu
C MeXAYyHapoAHbIM y4YacTuem
«AKTyanbHble npoo6siemMmbl neguaTpmun»

B COOTBETCTBUM C NpMKa3oM MHUHUCTEPCTBa 34paBooxpa-
HeHus Poccuiickon Peaepaunn ot 28 peBpansa 2022 .
N2 117 «O npoBegeHun XIX Cbesga neamatpoB Poccuu
C MeXAyHapoAHbIM YyyacTueM ,AKTyajnbHble Mpo6sembl
negvatpun“»> 5-7 mapta 2022 r. B r. MockBe B ruopua-
Hom ¢dopmaTe ¢ orpomMHbIM ycnexom npouwen XIX Cresp
neamaTpoB, NMOCBALWEHHbIN 95-1eTUI0 OCHOBaAHUA Npo-
¢dpeccuoHanbHOM accounaLlmum JeTCKUX Bpavyen cTpaHbl,
B paMKax KoToporo npoBefeHbl | KoHrpecc neanaTtpos
BocTo4yHon EBponbl 1 LleHTpanbHon A3uu, | BcepoccuicKkas
BaKUMHanbHasa Accambnes «3awuuias MNOKONEHUs»,
Il Bcepoccuinckass KOHbepeHUUa ¢ MexayHapoaHbIM yya-
ctuem «[lpuopuTeTbl M 3ajavyM pasBUTUS CcoLMaibHOM
neauatpun», lll 3acepaHne MexBeAOMCTBEHHOIO coBeTa
PAH 1 PAO «3g0poBbe 1 pa3BUTUE LLKONbHUKOB B YC/IOBUAX
HOBbIX Bbl30BOB», |l CaMMUT MeaAULMHCKUX cneLnanncToB
W opraHn3aTopoB 3paBooXpaHeHns «HyTpUTUBHbBIE KOMMO-
HEeHTbl NporpammupoBaHns 340poBbs», |l BcepoccuicKkas
KOHdepeHUMs OeTCKUX aepmatonoros, IV BcepoccUUCKun
ceMuHap «CTpaxoBas MeauLmMHa B oXpaHe 340p0Bbs AETEN»,
IV Bcepoccumckuin dopym «BonoHTepbl — aetam Poccunr,
V TMnnoKpaToBCKUIM MeanuUMHCKKUn dopym, XI EBpasnncKunn
dopyMm no peakum 6onesHam, Xll dopym aeTCKUX MeAULIUH-
CKuX cecTtep, XV MexayHapoaHbii ¢opyM OETCKUX XUpYp-
roB, ypO/OroB-aHApPONOroB M TPaBMaTO/0roB-0pTONEea0B
n Il dopym ans poautenen.

OpraHusatopamu XIX Cbe3aa neguartpoB Poccum

Oblnu:

*  MuHUCTEPCTBO 3apaBooxpaHeHus Poccuitckon depe-
pauuu;
* MWHUCTEPCTBO HayKu MU

Poccuiickon ®epepalmm
o depepanbHaa cnyxb6a no Haa3opy B chepe 3paBoOX-

paHeHus;

o depepanbHaa cnyxb6a no Hag3opy B cdhepe 3alUThI
npaB noTpebuTenemn n 6aarononyynsa 4enoBeKa;
o depgepanbHbii PoHA 0693aTeNIbHON0 MeAULMHCKOro

CTpaxoBaHus;

° PoccuicKan akagemus Hayk;

* PoccuicKasa akagemusa ob6pa3oBaHus;

e [lenapTaMeHT 3apaBooxpaHeHus ropoga MocKBbl;

e Coto3 negnatpoB Poccuu;

e EBponenckasa neanatpuydeckasn accounaums EPA/UNEPSA;
e MexayHapoaHas neanatpuyeckas accounaums IPA;

° 16 npodeccrmoHanbHbIX accoLnaLIni;

e 10 yHMBEPCUTETOB;

e 8 Hay4yHO-uUccnegoBaTeNbCKux LeHTpos, HUN n HMWL;
® 6 MEeAMLMHCKMX OpraHu3aumnin pas3inyHblX BEOMCTB;

° 3 yuyperwaeHuns 3apaBooxpaHeHns PMBA.

B pa6ote XIX Cvbe3ga neamaTpoB Poccuu MpuUHSANK
yyacTtme 6onee 12 300 pgeneratoB (cBbliwe 2200 04HbIX
n 6onee 10 100 oHNanH-y4aCTHUKOB) U3 Pa3J/IMYHbIX PErun-
oHOB Poccuickon depepaumn, cpeam KOTOPbIX — PYKO-
BOAMTENN OPraHoB yNpaBfIEHUS W YUYperKAeHWn 34paBo-
OXpPaHeHUs, HayYyHble pabOTHUKKU, LETCKME CneumanucTbl
amM6ynaTopHO-NONANKIANHUYECKUX U CTALLMOHAPHbIX YUpex-

BbicWwero o6pa3oBaHus

OEeHWN BCEX YpPOBHEW 3[paBOOXPaHEHUs, B TOM 4ucle
6onee 80 geTCKUX MEAULIMHCKNUX cecTep.

B meponpuatuax Cbesaa yyacteoBanu 6onee 300 uHo-
CTpaHHbIX AeneratoB U3 17 rocygapcrs.

XIX Cvesng neanatpoB Poccuu  aKKpeauToBaH
KoopAanHaUMOHHBIM COBETOM MO HEMnpepbiBHOMY MeaWLIMH-
CKOMY U dapmaueBTUYECKOMY o06pa3oBaHuio MuH3apaBa
Poccumn, noatomy Bce yvyacTHMKM Cbe3ga no pesynbratam
paboTbl (NOCELLEHNE COOTBETCTBYIOLLMX CUMNO3NYMOB) UMENU
BO3MOXHOCTb Mony4nTb CBuaetTenscTBo KoopanHauMoHHOro
coBeta no HMO c¢ HayucneHuem 12 KpeauTHbIX €QuUHULL
no cneaywLlmMM cneunanbHOCTIM: NeanaTpus, anneprosorus
N MMMYHONOMUS, racTPOIHTEPOSIOrUS, reHeTUKa, AepMaToBe-
Heposorus, AeTckas KapAauonorus, [eTcKas OHKonorus, AeT-
CKasl 3HOKPUHONOI S, ANETONOTUS, MHOEKLIMOHHbIE 60NE3HMU,
HeBpOJIOrus, HeoHaTonorus, Hedponorus, oblas BpadyebHas
npaKkTUKa (ceMenHas MeauuuHa), opraHuM3alms 34paBooxpa-
HEeHUs 1 06LLEeCTBEHHOE 3[10P0BbE, OTOPUHOIAPUHIONOIUS,
ncuxuaTpus, NybMOHOJIOrUS, TPAaBMaTONOrns 1 opToneauns,
pu3nyeckas U peabunutaunoHHas MeauLnHa, 3NMAEeMUo-
norus.

Mo cnoxusliencs Tpaguuum Beayllen TOPKECTBEHHOMU
uepeMoHunn oTkpbiTMa XIX Cbesna neauvatpoB Poccuu 6bina
npesugeHT Cow3a neauarpoB Poccum, akagemuk PAH
J1.C. HamasoBa-bapaHoBa.

Mpeacepartenn Coeeta ®egepauun PepepanbHoro
Co6paHua Poccuiickon ®epgepauun B.U. MaTBUEHKo
B CBOEM MPUBETCTBUM NoavYePKHYNa, 4To XIX Cbesn negna-
TpoB Poccuu, NOCBSLLEHHbLIM 95-1€eTUI0 0AHOTO0 M3 CTa-
penwmnx npodeccuoHanbHblXx 06beANHEHUN MeAULIMHCKUX
paboTHUKOB cTpaHbl — Colo3a neguatpos Poccuu, aBns-
€TCs 3HaYnuMbiM COObLITMEM B Hay4YHOM M OOLLECTBEHHOM
JXU3HW Hallero rocyaapctBa, LEenblo KOTOPOro sBnseTcs
oxpaHa 3[0pOBbs NoApacTaloLLero NoKoneHus, obecneye-
HME AOCTYNMHOCTM KayeCTBEHHOM MeOULMHCKOW MOMOLLM
[IeTAM, a TaK)Xe OTMETMNA, YTO Ha NPOTAXKEHUN CBOEN UCTO-
pun Coto3 neguatpoB Poccuun octaBancs BEPHbIM CBOEMY
nesu3y «CoxpaHMM 340poBbe AeTen — coxpaHum Poccuto!l»

Beaylas TOPKECTBEHHOW LIePEMOHUM OTKPLITUA — NPe3naeHT
Cotoza negunatpoB Poccum J1.C. HamazoBa-bapaHoBa
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BuaeonpuBeTcTBME MUHUCTPA 34paBOOXpaHeHnss PoccuicKkon
depepaunn M.A. MypaluKko

M BHeC 60M1bLION BKNaj B cOepexeHne Hapoaa, peanusaumio
HaLMOHaNbHbIX NpoOeKToB «3apaBooxpaHeHuer,
«Jdemorpadusa», «06pazoBaHue», OCyLECTBAEHWE MNaHa
MEpPONPUATUI, NPOBOAUMbBIX B pamKax [ecatunetusa get-
cTBa. B.N. MaTB1MeHKO Bbipa3uia yBepeHHOCTb, YTO Npea-
NIOXKEHUA M peKoMeHauuK, BoipaboTaHHble Ha XIX Cbesze,
HanayT CBOE MPUMEHEHUE Ha NpaKTUKe, 6yayT cnoco6CTBO-
BaTb JalbHeWWweMy pa3BUTUIO OTEYECTBEHHOIO 34paBOOX-
paHeHUs U NnegnaTpUYeCcKOn HayKK, YKpPenneHuto mMexayHa-
POAHOr0 ryMaHUTapHOro coTpyaHuyecTsa.

B ceBoem BuaeonpusetctBunM 3amectutenn [Mpea-
cepatena CuyeTHon nanartbl Poccuiickon ®depepauuu
I.C. U3oToBa cKkazana, 4yto XIX Cbe3g negnatpoB Poccun —
BakHeMnwaa nnowagka ana 3pdeKTMBHOro obmMeHa KIu-
HWUYECKMM, HayYHbIM W npenogaBaTeNbCKUM  OMNbITOM,
W nobnarogapuna OETCKMX Bpadven 3a npodeccMoHanuawm,
CaMOOTBEPHKEHHYO NpeaaHHOCTb 61aropogHOMY U BaxXHOMY
neny — neaunatpuun. B 3akniovenune I.C. M3oToBa noadvep-
KHyna, 4to Coto3 neguatpoB Poccun gBNSETCA HaLeXHbIM
3KCMNEepPTHLIM NapTHEPOM 415 PeLEHNs caMbiXx aMOULIMOSHbIX
3afja4y oTpacnu, u noxkenana yvyactHukam XIX Cvesga npo-
OYKTUBHOW paboTbl, MHTEPECHBIX AUCKYCCUW, LIEHHbIX 3HaHUI
W BaKHblX peLleHnin Bo 61aro 340poBbs aeTew.

MuHucTp 3apaBooxpaHeHuss Poccuu M.A. Mypaluko
B CBOEM BWAEOMPUBETCTBMM, OOpaLEHHOM K Y4aCTHWKam
Cbesfa, NoAYEepKHy/, YTO OxpaHa 340pOBbs LeTen Bcerga
ABNsnacb NPUOPUTETOM Hallero rocygapciea, a B NoJo-
KUTENbHBIX U3MEHEHUSX, MPOM3OoLLEeLMX B AETCKOM 34pa-
BOOXP@HEHMU CTPaHbl, HECOMHEHHO, 3HA4YUTENIbHYIO POSb
urpaet Coto3 negnatpoB Poccun. M.A. MypaluKo oTmeTun,
yto XIX Cbesn neanatpoB Poccnn — npekpacHas BO3MOXK-
HOCTb 06CYAUTb aKTyanbHble 3ajaqv AETCKOro 3apaBooxpa-
HeHUsl, OOMEHATLCA MPAKTUYECKUM OMbITOM M ONpefenuTb
Haunyylune NyTv pelleHns No TaknuM HanpasBAeHUaM, KaK noa-
roToBKa KBannduULMPOBaHHbIX Kagpos, ob6ecrneyeHne BbICO-
KWUX CTaHZapToB paboTbl, YAOBMETBOPEHHOCTb HaceneHus
KayeCTBOM OKa3aHua MeaULMHCKON nomoLn. B 3akntoyeHne
M.A. MypaluKko noxenan y4acTHMKam Cbesaa nnoaoTBOPHOM
W ycnewHomn paboTbl, 61aronosy4yms u Kpenkoro 340P0BbLS.

PykoBogutenn ®epepanbHOn cnyxo6bl N0 Haa3opy
B cepe 3alWMTbl NpaB NnoTpedGuTenen U Gnarononyums
yenoseka A.l0. NMonoBa B cBOEM MNPWMBETCTBUU OTMe-
TMna, 4to XIX Cve3n neguatpoB Poccun, 06beanHMBLINM
BUAHBIX YYEHbIX, BPayYen 1 opraHM3aTtopos 34paBooXpaHe-
HUS, ABASETCA KPYMHENLWIUM COBbITUEM B Hay4YHOM U obLLe-
CTBEHHOM W3HW CTpaHbl, AaeT BO3MOXHOCTb 06CYAMTb
HacylwHble npobnembl neguvaTpuv U MNoOBbllWeHU addeK-
TUBHOCTU MEAMLIMHCKOW NOMOLLM AETCKOMY HaceneHulio.
A.10. MonoBa aKueHTUpoBana BHMMaHWe Ha ToM, 4To Colo3

BuaeonpuseTcTBre n3bpaHHOro npesnaeHta MexayHapoaHon
neaunatpuyeckon accouymnaumu (IPA) HaBmuHa Takepa

negnaTtpoB Poccuu, npoBoas GOMbLUYIO HAyYHYIO M MpaK-
TUYECKylo paboTy, BHOCUT CYLLECTBEHHbIN BKNaj B COBEp-
LUIEHCTBOBaHME HOPMaTMBHOW, NPaBOBOM U METOAMYECKON
6a3bl B 061acTM NPOOUNAKTUKN MHPEKLMOHHBbIX 60oNe3HEN,
B TOM YMC/ie HaLMOHaANbHOro KaneHgaps npodunakTnye-
CKMX MPUBUBOK M KaneHaapsa NpodunakTMiecKmMx NpMBMBOK
no 3aNMAeMMUYECKMM MOKa3aHWSM, a TaKKe Bblpa3una yBe-
peHHocTb, 4yTo XIX Cbe3dn neanaTpoB Poccun NpoaoSIKUT
Tpaguumio OOGbEAMHEHUN YCUNUN Y4YEHbIX, MPaKTUYECKUX
Bpayen n 06LIECTBEHHbIX OpraHM3aLmi B Lensx CoBepLUeH-
CTBOBaHUA MeAULIMHCKOM MOMOLLM M NPODUNAKTUKN MHDEK-
LIMOHHbIX 3a60neBaHKI y eTeN.

MNMpepcepatens MaTpuapluen KoMUccum No Bonpocam
ceMbM, 3aluTbl MaTepUHCTBA U AeTcTBa uepein Pepop
JlyKbSIHOB IM4YHO NPUBETCTBOBA Y4aCTHUKOB, Nepeaan 6na-
rocnoBeHue 1 cnoBa noaaep:ku ot Ceatenwero MNaTtpuapxa
MockoBcKoro 1 Bces Pycu Kupunna v Bbipa3un Hagexay,
yto XIX Cvbesn neanaTpoB Poccuu BHeceT CBOW BKnaf
B AaNbHeNllee pa3BuMTUE POCCUINCKON MeanLmMHbl Ha 6naro
3[0P0OBbS AETEN.

YyacTtHMkoB XIX Cbe3pa Takxe npuBeTcTBOBaNU
U36paHHbIA Npe3uaeHT MeXXayHapoaHoi neauarpuye-
ckoi accouuauumu (IPA) HaBuH TaKep, KOTOpbI OTMe-
Tvn, yto Coto3 neamatpoB Poccun UrpaeTt 3HavyMmylo posib
B MEeXAyHapoAHOM neauMaTpuMyecKom coobLecTBe U ABNS-
€TCA OYEeHb BaXHbIM M JaBHWM YneHom MexayHapoaHoMn
neguatpuyeckon accoumnauum (IPA), a Takxe npeswu-

AeHT EBponelcKoW nepuaTpuvyeckom accouuauuu
(EPA/UNEPSA) Maccumo lMetoenno-MaHTOBaHM, noj-
YEPKHYBIUMIA HEOBXOAMMOCTb OObEAMHEHUS YCWUIUNA BCEX
[IETCKUX Bpa4ven M1pa BO UMS U3HW U 300POBbS AETEN.

BuaeonpuseTcTBMe npe3unaeHTa EBponerickon neanaTpnyeckon
accouwnaumnn (EPA/UNEPSA) Maccumo Metoenno-MaHToBaHu
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WH®OPMALUA COIO3A NEAUATPOB POCCUU

J1.C. Hama3oBa-bapaHoBa Bpy4aeT HarpyaHbii 3HaK «OTAUYHMK
3apaBooxpaHeHus» K.E. 3deHaneBom

Ha TOop}KeCTBEeHHOM LEepeMOHUU OTKPbITUA OblIU
HarpaxaeHbl MHOrue JeTcKkue Bpayu M neguaTtpu4eckue
MeAULUHCKHNE CEeCTPbl U3 pa3HbIX PErMOHOB CTPaHbl.

Tak, Ha OCHOBaHMWM nMNpuKala MwuHUcCTEpPCTBa 3apa-
BOOXpaHeHuss Poccuinckon depepaumm ot 21 deBpans
2022 r. N2 66-n «O HarpaxkgeHun» «3a MHOr0JIETHUH NNO-
AOTBOPHLIA TPyA, npodeccuoHasbHOEe MacTepcTBO
M BbICOKHWE JIMYHble AOCTUXKEHUs B o6nacTtu 3apaBo-
OXpaHEeHUsl» HarpyaHbiMm 3HaKoM «OTAMYHMK 3ApaBo-
oXpaHeHusl» Gblna HarpaxaeHa Kamunna EBreHbeBHa
9deHamneBa, 3amecTuTeNnb PyKOBOAWUTENS MO MeXAyHa-
POAHbIM CBA3AM M 06pas30BaTe/ibHOW AEATENbHOCTH, Beay-
WMA Hay4HbIA COTPYAHWK, Bpay anneprosior-uMMyHosor
HWUWU neamnatpum n oxpaHbl 3g0poBba aeten OIBHY LKB
PAH, a BbnaropapHocTbio MuHUCTpPa 3apaBoOOXpaHe-
Hua Poccuiickon Pepgepauum «3a xopowmnii U fo6poco-
BECTHbIW TPyA» Oblain NooLpeHbl coTpyaHnkn HUU negua-
TpuK U oxpaHbl 3gopoBbsa geten GIrbHY LKB PAH MapuHa
AHatonbeBHa ba6ankuHa, Buna AxtamoBHa bynrakoBa,
KoHcTaHTMH CTaHucnaBoBu4 BonkoB, Onbra bopucoBHa
loppeeBa, Anwar MukaunoBHa MNaszanueBa, CBetnaHa
leHHapbeBHa [y6aHoBa, HaTtanua BsavyecnaBoBHa
KypkoBa, TatbsiHa AHatonbeBHa KOHCTaHTUHUAM,
TatbaHa AHatonbeBHa KanwxkHaa, Onua BuKTopoBHa
HectepoBa, Hatanua BayecnaBoBHa YcTuHoBa, HuHa
BnagumupoBHa ®epopoBa.

Bbicwewn Harpaabl Cowsa neguatpoB Poccunm —
meaanu «3a Bblaalouuecs 3acayrm B oxpaHe 3A0-
poBbA AeTei», TMOCBSLIEHHOW BEJIMKOMY POCCUMCKO-
My [OETCKOMY Bpady akagemuKy leopruio HecTtopoBuiy

CnepaHcKoMy, — yaocToeHbl Jlapuca AnekcaHApOBHa
BanbikoBa (anpexktop MeauumHCKOro mHctutyTa Prooy
BO «MT'Y um. H.M. Orapésa», 3aBeayoulan kadeapon neam-
aTpum MI'Y mm. H.M. Orapésa, JOKTOP MEAULMHCKUX HayK,
npodeccop, YneH-KkoppecnoHaeHT PAH, rnaBHbi BHewWwTaT-
HbIM cneunanuct neauatp MpuBomKkckoro 0, npe3naeHT
MopaoBCKOro pernvoHanbHoro otaeneHms Coto3a negmaTtpos
Poccun) 1 Jlw6oBb BnagumupoBHa PbiuKOBa (OUpeEK-
Top PrBHY «HayyHblt LeHTp npo6neM 340POBbs CEMbM
W penpoaykumu venoseKar (r. MpKyTcK), npodeccop Kade-
Apbl «<MeaunumMHeKas ncuxonoruns» MpKyTCKOro rocyaapcTBeH-
HOrO YHMBEPCHUTETA, JOKTOP MEAMLIMHCKUX HayK, Nnpodeccop,
yneH-KkoppecnoHaeHT PAH, npe3unaeHT UpKyTcKoro obnact-
HOro pernoHanbHoro otaeneHuns Cot3a neanatpos Poccunm).

Mo4yeTtHOM Harpapbl Cowsa neguatpoB Poccun —
meaanu «3a Bbljalouuecs ycnexu B CnaceHuUM faet-
CKMX MW3HEeW», MNOCBALIEHHOW OCHOBOMONIOXHUKY pOC-
CUMCKOM KAMHMYECKOW neauaTpun Huny dPepopoBuyy
dunatoBy (yuperaeHa B 2022 r.), — yaoCTOeHbl ANIeKcaHAp
AneKcaHgpoBu4 bapaHoOB (BbigaloWMWcs POCCUNCKUK
neaunaTtp, BHECLLMI 3HAYUTENbHbIN BKNaj B pa3BuT1e neaua-
TPUYECKOMN HayKM B Halen cTpaHe, ¢ 1994 1. — 6eCCMEeHHbIN
pykoBoautenb Coto3a neamatpoB Poccun, a ¢ 2017 r. —
NMOYETHbIN NPE3NAEHT NPOPECCUOHANIbHOM OpraHM3aumu
OETCKMX Bpayen CTpaHbl, MMaBHblIM BHEWTaTHbIM cneuua-
et negnaTtp MuH3apasa Poccuun, akageMuk PAH, nonHbIn
KaBanep opAeHoB «3a 3acnyru nepep oteyectsom» 1V, I,
Il n | ctenenn), Oner OpbeBU4Y ABEpPbAHOB (MNaBHbIM Bpay
FAY3 CeepanoBckon obnactu «ObnactHaa AeTCKasa KIUHU-
yeckas 6onbHMLUA»), FTanMHa HuKkonaesHa KupeeBa (rnaB-
Hbin Bpad BY3 «HensbuHckaa obnactHas OeTcKas Kiu-
HMYyeckas 60nbHMLA», NMaBHbIM BHELWTATHbIM CAeLnaancT
neavatp MwuHUCTEpPCTBa 34paBOOXpPaHEHUs YensabUHCKOM
o6nacTtu, yneH MeaununHcKkon nanatbl YenabuHcKon obna-
cTn), CBetnaHa leHHapbeBHa [MCKyHoOBa (rnaBHbIN
Bpay BY PoctoBckon ob6nactu «O6nactHaa geTckas Kiau-
HMYyeckasd 60nbHMLUA», MaBHbIM BHELTATHbIM COEeLnaancT
neanatp KOxHoro ®O, rmaBHbIM BHELWTATHbIA crneunannct
MuHucTepcTBa 3apaBooxpaHeHuss PocToBCcKoW obnactu
no ayauTty B Neavatpuu, KaHaAuAaT MEAMUMHCKMX HayK),
Hukonain Hukonaesuy4 BonoauH (3aseayowmnin kadenpon
HeoHaToNnorMn daxkynbTeTa YCOBEPLIEHCTBOBAHUSA Bpayvew
Poccuinckoro rocygapCTBEHHOTO0 MeEAMULMHCKOro YHUBEp-
cuteta (HblHe — PHUMY um. H.U. MNuporosa), npe3naeHTt
Poccuiickon accoumauunn cneumanucToB nepuHaTasibHOM
MeauumHbl, akagemuk PAH) 1 AnekcaHap FpuropbeBu4
PymsaHueB (npe3unaeHt PrbY «HauuoHanbHbll Meau-
LMHCKUM KnccneaoBaTe/bCKUM LIEHTP OETCKOW remaTosnio-

HarpaxpaeHue BnarogapHocTbio MUHUCTpa 34paBoOXpaHeHUs
Poccuiickon Pegepauunn «3a XopoLwnin n LO6POCOBECTHbLIV TPYA»
coTpyaHnkoB HUW neanatpum n oxpaHbl 34opoBbs geten PrbHY
LKB PAH

HarpaxkageHune noyetHom Harpagow Coto3a neguatpoB Poccun —
Megasnbio «3a BblAatolmecs 3acfyru B oxpaHe 340p0OBbs AeTeM».
A.A. bapaHoB 1 J1.C. Hama3oBa-bapaHoBa Bpy4atoT AMNAOMbl
no6eautenam — J1.B. PbiykoBom 1 J1.A. bBanbiKoBow



FMW, OHKOMOTMM U UMMYHONOrMKM M. OmuTpus Poravesa»
MuHsgpaBa Poccuu, npesnaeHT HaumMoHanbHOro obwecrtsa
OETCKUX reMaToioroB 1 OHKOJIOroB, akageMuk PAH).
Aunnombl Col3a nepaunatpoB Poccuu «3a 3acny-
rM B oxpaHe 3a0poBbA aetei Poccum» Gbiin Bpy4eHbl

Jlio6oBn UnbuHN4He KoONeCHUKOBOM (HayyHbI PYKOBO-

antenb PIrbHY «Hay4yHbIM LeHTp Npob6aem 340P0BbS CEMbHU

M penpoaykuun 4venosekar» (I MpKyTCK), akagemuk PAH),

TatbsiHe AneKkceeBHe KycalKo (3amecTuTenb npeace-

natena Komuteta CoBeta deaepauuu No couManbHOM

nonutuke), Anparty 3akueBuuy ®PappaxoBy (aenytar
locynapcTBeHHON aymbl Poccuiickon denepauun VI cosbl-

Ba, 3aMecTuTenb npegceatens Komvceumn rocyaapctBeHHOM

Oymbl ®epepansHoro Cobpanua Poccuickon Pepepaunu

no Bonpocam NoAAEPKKM Manoro U cpeaHero nNpeanpuHu-

MaTenbCTBa, JOKTOP MEAULMHCKMUX HayK, AOLLEHT).
MoyeTHbIMK YieHamu Colo3a negunartpos Poccuu cta-

nu Bepa NetpoBHa BaBunoBa (4JOKTOP MEAULMHCKUX HaYK,

npodeccop Kadpeapbl NONMKINHUYECKON NeanaTpun, npone-

OEBTUKM LEeTCKMX 601e3HEN M NOCNEeANNIOMHON NOATOTOBKM

dre0y BO «KemepoBCKUI rocyaapCTBEHHbIN MeAULUHCKUI

YHUBEPCUTET», MPE3NAEHT PErMOHaNbLHOIo oTaeneHus Cotosa

neanatpoB Poccun no KemepoBcKow o6nactu), Jliogmuna

BauyecnaBoBHa Ko3noBa (JOKTOP MEAMLIMHCKUX Hayk,

npodeccop, 3acnyeHHbin Bpay Poccuickon depepaumu,

3acnyXeHHbln gesTtenb Hayku Poccunckon deaepaumu, npe-
3ngeHT CMONEHCKOro peruno-HanbHoro otaeneHus Coto3a
neanatpoB Poccun), Enena ®epgopoBHa JIyKyWKUHA (00K-

TOp MeaMUMHCKMX Hayk, npodeccop, ¢ 1991 no 2018 r. —

3aBeayolas Kadbeapor GaKynbTETCKON U NONNMKINHUYECKOM

neanatpum Proe0y BO «[MpuBOMKCKUIA UCCeaoBaTENbCKUI

MEeAMLMHCKMI yHuBepcuteT MuH3gpaBa Poccun, B HacTo-

dwee Bpemsa npodeccop Kadbeapbl, B TeYEHUE MHOMMUX

neT — npegcefatenb HWKeropogCcKoOro pernoHanbHOro
otaenexusa Coto3a negmatpos Poccun), Hukonan MasnoBuy
lWa6anoB (OOKTOP MeEAMUMHCKUX HayK, npodeccop,
3acny)eHHbln Bpay Poccuiickon depepaumu, 3acnyreH-

Hbi aOeaTenb Hayku Poccuiickon depepaumn, ¢ 1993

no 2019 r. — 3aBeaylWwunin Kapeapoh U KIAUHUKON [eT-

CKuX 605e3Hen BoeHHO-MeAWUMHCKOM aKaJeMUu MMEHU

C.M. KupoBa, B HacTosillee BpemMs npodeccop Kadeapsl,

npesungeHT CaHkT-lNeTepbyprckoro pernoHanbHOro otae-

nexnua Cotosa negmnatpoB Poccuu), TaTtbsHa AneKceeBHa

PomaHoOBa (LOKTOP MEeAWLMHCKMX HayK, npodeccop, OCHO-

BaTe/Nb W 3aBeaylowaa Kabeapon neamarpunm € Kypcom

OETCKUX XMPYPruvecKknx 601e3Hen MeauLMHCKOro MHCTUTYTA

Praoy BO «benropofckui rocyaapCTBEHHbIA HaLMO-Hab-

HblM UccnefoBaTeNbCKUIM yHuBepcuTe™ no 2019 r., B HacTo-

dwee Bpemsa npodeccop Kadbeapbl, B TeYEHUE MHOMMUX

net — npeacegatens benropoackoro perMoHanbHOro otae-
neHua Coto3a neanatpoB Poccuu) v liogmuna BUKTOpOBHA
flkoBneBa (JOKTOP MEAMUMHCKMX HayK, npodeccop, 3aBe-
ayouwasa Kabeapon NOAMKIMHUYECKOM U HEOT/IOXKHOW negu-
aTpumn ¢ Kypcom MAMNO Pre0y BO «bawkupckuin rocyaap-

CTBEHHbIN MEeAULIMHCKKI YyHUBepcHuTe™ MuH3apasa Poccuu,

npeacenatesib PernoHanbHOM o6LECTBEHHON OpraHM3aLunu

no pasBuTUIO neanatpum B Pecnybnuvke balwKopTocTaH

«PecnybnnKkaHcKoe obLecTBo neamMatpoB balwkopTocTtaHar).
Bnepsbie B 2022 . Coto30M negmMatpoB Poccum yupex-

[eHbl Harpaabl B 061acTU 61aroTBOPUTENIbHOCTU U NoGe-

ANTENAMM NPU3HaHbI:

e «3a BKNag B OXpaHy 3[40pOBbsf W pas3BuTUE aeTew
YensbuHcKkon obnactn» — «@OHA COLMUANBHDbIX, KY/b-
TYPHbIX U oGpa3oBaTe/ibHbIX MHUUMATUB 2020» —
UpuHa HukonaeBHa TeKcnep;

e «3a BKlag B BO3pOXAeHWe 61aroTBOPUTENBHOCTH
B neanatpum» — UHra AnekcaHgposHa Huxapapse.

JlaypeaTtamu exxerogHoro KoHkypca Coto3sa negma-
TpoB Poccum «[letckum Bpay» no urtoram 2021 r.
cTanu:

* B HomuHauun «OPFTAHU3ATOP 31PABOOXPAHEHUA» —
AHppen BavecnaBoBu4 Kum (rnaBHbii Bpad CaHKT-
MNeTtep6yprckoro N'BY3 «fopoackas nonmKkanHuka N2 37»,
r. CaHKT-lNeTepbypr, LOKTOP MEAULIMHCKUX HaYK, AOLEHT);

e B HOmuHauum «BPAY-HEBPOJZIO[» — MapuHa
HukonaeBHa CanoBa (3aBeaylollas oTAeleHnemM meam-
LIMHCKOW peabuavTauumu, Bpay-HEBPOOr AETCKOW NOAu-
KnnHukn N2 8 OBY3 UKB um. KyBaeBbix, . MBaHOBO,
BbiClIAA KBalMbWUKaLMOHHASA KaTeropus, KaHaupaT
MEANLMHCKUX HayK);

°* B HOMWHauuu «BPAY-HEDPOJOI, MNEAAMON» — Onbra
AnekcaHgpoBHa CepaliKuHa (Bpay-Hedponor Hedppo-
nornyeckoro otaenexHmnsa NbY3 «CamapcKkasi obnacTtHas
KnuHunyecKas 6onbHuua um. B.[l. CepenaBuHar, Bbiclias
KBanMPUKaLMOHHAsA KaTeropus, KaHauaat MeauLMH-
CKMX HayK, accUCTeHT Kadeapbl AETCKMX 60ne3Hen N6OY
BIMO «CamapcKkuin FTMY»);

* B HoMMHauuu «3A BEPHOCTb NMPO®ECCUN» — Muxaun
BukeHTbeBuY KyauH (3aBefylowmn OEeTCKUM MHObEK-
UMOHHbIM oTaeneHnem N° 1, Bpauy-negunatp 'bY3 MO
«KonomeHckas UPB», Bbicwas KBanudpuKaLMOHHas
KaTeropusi, JOKTOP MEANLMHCKUX HayK).

B KoHKypce Coro3a negumatpoB Poccum «JleTcKas
MeAuLMHCKas cecTpa 2021 roga» nobeannu:

e B HomuHauumn «CTAPLLAA MEAMLMHCKAA CECTPA
NEAVUATPUYHECKOIO OTAEJIEHUA» —  EneHa
CepreeBHa lOpuHcKas (CTapluias MeguLMHCKas cectpa
neguMatpuyeckoro otaeneHuss Y3 «[deTcKun KanHu4e-
CKUN MEAMUMHCKUM UEHTP . YnTbl», BbiCWas KBanndwu-
KalMWOoHHas Kateropus);

e B HomuHauumn «CTAPLLAA MEAMLMHCKAA CECTPA
C BbICLULMM OBPA3OBAHWEM» — AneKcaHapa
UropeBHa Mopo3oBa (cTapluas MeauLMHCKasa cecTpa
neguMatpudeckoro otgenenusa NAY3 «Kpaesas 6onbHMLA
N2 4», r. KpacHOKameHCK, BbiCcllas KBaanduKaLMoHHas
KaTeropusi, UMeeT gunnom 6akanaBpa <AKageMuyeckas
MeAuLMHCKasa cecTpa. [penogaBaTtenby);

e B HOomMMHaumn «MEOAMUMHCKAA CECTPA 110
PEABUTNTAUNN» — KOnua BnagumupoBHa
KanawHukoBa (MeaMUMHCKaa cecTpa OTAeNeHuns

dusunotepanun, NIOK mn maccamxa KnuHukun OrbHY

«Hay4HbI LeHTp NnpobnemM 340Pp0BbSi CEMbK U PENPOAYK-

LMK YenoBeKa», I. MPKYTCK, Bbiclias KBaaUpUKaLMOH-

Has KaTteropus);

e B HOMMHaumn «CTAPWLWAA MEAMLUMHCKASA CECTPA
OBPA30BATE/IbHOIO YYPEXAEHWA» — CBetnaHa
FleHHagbeBHa MoragaeBa (MegnUMHCKas cecTpa Kabu-
HeTa OpraHM3auUuMM U OKa3aHWs MEeAMLIMHCKOM MOMOLLM
netam n nogpoctkam AY3 TO «O6nactHas 60/bHULA
N2 19» dmnmnan boraHAMHCKas MOMMKAMHUKA, BbiClUas
KBalMdUKaLMOHHAN KaTeropus);

* B HOMWHauun «3A BEPHOCTb NMPO®ECCUN» — Bepa
BnagumupoBHa Crtapopy6ueBa (cTaplias MeauLMH-
cKaa cecTpa oTaeneHus oHkonornn [AY3 «[leTckas
pecnyb6/iMKaHCKas KauMHu4yecKas 6GonbHuua» M3
Pecny6nunkn bypatus, r. YnaH-Y49, Boiclwasa KBaauduKa-
LIMOHHas KaTteropwus).

Jlaypeatamu KoHKypca Coro3a nepauatposB Poccum
«MeanMUMHCKaA opraHusauuma nejuaTpuy4ecKoro
npoduna 2021 ropa» ctanu:

e BY XMAO — IOIPbl «HaraHckasa ropoackasi geTckas
NOJIMKANHWKA», T. HAraHb;

e [BY3 «[leTcKaa ropoackass nonuknauHmka N2 133
[JenapTameHTa 3apaBooxpaHeHuns . MOCKBbI».
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NMo6eantenem KoHKypca Coro3a neaunatpos Poccumn
«0O6pa3oBaTesibHOe Yy4YpeXxpeHue Bbiclero oo6paso-
BaHUA nepauaTpuyeckoro npoouna 2021 ropa» cra-
no ®re0y BO «YpanbCKUM rocyfapCTBEHHbIA MeAMLMH-
CKMK yHuBepcuTeT» MuHUCTepCcTBa 34paBOOXpaHeHus
Poccuitckon depepaumuu, r. EkatepuHbypr, oTMeTUBLLEE
B 2021 r. cBor 90-neTHUI 1obunen.

MoaBeAeHbl UTOMU U HArpaXKAeHbl N06eAUTENN KOH-
Kypca «Jly4ylwUnh XyA0XKeCTBEHHO-UCTOPUYECKUHA O4YepK
Mo UCTOPUU POCCUMCKON NeguaTpumn».

HomuHauusa «McTopus cTaHOBNEHUS neauaTpuyecKomn
CNy»6bl permoHar:

e aunnom 1-n cteneHn — Bepa HukonaeBHa LlenkoBa
«[TpecHs: 0T UCTOKOB OXPaHbl IETCTBA K UHHOBALIMOHHOMY
pa3BuTHio neamatpumn» (Mockea);

e aunnom2-rcteneHn — BepaleHHaabeBHa Ko3apeHKo,
ExkatepuHa BanepbeBHa lloHomapeBa «McTtopua cTa-
HOBMEHUS neanaTpuyeckon cnyxobbl r. HedpTetoraHcK»
(HedTetoraHck).
HomuHauua «Mctopusa

yupexaeHum»:

e aunaom 1-m cteneHn — Amutpun BanepbeBuy AHTOHOB
«KpaeBasi getcKas KAMHM4YecKass 6onbHuUua lNepmckoro
Kpas» (Mepmb);

e aunnom 1- cteneHn — AHHa BanepbeBHa KonueBa
«HensBecTHble ¢QaKTbl M3BECTHOM MUCTOpUM ApTeKa»
(Kpbim, ApTek);

e gunnom 2-n ctenein — Pupa PudoBHa KagukoBa
«[loM pebeHKa: OT APEBHOCTM A0 COBPEMEHHOCTMU» (Yda).
Bcem nobeautensm 6binn BpyydeHbl auniombl Coto3a

negmatpoB Poccun v namsitHble npu3bl. C My3blKanabHbIM

NPUBETCTBMEM MO CNOXMBILENCSH TpaauLMKM BbICTYMUAK

Aunana TypuKasa, a TakXe XOp KOJ/UIeKTMBa CTYAEHTOB

MeaunuunHcKkoro uHctutyta HaumoHanbHoro uccnepo-

BaTe/bcKkoro MopaoBCKOro rocyfapcTBeHHOro yHuBep-

cuteta uM. H.MN. Orapesa 1 KoHLEepPTHLIA XOpP CTYAEHTOB

YpanbCcKoro rocyaapcTBeHHOro MeAMLMHCKOro YyHuBep-

cUTeTa, KOoTopble Gbln TENN0 BCTPEYEHbI annoagucMeHTamm

cobpaBLINXCS.

Ha nneHapHoM 3acefaHuu C BCTYNWUTENbHbIM C/IOBOM
K yyacTHMKam Cbesga obpatunca npesupaeHT Colo3a
MeAMLMHCKOro cooouecrtBa <HaumoHanbHaa MeguLmH-
CKafl nanatar, JOKTOpP MEeAULMHCKUX HayK, npodeccop
J1.M. Powanb. B cBOEM BNAEONPUBETCTBUN OH NO3ApPaBUI
Coto3 neanatpoB Poccum ¢ 95-neTHmMm obuneem, noénaro-
napun noyeTtHoro npeaungeHTta Coto3a negnaTtpoB Poccum,
akagemnka PAH A.A. bapaHoBa 3a HeOUEHWMbIM BKnaa
B pPa3BUTWE M COXPaHEeHWe neauMaTpuu U noxenan neauva-
TpaM 340pOBbS M MN0AOTBOPHOM paboThl Ha XIX Cbhes3ge.
MneHapHoe 3acegaHune 6bI10 NOCBALEHO OXpPaHe 310POBbS
[eTen B YCNOBMUSX HOBbIX BbI30BOB, M npe3uaeHT Coto3a
neaunatpoB Poccun, akagemuk PAH J1.C. Hama3oBa-
BapaHoBa B cBoeM [OK/laje pacCKasdana 06 aKTyasbHbIX
Bonpocax neauvatpum B anoxy COVID-19. Takxe BbICTyMNK-
nv E.H. Ban6apuHa (<O 3agayax negumatpuyeckon Cnyobl
Ha coBpeMeHHoM aTane»), H.H. BonoguH (<O negnatprMyeckom
o6pa3oBaHunM B Poccuiickon deaepauny), A.l. PymaHues
(«O nepcneKTMBax HeoHaTaNbHOr0 CKPUHWUHIa M AMcnaHcepu-
3aumnn geten rpynnbl puckar), C.U. Kyues (<O ponu HeoHa-
TaNbHOIO CKPUHWHIA B AMArHOCTUKE HaCNneACTBEHHbIX 3a60-
nieBaHui»). Bo BTOpOW YacTu NneHapHOro 3acegaHuns B paMmKax
nposeaeHus lll 3aceganna MexXBegOMCTBEHHOIo coBe-
Ta PAH n PAO «3p0poBbe M pa3sBUTUE LKOJIbHUKOB
B YCNOBMSIX HOBbIX BbI30OBOB» M0 NpeAceaaTesbCTBOM
BuuUe-npe3ngeHta Poccuiickon akKapemuum o6Gpaso-
BaHuA, akagemuka PAH I.I. OHUWEHKO ¥ MOYETHOro
npe3uaeHta Corw3a neaunatpoB Poccuu, akagemuka

neaMaTpuyecKknx neyvyebHbIX

MnenapHoe 3acefaHue. BoictynneHune E.H. ban6apuHon

PAH A.A. BapaHoBa o6cyaanucb npo6nembl 340POBbS
1 06pas3oBaHns AeTen, MOAPOCTKOB U MOMOAEKMU, B TOM YUCne
[eATeNnbHOCTb NeanaTpuyeckon cnyxobl B Poccun B nepuog
naHgemuun COVID-19, meanKo-couunasnbHble NOCNeaCcTBUSA CUH-
nemun COVID-19, mexaucuunaMHapHblM B3rnsa Ha ocobble
obpazoBaTefibHble NMOTPEOGHOCTU AETEN-UHBANUOOB B 3MOXY
COVID-19, 0cOo6eHHOCTU KOMMJIEKCHOM OMarHOCTUKW TOTOB-
HOCTHM K LUKOME U PUCKOB [e3ajanTaluu, a TakkKe YHeT Kpu-
TUYECKUX MEPUOAOB B XKU3HW AETer U MNOMOXKeHUNM Teopuu
NMOKOJIEHUI KaK pe3epBa NoBbIWEHUS AEMCTBEHHOCTU MEANKO-
coLManbHON MOMOLLM.

HayyHas nporpamma XIX Cbespga neamatpoB Poccuum
BK/oYana 168 cMMMNO3UMyMOB, COBELWAHWK rNaBHbIX cne-
LManMCcToB, NieHapHbIX 3acefaHui, KPyribiXx CTONOB, NEK-
UMK, AMCKYCCMOHHbIX CECCUW, Ha KOTOpbIX 06CYXAanucb
npo6nembl NEPBUYHON MEAULMHCKON MOMOLIM AETCKOMY
HaceneHulio U NyTM ee COBEPLUEHCTBOBAHWUSA, ayauT Kaye-
CcTBa OKa3aHWs MeAMLMHCKOW MOMOLM [AeTaM, Hay4dHble
W MpaKTMYECKUe acneKTbl pas3BUTUSA neauaTpun, nuTaHue
3[40p0BOro M 60MbHOr0 pebeHKa, BOMPOCHI BaKLMHOMPO-
OUNaKTUKN JeTEN M Ha MPOTIKEHUW BCEW KWU3HU, pea-
Kune, a TaKXe CcouManbHO 3Ha4yMMmble 6GONE3HU B MpPaKTUKe
neanatpa, nNpobnembl [JETCKOW WHBaNWAHOCTH, MeaAWLMUH-
CKO€e CTpaxoBaHWe B OXpaHe 3[0PO0Bbs AeTel, pPoJfib Nauu-
EHTCKMX OpraHM3auui B COBPEMEHHOM AETCKOM 3paBO0OX-
paHeHWK, akTyasbHble BOMPOChI BOJOHTEPCTBA B NeanaTpum
M MHoroe gpyroe. Bcero noctynuno 6onee 1540 3asBOK
Ha [OKNabl, N3 KOTOPbIX B NMporpaMmy BKlOYeHbl 6Gonee
NoNoBUHbI. HacbllleHHas caMbIMU aKTyalbHbIMW Hay4YHbIMMK
OaHHbIMKW Nporpamma XIX Cbesna Bbi3Basia UBOW MHTEPEC
ayauTtopuu, Bce cnywartenn — y4vacTHUKM Cbesna, npej-
CTaBMBLLME CBOW BOMPOCHI, — MOAYYUSIM UCHEepPNbIBalOLLME
OTBETbl, 060raTUIUCh HOBbIMWU 3HAHUSMU, 3HAYMMO MOBbI-
CUB ypOBEHb CBOEN NPOdPECCUOHATbHON OCBEAOMIEHHOCTH.

B pamkax XIX Cbesga neguatpoB Poccun cocTosifiocb
3HamMeHaTteNnbHoe cob6biTve — | KoHrpecc neaumartpos
BocTto4yHou EBponbl u LleHTpanbHow A3um (BELLA), Lenbio
KOTOPOro $IBM/IOCb OObEAMHEHUE YCUIMW BCEX AETCKUX
cneunannucToB Hallero perMoHa B COBEPLIEHCTBOBaHWMU
OKa3aHWa MeaMKO-coLManbHOM nomouwmn aetam. B npusert-
CTBEHHOM c/ioBe npe3uaeHT Col3a neauartpos Poccum,
akaaemuk PAH J1.C. Hama3oBa-bapaHoBa no6narogapu-
Nna AeTcKkux Bpaden AsepbanarkaHa, benapycu, KasaxctaHa,
Cepbun n YsbekucTaHa, NPUHSBLIMX aKTUBHOE yyacTue
B MEponpuaTuu, a npe3naeHT EBponercKkon neguartpuye-
cKou accouuauumu (EPA/UNEPSA) Maccumo lMNetoenno-
MaHTOBaHU MOAYEPKHYN BaXHOCTb COBMECTHbIX YCUIUN
[IETCKMX Bpayen BCEro Mupa B yNy4lleHUn COCTOSAHUS 300-
poBbS AeTeEN.



AKTYAABHBIE

| KoHrpecc negmaTtpoB BocTouHom EBponbl 1 LleHTpanbHoOM A3uu.
MpuBeTcTBEHHOE CNOBO Npe3ungeHTa Coto3a negmuaTpos Poceuu,
akagemuka PAH J1.C. HamasoBoi-bapaHoBow 1 npe3uaeHTa
EBponerickon negnaTtpuyeckon accoumnaumm (EPA/UNEPSA)
Maccumo lNMeToenno-MaHTOBaHM

OaHOM U3 KNlo4YeBbIX TEM Ans 06CyXKaeHMa cTana 3abo-
nesaemocTtb ageter COVID-19. bbinn npeactaBneHbl cTpa-
HOBOW OMbIT BEAEHMS NaLMEHTOB C HOBOM KOPOHaBUPYCHOM
MHbEKUMEN, BOZMOXKHOCTU BaKLMHOMPODUIAKTUKM, a TaK-
K€ 0COBEHHOCTM TEYEHMA U COBPEMEHHbIE MOAX0Abl K Tepa-
MM NOCTKOBMAHOIO CMHAPOMA.

Hemanoe BHWMaHue 6bIIO yAEeNeHO U APYrMM HayyHOo-
NPaKTUY4ECKMM acrneKkTam OKa3aHUsA MEeAULMHCKOM NOMOLLM
OETAM Kawaow M3 CTpaH, B YaCTHOCTWM pacnpocCTpaHeHHOo-
CTU UHOEKLIMOHHbIX U aniepruiecknx 3abonesaHuim, UMmy-
HOAEDUUMUTHBIX COCTOSSHUM U COBPEMEHHBIM anropuTmMam
UX NeYeHus, paLuoHanbHOMY MPUMEHEHUI0 aHTUbaKTepu-
anbHbIX MpenapaToB, B TOM 4ucne B MNepuoa nNaHAeMuu
COVID-19, nprBEPKEHHOCTU BaKLMHALMK, @ TaKKe BOMpPO-
caM guanusa, TpaHcnaaHTauMu opraHos 1 ap.

B cBOMX BBLICTYNNEHUAX NPEe3nfeHTbl neguaTpudecKux
obulecTB M AeTckue Bpayu cTpaH BoctoyHon EBponbi
n LUeHTtpanbHon Aswu (T.I. Taru-zapge, C.B. baiiKo,
M. banyetny, I.C. [xamb6ekoBa, W.P. lOnpawes,
JI.T. EpanueBa v Ap.) nNogenuanucb onbiToOM, NpeacraBuin
LOCTUXEHMSA U NEPCMNEKTUBBI OKa3aHUs MeAULIMHCKON NOMO-
LM AETCKOMY HaceNeHuI0 CBOMX CTpaH, a TaKXe B CBOIO
oyepeab nobnarogapunun Colo3 negmuaTpos Poccun 3a npo-
ABJIEHHYIO UHMULMATUBY B opraHn3aunn KoHrpecca u coaep-
KaTenbHoe 06CyAeHWe aKTyanbHbIXx Npobnem neguvaTpuu
cTpaH BELLA. CoBMECTHO C POCCUMCKUMUK Konneramu Gbinu
OoTMeYeHbl ob6wue Npobaembl, CTPaHOBbIE pPa3nyug, Hame-
YyeHbl MNYTW pelleHns U pacCMOTPEHbI HOBblE BO3MOXHOCTH
ON9 MeXAyHapOo4HOro coTpyaHM4YecTBa.

JIOTMYHBIM  NPOAOSIIKEHUEM [AWCKYCCUM C y4yacTuem
3apy6exHblX Konner ctanuv CUMMO3MyMbl, NOCBSALEHHbIE
OHIO MexAayHapoaHon neauatpuu. U36paHHbIi npes3u-
AeHT MexayHapoaHOW neauaTpuyecKon accouua-

AKTYAABHBIE NPOBAEMBI NEAWATPHIA

| KoHrpecc negmaTtpoB BocTouHoi EBponbl 1 LleHTpanbHoM A3uu.
BoicTynnexue Buue-npesnaeHTa Asepb6anXaHCKom accoumaumnm
neauMatpos, K.M.H. T.I. Tarn-3age

BobicTynneHune nsabpaHHoro npea3uaeHta MexayHapoaHomn
neauvaTtpuyeckon accounauum (IPA) HaBrnHa Takepa

BbicTynnexHve KoopanHatopa pasButua MexayHapoaHowm
neaunatpuyeckon accounaumu (IPA) inHabl ApHonbg,

uum (IPA) HaBuH Takep (UHAKMA), KOOpAUHATOP Pa3BUTUSRA
MexayHapoaHon neauatpuyeckon accouuauun (IPA)
U npeacTaBuTe/ib AMEPUKAHCKON akageMuu neguaTtpum
(AAP) lunpa ApHonbpg (CLUA), npe3uaeHT Colo3a negua-
TpoB Poccum, akapemuk PAH J1.C. Hama3oBa-bapaHoBa
(Poccua) npeactaBunn B3rNsbl OTEYECTBEHHbIX U MEXAY-
HapOoAHbIX NPodeCCUOHaNbHbIX accoLMaLnii Ha HOBbIE U CTa-
pble BbI30Bbl 340P0BbI0 AeTern B anoxy COVID-19, getanbHo
06cyavB ponb NeanaTpoB B MPOABMKEHUM MPOrpamMm BaKum-
HauMKW, MeHTanbHOe 340POBbe AeTeN M NMOAPOCTKOB B 3M0-
xy COVID-19. A Ha coBeljaHuMM No 6e30MnacHOMYy MUTaHUIO
ansa mnageHues (safe food for infants; SAFFI) coBmecTHO
c npe3upeHtom EBponeicKon nepuaTpuyeckKom acco-
umauum (EPA/UNEPSA) Maccumo Metoenno-MaHTOBaHu
(UTanus) n eBpONENCKUMU KONEraMmu pacCMOTPEHbI BOMPO-

Xl 34, NEAMATPOB POCCH EXAYHAPOAHBIM YHACTHEM

AKTYAABHBIE NPOBAEMBI NEAWATPAW
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| KoHrpecc negmatpoB BocTouHoi EBponbl 1 LieHTpanbHoOM A3uu.
Boictynnenue lMNpeacenatens obwectsa Bpayen-negmaTpos
Benapycw, a.m.H. C.B. bako
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WH®OPMALUA COIO3A NEAUATPOB POCCUU

| Bcepoccuitckas BakuMHanbHas Accambnes «3aluumiias NoKoneHns»

Ccbl 6€30MacHOCTM MULLEBbLIX MPOAYKTOB ANS MMajeHLEB,
npoaHann3npoBaHbl pe3ynbTaTbl COBPEMEHHbIX UCCeaoBa-
HMK B 06/1acTM 6€30MacHOCTU AETCKOro NMuUTaHus, a TaKkXke
npeacTaBfieH 0630p 340POBbS, NMUTAHUSA U MULLEBbLIX onac-
HocTewn B TedyeHue nepBbix 1000 AHEN KUSHM.

B Hay4HOM nporpamme | BcepoccMMCKOW BaKLMHAlb-
HoM AccambGneu «3awuuwas MoKoseHUus» 6bio npea-
cTaB/eHO 14 HayYHbIX CUMMO3UYMOB U 2 MJIEHAPHbIX 3ace-
JaHus, MNOCBSWEHHbIX Hanbonee aKTyalbHbIM BOMPOCaM
0TeYeCTBEHHOW BaKLUMHONPODUIAKTUKN B YCIOBUSX COBpe-
MEHHbIX BblI30BOB W npobnem B 061acTu obecneyeHus
6uonormyeckomn 6e30nacHOCTU HaceneHus CTpaHbl, HOBbIM
M MEepCneKTUBHbIM HanpaBfieHUAM COBEPLIEHCTBOBAHMUSA
HaLMOHaNbHOro KaneHaaps npodunakTUYeCKMx NPUBMUBOK,
CT@HOBJ/IEHWA W PA3BWUTUS OTEYECTBEHHOrO MPOM3BOACTBA
UMMYHOBMONOrN4YEeCcCKKX nNpenapatoB. B pa6oTte Accambnen
NpUHAIK ydyactne 6onee 7200 4yenoBeK, cpean HUX Bpayu
pas3iMyHbIX creunanbHOCTEN U3 pasHbIX pernoHos Poccuu,
a TaKKe cTpaH B/IMKHEro u ganbHero 3apybexbs.

B npouecce BbICTYNAEHUA U AUCKYCCUMN FMaBHbIX BHEL-
TaTHbIX cneunanuctoB MuHsgpaBa Poccun (H.U Bpuko,
10.B. Jlo63uH, E.B. YBapoBa u pap.), npeacrasutenen
OpraHoB YynpaBfeHUs 3apaBooxpaHeHueM deaepanb-
HOrO W peruvoHanbHoro YyposBHen (CaHKT-leTepbypr,
HoBocunbupck, ExkatepuHbypr, benropoa, CaxanuH wu ap.)
nepsooyepegHon 3agayen Oblna 0603HayeHa BarKHOCTb
ob6ecneyeHnss HauMOHaNbHOro KaneHgaps npodunaktuye-
CKMX NMPUBMBOK C COBMOAEHNMEM CBOEBPEMEHHOCTH U BbICO-
KOro oxBaTa BaKLUWHaLWEN Ha TEPPUTOPUM BCEX CYOBHEKTOB
Poccuiickon ®epepaumn. Kpome TOro, 6bl1a NogyYepKHyTa
HaspeBLlas Heo6XOAMMOCTb COBEPLUEHCTBOBAHUS KaeH-
Aaps NPUBMBOK NO 3NUMAEMMUYECKUM MOKa3aHWAM, YTO OCO-
6€eHHO Ba)XHO B ycnosusax naHaemum COVID-19. B yacTHo-
CTH, 06CYyKAannCb BOMPOCHI BaKUMHOMPODUNAKTUKMN TaKuKX
KOHTPO/IMPYEMbIX MHOEKLMN, KaK BeTpsiHag ocna, MeHWH-
rOKOKKOBas, NanuaiioMaBupycHas U poTaBupycHas MHDEK-
umu. MNpeactaBneHHble AOKAaAbl HOCUAM KaK Hay4HbIR, TaK
N NPaKTUYECKUI XxapaKTep, KacasiCb caMblX NePCNEKTUBHbIX
HanpaB/ieHU B 061aCTU UMMYHOMNPOPUIAKTUKN.

B Accambnee npuHsaina ydactue npesupaeHt Corosa
neamatpoB Poccuu, rnaBHbi BHELITATHbIN e TCKUM cne-
umManuct no npodunakTuieckon meauumHe MuHsapasa
Poccun, akapemuk PAH J1.C. Hama3oBa-bapaHoBa, KOTO-
pasi B CBOMX BbICTYNJEHMSAX Bblgenvna Lenbli psaj 3HaunMblx
npo6nem, TPeBYIOLMX PELLUEHNS yIKe cenvac, YTO BO3SMOXKHO
C UCNONb30BaHWEM BaKUMHOMNPOPUNAKTUKU. B YacTHOCTH,
B pamMKax cTtpaTermm no 6opb6e ¢ rHOMHbIMU MEHUHIUTAMK
0Cc06€eHHO aKTyaNlbHa peannsaums 3bPEKTUBHbLIX MPOrpamMmm
UMMYHU3aLMN NPOTUB MEHMHTOKOKKOBOW M MHEBMOKOK-
KOBOW WHPeKUun. lNMpuctanbHoe BHMMaHWE yOeNeHo TakK-
e BOMpocaM NOBbIWEHUS MPUBEPKEHHOCTU BaKLUMHALUK
M OpraHn3aunm BakLUMHONPOOUNAKTUKM B YCIOBUSAX MPOA0N-

}awuwencsa yrposbl 6bICTPO pacnpoCcTpaHsaoWenca HOBOM
KOpPOHaBUPYCHOM MHDEKLNN.

YyacTHUKM cumno3unyma «OTKPOBEHHbIV pa3roBop ¢ Npo-
N3BOAUTENSIMU BaKLMH: KaK 310 paboTaeT» 06Cyanam Bonpoc
ob6ecneyeHns HauMoHanbHOM UMMYHOBHWONOrM4YecKon 6e30-
nacHOCTU NyTeM Pa3BUTUS MPOM3BOACTBA Ka4YE€CTBEHHbIX,
6e30nacHbIX U 3GPEKTUBHBIX UMMYHOOUONOMMYECKUX Npe-
napatoB Ha Tepputopun Poccuickon Pegepaunm no non-
HOMY MPOM3BOACTBEHHOMY LIMKAY, OTMETUAN 3HAYUTENbHOE
noBblllEeHWEe 3a MocnegHue roabl YPOBHS TpaHcdepa Tex-
HONOrMM NPOM3BOACTBA MHHOBALMOHHbLIX MMMYHOBWONOIM-
4YeCKMX nNpenapaToB OT MEXAYHAPOAHbIX K OTe4EeCTBEHHbLIM
KOMMNaHUAM-NPOU3BOAUTENSAM.

OkcnepTbl (A.I0. PtuweB, M.B. ®epoceeHKo v ap.)
0cob60e BHWMaHWe yaennnn pasbACHEHUIO MPaKTUYECKOro
nUcnonHeHnMa npukasa MwuHUCTEpCTBa 34ApPaBOOXPaHEHMSA
Poccunckon Pepepauunn ot 06 aekabpsa 2021 r. N2 1122H
«06 yTBEPKAEHUM HaUMOHaNbHOro KaneHgaps npodwunak-
TMYECKMX MPUBMBOK M KaneHndaps NpopunakTUHecKux npu-
BMBOK MO 3NMAEMUYECKMM MOKazaHusam». PykoBoauTeNb
otaena nNpodunakTUKM MHPEKLUOHHbIX 3a6oneBaHUM
«AHKUUB ®MBA Poccun» npodeccop C.M. Xaput nog-
PO6HO OCTaHOBMAACh Ha AEMOHCTPaLMK nopsaka GpopmMupo-
BaHWA 3asIBKM Ha 3aKynKy MMMYyHOOGMONOrMYeCcKMx npenapa-
TOB, UCXOAS U3 NOTPEBHOCTU 4ETCKOr0 HaceNeHns 1 C y4eToM
M3MEHEeHUN HaLMOHaNbHOro KaneHaaps NPUMBUBOK.

B xoae psaa cMMno3nymoB 6bl1M 0603Ha4YeHbl OCHOBHbIE
NPUHUMNBI UMMYHONPODUNAKTUKM, NPOBOAMMON B MNepw-
o4 naHaemMun uHdeKuuu, BbidaBaHHOM SARS-CoV-2, cpeau
KOTOpbIX 0CO60€ BHUMaHWE CrneayeT yaenuTb npucTanbHo-
My Hag3o0py 3a npoBeAeHWeM, CBOEBPEMEHHbLIM Hayasaom
M cobnogeHNeM CXem BaKUMHALMKM MPOTUB ynpaBasieMblX
MHbEKLMIA cpean LEeTCKOro HacefneHws B COOTBETCTBUMMU
C HauMOHaNbHbIM KaneHaapem npodunakTUYECKUX NPUBK-
BOK, @ TaKXe 3a NpOBEAEHWEM AOrOHSAIOWEN BaKLMHaLMWK
NPV HapyLWeHUaX CXeMbl UK rpadmKa BaKLMHALKN.

CounanbHble daKTopbl, BAUSAOWME Ha 340pPOBbe
aeten, — Bcerga B poKyce NpUCTanbHOr0 BHUMaHUSA poc-
CUMCKKUX negmnatpos. Ha Il BcepoccMCcKon KOHPpepeHUUun
Cc MexayHapoaHbim yvactuem «[lpuoputeTbl M 3apa-
YU pa3BUTUA COLMaANbHON nepauMaTpum» 06CYXKAaNUCb
camble aKTyasbHble TEeMbl, B TOM 4Yucie HebnaronpusaTHble
MeAuKOo-couuManbHble nocneacTeua naHaemun COVID-19,
KOTOpble 06HapPYXMBaIOTCA B CaMbIX Pa3HblX chepax KU3HK
AeTen. YYacTHUKM KoHdepeHUnn npeanaranm KOMMaeKCHble
pelleHnsa B OpraHM3aunmn MegULMHCKON U MEXBEAOMCTBEH-
HOW MOMOLLM ANS COXPaHeHWs 340POBbS MogpacTalolwero
NMOKONEHUS B YCMOBUSAX HOBbIX Bbl30BOB. [logHMManuchb
W Opyrue BaKHble TeEMbl 4ETCKOro 34paBOOXpaHeHus: noa-
XOA4bl K AaNbHENLIEMY CHUMKEHMIO NOKa3aTenen mnageHde-
CKOM M [JEeTCKOM CMEePTHOCTHU, NpoduiaKTUKa MHBaNUAHO-
CTW, BO3SMOXHOCTM BJIUSIHWUA Ha LUKOSIbHO-0BYC/OBMEHHbIE
3a60/1eBaHuUsl, MeUKO-coLManbHOe CONPOBOXKAEHUE AeTen
B TPYAHOWM KMU3HEHHOM cuTyaLmu. Elle 0gHO U3 aKTyanbHbIX
HanpaBAeHUN KoHPepeHLMUN Bbl0 MOCBSALLEHO MCUXUYECKO-
MYy 300POBbIO AeTen: NpobaemMbl CyMUnaoB, 0COBEHHOCTEN
NCUXMYECKOro Pa3BUTUS, NOAPOCTKOBLIX GOPM PUCKOBOIO
nosegeHus. 0co6o nog4yepKMBanacb ponb NeanaTpU4eCcKon
CNyX6bl B paHHEM BbISIBNEHUN MCUXONOMMYECKOro Hebnaro-
nonyyua pebeHKka M 06CyKaanucb Heo6XxoanMMble 49 3TOro
Bpavy-neanatpy KomneTeHumu.

TpaAUUMOHHO B KOHdEpPEeHLUUM Nno couunanbHoOW neguva-
TPUU NPUHUMANM yd4acTve NOYeTHbIW npe3uaeHT Colo3a
neanatpoB Poccuu, akapemuk PAH A.A. bapaHos,
no4yeTtHble 4neHbl Colo3a neguartpoB Poccumn npodec-
cop B.10. Anb6uukuii u npodpeccop H.H. BaraHos, a Tak-
e no4YeTHbI npe3unaeHT ISSOP, npodpeccop HuKonac



Il Bcepoccumnckas KoHGepeHUMs C MeXAYHaApPOAHbIM yHacTMem
«TpropuTeThl M 3a4a4n pa3BUTUS COLMaNbHOM NeguaTpum».
BbicTynnenue a.M.H., npodeccopa H.H. BaraHoBa

CneHcep (BennkoGputaHusa), KOTOPbIM B CBOEM BbICTYM-
NIeHUN paccKkaldan 06 OCHOBHbIX HanpaB/EHWUAX MeXAyHa-
POAHbIX MCCNEefOBaHUI MeAWKO-COoLMabHbIX NOCAEACTBUN
naHgemunn COVID-19.

11l CaMMUT MeaULMHCKUX CNeLUasuCcTOB U OpraHusa-
TOpoB 3ApaBooxpaHeHus «HyTpUTUBHbIE KOMMOHEHThI
nporpamMmvMpoBaH1a 3A0POBbA» Obl/l NOCBSALLIEH Pa3/ny-
HbIM acneKkTam AeTCKOW auveTonorvu. Bo BCTynuTEnbHOM
noknage npesupeHt Corw3a neauarpos Poccuu, akage-
muk PAH J1.C. HamasoBa-bapaHoBa paccKasana 0 Bax-
HOW POAW MWUTaHWA B NPOrpamMMMpPOBaHMKM AETCKOro 340-
poBbsl. YyacTHMKM Cammuta (O.M. KoBTyH, U.A. BensieBa,
T.B. Typty, E.A. MbipbeBa, T.H. CopBayeBa, A.H. CypkoB
M ap.) obcyamMnu BOMPOCHI BCKapMAWBaHWA OeTen C yde-
TOM 3TanoB GU3MONOrM4ECKOro GOPMUPOBAHUS KENYAOHYHO-
KULLEYHOrOo TpaKTa, 3HAOKPUHHOM U UMMYHHOM CUCTEM, a TakK-
K€ TaKWe acneKTbl, KaK 3HaYeHne oNnrocaxapuaos rpyaHoro
MOJSIOKa B AETCKOM MUTaHUK, NpenmMyLLecTBa JieyebHbIX CMe-
Cel Ha OCHOBEe M30/1Ta coeBOro 6efika BO BCKapM/IMBaHUK
[eTel NepBoro rofa u3Hu, OYHKLMOHaNbHbIE HapylleHus
nulieBapeHns y aeTen.

[MpuctanbHoe BHUMaHKe B nporpamme Cammuta 6bIS10
yAeneHo B3aMMOCBS3U XxapaKTepa NMTaHMs U KayecTBa CHa
pebeHKa, HOBOM rMnoTe3e 0 BAUSAHUMU MUKPOOMOTbI Ha COH
MnageHua. bblo nogY4epKHyTo, 4TO GOpMUpPOBaAHMUE CHa
MNajeHLa — BaXHasi coCcTaBnalowWas oHToreHe3a pebeHKa.
[MpaKTUKyloWUM cneunanuctaMm npeacraBneHa uHdopma-
LiMSl MO COBPEMEHHbIM MeToAaM KOMMAEKCHOM OLEHKM CHa
y AeTen paHHero Bo3pacTa, AaHbl peKOMeHAaLun no onTu-
MU3aLMKN ETCKOro CHa.

3acefaHue AUCKYCCUMOHHOrO KNny6a. BbicTynneHune K.M.H.
E.A. MNbipbeBow

Il CaMMUT MEAULMHCKKUX CreLmanncToB M OpraHn3aTopos
3paBooxpaHeHns «<HyTpUTUBHbIE KOMMOHEHTbI MPOrpaMmMUpPOBaHKs
340p0Bbs». BbiCTynneHune 4.M.H., npodeccopa U.A. benseson

He MeHee Ba)KHOWM Oblna AMCKYCCUMSI O HEAOCTATO4YHO-
CTM NMWUTaHMA B MNpPaKTUKe Bpadva-neguarpa, BO3MOMHbIX
nyTAX NPOOUNAKTUKMN U KOPPEKLUMU AeDULUTHBIX COCTOSHUN
y oeTew u ap.

B pamKax 3acefjaHud AMCKYCCMOHHOro Knyb6a
«OpraHuMsaumus nuTaHusa geTen B o6pasoBaTesbHbIX YYpPeX-
AeHuax. Bce nv npaBuibHO Mbl genaem?» BeaywuMu
AVWeTOoNnoraMn M HyTpULMONOraMu, a TaKXKe neguatpamu
ObuwecTBa [JOoKasaTeNbHOM MeAuUMHbl M cheunanuctamu
no rurueHe Jeten M NOoAPOCTKOB Oblil O6CYXKAEH LUMPOKUM
KpYyr akTyanbHblX npo6iem. B yacTHOCTHM, mpeacTaBneHa
MHbOpPMaLMa O BIrNALe Ha COBPEMEHHYIO OpraHu3auuio
NUTaHNSA B LETCKUX YYPEXAEHUAX CO CTOPOHbI O6LWECTBEH-
HOCTH (poauTenen), Bpayemn-crneLmanncToB, Nnegaroros, Tex-
HOJIO0roB O6LECTBEHHOIO MUTaHWUA U NOAYEPKHYTA BaXHOCTb
WHAMBUAYaNbHOrO Noaxoja K MUTaHWIo AeTen ¢ 0CcobbiMu
noTpebHOCTAMU (AeTU C annepruen, oCO6EHHOCTAMU HeW-
POOHTOrEHETUYECKOro pa3BuTna v ap.). OTaeNbHbIN oKNag
Ob11 NocesLleH 063opy pekomeHaaunn BO3, UNICEF v gpy-
rMX OpraHuM3auui No CPaBHEHWIO OTEYECTBEHHbIX U MEX-
AYHapoAHbIX HOPM MO NUTaHUIO fAeTel. Takxe obpalleHo
BHUMaHWe caywartefnen Ha onpefeneHHyl ponb AEeTCKUX
yypexaeHnin B GopMMpOBaHUN OXKUPEHHUS.

B pamkax XIX Cvespga neamatpoB Poccuum nposepne-
Ha |ll BcepoccuiicKkas KoHdepeHLUMA [EeTCKUX paep-
MaToNIoroB, B KOTOPOM MPUHANAM yyacTue NPe3UAeHT
MOO «O6wecTBO [leTcKux [epmartonoros», npodec-
cop H.H. MypawkuH, yneH npaBneHusa EBponeickoro
o6uecTBa AepMaTOBEHEPOJIONOB U KOCMETOJI0roB Mpo-
¢deccop E.A. ApaBuicKana v apyrve Beaylime creuua-

11l Bcepoccuickan KoHdepeHumMa 0eTCKUX AepMaTo/iIoroB.
BbicTynnexue a.m.H., npodeccopa H.H. MypalwKkunHa
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JINCTbl M3 pas3nuyHbix pernoHoB Poccuun (3.T. AMGapusH,
T.C. benbiweBa, M.[l. leHueBa 1 ap.). Ha KoHdpepeHUnn
AeTanbHO 06Cy¥Xaanucb npobnemMa aTonNUYECKOro Aepma-
TUTa y OeTel, COBPEMEHHbIM B3rNg4 Ha natoreHes v and-
depeHunanbHyl0 AnarHocTuKy 3aboneBaHus, ctepouipe-
3UCTEHTHbIE POPMbI M BO3MOXKHOCTU UX TepaneBTUYECKOM
KOpPPEKLWUN, B TOM YUC/IE C NMPUMEHEHUEM TapreTHbiX 6MOo-
JIOTMYECKUX npenapaTtoB. HemanoBa)KHOe 3HayeHue 6blsIo
npuagaHo npo6reme ncopuasa W TaKTUKe Tepanuu ero
TSXKENbIX GOPM y AeTel, a TaKKe TOHKOCTSM AMArHOCTUKM
W neyeHns Hambonee 4acTbiXx AepPMaTMTOB AETCKOro BO3-
pacTta. bonbwon nHTepec u o6CyXAeHWe Bbi3Banu npeg-
CTaBfieHWe peaKoro HabnaeHnss CEMENHOro cnyyas MHO-
ECTBEHHOWM CTeaToLMCTOMbI, aHalM3 AepPMaToNorMyecKnx
nposieneHnn COVID-19 y geter u NONOMKMUTENbHbLIA ONbIT
NPUMEHEHUS TEHHO-MHXEHEPHON OMOIOTMYECKON Tepanuu
y AeTel ¢ HacneACTBEHHbIMU AepMaTo3amMmn Ha TEPPUTOPUN
YeuveHcKoW PecnybnKu.

Y4yacTHUKHK v Bcepoccumnckoro dopyma
«BonoHtepol — peram Poccuu» npeacraBunvM pervo-
HaNbHbIM OMbIT BOSIOHTEPCKOrO [ABWMKEHUS, peanndyemo-
ro Kak B JIe4e6HO-NPOUNAKTUHECKUX YUPEKAEHUSX, TaK
n B o6pas3oBaTte/bHbIX OpraHmnsauumsx. Ha npumepe obnact-
HOW [ETCKOM KJWHWYEeCKOW 60nbHUUbI . EKaTtepuHbypra
6blN10 NOKa3aHO B3auMMOAENCTBUE MELULIMHCKOIO Y4pex-
[leH1s, BOJIOHTEPOB, 6/1arOTBOPUTENbHBIX U HEKOMMED-
YeCKUX MNapTHEPCKUX OpraHu3auui B COMPOBOXAEHUMU
60/1bHbIX AETEN M UX pOAUTENEN B MEPMO/ NPOXOXKAEHUS CTa-
LLMOHAPHOTO JIEYEHUS, OCBELLEHbI LIESIM COBMECTHOMN pabo-
Tbl, HaNpaBfieHHble Ha CO3JaHWe MO3WTUBHOIO HACTPOS,
dopmMHnpoBaHMe afanTaunn y AeTen, OKasaBLlUMXCS B Tpya-
HOWM YKM3HEHHOW CUTyaluu, Bbl3BaHHOM 60ne3Hbl0. B pam-
Kax KoHuenuuu cTpatermyeckoro pasBuTUS MeAMLIMHCKOro
yuypexaeHus npeacTtaBieHbl pe3ynbTaTbl BHEAPEHUS Mpo-
eKTa «[leTckasa 60/bHMLUA 6€3 60K».

BonoHTepcKoe ABWXKEeHWe CTyAeHTOB YpasibCKOro rocy-
[apCTBEHHOI0 MEAMLIMHCKOrO YHMBEPCUTETA, OPraHM30BaH-
Hoe B 2014 r., NpOAEMOHCTPMPOBAJSIO MOJIOKUTENbHbIV OMbIT
CBOEW AeATeIbHOCTU MO OCHOBHbLIM HaNpPaBAEHUSIM: NCUXO-
3MOLIMOHANIbHOM NOAAEPKKE AETEN B CTalMOHapax, Ncuxo-
counanbHoM peabunuTauun OeTen, NepeHecLInx OHKOJO-
rmyeckme 3abosieBaHusl, 06YHEHMIO LUKOJIbHWMKOB HaBblKam
OKa3aHWsa NepBor NMOMOLLM, CaHUTapPHO-NPOPUIaKTUYECKO-
MYy MPOCBELLEHMNIO LIKONbHUKOB, MEAMULIMHCKOMY COMPOBO-
XOEHWIO JeTewn, OCTaBLINXCS 6€3 NoneyYeHns poanTesnen.

Ha IV Bcepoccuitckom cemuHape «CTpaxoBas meau-
LHMHa B OXpaHe 30pOBbA AeTeW» 00CYyXJanncb BOMNPO-
Cbl MOBbIWEHUS OPUANYECKOW FPAMOTHOCTU MEAMLMHCKMX
cneuunanucToB, paboTalowmnx ¢ aAetbMn. OcobbiM MHTEpPEC
Bbl3Basla TeMa O MpaBOBOM 6Ge30MacHOCTM Bpayva, npea-
CTaB/eHHas agBOKaToM MOCKOBCKOM ropoACKOM nanarbl
A.P. XXene3HaKoM. [leTCKMM BpadaM Obl/iv AaHbl NpaKTHye-
CKMEe peKOMeHAauMu MO 3aluTe MNepcoHasbHbIX AaHHbIX,
Mo TaKTUKe AENCTBMI MPU NOCTYMNEHUN YTPO3 U HEFaTUBHbIX
OT3bIBOB OT poAuTENEen NauneHToB, Xanob B [lenaptameHT
34paBooxpaHeHus, Mpokypatypy Poccuitckon deaepaunm,
KpPOME TOro, y4aCTHMKM CEMWHapa NoayyYnnuM noapobHble
n BCceoGbeMIIOLME OTBETLI HA CBOM BOMPOCHI.

B V I'mnnokpaTtoBCKOM MepaMuUUHCKOM dopyme
«AKTya/llbHble 3TH4YECKUEe npo6Gaembl 3apaBooxpa-
HeHUA U paemorpadpuyeckaa 6e30MacHOCTb» MPUHANMU
y4yacTve Bpayu, yyeHble, dunocodbl, OpUCTbl, 6OrocnoBbI.
B npuBetcTBEHHOM cnoBe rnaBa lMaTtpuapwen Komuccum
no Bonpocam cemMbU, MaTepPUHCTBA M AeTCTBa uepen
®depop JIyKbSAHOB OTMETW, 4YTO [MNNOKPATOBCKUIA dopym
nNpu3BaH BbISBUTb WM KOHCONMAWPOBATb B POCCUIACKOM
o6LLecTBe TeX, KTO pa3aensieT NPUHLUMMNbI MEAULMHCKOM 3TH-

V TMNNOKpaToBCKUIA MEAULIMHCKUI GOopyM

KW, 3anoxeHHble nnnokpatom. MpesunaeHT Coto3a neauna-
TpoB Poccuu, akagemuk PAH J1.C. Hama3oBa-bapaHoBa
obpaTtnna BHUMaHUE Y4aCTHUKOB, YTO Ha MPOTSXKEHUU NOYTH
BEKOBOMW MCTOPUM COOBLLECTBO NeAMaTPOB YAENaI0 OrpoM-
HOe BHMMaHWe BONpocaM MELULIMHCKOM 3TUKM, 3alluiias
CBOWX NALMEHTOB He TO/IbKO OT rofioja, XoNoaa U 6one3Hen,
HO ¥ OT arpeccMBHOI0 BO3AENCTBUSA BHELLIHEN Cpefbl BO BCEX
ee nposBieHuax. Begb nocnefcTBMSA TakKMX BAUSHWUIA Ha geT-
CKMI OpraHuM3m B pasbl 60/blle, YEM Ha B3pPOCNbIA. U aTn
NnocnefCTBMSA MOTYT CyLEeCTBEHHO HapYLWWUTb U GU3UYECKOE,
M NCUXMYECKOE 340POBbE pebeHKa U Aaxe U3MEHUTb camy
TPAEKTOPUIO €ro XW3HU U HPaBCTBEHHOIrO CTaAHOBJ/EHMUS.
MoueTHbI Npe3upeHT Colo3a negunatpoB Poccum, aka-
aemuk PAH A.A. BapaHoOB NoA4YepKHYS, 4YTO «COCTOSIHUE
[LETCKOro 340p0oBbsi — MPU3HaHHbIK 6apomeTp coLnanbHOro
6narononyyua obuwecTtsa. B nocnegHve pgecatunetus Ham
yaanocb AOCTUYb 6eCcnpeLefeHTHOro CHUMKEHUS B cTpaHe
nokasartenen mnajeH4ecKon cMmepTHocTU. Ho HacTynwno
BPEMS CMEHUTb BEKTOP U OCHOBHOE BHUMaHWe CHOKYCcHpo-
BaTb Ha NpefOoTBpaLleHM UHBaNMaAn3aunm geten. C yyetom
Toro daKTa, YTO OCHOBHbIE MPUYUHBI, Begylne K GOpMU-
pOBaHWIO MHBaNUAHOCTU, BO3AENCTBYIOT HA CaMbIX PaHHUX
aTanax 3apoXAaeHus U pa3BuTUa pebeHKa — B €ro BHYTpU-
YyTPOOGHbIV Nepuoa, NoaaepKuBaem naeto MMnnoKpaTtoBcKoro
dopyma B34Tb B OCHOBHON GOKYC BHUMaHUSA BOMPOCHI NpU-
MEHEeHUs BCnoMoraTtefibHblX PenpPOAYKTUBHbIX TEXHONOIMH,
aTnyeckme npobnembl IKO M cypporaTHOro mMaTepuHCTBa,
3TUYHOCTb UBMEHEHUS rTeHOMa YenoBeKar.

Ha dopyme TaKxe o6cCyXaanncb BOMNPOCHI OXpaHbl
pPenpoayKTUBHOIO 340P0BbS B YCNOBUAX AeMorpaduyecKo-
ro Kpuauca, NpuHATUSA 3akoHa 0 6M03TUKe N 6Mobe3onacHo-
CTH, KOTOPbIN 6bl MOI MOCTaBUTb NOA KOHTPO/b pa3paboTKy
OUOUHKXEHEPHbIX TEXHONOTMM 1 060POT BMOOGBLEKTOB M Ap.
3amecTtuTens npeacenatens Poccuickoro obuiectsa Mono-
OblX 3HAOKPUHONOroB K.M.H. M.B. BopoHuoBa oTmeTuna,
4YTO COBPEMEHHbIE UCCNELOBAHUA 3aTparnBatoT MHOIO CNo-
eB obuecTBa, 6M06e30nacHOCTb — OAMH U3 acneKToB, 3TU
TEXHONOTMK TPeBYIOT HEKOM MPO3payvHOCTH AnA obliecTsa.
MHorme TeXHONOrMK HEe MMEIOT NpeLeeHTa B UCTOPUM Hay-
KW 1 NO3TOMY TPeOBYIOT ryMaHWTapHO-coLuanbHOro conpo-
BOXAEHUA, npejnonarailowero MeXAUCLUUNINHAPHOCTb.
B cuny cBoen cneunanusauuu CouMOrymaHuTapHas 3KC-
neptu3a [oMIKHa ObiTb HanpaBieHa Ha 3TUKY BblpabOTKM
NpaBoOBbLIX CTAHAAPTOB, KOTOPble He TOMbKO He BCTynatoT
B MPOTUBOPEYNE C MUPOBLIMKU pamMKamu, HO M 3aliuuliatoT
HauMoOHanbHble MHTepecChbl B chepe HayKn M TeXHonoruye-
CKMX pa3paboToK.

B pamkax XIX Cvbespga neguaTtpoB Poccun cocTtosincs
XI EBpa3uiicKkui ¢popym no peagKum 60/1e3HAM, Ha KOTO-



pom o6CyXAanuchb akTyanbHble BOMPOCH NatoreHesa, anro-
PUTMbl AUArHOCTUKK, NIeYEHUS U TaKTUKU BEAEHNUS NauMeH-
TOB C pPeAKMMM HacneacTBEHHbIMU 3a6oneBaHUs MU, B TOM
yucne Co CnuHalbHOW MbllIEYHOW aTpodPuen, pPasnUyHbI-
MK TMNAaMW MyKononucaxapugosa, anbda-maHHO3MAO30M,
MuoaucTpoduen oweHHa, MyKOBUCLMAO30M U APYTUMU.

JKcneptamu 6bI10 NPOAOCIKEHO OOCYXKAEHME BOMNPO-
COB HeoHaTanbHOro CKpUHUHra B Poccuitickon deaepaunm,
HayaToe ele Ha nJeHapHOM 3acejaHuu rmaBHbIM BHeL-
TaTHbIM cNeLnasucTomM NO MEAMULMHCKON reHeTuKe
MuuspgpaBa Poccuu C.U. KyueBbiM, npoaHanvM3npoBa-
Hbl MWUPOBbIE TEHAEHLUMKU, BO3MOXKHOCTU M MEPCNEKTUBDI.
C 2023 r. B Poccuiickon depepaumm nnaHMpyeTcs pacuiu-
peHne nporpamm HeoHaTaflbHOr0 CKPWHWMHIa Ha BbisBNE-
HWe 36 peakux HacnefCTBeHHbIX 601e3HEN, YTO NMO3BOAUT
Ha paHHen cTaguu onpeaensatb TAXenenwue naTonoruu
Y HECKOMNBbKMX ThiCAY MNajeHLEB.

bonbwow uHTEpec y neguMaTpoB Bbl3Bajl CUMMNO3UYM,
NOCBSAILLEHHBIN  NEPUOAMYECKUM  MEAULMHCKMM  OCMO-
TpaM HeoO6blYHbIX MauUMEHTOB, OTKpbiBas KOTOPbLIM, mpe-
3ugeHT Corwsa nepuatpoB Poccuu, akagemuk PAH
J1.C. Hama3oBa-bapaHoBa noayYepKHyna BaXKHOCTb
CBOEBPEMEHHOIO M KayeCTBEHHOro MPOBEAEHUs Mnepuo-
OMYECKMUX MEAMLMHCKUX OCMOTPOB HECOBEPLIEHHONETHUX
ON9 BbISIBE€HUS MaUWMEHTOB C pefKkUMM 3abofeBaHUsAMMU
W OKazaHua UM KBannGUUMPOBAHHOM MELULIMHCKOM MOMO-
wu. Odoknagunkamu (H.A. Bawakmapse, E.H0. 3axapoBa,
H.B. XXypKoBa) TaKXe ObliM pacCMOTPEHbI NpenmyllecTBa
paHHeW narHoCTUKKN opdaHHbIX 3a60N1eBaHNM U HABHAYEHUS
naTtoreHeTU4YeCKowm Tepanuu.

CoBMecTHO ¢ coTpyaHukamn ®IrBHY «MIHL vm. aka-
nemuka H.M. boykoBa» (P.A. 3uH4yeHKo, B.B. Kapgbiwes,
E.10. MapkoBa u ap.) 6bi1n 06CyaeHbl opTanbMonornye-
CKMEe MapKepbl NpW HacneacTBEHHbIX CUHAPOMaXxX y AeTew,
B3auMMoJencTeua neguatpa, odTanbmoniora, reHetuka
C LefNblo yNy4LEeHUs OKa3aHns MeAULIMHCKON NOMOLLM Nauu-
eHTaM, CTpajalowmnm HacneaCTBEHHbIMU OpTanbMoornye-
CKMMM 3a60neBaHUAMM.

Pa3bopbl KAMHUYECKUX ClyyaeB COMNPOBOXAANM 60sb-
LUMHCTBO CMMNO3MYMOB hopyma, BHUMaHWE neguaTpos 6bino
o6palleHo Ha 06blYHblE CUMNTOMbI «HEOBbIYHbIX» 6ONE3HEN,
«MacKu» HacnefcTBeHHbIX 60ne3Hew, aeTanbHO paccmaTpu-
Ba/IMCb AMArHOCTMYECKUE KPUTEPUU U COBPEMEHHbLIE MOA-
xof4bl K Tepanuu opdaHHbix 3abonesaHuin. CneunanucTbl
M3 pasnuyHblX PerMoHoB Poccun Noaenuamcb onbiToM Beje-
HUS MOHWTOPWMHIA W perucTpa pefKkux HacneacTBEHHbIX
60ne3HeNn, NPUMEHEHUs NaToreHeTUYeCKon Tepanuu.

CTpemuTenbHoe pas3BUTHE HOBBIX, BbICOKOTEXHOMOMMY-
HbIX METO4OB [MarHOCTMKW, MaTOreHeTM4yecKow Tepanuu

XI EBpasuinckui dGopym no peakum 6onesHam

JaeT BO3MOXHOCTb BbISIBAATb U Ie4NTb NaLMEHTOB C pes-
KMMK 3a60neBaHUSIMKN Ha JOKNMHUYECKOW CTafuK, a TaKKe
B Mepuoj, Korga KAWHWYECKMEe NposiBNEHWUS MWHUMab-
Hbl. 3TO MO3BONAET COXPaHUTb KaAyecTBO XKM3HU NauueHTa
W NPefoTBPaTUTb Pa3BUTUE TAXKENbIX, KUSHEYrPOXKaIoLWMX
OCJIOXXHEHUN.

B pa6ote XIl ®opyma AeTCKUX MeAULMHCKUX cecTep
NPUHAAKM ydacTue 6onee 80 cneunanncToB CECTPUHCKO-
ro gena v3 pasnuyHblx ropogos Poccuiickon depepaunu:
ExkaTepuHbypra, MpkyTcka, KasaHu, KpacHoKameHcKa,
MocKBbl, YnTbl M ap. Ha cumnosunymax rops4o o6cyaanmcb
POJSib U 0COBEHHOCTH PabOTbl MEAULIMHCKON CECTPbI NPU OKa-
3aHWM MEAMLMHCKOM NOMOLLM AETAM MEPBOro roga *KU3HW,
peabunutauuun geTen B NOCTKOBUAHbLIM Nepuos, opraHusa-
LMK BaKUMHaLWK. Bblnn 3aTpOHYTbI acneKTbl y4acTua meau-
LIMHCKOW CeCTpbl B OKa3aHWM MeLULIMHCKON NOMOLLM AETAM
C pa3nuyHbiMK 3aboneBaHusMKU, 0coboe BHMMaHWe Oblo
yaeneHo peabuavtauun NauMeHTOB C AETCKUM Liepebpaib-
HbIM napanuMyom. }1BOW MHTEPEC BbI3BANU BbICTYMNIEHUS,
NnocBSLlWEHHbIE BONpocam 06Yy4eHUs CECTPUHCKOMY aeny
1 NPOXOXKAEHMIO aKKpeaMTauuK, nepeaaye onbiTa MOI0g0MY
NOKOMEHNIO U OCOBEHHOCTAM OpraHu3daumm paboyero npo-
Lilecca B CECTPUHCKOM Jene.

B Hay4yHoM nporpamme XV MexayHapoaHoro ¢popyma
AETCKUX XUPYProB, yposiioros-aHApPoONIOroB U TpaBmarto-
JIOroB-opTONeAoB Yy4acTBOBa/N KAOYEBbIE CNELNANUCTbI
BeAYLWNX YYpEXAEHMI Halel CTpaHbl, OKa3blBalOLWMX Meaun-
LIMHCKYIO MOMOLLb AETAM C XMPYpPru4ecKon, peBMaTonoru-
YeCcKoW, TPaBMaToIOrM4ECKON, OHKONOrMYECKOM M OHKO-
remaTtonormyeckon naronornen (A.l. bauHpaypawBuau,
C.B. BuccapuorHoB, B.U. 3opuH, WU.M. HukuwwuHa,
M.M. KocTtuK, E.B. NoneBuyeHko, C.P. BapdonomeeBa,
C.I. Nonskos, IA. HoBuukoBa u ap.). llporpamma dopyma
Oblla HEBEPOATHO padHooO6pa3Ha M HackbllweHa MHbopma-
unmen o6 OCOBEHHOCTSAX XMPYPrUYEeCKOro neyeHus aeten
C CMCTEMHOM NaTONOrMen KOCTHOrO CKefneTa Ha npuMme-
pax MauueHToOB M3 KAWHWK KypraHa, Mocksbl, CaHKT-
MNeTtepbypra, TioMeHW. JJoKnag4yMkamu 6b11n NogpobHo pac-
CMOTPEHbl BO3MOXHOCTU OLLEHKU MUHEPASIbHON MAOTHOCTH
KOCTHOM TKaHW MpW AMArHOCTMKE OcCTeornopos3a y AeTew,
0COBEHHOCTM BOCMaAUTENbHbIX apTponatui, BOMNPOCHI
OWArHOCTUKK, XMPYPrMYECKOro NleYeHnsa M KadecTBa Xu3-
HW MauMEeHTOB [AETCKOro Bo3pacTa C OpPTONeAuYEeCcKUMU
3a60/1€BaHUAMU: BPOXKAEHHBIM CKONMO30M, gedopMaumen
rPYAHOM KNeTKW, natonorven Ta3o6eapeHHOro cyctaBa,
Pa3HOBE/IMKOCTbIO HUXHUX KOHEYHOCTeW, crubartefibHbiMU
KOHTPaKTYypaMK KOJNIEHHbIX CyCTaBOB (y MauMEHTOB C AeT-
CKMM LiepebpasibHbIM Napannyom), BPOXKAEHHbIMU U NPHUOG-
peTeHHbIMKU AedopMaLmnsaIMuK CTOM, NIOCKOCTOMNUEM.

XIl ®opym AETCKUX MEAULIMHCKNX cecTep
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bonbwon wHTepec BbiI3BanW AOKNaAbl, NOCBALWEHHbIE
NPUHUMNAM MYNbTUAUCLUMNAMHAPHOCTM B AETCKOM peBMa-
Tonoruun. B cekuunun noa HaseaHnem «KOBWU/, na HE TonbKo»
O6bliv NpeacTaBfeHbl cooblleHns Ha Havbonee akTyalb-
Hyl0 B COBPEMEHHbIX YCNOBUSAX Temy aunddepeHLmanbHon
AMarHOCTUKM KOPOHaBMPYCHOM WMHPEKUMM HOBOro Tuna
M PasfnyHbIX NaTOIONMYECKUX COCTOSIHWIA, BCTPeYalowmx-
Csl B NpaKTUKe AETCKMX peBmaTtonoros. PaccmaTtpuancs
WMPOKMIM CMEKTP BOMPOCOB — OT OCOGEHHOCTEN UMMYHO-
natoreHesa ¢ o6WMMK ANS peBMaTUYECKUX 3aboneBaHui
n nHpekummn COVID-19 mexaHn3mamu, B NepBylo ovepeab
GEeHOMEHOM «IUTOKMHOBOIO LTOPMa» U CUHAPOMOM runep-
depputTUHEMUU, anddepeHumanbHON ANAarHOCTUKN MYbTU-
CUCTEMHOro BOCMaAUTENbHOIO CUHAPOMA Y AETeN, acCcoum-
MPOBaHHOro ¢ MHdeKumen SARS-CoV-2, 10 NPaKTUYECKUX
BOMPOCOB Kypauuu NaLMEHTOB B CNOXHbIX KAMHUYECKUX
CUTYyaLMUsIX.

C1MMMNO3MyMbl, 3aTPOHYBLWKE «MOrpaHUYHble» npobne-
Mbl JETCKOM peBMaTtonorMmM u optoneauu, Obiin CHOKy-
CUPOBaHbl Ha BOCMANUTENbHbIX 3a60NEBaHUAX KOCTEW.
Ha 3acegaHuax nogpo6HO 6bliv npeacTaB/ieHbl acnek-
Tbl AnddepeHuManbHON AUArHOCTUKK, anropuTMu3aunu
N CTPYKTYPUPOBAHUSA KIIMHWKO-NATOreHeTUYEeCKMX BOMpPO-
coB HebaKTepuanbHOro MynbTMO4aroBoro OCTEOMUENNUTA;
LeTanbHO PacCMOTPEHbl COXHble Manou3dyyYeHHble MNpo-
651eMbl NaToNiorMyeckonm occnudunKkaumm M Kanbundbdukaumm
MAFKMX TKaHeW, a TaKXe 3KCTpeManbHO peakune opdaH-
Hble 3abofieBaHUsA, COMPOBOXKAAKOLWMECSH reTepoTonuye-
CKOW occuduKaumen, — nporpeccupyowias occubuum-
pylowaa dubpoancniasng U nporpeccupylollas KoctHas
reteponnasus. BHumaHuio cnywatenen 6bina npegcras-
NleHa WCKIIYMTENbHO BaHas ANA BCeX CneuuannucTos,
OKa3blBaOWMUX MEAULMHCKYIO MOMOLWb AeTaM, MHPopMa-
LUMS O BO3MOXHOCTSAX paHHEW AMAarHOCTUKM U Heobxoau-
MbIX MEpPOMNPUATUAX MO MUHUMM3aALMKU WHBANUAU3UPYIO-
WKMX NOCNEeACTBUM ITUX ApaMaTUHECKUX MaToNOrMyecKux
COCTOSIHWUM AETCKOro Bo3pacTa.

B cekumn «3noKavyecTBeHHble HOBOOGpPa30BaHMUA
y AeTew: Auanor oHKonora W neguaTpa» XMBOW MHTepec
Bbl3BanM AOKNaAbl, MOCBSLWEHHbIE BOMpPOCaM AWArHOCTH-
KM OOOpPOKa4yeCTBEHHbLIX M 3/10Ka4eCTBEHHbIX HOBOOOGpPa-
30BaHUM pasnnMyHon nokanusaumu. MNoapobHo Gbinu Npea-
CcTaB/ieHbl MHHOBALMKW AETCKOM OHKONOTMU U remMaTonorunu,
paccMOTPeHbl COBPEMEHHbIE MPUHLMMBI XMPYPTrUYECKOro
Nne4vyeHuns geTen ¢ onyxonsiMm u NoAxoAbl K nepnonepalmoH-
HOMY BeAEHMWIO NaLMeHToB. B ceKkuMM No AeTCKOM OHKore-
MaTOM0MMK 6bINM NOAPOBGHO OCBELLEHbl acMeKTbl OKa3aHusa
NMOMOLLM LETAM C IENKO3aMH, UX NOCNEACTBUAMMU U OCNOXK-
HeHuAMM, NpeacTaBieHa NpobieMa HacneACTBEHHbIX FeMO-
NNTUHECKUX aHEMUI, BONPOCHI CBOEBPEMEHHOW AUarHOCTH-
KM M KOPPEKLMM NaToNorMm TpOMOOLMTOB.

B pamkax ¢dopyma BHUMaHUIO cayliatenen 6biiun npea-
CTaB/ieHbl peaHnMaTonornyeckne acnekTbl naniMaTMBHOM
nomouwmn getam. LLnpoko obeyxaanucb npobnembl nanim-
aTMBHOM MOMOLLM AETAM, CTpajaloWwmnM TaKeNbIMU, Henane-
4YUMbIMU BONIE3HSAMM, MPUHLMMBLI yNpaBneHusa 60Mblo y AeTen
C HEBPOJIOTMYECKON NaTonoruen, nposeaeHUs HenHBa3uB-
HOW BEHTUNSALMM NIETKMX U HYTPUTUBHOW NOALEPKKM AETEN,
HY>XAaIOLWMXCH B NaAIMaTUBHON MOMOLLM.

BTopon rog noapsii B pamMKax 3Ha4MmMoro ana Bcex
neanaTpoB MeponNpuUATUS [LOETCKUE BpavyuM OpPraHuayloT
Il ®opym pna poautenen nauueHToB. Bce 3anHTepeco-
BaHHblE€ COCTOSAHMEM 340POBbLS AETEW POAUTENN UMENN BO3-
MOXHOCTb B OHNanH-dbopmaTte nocaywartb crneunanuctos
[LETCKOro 34paBoOXpaHeHus, KOToPbIe Ha JOCTYNHOM A3bIKe,
HO C MO3WULUMI AOKa3aTe/lbHOW MeAULMHbI OCBETUIM Hanbo-
Nnee MHTepecylolwme poantenen NnauMeHToB TeMbl, OTBETUN

Ha BOMnpochl. bblnu 06CyKAEHDI KaK TaKTUKa AENCTBUM POAU-
Tenen npu Haumbonee 4acTo BCTPEYAIOWMXCH COCTOAHMAX
y heTen (ocTpble pecnupaTopHble BUPYCHble MHOEKLNH,
nmMxopagka v Ap.), Tak u opraHu3dauua yxoga 3a AeTbMMU,
CcTpajalowmnmMm peakumm 3aboneBaHusMu (MUOAUCTPOdUS
[loweHHa, MyKononucaxapuaos v ap.). Bnepsble B dopyme
NPUHAKM y4acTue nauneHTckue opraHnsdaumm (AHO no oKka-
3aHMI0 MOMOLLM JETAM C aNNIEPrMYECKUMU U KOXKHBIMU 3a60-
neBaHuaMK «Annepromambl», Accoumnauuns nogev ¢ annep-
rM4ecKMMn 3aboneBaHns MU U aTOMUYECKUM AepPMaTUTOM),
KOTOpble NpeaCcTaBMAM ONbIT poguTenen aetewn, ctpajatowmx
anneprusiMu. 3HaHue poanTENSIMM OCHOBHbIX acNeKToB AeT-
CKOro 340pOBbsl, CBOEBPEMEHHOE ObpalleHWe 3a Meau-
LIMHCKOM NOMOLL b0, TECHOE COTPYAHMYECTBO C Negnatpamu
No3BO/INT OKalaTb NaLMeHTaM BbICOKOKBaNMdULMPOBaH-
Hyl0 MOMOLWb, M36eXaTb Pa3BUTUSA OCNOKHEHUN, YNYHLIUTb
COCTOSIHWE 340POBbS U KA4ECTBO XU3HU LeTeEN.

B pamkax XIX Cbe3ga neauatpoB Poccuu cocTosnucb
COBEellaHUA TrlaBHbIX BHeWTaTHbIX CcNeuuaJancToB
MuH3ppaBa Poccum, a TakKe pacluMpeHHble 3acefaHust
npodUIbLHbLIX KOMUCCHUI NO NeauaTpum n npopunakTuye-
CKOM MeMLUHe, B KOTOpbIX Npusann yqyactve A.A. BapaHoB,
N1.C.HamasoBa-bapaHoBa, 0.B. YymakoBa, E.B. YBapoBa,
0.B. lapeBa, E.E. YepHakoBa, B.B. OMenbsSAHOBCKUM,
E.A. BulwiHeBa 1 ap. U o6CyaunuM aKTyalbHble Npo6aeMbl
neguaTtpuu, B TOM Yucne YacTble U peakne 601e3HU B anoxy
COVID-19, oco6eHHOCTM BaKUMHOMPODUNAKTUKKM B nepuos
nperpaBuMaapHoON MOArOTOBKM M Ha MPOTSKEHUU BGepemeH-
HOCTW, PYTMHHYIO BaKuMHauuio B nepuos 6epeMeHHOCTH
NPOTMB HOBOW KOPOHaBUPYCHOM WHOEKLUKU, NOBbIEHUE
IOPUANYECKON TPaMOTHOCTU MEAWLMHCKUX CMeLManncTos,
paboTaloLmx C 4ETbMM, a TaKKe MUBMEHEHMS B Cxeme onnaThbl
MEAMLMHCKON MOMOLWM C NPUMEHEHWEM TEHHO-UHKEHEpP-
HblX 6MONOrMYECKUX NpPenapaToB B CUCTEME 06593aTeNbHOM0
MEeAMLMHCKOro cTpaxoBaHus B 2022 T.

Yxe Tpaguumen ctano npoBedeHue MNpPaKTUYECKUX
npe-KOHrpecc macTep-KiaccoB B NpeaaBepPUM KOHrpec-
COB ¥ cbe3foB neamnatpoB Poccun. B pamkax XIX Cbesga
neanatpoB Poccun 6bin10 NpoBeAeHO 6 mnpe-KOHrpecc
MacTep-KnaccoB, B KOTOPbIX NPUHAM yHacTue 78 cneum-
anUCTOB LETCKOro 34paBOOXPaHEHUS U3 PasfMYHbIX Perno-
HoB Poccuiickon deaepaumu.

OCHOBHOM Uenblo Mpe-KOHrpecc MacTep-Knaccos
SIBIANIOCb YCOBEPLEHCTBOBAHWE MPaKTUYECKMX HaBbIKOB
LEeTCKMX cneuunanuctoB. Megnatpbl, BaKUMHOMOMM, annep-
rof0rn-MMMYHOIOTM, OTOPUHONAPUHIONOMU, CYPAOSIOTH, Yib-
Tpa3ByKoBble aguvarHocTel HUW neguatpum M oxpaHbl 340-
poBbs aeten ®rbHY KB PAH nogenununcb ¢ yHacTHUKaMu
COBPEMEHHbBIMU 3HAaHUAMM C MO3ULMI JOKA3aTENbHON Meau-

Mpe-KoHrpecc MacTep-Kknacc «ToHanbHas Noporoeas
aynquMomeTpus — ,30/10TOM CTaHAAPT* AMArHOCTUKKM cyxa»



Mpe-KoHrpecc macTep-knacc. OTpaboTKa NPaKTUYECKUX HaBbIKOB
no NpoBeAeHnto cepaeyHO-Nero4yHON peaHnmMaLnm y geten

Mpe-KoHrpecc macTep-Knacc «BakunHonpodunakTnka —
HEe3aMeHUMbI MUHCTPYMEHT B pyKax COBPEMEHHOro Bpayan.
MpaKTUYecKkne HaBbIKK: paboTa B napax

Mpe-KoHrpecc macTep-Knacc «JJaBante aenuTbea:
OTOPUHONAPUHIONOrK — neanaTpam»

LUMHbI U HaKOMIEHHbIM MPaKTUYECKUM OMbITOM B BeAeHUU
JeTen ¢ pas3nunyHbiMu 3aboneBaHnsaMu. bbiin oTpaboTaHbl
NPaKTUY4ECKUE HaBbIKM MO BaKLMHaLUWKU, NPOBELEHUIO OTO-
CKOMWK, NEPBUYHOIO CKPUHUHIA Ciyxa, CEPLEYHO-TEr0YHOM
peaHuMaumnu, ynbTpa3ByKOBOW AUArHOCTUKKU B neguvaTpuu,
npeactaBieHbl U 06CYXAeHbl 0COBEHHOCTU 3DDEKTUBHON
KOMMYHWKaLMK C poAUTENSIMU NO BOMPOCaM UMMYHU3aL MK,
WHCTPYMEHTbI MOBLIWEHNA NMPUBEPHKEHHOCTU BaKLMHOMNPO-
dunaKTuKe, COBpEMEHHbIE METO bl ANAarHOCTUKK U NIe4eHuns
B aNneproaorum, 0CO6eHHOCTU CUCTEMbI reMocTasa y AeTew,
a TaKXe KNMHWYECKUe npumMepbl NauneHToB C HapyLleHus-
MU CBEPTHLIBAEMOCTU KPOBW, anfiepruiecKkuMmn 601e3HAMU.
MNpoBeneHne NoAoGHbLIX MacTep-KaaccoB NO3BONSET NOBbI-
CUTb KOMMETEHLMUWU CMeLnanncTtoB U ynyylwnTb KayecTBo
OKa3aHUA MeULIMHCKON MOMOLLU AEeTAM.

Ha TopkecTBeHHOM LiepeMOoHMKU 3aKpbiTua Cbhesaa 6biiu
noABefeHbl UTOTM KOHKYpca Hay4HbIX pa6oT Monoabix
yuYeHbIX, B KOTOPOM TMPMUHANU yyacTue 42 yenoBeKa
(CTYAEeHTbl, OpAMHAaTOPbI, aCNUPaHTbl, aCCUCTEHTLI, Hay4Hble
COTPYAHUKM, Bpayn) n3 17 ropogos Poccuu (BCcero nogaHo
45 3a9BOK).

1-e mecTo npucyxaeHo Acet XamupoBHe UGULLEBOW,
Bpayy-neaunartpy, annepronory-ummyHonory ey
«PecnybnuKkaHcKasa [AeTcKas KiuMHMYecKas 60nbHULA
uMm. E.T. TKHKW», 1. TPO3HBIN (<KNMHUKO-3NnaeMuonormdeckas
XapaKTepucTuka anneprum y WKONbHUKOB YeyeHcKown
Pecny6nuKku: pe3ynsTaTbl NONepPeyHoro UccaefoBaHus»).

2-e mecTo:

* EneHe AHatonbeBHe [openukK, Bpayy-neguma-

Tpy BY3 HAO «HeHeuKas OKpyxHasf 60/bHULA WM.

Mpe-KoHrpecc macTep-Knacc «MCKycCTBO BEAeHUS aeTen
C annepruewm»

P.1. BatmaHoBOW», I. HapbsaH-Map («CoBpeMeHHOe aeT-
CTBO B pyKax undpoBom anoxun. Teopus, uccnegoBaHue
B ApKTMYECKOM pernoHe, nytu npodunaktukun. Barnag
neaunatpan);

° Aptemy AnekcaHapoBu4yy UBaHoOBY, Bpady-neauvarpy,
bY3 «Mopososckasa Kb A3M», r. MockBa (JleveHune
WHOEKLMOHHOrO MOHOHYKNeo3a Ha ambynaTtopHoM
W cTaLuMOHapHOM 3Tane: 060CHOBaHa /in aHTUBaKTepu-
anbHas Tepanua?»).

3-e MecTo:

e BepoHuKe AnekcaHapoBHe [leTpoBo#, 3aBeayio-

wen y4yebHon nabopatopuen Kabeapbl baKynbTETCKON

HarpaxaeHue fMnnomMom naypeata KOHKypca Hay4Hblx paboT
MONOAbIX y4eHblX | cTeneHun A.X. M6uwesow
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lO6unenHble aatbl B neguatpuun. [loknag npesunaeHta Cotosa
neaunatpoB Poccuu, akagemuka PAH J1.C. Hama3oBoi-bapaHoBoi

neavatpun MNP Srey BO PHUMY um. H.W. Muporoea,
r. MockBa («[loTeHunanbHaa B3anMOCBSA3b BaKLMHAL MK
NpPoOTUB TyOepKy/ne3a C TAXKECTbIo Te4eHuss 6GpoHXxMaib-
HOWM acTMbl y AeTemn»);

AHactacuun [mutpueBHe [MonoBon, Bukrtopum
AHapeeBHe PapuyeHKo, Jlioamune CepreeBHe
XauupoBo#, ctygeHTam PIre0Y BO «CTaBpononbCKum
rocyfapcTBeHHbIM MEAULMHCKUN YHUBEpPCUTET»
MuH3apaBa Poccuu («[AInarHocTMyecKkas 3Ha4MMOCTb
TREC n KREC ans BbISBNEHUS UMMYHHbIX HapyLleHUI
Yy HOBOPOXAEHHbIX»);

Napbe PadukoBHe PYyCTAHOBOW, acCUCTEHTY Kade-
[Apbl aKylwepcTBa M rMHeKonornm MHCTUuTyTa neguatpum
dre0Y BO «CamapCKui rocyaapCTBEHHbIM MeaMLMH-
CKuMW yHuBepcuTe™ MuH3apaBa Poccun (TpumeHeHune
BCMOMOraTe/ibHblX PENPOAYKTUBHbIX TEXHOMNOTMUIA: MEX-
AVWCUMNAMHApHbIA NoaxoA K HabniogeHuto aeten mnag-
lwero Bo3pacTay).

Colo3 neanaTpoB Poccun eXerogHo Ha CBOWMX Mepo-

npuaTUSX ocoboe BHUMaHWe yaenseT BESMKUM Y4YeHbIM,
Bpayam, yuntensm, BHECLUMM HEOLEHMMbIN BK1a B pa3Bu-
TMe neauMaTpuun, YToObl HOBbLIE MOKONEHUSA [JETCKUX Bpadven
He 3abblBanvM MMEHA CBOMX BbIAAIOWMXCA MPEeAeCcTBEH-
HWKOB, B CBSI3M C YEM Ha MJIEHAPHOM 3acefaHuu, a 3aTeM
B nepepbiBax Mexay CMMMno3vymMamu AeMOHCTPUPOBaANnUCh
BaXKHble faTbl Tekywero 2022 r. B neguMatpuu:

225 net [NoBMBanbHOMY MHCTUTYTY Npu MNeTepbyprckom
BOCNMUTaTeNbHOM oMe (1797);

125 neT KAMHMYECKOMY OMMUCAHMUIO IOHOLLIECKOrO XPOHMK-
4yecKoro peBmaTouaHoro apTputa (6onesvb Ctunna —

Woddapa) (1897);

100 net Bcepoccuickon «Hepene pebeHka» (1922,
fneKkabpb);

100 net MHCTUTYTY OXpaHbl MaTtepuHCTBa U MiajeH-
yectBa (1922) (HblHe — HauWOHaNbHbIN MeAULIUH-
CKMM wnccnefoBaTeNbCKUM  LLEHTP 3A40pPOBbSA  AeTen
MuHucTepcTBa 3paBoOOXpaHeHud Poccuinckon

depepaumm, MockBa);

75 net nepBon 3PPEKTUBHOM KOKJIOLWIHON BaKLUHE
(P.L. Kendrick, G. Eldering) (1947);

50 net CpeaHea3naTCKOMy MeAULIMHCKOMY neanaTpuye-
CKOMY MHCTUTYTY (TalwKeHT, 1972);

175 net co pgHA poxaeHus Huna depopoBuua
®UJIATOBA (1847-1902), poccuitickoro neguaTtpa,
OJHOr0 U3 OCHOBOMOJIOXHUKOB K/IMHWYECKON NegnaTpum
B Poccuu, KOTOpbIV cO3[an KPYMHYIO WKONY OTEYECTBEH-
Hbix negnaTtpos (B.WU. MonyaHoB, IH. CnepaHcKkui v ap.).
B 1885 r. onucan ckapnatMHO3HYIO KpacHyxy (60/1e3Hb
dunatoBa — [bloKca), uaMonaTuyeckoe BocnaneHue

WEenHbIX NUMbaTU4ecKkunx xenes (6onesHb dunatosa).
B 1895 r. onucan BaXHbI paHHWIA AMArHOCTUHECKMUI
NPU3HaK Kopn — BO3HMKHOBEHME TOYEYHbIX CEPOBATO-
6enblX BbICbIMAHUM Ha CANM3UCTOM 060SI0YKE Ty6 U LWEK
(naTHa benbckoro — dunatoBa — Konnuka);

175 net co gHAa poxaeHua Ockapa Kapna MEAUHA
(1847-1927), wBeACcKOro Bpaya, neauatpa, KOTOPbIN
OAHWM M3 NEPBbIX U3Y4MU NOMOMUENNT, [OKa3an HO30-
NIOTMYECKYI0 CaMOCTOATENbHOCTL 3TOro 3abofieBaHua
M 06paTun BHUMAHWE Ha ero aNuAeMUYECKUN Xapak-
Tep (1890), a Tak)Xe BHeC BKNaj B M3y4YeHWe AEeTCKOro
Ty6epKynesa 1 Bo3rnaBuia 60pb0Oy ¢ aTUM 3aboneBaHu-
em B LLBeuuu;

150 nert co aHAa poxaeHua EBreHus lMertpoBuua
PAAUHA (1872-1939), Bpaya, opraHu3dartopa oxpa-
Hbl 3/10pOBbS AeTer U NoApPOCTKOB, B 1929-1931 rrT.
Bo3srnasnsaswero HAM oxpaHbl 340p0OBbA AeTeN U Noa-
pocTKoB (HblHe — HWKW neanatpmum uMeHn akageMuka
H0.E. Benbtnwera PHUMY um. H.W. Muporosa). Hay4Hble
paboTbl MOCBSILWEHbI BONPOCaM LWKOMbHO-CAHUTAPHOIoO
[ena v oxpaHbl 340pOBbs A€TEW U NOAPOCTKOB;

150 net co gHAa poxxaeHua Mennxapaa NOAYHANNEPA
(1872-1947), HemeuKOro neguatpa, Y4YeHuKa
T. Qwepwuxa, co3patens 60NblIOW LWKOMbLI NEAMaATPOB,
BHeCWwero BKAag B pa3paboTKy BONPOCOB [AETCKOM
aHTponomeTpuun, GU3MoN0rMn HOBOPOXKAEHHbIX;

110 net co gHA poxAaeHua BaneHTuHbl MaBnoBHbI
BUCAPUHOMN (1912-1997), poccuilckoro neavatpa,
akagemuka PAMH, ¢ 1954 r. 3aBegoBaBllel Kade-
Lpon rocnuTanbHom neanatpun OMCKOro MegMLMHCKOro
MHCTUTYTa. OCHOBHbIE MUCCNEefOoBaHUS MOCBSLWEHbI U3Y-
YeHUI0 0COBEHHOCTEN KpaeBoKn NaTosiorMn y geteun, 6py-
uennesa, onUCTopxo3a, CEpPAEYHO-COCYAUCTON NaTono-
MU U UMMYHHOW HEAOCTaTOYHOCTM B AETCKOM BO3pacTe,
a TaKXXe M3y4YeHuto npobnem agantauumn geten 8 Cuéupm
n Ha KpanHem CeBepe;

100 ner co pAaHA poxpaeHua lupea AnueBuua
BAUPOBA (1922-1999), poCCMIACKOro AETCKOro XMpyp-
ra, YneHa-KoppecnoHgeHta PAMH, ¢ 1959 r. Bo3rnas-
naslwero Kadeapy AETCKOWM XUPYyprum C opTtoneauen
n aHecte3unonornen CaHkT-MeTepbyprckon neavatpu-
YeCKOM MeaMUMHCKOW aKagemuu. Brnepsble B Poccuu
yCnewHo onepupoBas HOBOPOXAEHHbIX C aTpe3uen
nuuleBoaa M TpaxeonuweBOoAHbIMKW cBUlaMKn (1953),
[LeTew C BPOXKAEHHOW HEMPOXOANMOCTbIO KEMYHbIX MPOo-
TOKOB (1955);

95 netr co pHAa poxaeHua EneHbl BacuabeBHbI
CEPEAbI (1927), poccuitickoro neavartpa, MOYeTHOro
yneHa Coto3a neguaTpoB Poccuu, cneyumanncta B obna-
CTVM [LEeTCKOM nynbMOHONOrnun, npodeccopa. HayyHble
paboTbl MOCBSILLEHbI BOMPOCaM AMArHOCTUKKM W Tepa-
nuu 60ne3Hen OpraHoB AblXaHWs y aeTen, 060CHOBaHbI
W BHeapeHbl anddepeHUnpoBaHHble NOAXOAbl K AETAM
C 3aTSKHbIMU U XPOHUYECKUMU BPOHXONErOYHbLIMM MPO-
ueccamu, B TOM Yncne ¢ UMMYyHOLEeDULUTHLIMU COCTOS-
HUSIMW, BPOXAEHHBIMU NOPOKaMKU pa3BUTUS BGPOHXoNe-
rO4YHOM CUCTEMDI;

75 net co pgHA poxaeHua Hukonas HuKonaeBuua
BOJIOAUHA (1947), poccuicKoro neguartpa, novet-
Horo 4neHa Cotoza neguaTpoB Poccuu, cneuunanucta
B o6nactM HeoHaTtonoruu, akagemmka PAH. C 1990 r.
Bo3rnasnseT Kabeapy HeoHaTonorMn dakynbreta yco-
BEPLEHCTBOBaHMSA Bpayen POCCUICKOro rocyaapcTeeH-
HOro MeAuMuUMHCKOro yHmpepcuteTta (HbiHe — PHUMY
um. H.W. Mnporoea), npe3unaeHT Poccuinckon acco-
uMauun cneunannuctoB nepuHaTanbHOM MeAMLMHBI.
Hay4Hble paboTbl NOCBSLLEHbI BONPOCAM HEOHATONOMMK
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LlepemoHus 3akpbiTus XIX Cbe3na negmatposB Poccumn

W nepuvHatanbHOM MeanumnHbl. O60CHOBaHa U BHeApeHa
MHOroaTanHasi CUCTeMa BbIXa*KMBaHUS [OeTeNn, PoaMB-
LUIMXCS PaHblue CPOKa C HU3KOM M 3KCTPEeManbHO HU3KOM
Maccow Tena;

75 net co gHA poxaeHusa AnekcaHapa NpuropbeBu4a
PYMAHLEBA (1947), poccuiicKoro neauatpa, noyet-
Horo 4yneHa Colwo3a negumatpoB Poccuu, akageMuKa
PAH. B 1887-1991 rr. 3aBenoBan kapeapor MoanKIn-
HUWYecKon neauatpuu, a ¢ 1991 r. — aupekTop HUU
[ETCKOW remMaTofiorMn U OJHOBPEMEHHO 3aBeayloLlnm
Kadeapon MNOMAUKIMHUMYECKON nNeanaTpumM C Kypcom
rematoniornm u oHxkonorun ®YB PIMY (HbiHe — PHUMY

uMm. H.W. TnporoBa), B HacTosLee BpeMS Hay4HbIA PYKO-
soautens HMWL, AFOU um. Omutpus PorayeBa, npesu-
[eHT HauuoHanbHOro o6uiectBa AETCKUX remaTonoros
1 OHKOJIOrOB.

XIX Cbesn negnaTtpoB Poccun onpenennn gajbHENLWyto

cTpaTeruio pa3BUTUS OTEYECTBEHHOro 3/1PaBOOXPaHEHUS
1 negmMaTpuyeckon Hayku B Poccuiickon ®Penepaumu, Obiam
chopmMynnpoBaHbl 3ajadn 419 COBEPLIEHCTBOBAHUSA Mean-
LIMHCKOM MOMOLIM AETCKOMY HacCeneHuio U NyTu ux pelue-
HUS AN NPOAOMKEHUS YCNEWHON peann3aunn nporpaMmmbl
«[lecatuneTtve geTcTBanr.

Mo ntoram pa6oTtbl Cbe3aa npuHsaTa Pesonouua

PEDIATRIC PHARMACOLOGY. 2022;19(2)

NEAUWATPUYECKAA ®PAPMAKONIOIUSA / 2022 / TOM 19 / N2 2



FROM THE UNION OF PEDIATRICIANS OF RUSSIA

WH®OPMALUA COIO3A NEAUATPOB POCCUU

Uudopmayua Coro3sa ne
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Pe3oniouuna
XIX Cbe3pa neaunatpoB Poccumn ¢ MeXXayHapoaHbIM
yyactuem «AKTyaJibHble Npo6ieMbl neanaTpun»,
5-7 mapTta 2022 r., MocKBa

XIX Cvesn negnatpoB Poccuu, B KOTOPOM MpUHSIN ydacTue 6osee 12 300 pgeneratoB (cBbille
2200 o4HbIx M 601ee 10 100 oHnanH-y4aCTHMKOB), Cpeaun KOTOPbIX neauatpbl, AETCKMe creLmasu-
CThl, OpraHmM3aTopbl AETCKOIo 34PaBO0OXPAHEHNS, a TaKKe y4yeHble, 06Cyana aKTyasbHble MPo6aeMbl
OXpaHbl 310POBbSI AETEN M MPUHS CAEAYIOLLYIO PE3OIOLMIO.

1. Mpocutb NocyaapcTBeHHyo [lymy Poccuiickon
depepaumn n MuUHUCTEPCTBO 3ApaBOOXpaHeHUSs
Poccuiickon depgepayuu:

1.1. Pa3paboTaTtb U NPUHATb 3aKoH «O6 oxpaHe 3[0-
poBbs AeTen», NpeaycMoTpeB B HEM AENCTBEHHble Mepbl
rocyfapcTBa Mo 3aliuTe XM3HU 1 3L0POBbA AETEN, a TaKkKe
YCNOBMUS, rapaHTUpYoLWKne rapMoHM4Hoe GU3n4ecKoe, HepB-
HO-MCUXMYECKOE, PEMPOAYKTUBHOE U KOTHUTMBHOE pPa3Bu-
Te pebeHKa.

1.2. BHecTu u3ameHeHus B PefepanbHbivi 3aKOH 0T 17 ceH-
TA6psA 1988 1. N2 157-93 (pea. ot 02 nionsa 2021 r.) «06 ummy-
HOMPOPUNAKTUKE MHPEKLMOHHbBIX 60Ne3HeN», MpeaycMoTpeB
B HEM Mepbl MO YCUNEHUIO OTBETCTBEHHOCTU poauTenen (3a
O0TKa3 OT MPWBMBOK) U HEeJOGPOCOBECTHLIX MEAMLMHCKMX
pPabOTHMKOB (BbICTYNALWMX NPOTUB BaKLUMHALMKU UAN PEKO-
MEHAyoLLMX HEO6OCHOBaHHbIM 0TBOA OT MPUBMUBOK).

1.3. BHecTn uameHeHus B PepepanbHblii 3aKoH «06
ob6palleHnn NneKapcTBEHHbIX cpeacTs» oT 12 anpena 2010 .
Ne 61-d3 (pea. ot 30 mekabps 2021 r.), NnpeaycMoTpeB
B HEM CO3JaHu1e AOMONHUTENbHbIX YCNOBUI ANS NPOBEAEHMS
K/IMHUYECKMX UCCNefoBaHU IEKapCTBEHHbIX Npenapatos
onsa neten.

2.MpocurtblNpasutensctBo Poccuiickon ®epepauyun:

2.1. MNpu popmnpoBaHUK BIOQKETOB 34paBOOXPaHEHNS
BCEX YPOBHEN npeaycMoTpeTb dUHaAHCUPOBaHME CNYKObI
OXpaHbl MaTEpPUHCTBA M AeTcTBa B o6bemMax He MeHee 30%
OT KOHCO/IMAMPOBAHHOIO Gloa)KeTa 34paBoOXPaHeHHs.

2.2. MpuHATb Mepbl K OpraHu3aunu OTeYeCTBEHHOTrO
NPOM3BOACTBA COBPEMEHHbIX SIEKAPCTBEHHbIX Npenapatos
Onsa aeTten, BKAYas MMMYHOOGMONOrM4yeckue (B TOM YuC-
Nne KOMOGWHWMPOBAaHHbIE BaKUMHbI), a TaKxe crneunanbHbiX
NIeKapCcTBEHHbIX GOpM ANna AeTel, B TOM 4ucie B nepuon
HOBOPOXAEHHOCTU (BUTAaMUH K 1 ap.).

2.3. BKAo4nMTb B nepevyeHb MHAMKATOPOB 3dbEKTUB-
HOCTW AESATENbHOCTU MCMONHWUTENbHOW BNacTu Cy6GbeKToB
Poccuiickon ®depepaunn noxkasaTeNlb CMEPTHOCTU AeTew
B BO3pacTe A0 5 neT n CMepTHOCTU AeTen BCEX BO3PaCTOB
OT BHELWHMUX U MHOEKLMOHHbBIX MPUYMH, YPOBEHb MHBANUA-
HOCTU AETCKOro HacefeHus, ypoBeHb GaKTUYECKOW MNpu-
BUTOCTU AETCKOr0 HaceneHus oT BaKUMHONPeAoTBPaTUMbIX
60e3Hen, a TaKKe ypoBeHb 3a60/1€eBaeMOCTH BaKLMHOMpe-
[OTBPaTUMbIMU MHDEKLMOHHLIMW BONE3HSIMU cpeaun AeTEN.

2.4. BoccTaHOBUTb B 3ApaBOOXpaHEHWW BepTUKalb
ynpaBfneHuns, ob6ecneyMB TeM CaMblM efuHble MNOAXOAbl
B pasBUTUM 34paBOOXPaHEHWS W paBHble MpaBa AeTen
Ha NonyyeHWe BbICOKOKBaNMOULMPOBAHHON MeAULIMHCKON
NMOMOLLM HE3ABMCMMO OT PErMOHaA NPOXKUBAHUS.

2.5. B uensx pelweHns npobaemMbl MOBbIWEHUS YKOM-
NIEeKTOBaHHOCTU MeAMUMHCKUMUKU Kaapamu nepuaTtpuye-
CKOM cnyx6bl HaBeCTU NOPSAOK B oniarte Tpyaa MeauLuH-
CKMX KagpoB Bcex KaTeropun. BHegpuTb cnpaBegnvBbln
NPUHUKMM: 3@ paBHbIM Tpya — paBHasa 3apaboTHasa nnara,
He 3aBucCALWasa OT yPOBHA pa3BUTUA pernoxHa.

3. Mpocutb MuHUCTEpPCTBO 3apaBoOXpaHeHUs
Poccuiickon depgepayuu:

3.1. MpoaonKuTb paboTy No COBEPLIEHCTBOBAHUIO CUCTE-
Mbl BaKLIMHONPODUNAKTUKN MHDEKLMOHHBIX 60NEe3HEN y AeTen
B Poccuickon degepaumun: pacwiMpuTb HaUMOHANbHbIN
KaneHaapb NpodunakTMYecKMX NPMBMBOK 3a CYET BBEAEHUSA
BaKLUMHALMW NPOTMB MHOEKLMIA, BbI3BAHHbIX MEHWHIOKOK-
KOM, pOTaBMPYCOM, BUPYCOM BETPSIHOM OCMbl, ManuiioMaBu-
pPycOM, [OOMOMHWUTENbHBLIX PEeBaKUMHALMIA MPOTMB KOKMoWa
B JOLWKOJIbHOM W NMOAPOCTKOBOM BO3pacTe, a Takxe npornu-
caTb ¥ UMMyHONpodUnakTnKy npotns PCB-nHdeKuum.

3.2. MNoBbICUTb AOCTYMHOCTb U Ka4yeCcTBO KOMMJIEKCHOWM
peabunuTaLMOHHOM MOMOLLM AETIM C XPOHMYECKOW NaTono-
rMen, 4eTaM C OrpaHMYEeHHbIMWU BO3MOXHOCTSMU 340PO0OBbSA
W OeTAM-UHBaNUAaM:

3.2.1. O6patutbca B [paBuTennctBo PoccUUCKOM
degepaLmm ¢ NnpesnoxeHMeM NogpobHO nponucaTb B Npo-
rpaMme rocyaapcTBEHHbIX rapaHTui 6ecnnaTtHoOro okasa-
HUA rpakaaHam peabuaMTaLuMOHHON NOMOLLM POSib U MECTO
peabunuTtauunun geTen.

3.2.2. YKOMNNeKToBaTh y4peXxaeHna MeanuLMHCKOM pea-
6unuTaumMmM ansa aeten coBpeMEHHbIM peabunnTaLnoHHbIM
o60pyaoBaHMEM.

3.2.3. PaspabotaTb, cornacoBaTb W MpeacTaBUTb
Ha YyTBep¥/JeHWe B YCTAHOB/EHHOM TMOPALKE MPOEKT
[ocynpapctBeHHOW nporpammbl «[lpodunakTuka uHBanUa-
HOCTHM cpeau aeten B Poccumnckon degepanun».

3.3. B cBA3K C coxpaHsalowUmMncsa TPyaHOCTAMU B OCYy-
LLECTBIEHNWN ONepaTMBHOro cbopa CBeAeHUH, HEOBXOAUMbIX
ONS BbINOSIHEHMA 3afa4y M GYHKUMIA [MaBHOMO BHELUTATHOMO
crneuuanuncTta (0T raBHbIX BHELUTATHbIX CNeLuanmucToB cybbek-
TOB, MaBHbIX CreunanncToB deaepanbHbiXx OKPYroB, OT deae-
panbHbIX MEAULIMHCKUX OpraHM3aLmi No HanpaBieHuWIo), BHE-
CTW OONOSIHEHUS B NpuKa3 MuH3gpaBa Poccun «O rnaBHbIX
BHeLWTaTHbIX cneumannctax MMHUCTepCTBa 34paBOOXPaHEHUS
Poccuiickon ®epepauum» (N2 444 ot 25 okTa6psa 2012 ),
[eTanbHO NpPeAcTaBMB MOAHOMOYMS TNaBHOMO BHELITATHOMO
cneunanucta MwuH3gpaBa Poccuu, rMaBHbIX CRELManncToB
CYyObEKTOB, cneLmanucToB deaepasbHbIX OKPYroB.

3.4. BBeCTM B MHCTUTYT IMaBHbIX CMELNaNUCTOB raBHO-
ro BHELTaTHOro AETCKOro crneunanncTa annepronora-uMmmy-
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Honora, rNaBHOrO BHELWTATHOro AETCKOro crneuuanucTa
[epmaToBeHeposora, rMaBHOIro BHELWTATHOIO JE€TCKOro cne-
LuManMcTa racTpo3aHTeposiora, rmaBHOro BHELWTATHOro AeT-
CKOro cneuuanucTa cypaoniora, a Take NpuMBecTU B COOT-
BETCTBME MNepeyveHb rNaBHbIX BHELWTATHbIX CNeunanucToB
M HOMEHKNATYpy crneuunanbHOCTEN B AETCKOM 34paBooXpa-
HEHWU, rapMOHU3MPOBaAB AETCKUE CrneLlnanbHOCTU C YPOB-
HeM 3ab60/1eBaeEMOCTH JeTeN.

3.5. B CBA3M C LUMPOKUM BHELPEHNEM B NPAKTUKY BCMNO-
MoraTtefibHblX PEenpoayKTUBHbIX TexHonorun (BPT), BKlO-
YalolMX MHTEHCUBHOE MPUMEHEHWE 3CTPOreHoB B Mepw-
04 MOArOTOBKM C LENbI CTUMYNSALMK OBYNSLMK, BHECTH
B cTaTUcTU4YecKyto dopmy N2 32 «CBefieHUs 0 MeAULIMHCKON
nomMoLun 6epemMeHHbIM, POXKeHULam 1 poannbHuuam (Popma
N 32 (romoBaf))», yTBEpXAEHHYIO npukasom PoccTaTa
oT 27 Hoa6ps 2015 r. (pea. oT 24 gekabpsa 2018 r.) «06
YTBEPHKAEHUN CTAaTUCTUYECKOTO MHCTPYMEHTApKA AN opra-
HM3auunM MHUHUCTEPCTBOM 3apaBOOXpaHeHUs PocCcUMCKON
depepaumm cTtatucTUHecKoro HaénoaeHus B chepe sapa-
BOOXPaHeHWs» pa3aefbHyo OTYETHOCTb N0 6ePEMEHHOCTAM,
HaCTYNMBLUMM €CTECTBEHHbLIM NYTEM U C UCMNOJIb30BAHMEM
BPT. Kpome aToro, BBecTH rpady «KpaTHOCTb NPOBEAEHHbIX
npoueayp» ¢ ykasaHMeM ucxoaa npeabiayLimx.

3.6. na npenocTtaBfeHUs CBEAEHWA O YUCIEHHOCTH
nauMeHToOB C pasnnyHbiMKM 3a60/1IEBAHUSIMU, HEOOBXOAUMbIX
ans GopmMMpoBaHUA MPOEKTOB CTaHAAPTOB MEeAWLIMHCKOM
NOMOLLM, @ TaKXe pacyeToB NOTPeBHOCTEN B NIeKAPCTBEH-
HbIX NMpenapaTax, MeAWLUHCKUX MU3OEeNnsx, UCNob3yemMblX
B TOM 4ucie npu peadbunuTauum OnpeaeneHHbIXx KaTero-
puin 60NbHBbIX, B dopmMax CTaTUCTUYECKOro HabnaeHus
N2 12 «CBeneHus o yncne 3a6oneBaHnin, 3aperncTpupoBaH-
HbIX Y NALMEHTOB, MPOXMBAIOLIUX B PaiOHEe 0GCNYXNBaHUSA
MeIULMHCKOM opraHn3aunn» n N2 14 «CBeaeHust o gesitenb-
HOCTM Nnoapas3aeneHnin MeanLMHCKON opraHmM3almnm, OKasbl-
BalOLWMUX MEANLIMHCKYIO MOMOLLb B CTALIMOHAPHbIX YCIOBUAX»
YyKa3blBaTb YACNEHHOCTb NALMEHTOB MO KOHKPETHLIM Kogam
MKB-10, 6e3 rpynnupoBKM.

3.7. B cBS3n ¢ rnobanbHbiMKM Npo6aemamMu aHTU-
MUKPOOBHOW PE3UCTEHTHOCTM WU  HEOOBXOAMMOCTbLIO
WHOEKLUMOHHOTO KOHTPONS B ¢dopmMax CTaTUCTUHECKO-
ro HabnwoaeHus N2 12 «CBegeHus o 4yucne 3aboneBa-
HWUW, 3aPErncTpUpPoOBaHHbIX Y NALMEHTOB, NPOXKMUBAIOLWNX
B panoHe 06CNyXMBaHWA MeAWLMHCKOW opraHuM3auuu»
n N 14 «CBeaeHua O AeATENbHOCTM NoApa3aeNeHuin
MEeAMLUMHCKON OpraHusauun, OKa3blBaloWMX MeanLUH-
CKYIO MOMOLLb B CTaLMOHAPHbLIX YCAOBUAX» MPU HaNUYUK
pe3ynbTaTtoB 3TUONOrMYECKON AMArHOCTUKN UHDEKLMOH-
HOro areHTa ykasbiBaTb Kog MKB-10 ¢ COOTBETCTBYIOLWUM
MHOEKLUMOHHBIM BO3OYyAUTENEM.

3.8. B uensix agekBaTHOM OLEHKKN 06ecrneyeHHOCTH Bpa-
Yyamu-crneunanMcTtaMm AeTCKOro HaceneHuss PocCUICKON
depepaunn pobaButb B nogpasgen 1 «[JOMKHOCTH
N PU3NYECKMe NnLa MeauLMHCKOW opraHusauuu» pasge-
nall «lWtatel MeguUMHCKOW opraHu3auun» GopMbl CTaTU-
cTndeckoro HabnwoaexHns N2 30 «CBegeHUss 0 MeanLMHCKOM
opraHusauuu» K BpadebHbIM CneunanbHOCTAM, He UMELD-
LWMM OTAENbHOW cneunanu3aunn onsg nauueHToB AETCKOro
BO3pacTa (Hanpumep, annepronoru-uMmMyHoON0rmn 1 ap.), cBe-
NEHNS O YNCNEHHOCTM TaKMX CNeLmanmcToB, OKasbiBaoWMX
MEMLMHCKYIO NOMOLLb JETAM.

3.9. B cBfI3M ¢ HEOGXOAUMOCTbIO PEryNAPHOro aHanusa
COCTOSIHUSI CUCTEMbI OKa3aHMA MeANLIMHCKON MOMOLLM ETAM
He TOSIbKO B LIENIOM MO CTPaHE, HO U B KOHKPETHbIX pernoHax
dopMmbl cTatucTndeckoro HabnwoaeHns N2 30 «CBeageHus
0 MeaMUMHCKOoW opraHmn3auunn» u N2 47 «CBegeHus o CeTu
W 1eATeNbHOCTU MEAULIMHCKUX OpraH13aumii» NnpeacTaBnsATbh
He TONbKO B LenoM no Poccuickon denepauun, HO TaKKe

npegycMoTpeTb paclnpeHHble BapWaHTbl, BKAKOYatouwmne
CBeJeHUs Mo KOHKPeTHbIM cybbeKkTam Poccuu.

4. Mpocutb MMUHUCTEPCTBO 3ApaBOOXpaHeHUA
Poccuiickon ®epepauumn u PegepanbHbii poHA 06K-
3aTe/IbHOro MeAULMHCKOro cTpaxoBaHUa:

4.1. B uenax ganbHenwero pa3Bntng ctaunmoHaposame-
L atoWmMX TEXHONOMMI NepecMoTpPeTb Tapudbl PUHAHCUPOBA-
HUS NpebbiBaHUs AeTer B AHEBHbIX CTaLMOHapax 1M npuee-
CTW UX B COOTBETCTBME C GaKTUYECKMMU 3aTpaTamu.

4.2, MpenoctaBuTb OeTAM NpaBo noayvyatb MeauLMH-
CKyt0 noMollb B Nto60M deaepanbHOM yYperaeHnn B COOT-
BETCTBUU C Npodunem 3abonesaHus.

5. Mpocutb MuHUCTEPCTBO 3ApaBOOXpaHEHUA
Poccuiickon ®egepauymmn, MUHUCTEPCTBO HAYKHU U BbiC-
wero oGpasoBaHus, AKaaemuio HayK Poccuinckon
®depgepayum:

5.1. YBeNn4nTb GMHaAHCUPOBAHME Hay4HbIX UCCNeaoBa-
HWW, HanNpaBfIEHHbIX Ha BbINOMHEHWE HaALUMOHabHbIX MPO-
eKToB «3apaBooxpaHeHuer», «demorpacdus», «Hayka», o6pa-
TMB 0co60€e BHMMaHWe Ha npoBeaeHvne pyHAaMeHTaNbHbIX
M MOMCKOBbIX HayYHbIX PAa60T MO NPOPUIaKTUKE MHBANNAHO-
CTV JeTen n nNo TeMe MHOEKUMOHHbIX 60/1E3HEN, B TOM YUCSIE
NPOCNEKTUBHbIX MHOTOLLEHTPOBbLIX UCCNea0BaHUMN.

5.2. MpoaoNK1Tb COBEPLUEHCTBOBAHME NegnaTpuyecKo-
ro o6pa3oBaHns 1 NOLIOTOBKM Hay4HbIX KagpoB No neauna-
TpuK, aktyanuauposas POC n npodeccuoHanbHble CTaH-
4apTbl NegMaTpoB M AETCKMUX CNeLmanncToB.

5.3. lNpeaycmMoTpeTb MexaHU3M BblAeNeHUs JOMOJHU-
TeNbHbIX GUHAHCOBLIX CPEACTB AN OpPraHM3aunn HayyHbIX
uccnegoBaHuii Mo temMam, obnajalowMM YyPreHTHON aKTy-
anbHOCTbLIO (B CNy4Yae BOZHUKHOBEHMWS NaHAEMUN, TEXHOMEH-
HbIX KatacTpod 1 T.4.), HE UMEIOLLUX BIOAXKETHOro PUHAHCHK-
poBaHMUS NO HayKe TEKyLWero roga.

6. Mpocutb MuHuctepcTBo npocBeweHusa Poccuii-
ckoin Pepepauum:

6.1. lupe npuBnekatb npodeccuoHansbHOe Meau-
LIMHCKOE COoO06LWEeCTBO K MOArOTOBKE y4eOHbIX Mporpamm
no GopmMupoBaHuio 3[0pPOBOro M 6GesonacHoro obpasa
KU3HM yHaLLMXCs, a TaKKe K COBEPLUEHCTBOBAHMIO HaBbIKOB
OKal3aHusl nepBoV MOMOLWM M MOBLIWEHUIO OCBELOMNEH-
HOCTW NeAarornyeckoro coctaBa no Bonpocam CoXpaHeHms
W YKpEenaeHna 340poBbsa AeTeN, B TOM YUCIe NPUOPUTETHOMN
3HAYUMOCTU BaKLMHALMMH.

6.2. NMpoaonKunTb paboTy N0 CO34aHMUIO LKON 340P0BbS,
npeaycMoTpeB B HUX o6GecnevyeHne YCIoBUi ANs coxpaHe-
HUS WM YKpenneHns 340p0BbS YYaLLmxcs.

7. PeKomeHaoBaTb opraHam ynpaB/jieH1S 34paBOOX-
paHeHueMm cy6beKToB Poccuiickon Pepepayum:

7.1. Co3paTtb yCnoBUS ANA paclMpPeEHUs CETU U OpraHu-
3auunn paboTbl OTAENEHUA MELUKO-COLMANbHOM NOMOLLM.

7.2. MNpUHATL Mepbl N0 Pa3BUTUIO B PErMOHe peabunuTa-
LLMOHHOM MOMOLUM JEeTAM.

7.3.TpoBecTn paboTy N0 COBEPLIEHCTBOBAHMUIO CECTPUH-
CKOM Cny»6bl. BBECTM B CTPYKTYpy OpraHoB ynpaBfeHUs
3paBOOXPaHEHUEM AOJIKHOCTb [NlaBHOro cneuuanucta
Nno CECTPUHCKOMY aeny.

8. MopyuunTtb Nnpe3ungeHTy u Ha6aopatenbHOMy coBe-
Ty Colo3a neguartpoB Poccuu:

8.1. Ucnonb3osatb MHTEPHET-pecypchbl Colo3a neanaTpos
Poccun — oTKpbITb Ha caiTe Coto3a neguatpos Poccuu pas-
4en ANna BOMPOCOB, CBSI3aHHbIX CO CTPaxoBOW MEAWLMHOM,
aKTMBHO BOBJIEKas B OTBETbl KOMMETEHTHbIX 3KCNEPTOB.
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Pe3oniouuna
BcepoccuucKon BakLuMHanbHOM Accambieun
«3aluilasa NoKoJeHusa»

B xone pabotbl BcepoccuicKon BaKLMHaIbHOU Accambien «3aLymlijas MoKoaeHus» 6biao rnpejcran-
N1€HO 14 Hay4YHbIX CUMMO3MYMOB M 2 M€HapPHbIX 3aceaaHusl, MOCBSLEHHbIX Hanboiee aKTyaslbHbIM
BOMNpocam OTEYECTBEHHOMN BaKLMHOMPOPUIAKTUKU B YCI0BUSIX COBPEMEHHbIX BbI30BOB U pobiem
B 061acTn obecrneyeHuss 6UoA0rM4ecKon 6e30nacHOCTN HaceneHus CTpaHbl, HOBbIM M MePCNEKTUB-
HbIM HarnpaBJ/IEHUSM COBEPILIEHCTBOBAHUS HAaLMOHA/IbHOrO KasieHaaps npoQUIaKTUYECKUX MPU-
BUBOK (HKITII), ctaHOBAEHNSI U pa3BUTUS OTEYECTBEHHOIO MPOMU3BOACTBA MMMYHOOMOJIOrMYECKUX

npenaparos.

yl-IaCTHVIKM MEPONPUATUS B PaMKax BbICTYNNEHUMH
M B npoLecce AUCKYCCUM MepBOOYEpPesHON 3ajayew
onpeaenvnuM MNONHOLUEHHYIO peanunsauuto obecneyeHus
HKMMccobniogeHem cBOEBPEMEHHOCTU M BbICOKOrO OXBaTa
BaKUMHaLMWEN Ha TEPPUTOPUM BCEX CYOBLEKTOB PoccuimcKom
degepaumn. Kpome Toro, 6bina nogyepkHyTa Haspesllas
HEeo6X0AMMOCTb COBEPLUEHCTBOBAHUA KaneHaaps MNpuUBHK-
BOK NO 3NMAEMUYECKUM NOKa3aHUSAM, 4TO OCOGEHHO BaXKHO
B ycnosusx naHaemun COVID-19. MNpeactaBneHHble JOKNa-
bl HOCUIM KaK Hay4HblA, TaK U NPaKTUYECKWUI XapaKTep,
KacasiCb CaMbIX MEPCMNEKTUBHbIX HanpaBneHUWn B 061acTu
UMMYHONPOPUIAKTUKK.

B xone coctosiBlwerocs cumnosnyma «fIiporpamma 60opb-
6bl ¢ THOMHBIM 6aKTepHasibHbIM MEHUHIMTOM KaK Mepa
no COXpaHeHHI0 XU3HW M KOTrHUTUBHOIO 3J0POBbS
pe6eHKa» y4YacTHUKM OOCYAWNN HbIHEWHIO CUTyaLMio
C FHOMHbIMW 6aKTepuasibHbIMU MEHWHIMTaMW Ha TeppPUTO-
pun Poccun, KOTopble MPOAO/MKAOT NPeAcTaBAATb 3HAYK-
TenbHylO Npob6aemy Ans 0OTeYeCTBEHHOIO 34PaBOOXPaHEHUS
M oblwecTtBa B LENOM BCAEACTBME MPEUMYLLECTBEHHOIO
nopakeHMs OEeTCKOro HaceneHus, BbICOKOWM MHBanuau3a-
UMK M NeTanbHOCTH, TAXKENOro 3KOHOMWYECKOro 6pemMeHmn
B cdepe 06WecTBEHHOro 340poBbsA. Cneayet npuaHarthb,
4YTO BaKUMHOMNPOOUIaKTUKA MEHUHTOKOKKOBOW MHOEKLUK
(MWU) B Poccumnckon dPepepaunm Kak Haubonee pacnpo-
CTPAHEHHON MPUYUHbI THOMHbLIX GaKTepUanbHbIX MEHUHIU-
TOB, Ha A0MI0 KOTOPbIX npuxoautca Ao 48% Bcex cny4vaeB
3aboneBanus (H. influenzae — 7%, S. pneumoniae — 27%),
MMEET OrpaHUYeHHbIN xapakTep. BakunHaunsg npoBoauTcs
B pamMKax KaneHaapsa NpodunakTUYECKUX NPUBUBOK MO 3MNK-
[EMUYECKNM NOKa3aHUSAM TONbKO B 13 cyGbeKTax CTpaHbl.
B uenom obuiee 4yncno npuBuTbIX NpotMB MU B Poccun yBe-
NiMynBaeTcs KpariHe MeaneHHo.

BHeapeHne B PYTUHHYIO MPAKTUKY MONMBANEHTHbIX
MEHWHIOKOKKOBbIX KOHbBIOFMPOBaHHbLIX BaKLUMH fBASETCSH
npuopuTeETHOM 3adayen B cdhepe 06LWECTBEHHOrO 3paBo-
oxpaHeHua Poccuickon dPepepaumun, pelleHne KoTopon
No3BONNUT AOOGUTLCS CYLLECTBEHHOIO CHUMKEHWUA 6GpeMeHwn
6aKTepuanbHbiX MEHUHIUTOB, @ TaKXe reHepann3oBaHHbIX
dopm MW, aBnstoumMxcs ogqHON N3 Hanbonee YacTbiX MPUYUH
YU3HEYrpoXKatoLnMX COCTOSHUIN ¥ fieTel B MUpe n B Poccuu,
NPoSBASIOWMXCA CENCUCOM UK CENTUYECKMUM LLOKOM.

YunTbiBas HEQOCTATOUYHbIM Ha CErOAHAWHUM AEeHb MpPO-
rpecc B 60pb6e C MEHUHIUTOM, KOTOPLIM OTCTaeT OT ycrnexa
B MpeaoTBPALLEHUN APYTMX KOHTPOAUPYEMBIX C MOMOLLbIO
BaKUMHaUUK GoNe3HeNn, a TaKKe NpuMHMMas BO BHUMMaHWe
Ha4yano oTe4eCcTBEHHOro npoussoacTea B 2022 r. YeTbIpex-

BafleHTHOM BaKLUMHbI 418 NPOGUNaKTUKUM MEHUHTOKOKKOBOM

MHbEKLMN, Bbi3biIBAEMON BO3OYAMTENAMU YeTbipex Hawu-

6onee pacnpocTpaHeHHblx ceporpynn (A, C, W, Y), y4acTHu-

Kn Bcepoccuiickon BaKuuHanbHoW Accambneun «3alumuias

NoKoseHUs» peKomeHaoBanu MUHUCTEPCTBY 34paBooXpa-

HeHusa Poccuiickon ®egepaLmm paccMoTpeTb BO3MOXHOCTb

YCKOpPEHHOM peanusauuu lNnaHa MeponpuaTMin BO MCNON-

HeHue CTpaTernu pasBuTUS UMMYHONPOOUNAKTUKKN UHDEK-

LMOHHbIX 60one3Hen Ha nepuog Ao 2035 roga, npuHATOM

PacnopsixxeHnem lMNpaButenbctBa Poccuinckon Peaepaunmn

18 ceHTa6ps 2020 r. N2 2390-p, a UMEHHO:

1) pervoHanbHbIM OpraHam 34paBOOXPaHEHUsS BKOYUTb
B pervoHasnbHble KaneHgapu v nporpammbl UMMYHU3a-
LMW BaKUMHALMIO NPOTUB MEHUHITOKOKKOBOMN MHbEKLMK
[4N9 3alWnTbl AETCKOro HaceneHus, MeAULUHCKUX U COLLU-
anbHbIX TPYNMN PUCKa C MCMOJb30BaHUEM KOHBLIOTUPO-
BaHHbIX BaKLMH LUIMPOKOW BaneHTHOCTU (MPOTUB Cepo-
rpynn A, C, W, Y);

2) NpuUHATb HOBYIO pefakuuio MpunoxeHua N2 2 K npwu-
Kady MwuHucTepcTBa 3apaBooOXpaHeHus PoccuincKon
depepaumun ot 06 aekabps 2021 r. N 1122H «06
YTBEPKAEHUN HALMOHANbHOro KaneHngapsa npodwunak-
TUYECKUX MPUBUBOK WU KaneHgaps nNpodunaKTUHEeCKUX
NPUBMBOK NO 3MUAEMMYECKUM MOKa3aHUAM» B 4acTu
BK/IIOYEHUA BaKUMHaUWKM NPOTUB MEHUHIOKOKKOBOMW
MHOEKUMN C UCNONb30BaHUEM KOHBIOTMPOBAHHbIX BaK-
LUMH LUMPOKOWN BaneHTHOCTH (NpoTmB ceporpynn A, C, W,
Y) &nqa rpynn pucka B cootBetcTBun ¢ CI 3.3686-21
«CaHWTapHO-3aNNAEMHUONOrM4ecKme TpeboBaHu1s no npo-
PunaKkTMKe MHOEKLMOHHLIX 60/1Ie3HEN» NO annaemMuye-
CKWM NOKa3aHWaM HauyuHasa ¢ 2022 r,;

3) noarotoBMTb 060OCHOBaHMe Aansd pacwupexHns HKIM,
a umeHHo lMpunoxeHua N2 1 K npukady MuHucTepcTBa
3apaBooxpaHeHns Poccuickon egepauun ot 06 aeka-
6pa 2021 r. N2 1122H «06 yTBEpKAEHUN HaLMOHaNbHO-
ro KaneHgaps nNpodunakTUHeCcKUx NPUBUBOK U KaneH-
fapsa NpodunakTUYeCKUX NPUBMUBOK MO INUAEMUYECKUM
noKasaHnsaM» B HacTu BKAtoYeHns ¢ 2023 r. BaKLMHaL MK
NPOTUB MEHUHTOKOKKOBON MHOEKLUKU C UCMONb30BaHM-
€M KOHBIOTMPOBAHHbIX BaKLUMH LUIMPOKON BaneHTHOCTH
(npotus ceporpynn A, C, W, Y) aBymSa fo3amu ana aeten
B Bo3pacTe 9 1 12 mec.

OTaenbHoe BHUMaHWe O6bI0 YAENEHO Pa3bACHEHMIO
NPaKTUY4EeCKOro MCMoNHeHUs NpuKkasa MuHUcTepcTBa 34pa-
BOOxpaHeHus Poccuitickon Pepepaummn ot 06 aekabps
2021 1. N2 1122H «06 yTBEpKAEHUU HaLlMOHaNbHOrO KaneH-
fapsa nNpodunakTUYeCcKUx NPUBUBOK U KaneHgaps npodu-
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NAaKTUYECKNUX MPUBUBOK NO 3MUAEMUYECKUM MOKa3aHUAM.
B xoge cumnosunyma «<HKMM-2022: Bpema nepemeH» Obinn
03BYY€eHbl OCHOBHbIe n3meHeHus Hosoro HKIMIM, BctynusLwe-
ro B cuny 31 nekabps 2021 r., cpeam KOTopbIX:

° BaKuuHauus NpoTuB remModuibHOM MHIEKUMU Tuna b
BCEM [ETAM paHHero BO3pacTta, MpuYeM [AeTH, paHee
nonyyaswune AKAC, MOryT npoaonxuTb BaKUMHaLMIO
W peBaKLMHaLMIO NS TUKOMMOHEHTHOM KOMBUBaKLIMHOW;

° [PUMEHEHME MHAKTUBUPOBAHHOM NnonmMoBaKkuuHbl (UIMB)
B Ka4yecTBe MEPBMYHOM BaKuUMHALMKU MPOTUB NOAMO-
MUenuTa 1 NepBon peBaKuMHaLMK BCEM AETAM NepBbIX
1,5 neT *XU3Hu;

° nepeHoC TpeTben peBaKLUHaLUM NpoTUB NoIMoMUennTa
c Bo3pacTa 14 net Ha 6 ner;

° BO3MOXHOCTb NPOBEAEHMS BaKLMHaLMK NpOTUB Tybep-
Kynesa Ty6epKynMHOTpULaTENbHBIM AETAM B BO3pacTe
[0 7 NeT npu oTCYTCTBUM ee B POAAOME;

* poGaBneHuve BaKuuHauuu aeten 12-17 net (BKAOYM-
TeNbHO) MPOTUB KOPOHABUPYCHOM MHOEKLMM B KaneH-
Aapb NPoPUNaKTUHECKUX MPUBUBOK MO INUAEMUYECKUM
NOKa3aHUaM.

B cooteBeTcTBUM C [lopsaKom npoBeaeHuUs npodunak-
TUYECKMX NPUBUBOK, 0603HAYEHHbIM NpuKa3om N2 1122H
oT 06 pekabpsa 2021 r., Nnpu NpoBEeAEHMU BaKLMHaALMK
M peBaKuMHaLMKM HacCeNneHus UCMNOoMb3YTCH BaKLMWHbI,
cofepaline aKTyanbHble agnsa Poccuinckon depepaunu
aHTUreHbl M nos3Bonalwme o6ecneynTb MaKCUMabHYIO
30 DEKTUBHOCTE MMMYHMU3ALMK, NO AAHHBIM MOHWTOPUHIa
Pocnotpe6Hagsopa. lpodunaktuyeckme npuUBUBKKU MOTyT
NPOBOANUTLCSH C MUCMONb30BaHMEM WMMMYHOOGMONOMMYECKUX
NIEKapCTBEHHbIX MpenapaTtoB ANS UMMYHOMPOUNAKTUKM,
cofepralmnx KOMOMHaUMKM BaKUWH, NpefHa3HayeHHbIX
ANS NPUMEHEHUS B COOTBETCTBYIOLWMNE BO3PACTHLIE CPOKM.
OTaencHo 6bI10 NPOBeAEHO pasbsiCHeHWE nopsaka Gopmu-
pPOBaHMS 3a8BKMU Ha 3aKyNKy UMMYHOBGMONOrMYECKUX Npena-
paToB, MCXOAA U3 MOTPEBHOCTN AETCKOrO HACENEHUS U C yye-
TOM nM3meHeHun HKIMM, yto no3BonseTr obecnevymBatb BCe
noanexatwune KOHTUHIeHTbl HEeOOXOAMMBbIM KONMYECTBOM
BaKLMHbI U KOPPEKTHO OMNpeaenaTb ypoBeHb GaKTUHeCKoro
BbIMO/IHEHMA NNaHa BaKLMHaLMWK.

Mo utoram cumnosuyma Oblna 0603Ha4YeHa No3uuus
3KCNepToB MO AanbHenwemy coBeplueHcTBoBaHuio HKIM,
KOTopas 3aKntoyaeTcs B:
® paclMpeHnn CNMCKa BaKLMHOMNPELOTBPATUMbIX MHOEK-

uun;

° MNpPeuMyLleCTBEHHOM MNPUMEHEHUN KOMOUHUPOBAHHbLIX
BaKLMH;

° 3aMeHe ycTapeBLlUMX BaKLMH Ha COBPEMEHHbIe (BycTepbl
AaK/[IC-M, nepexoa Ha MWCKMOYMTENbHOE WMCMONb30Ba-
Hue UMB);

° CO3JaHUK «LeneBblx» KaneHgapewn ana 6epemeHHblX,
NnauneHTOB C XPOHNUYECKUMM 3a601EBAHUAMMU, NOKUbIX,
NyTeWeCTBEHHUKOB U APYTMX rpymnn HaceneHus;

°  MNPOAO/MKEHWUN BHEAPEHNS CXEM UMMYHU3ALIMKU Ha NPOTSH-
KEHUWN BCEW KM3HU B PYTUHHYIO MPAKTUKY NPODUAbHBIX
cneunanncTos.

B psine cumnosvymoB Accambneun «3aluiias nokone-
HUs» 0co60e BHMMaHWe OblN0 yaeneHo BaXHOW Poau BakK-
LMHaLMK B KayecTBe 3allMTbl EHCKOro 340p0Bbs M maTe-
PUHCTBA. YYaCTHUKM MePONpmUaTUS 0603HAUYNIN CEPLESHYIO
npo6aeMy COXpaHsoLENCS Yrpo3bl LLenoro psga MHeKLUum,
npeaoTBpaTUMbIX C MCMONb30BaHMEM BaKLUMH, Ha MNpPOTH-
YEHUU BCEWN KMU3HU XKEHLWMHbI. B xone Accambneun akcnep-
Tbl @aKUEHTUPOBaNn BHUMaHWE MEeAMLMHCKOro coobliecTsa
Ha TsKenom 6pemeHn UHbeKLUUK, BbiIsBaHHON SARS-CoV-2,
cpean 6epeMeHHbIX XEHLWNH U MPEeACTaBUIN MeXAyHapoa-
HbI M POCCUMCKUI ONbIT BakunHonpodunaktukun COVID-19

cpeav OaHHOM KaTeropuu, AeMOHCTPUPYIOWMIA BbICOKUM
npodunb ee 6e3onacHocTn U adbeKTUBHOCTU. bbina noa-
YepKHyTa ocobass 3HaA4YMMOCTb MNOAAEPIKAHUSA BbICOKOrO
YPOBHSA MOCTBaKLMHaNbHOM 3alMTbl Ha pasHbix 3dTanax,
BK/lOYas nperpaBuiapHylo NOAroTOBKY, nepuon 6epemeH-
HOCTH, FPYAHOr0 BCKapMAMBaHUSA. TaKKe aKcnepTamu Obia
npeacTaBneH rnobasnbHblii OMNbIT BaKUMHONPODUNAKTUKU
rpunna, Kokawwa, gubrepun, cTonbHAKa cpean 6epemeH-
HbIX EHLLMH B paMKax PYTUHHbIX NPOrpaMm MMMYHU3aLLNUK,
B TOM 4ucne B dOKyce BbICOKOro ypoBHSI 6€30MacHOCTU
N 3QDEKTUBHOCTU COBPEMEHHbIX BaKLMH.

B pesynbrate COCTOSIBLIMXCA OOGCYXKAEeHUW U obMeHa
MHEHUAMKN 0603Ha4YeHa He06X0ANMMOCTbL 06ecnedYeHns Bak-
LMHaummn B cootBeTcTBUM ¢ HKIIM 1 pernoHanbHbIMK KaneH-
4apsMM NPUBMBOK, @ TaKXe COBEPLIEHCTBOBAHMA MNpak-
TUKU PUCK-OPUEHTMPOBAHHOIO Moaxoda Mpu MNPoBeAEHUM
BaKUMHAUMN AEBOYKM-NOAPOCTKA, AEBYWKU U KEHLMHbI,
B TOM 4yucne adpPeKTUBHOCTU BaKLMHONpodunakTuku BrY-
accounnpoBaHHbIX 3a6osieBaHUN.

B pamKkax nneHapHoro 3acepaHuns N2 1 «Peanusayus
Ctpaterum pasBUTUS MMMYHONPOPUNAKTUKU UHOEK-
LMOHHBbIX GONne3Hel: onbIT NepBoro rogar» 6bin npea-
CTaB/leH OMbIT pasHblX perMoHoB Poccun no peanusdauuu
pasfnuyHbiXx 3aja4y, npeaycmoTpeHHbix CTparternen pas-
BUTUA UMMYHOMNPODUNAKTUKN MHODEKLMOHHbLIX 60ne3Hen
Ha nepuoa oo 2035 roga, YTBEPXKAEHHOW PacnoOpsiKEHU-
em [paButenbctBa Poccuiickon Pepepaumm N2 2390-p
oT 18 ceHTs6ps 2021 1.

Y4yacTHUKM Accambnen 03HaKOMMUIIUCH C UTOraMu ycnew-
HOW opraHu3auuun paboTbl NO BaKUMHONPODUNAKTUKE, Npea-
CTaB/IeHHbIMW 3NNAEMUOIOrMYECKOM Cry>k6on benropoackomn
o6nactn. Kpome Toro, o6cyxaanncb 0CO6EHHOCTU NpoBese-
HUS MOHUTOPUHIA IPGDEKTUBHOCTU PYTUHHOM BaKLIMHOMPO-
dunaKTUKK, a TaKkKe 6blM NpeacTaBNeHbl UHHOBALMOHHbIE
MeToAbl MHOOPMUMPOBAHUS HaceneHus No BoOMpocaM MMMY-
HOMPOGUIAKTUKU B GOpME MOBUNLHOIO NPUNOKEHMUS.

B uensax peanusauun CtpaTernu pasBuTnsa UMMYHOMNPO-
GUNAKTUKN MHDEKLMOHHbBIX 60/IE3HEN B 4acTW MOBbIWEHUS
LOCTYMHOCTM BaKUMHOMPOOUNAKTUKKM psija ynpaBasieMblxX
couManbHO 3HAYUMbIX MHDEKUMI B pernoHax 6bino npea-
NOXeHo 6onee WUpPoKoe ncnosb3oBaHue Mpunoxenua N2 2
npukaza MuHUCTEPCTBaA 34paBOOXpaHeHnss PoccuincKon
depepaumm ot 06 aekabps 2021 r. N2 1122H «06 yTBEPK-
AEHUM HaUMOHaANbHOro KaneHaapsa nNpodUNaKTUYECKUX
NPMBMBOK, KaneHaapsa npoduUNakTUYEeCKUX MPUBUBOK
no 3NMAEMUYECKMM MOKa3aHWAaM W MopsiaKa NpoBefeHus
NPoGUNaKTUHECKMX NPUBUBOK» B Ka4yeCTBE MHCTPYMEHTa
NPUHATUS U peann3aunn pernoHanbHblX KaneHgapen npo-
GUNaKTUYECKMX MPUBUBOK U/UNN PErMOHaNbHbIX MPOorpamm
UMMYHU3aL M.

Y4acTHUKM cumMno3nyma «OTKPOBEHHbIA pas3roBop
C NPOM3BOAUTENAMM BaKLMH: KaK 3TO pa6oTtaeT» o6Cy-
Annn Bonpoc obecneyeHns HaluMoHaIbHON MMMYHOBKWONO-
rmyeckom 6e30nacHOCTM NyTeM pPas3BUTUS MPOM3BOACTBA
KavyecTBeHHbIX, 6e30nacHblX U 3IGPEKTUBHbLIX MMMYHO-
6M0N0OrMYecKMx npenapaTtoB Ha TeppuTopnn PoccUMCKoMm
depepalmm Mo MOAHOMY MPOM3BOACTBEHHOMY LMKAY.
JKcnepTbl OTMETHAN 3HAYUTENIbHOE NOBLILEHWE 3a Nocnea-
HWe rofbl YpOBHSA TpaHcdepa TEXHONOrMM MpPoM3BOACTBA
WHHOBALMOHHBIX MMMYHOBGMONOITMYECKUX MNpenapaTos
OT MEXAYHapPOAHbIX K OTEYEeCTBEHHbIM KOMMaHUAM-MPOU3-
BoanTenam. Oco6eHHo Bblla Nog4YEPKHYTa NepBoCTENEHHAs
3HAYUMOCTb CTabMAbHOCTU MPOM3BOACTBEHHOIO MNpoLec-
ca W, KaKk cneactsue, Cnoco6HOCTU MPOM3BOACTBEHHOM
naowanKku, nepeHaBlUen OpUrMHaNbHY0 TEXHONOruno, obe-
CMeYnTb BbINYCK JIEKAapCTBEHHOrO0 npenapaTta C rapaHTu-
€n BbICOKOro Kayectsa, 3abPeKTMBHOCTM U 6e30MacHOCTH
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MMMYHOGMONOrMYECKOro npenapaTta, MOAHOCTbIO COOTBET-
CTBYIOLMX OPUTMHANBHOMY.

Kpome TOro, y4acTHMKM MOAYEPKHYNIU Ba)XHOCTb MpPO-
BeAeHUs HeNPePbLIBHOrO MOHUTOPMHIA NPOU3BOACTBEHHOIO
npolecca, BCcex 3TarnoB XPaHEHWs WU TPaHCMOPTUPOBaHUSA
BaKLMWH, MOCTOAHHOrO KOHTPONA KayecTBa MpenapartoB
KaK HeoTbemsiemoe ycnosue obecrneyeHus BbiCOYaMLLEro
KayecTBa MMMYHOBWONOrMYECKON MPOAYKLNK, NpeaHa3Ha-
YeHHOW B NepBYt0 o4epeab ANs AETCKOro HaceneHus. Takxe
B xo4e O6CyXAeHWs nogHMMancs BOMNPOC MOCTIULEH3MU-
OHHOMO KOHTPONS KayecTBa BaKLMH, B KOTOPOM AOSIKHbI
aKTUMBHO y4YacTBOBATb M MeAULIMHCKMNE CneLnanncTbl, a Tak-
e Apyrve mepbl No COBEPLIEHCTBOBAHMIO dapMaKoHaa30-
pa 3a pe3ynbraTamu NPOBOAMMON UMMYHU3ALMMN.

Mo pes3ynbratam cumnosvyma «BaKuuHauua npo-
TUB NHEBMOKOKKOBOM HWHPeKuuu paeten B Poccum:
NpeBeHap 13 10 net B Poccumn» 6Gbinn npeactaBieHbl
yCnexu u OOCTUKEHWUS NMporpamMmbl MHEBMOKOKKOBOW BakK-
UMHaunn aeten B Poccuinckon ®epepaumm, a UMEHHO NoKa-
3aHbl CHUXEHWEe CMEePTHOCTM AeTern A0 roaa oT MHEBMOHUU
Ha 56% (cpaBHeHWe AaHHbix 2020 r. ¢ AoOBaKLUMHaNbHbLIM
nepuogom 2013 r.)1; snuaemmonornyeckan abdeKTUBHOCTb
PYTUHHON MMMYHM3aunn (55%) B OTHOLIEHWU BHEOONbHMY-
HbIX MHEBMOHUM NIOGON 3TUONIOMMK Y AETEN, CBOEBPEMEHHO
BaKLMHMPOBAHHbIX HA NepPBOM rogy *usHu2. Hapsay ¢ 3Tum
obCyXKaanmMcb coxpaHsiolmecss npobnembl, KOTopble elle
npeacTouT nNpeoaoneTb. B 4acTHOCTM, NMOCKONbKY 3addeKT
NHEBMOKOKKOBOM BaKLMHALIMKM HanpsaMyto 3aBUCHUT OT CBOe-
BPEMEHHOr0 Havyana W cobIOAEHUA CXEeMbl, Y4aCTKOBbIM
neagnatpam v NpodubHbLIM cneuuannucTam cneayet ocoboe
BHUMaHWe yaensTb YeTKOMYy COGMOAEHUIO NopsaKa NpoBe-
[IeHN UMMYHU3aL MM MnaaeHues B cootBeTcTBumn ¢ HKIMM.

B xope cumnosvyma «[THEBMOKOKKoBasi UHpeKuus
y B3pOC/ibiX B Nepuoj aNUaeM1UoIorm4eckoro Heénaro-
NMosy4Yusi: KTO noAa yaapomMm?» AoKnag4uKku obpaTuian BHU-
MaHWe Ha 0CobYyl0 ONacCHOCTb MHEBMOKOKKOBOW MHbEKLINK
AN NoJen cTapliero Bo3pacTa v 1nL, UMetoLwmMx cConyTCTBY-
lowme 3aboneBaHus. Poccuinckue 3KcnepTbl NOAYEPKHY-
/i1 HEOBXOAMMOCTb BaKLMHALMKM NPOTUB MHEBMOKOKKOBOWM
UHbeKUnN Bcex nuu, nepeHeclumx COVID-19, Kak MOMXHO
B 60/1ee paHHME CPOKM — 4Yepe3 2 Hep Nnocne AOCTUKEHUS
BbI3JOPOB/IEHNS UK Yepel 2 Hed Nocne BbINMUCKK M3 CcTa-
LuMoHapa.

B KayecTBe BECOMOro aprymeHTa ans npuHaTUS pelle-
HUA O BHEAPEHWM NporpaMmM MacCoBOW MMMYHM3aLWK
OT NMHEBMOKOKKOBOW MHOEKLIMM B3POC/bIX C XPOHUYECKOM
naTonornen U NuL, NOXunoro Bo3pacTta OblAn npeacTaBne-
Hbl AaHHble nocnegHero GapMaKo3KOHOMWYECKOro uccne-
[I0BaHUS, COrnacHo KOTOPbIM BaKUMHaALUWA MPOTUB MHEB-
MOKOKKoBOM uHeKumn MKB13 (MpeBeHap 13) sBnsetcs
3KOHOMMYECKHM BbICOKO3IhDDEKTUBHOM M NO3BOJIAET BEPHYTb
B 6toaxeT 0o 33% WMHBECTMPOBAHHbLIX CPEACTB 3a CYeT
npeaoTBpalleHHbIX C/ly4aeB MHEBMOKOKKOBOM WMHbEKLUK
y nuy, ctapwe 65 net, go 100% — y Auu ¢ caxapHbiM
InabeToM U XPOHWYECKOW cepaevyHoW HeaoCTaTOYHOCTbIO,
10 96 1 83% — y NuL, C caxapHbIM AMabETOM U XPOHUYECKOWM
cepaeyHon HeaoCTaTOYHOCTbIO, COOTBETCTBEHHO, B BO3pac-
Te 40 neT B NATUNETHEN NepcneKkTuae.

Mo ntoram pa6oTbl 3TUX CUMNO3UYMOB GblSIM BbIABUHYThI
cneayowme npennoeHns:

1) paclMpuTb KaTeropuio rpaxkaaH, nognexauwmx obsasa-

TeNbHOW BaKUMHALMUKN MNPOTMB NHEBMOKOKKOBON MHOEK-

uMu: nnua B Bo3pacTte 60 net 1 ctapuwe B pamkax HKMIM

(8 MpunoxkeHnun N2 1 npukasa MUHUCTEPCTBA 34PaBOOX-

paHeHus Poccuiickon Pepepaumnm ot 06 gekabpsa 2021 .

N2 1122H «O6 yTBEPKAEHMM HALMOHANIbHOIO KaneHaaps

npoduIaKTUHECKUX MPUBMUBOK, KaneHgaps npodwunak-

TUYECKMX MPUBMBOK NO 3MUAEMMYECKUM MOKa3aHUAM

W nopsiika npoBeaeHns NPodUNaKTUYECKUX NPUBUBOK);
2) paclwupuTb KaTeropuio rpakhaH, NoAnerKalimx BaKLuu-

HaLUWKW NPOTUB NHEBMOKOKKOBOM MHDEKUMUU: AETU B BO3-

pacTte oT 2 go 17 neT BKAOYMTENLHO (paHee He NPUBMU-

Tble), B3pOC/ble, OTHOCSLWMECS K rpynnamM pucka (nmua,

nognexatine npu3biBy Ha BOEHHYIO Cny»0Oy, 1ua, 3aHs-

Tble Ha NPOM3BOACTBAxX C BPeAHbIMU ANS AblXxaTeNbHON

cucTeMbl paboTamu, MeaMUMHCKME paboTHUKK, nuua,

cTpajalolme XPOHUYECKMMU 3a60NeBaHUAMU NETKUX,

OpraHoB CepAeYHO-COCYAUCTON CUCTEMbI, IHLOKPUH-

HOW CUCTEMbI, NMEYEHU, NOYEK, C MMMYHOCYNPECCUBHbI-

MW COCTOSIHUSIMM, OHKONOrMYECKUMMU 3aboneBaHUsMu)

B pamKax KaneHgapsi npodunakTUYeCKUX NPUBUBOK

no 3NWAEMUYECKMM MOKasaHuaM (B NMpunoxeHun N° 2

npuMkasa MuHucTepcTBa 34paBooxpaHeHuns Poccuimckon

depepaumnn ot 06 aekabps 2021 r. N 1122H «06

YyTBEPXAEHUM HaUMOHANbHOIO KaneHgaps npodunak-

TUYECKUX MNPUBMBOK, KaneHgaps npoduaaKTUYeCKUX

NPUBMBOK NO 3NMAEMUYECKMM MOKa3aHuAM M nopsaka

nposefeHns NPpodUNaKTUYECKUX MPUBUBOK»).

YyacTHuKM MNMneHapHoro 3acegaHus N2 2, npoxoauBslue-
ro B popmarte paclmMpeHHOro 3acegaHua HesaBucumoro
Cow3a a3KcneptoB B cdepe UMMyHonpodunakTu-
K «BaKuyuMHauuma B 3anoxy COVID-19» u cumnosnyma
«CTpaTerna BakLuMHaL1Mu B Nnepmoa naHaeMUK: Ans Bcex
M KaXXporo» o6Cyamnun WWPOKUI Kpyr BOMPOCOB MO opra-
HU3aUMKN BaKUMHOMPOPUNAKTUKM B YCNOBUAX NPOAOISIKA-
loWwencs yrposbl 6bICTPO pacnpoCTpaHsAoWeNCcs HOBOM
KOPOHaBUpPYCHON WHEeKUMU. Bblin 0603Ha4YeHbl OCHOBHbIE
NPUHLMNBI UMMYHOMPOMUNAKTUKKM, NPOBOAUMON B Nepuoj
naHaemMun nHdekumnn, BbiaBaHHon SARS-CoV-2, cpeaun KoTo-
pbiX 0C060€ BHMMaHWe cneayeT yaenuTb NpucTanibHOMY
HaA30py 3a NpoBeAeHWMEeM, CBOEBPEMEHHbIM Ha4valom
M coBNoaeHNEM CXeM BaKLUMHaLMKM NPOTUB ynpaBiseMblxX
MHbEKUMIA cpeau LEeTCKOro HacefneHuss B COOTBETCTBUM
¢ HKIMM, a TakXe 3a npoBeAeHNEM AOroHSAoLEN BaKLMHa-
LMK NPU HaPYLIEHUSAX CXEMbl UAKN FpaduKa MMMYHU3aL MK,
YYaCTHUKM cUMNO3MyMa MOAYEPKHYIM OMNacCHOCTb KOWH-
deKunu, BbizaBaHHoM SARS-CoV-2, ¢ Apyrumu ynpaBnsembl-
MU BO36YAMTENAMU, TAaKMMU KaK, HanpumMmep, MHEBMOKOKK,
rpMnn, KOKAOW, B CBSI3WM C 4eM HacTamBaan Ha HeOobXo-
AMMOCTM MMMYHM3aLMK AeTen U B3POC/bIX NPOTUB nepe-
YUCNEHHbIX UHPEKL MM, 0COBEHHO NaLMEHTOB, CTPaAaoLWMX
XPOHUYECKMMKU BPOHXONEroYHbIMK 3a601eBaHUAMMU, OHKO-
NIOrMY4ECKOM NaTONOrMeNn, MOXKMUAbIX NALMEHTOB M APYrux
KaTeropuw rpaxaaH, ya3BMMbIX Nnepes TAKeNbIM TeYeHnem
HOBOW KOPOHaBUPYCHOW UHDEKL NN,

JKcnepTbl OTMETUAMN, YTO B COBPEMEHHbLIX YCIOBUAX
KPUTUYECKYIO Ba)XHOCTb nMpuobpeTaeT rmbKOCTb NOAX0A0B
K agantauuu ctpaTerMm WMMMYHW3auun, HanpaBleHHOM
Ha COBepLEHCTBOBaAHME CUCTEMbl BaKLMHOMPOPUNAKTUKM
npotue COVID-19, rpunna, NHEBMOKOKKOBOW WHGOEKLUM,
KOpM, noanomuenuTa, andpTepun, KOKNoLWa, MEHUHIOKOKKa
W ApYrux BaKLMHOynpaBnseMbiX MHOEKLMN.

B uenom akcnepTbl COWMAUCL BO MHEHWM, Y4TO HEOO-
XOAMMO BHECTU cnegytowne LONONHUTENbHbIE U3MEHEHUS

1 Cnyx6a locygapcTBeHHoM CtatueTnku. 2013—-2020 rr. CMepTHOCTb AeTeit Ao roga.

2 Comosa A.B., PomaHeHKo B.B., lony6koBa A.A. AnuaemMuonorus S. pneumoniae-acCoLMUPOBaHHbIX MTHEBMOHUIA U aHann3 3dPEKTUBHOCTH
BaKUMHaLUKW NPOTUB MHEBMOKOKKOBOW MHOEKLMK y AeTen Ao 6 net // Anugemuonorns u BakymHonpogpunaktmka. 2018. N2 1 (98).



B [MpunoxeHne N® 2 npukasa MuHuUcTepcTBa 3paBOOX-
paHeHua Poccuickon Pepepaunn ot 06 pnexkabps 2021 r.
N2 1122H «06 yTBEpPX¥AEHWMM HaLMOHANbHOro KaneHaaps
npodunakTUYecKnMx NPMBMBOK, KaeHgaps npodbunakTnye-
CKMX NPMBMBOK MO 3NNAEMUYECKUM NOKA3aHUAM U NOPSAAKa
npoBeaeHns NPodUNIaKTUYECKUX MPUBUBOK»:

1)

2)

pacLMPUTb KOHTUHIEHTbI KAaTErOPUI rpaxaaH, noanexa-
LWMX BaKUMHALMW NPOTUB MEHUHIOKOKKOBOM MHBEKLMMH,
C NPEeNMYLLECTBEHHBLIM MCMONb30BaAHNEM COBPEMEHHbIX
BaKUWH C Haubonee LWWPOKOW BaJIEHTHOCTbIO CEpPO-
rpynn MEHWHIOKOKKa B MEX3nuaeMUMYecKuin nepwuoa,
B cooTBeTcTBMM ¢ CIl 3.1.3542-18, B nepBylo o4yepeb
[leT1 0o 5 neT; NoApoCTKM B Bo3pacTe 13-17 net; nvua,
noasnexatimMe nNpusbiBy Ha BOEHHYIO CAyXOy; nnua, npo-
uBalollMe B 06LWEXUTUSAX; BOCTIMTAHHUKK U NMepcoHan
YyYpEeXKAEeHWUI CTaLMOHAPHOIO M COLMANbHOro 06CNYKHN-
BaHMA C KPYrNOCYTOYHbIM NpebbiBaHWeM (Aoma pebeH-
Ka, [eTCKMe [AoMa, WHTepHaThl); nuua, npuvHMMalolimne
y4acTMe B MaCCOBbIX MEX/AYHapOAHbIX CMNOPTUBHbIX
N KYNbTYPHbIX MEPONPUATHUAX; MLLA, KOHTaKTHbIE C 60/1b-
HbIMW TreHepann3oBaHHOM GOPMON MEHUHTOKOKKOBOM
nHdpeKkumn B o4vare 3aboneBaHUss BHE 3aBWCUMMOCTHU
OT BO3pacTa; OTbe3Xatolme B 3HAEMUYHbIE MO MEHUH-
FOKOKKOBOM MHQEKLUUM panoHbl; MeauMLUHCKNe paboT-
HUKKW CTPYKTYPHbIX NoapasaeneHui, okabiBatloLine cne-
LManmM3npoBaHHy0 MEAMLIMHCKYIO NOMOLLb N0 NPOdUILD
«MHPEKUMOHHbIe 60Ne3HW»; NMLa C NEPBUYHBIMU U BTO-
PUYHBIMWU MMMYHOAEDUUMTHLIMU COCTOSIHUSIMU, B TOM
yucne BUY-uHpMUMpoOBaHHbIE; NauMeHTbl, NepeHecllime
KOxJieapHyto UMMAaHTaLmIo; 60/bHbIE C IMKBOPEEN;

BKJ/IIOYNTb BO3PACTHble peBaKLMHALUK NPOTUB KOKJIO-
wa: peTam B 6-7 n 14 net, B3pocabiM ¢ 18 neT Kaxable
10 neT ¢ MOMEHTa nocneaHen peBaKkLUMHaALUKN C UCMNOSIb-
30BaHMEM KOMOWHUPOBAHHbLIX BaKLUMWH, COAEepKaliux
6EeCK/IETOYHbIM KOKJ/OWHbLIA KOMMOHEHT (C YMEHbLUEH-
HbIM CoiepPXKaHNeM aHTUreHa), AMGTEPUNHBIN aHATOKCHH
(c yMeHbIUEHHbIM COJIEPKAHUEM aHTUIEeHa) U CTONGHAY-
HbI @aHATOKCWH, Ha4YMHasa C NPUOPUTETHbLIX FPYNN: AeTen
M3 MHOIOAETHbIX CEMEW; NEPBUYHO MPUBUTLIX BaKLUHA-
MW C 6ECKNETOYHBLIM KOK/IOWHbLIM KOMMOHEHTOM; AeTewn
W B3POC/bIX, NPOXMBAIOWMNX B 3aKPbITbIX YYPEKAEHUSX;
NauMeHTOB C XPOHUYECKOM BGPOHXONErOYHOM NaTOSIOMU-
el U BPOHXMaNbHOW acTMOM; MaLMEHTOB C MMMYHOIe-
OUUMTHLIMU COCTOSIHUSIMM; COTPYAHWKOB MEAULIMHCKMX,
o6pa3oBaTesibHblX, UHTEPHATHbIX YYPEKOEHWUNR, YUYPEK-

4)

OEHWI coumanbHoro obecnevyeHus; YieHoB ceMen, rae
€CTb HOBOPOXAEHHbIE AETU M HENPUBMUTbIE MAafeHLbl
no 1roaa;

paclMpUTb KOHTUHTEHTblI KaTeropum rpajaH, nogne-
alMx BaKuMHaUMKW NPOTUB MHEBMOKOKKOBOH UHOEK-
ymmn: oetm B Bo3pacTe OT 2 [0 17 NeT BKJYUTENbHO
(paHee He NpMBUTbLIE), B3POC/ble, OTHOCALLMECS K rpyn-
nam pucKa (nvua, nognexauwme npusbiBy Ha BOEHHYIO
CNyX06y, NMua, 3aHsATble Ha NPOM3BOACTBAX C BPEeAHbIMU
ANS AblXxaTeNbHOM cuCTeEMbl paboTamu, MeuLMHCKUe
pabOoTHUKM, N1La, CTPajatolne XpoHMYeCKuMu 3abone-
BaHUSIMU NIETKKUX, OPraHOB CEPAEYHO-COCYANCTON CUCTeE-
Mbl, 3HLOKPUHHOM CUCTEMbI, NEYEHWU, MOYEeK, C UMMY-
HOCYNPECCUBHLIMU COCTOSIHUSIMMW, OHKOJIOFMYECKUMU
3aboneBaHUAMMN);

paclMpUTb KOHTUHIEHTbI KaTeropui rpaxkaaH, nognexa-
LWMX BaKLMHALMK NPOTUB BETPSHOM OCbI: AETU U B3POC-
Nble U3 rpynn pucka, paHee He 60neBLINE, HE MPUBUTLIE
WIN HEe MMelolWMe 3aBepLEHHOr0 Kypca MMMYyHU3a-
UMK (MpUBUTbIE OAHOKPATHO) MPOTMB BETPSHOM OCMbl,
a MUMEHHO NauMEHTbI C TAXKENbIMU XPOHUYECKUMM 3a60-
NeBaHWAMU NErKux, CepaevHO-CoCYAUCTON CUCTEMBI,
MeTabOoMYECKUMKU, SHLOKPUHHBLIMK PaCcCTPOMCTBaAMM,
HEPBHO-MbIWEYHbIMKU PacCcTPONCTBaAMU, MYKOBWCLIU-
[030M; 60JIbHblE OCTPbIM NEMKO30M; NauMeHTbl, Moay-
yaluwmre UMMMyHoZenpeccaHThbl, AAMTENbHO Moayvato-
LMe CUCTEMHblEe CTepouabl; MauMeHTbl, NaaHupyemble
4NS NPOBEAEHMS Ny4eBON Tepanuu; ety nepes nocTyn-
NeHWeM B AETCKME AOWKOMbHbIE W LKONbHbIE 06pa30-
BaTeNbHblE YYPEXAEHUS; MauMeHTbl U BOCMUTAHHWKK
yyYpexaeHnin CTauMoHapHOro coLumanbHoro o6enyxmea-
HUSI C KPYrnOCYTOYHbIM NpebbiBaHMeM (AoMa pebeHKa,
LeTCKMe AoMa, MHTepHaTbl); nuua, nognexawue npu-
3blBY Ha BOEHHYIO CAy»Oy; XEHLWMHbI, NaaHupyoLlmne
6epeMeHHOCTb (He MeHee YeM 3a 3 MeC); MeaULMHCKHUe
PaboTHUKU; pabOTHUKK 06pa3oBaTefibHbIX OpraHM3auum
M OpraH13aLni CTaunmoHapHOro CounanbHOr0 06CNYKHM-
BaHWS, NPeX e BCEro ¢ KPYrnocyTo4yHbIM npebbiBaHnem
06CNy>KMBaAEMbIX NUL; AETH, Bble3Xalolwme Ha OTAbIX
B 03J0POBUTENbHbIE YUPEKAEHUS;

BK/IOYUTb BaKUMHALMIO NPOTUB BUpyca nNanuiaiombl
4yes0oBeKa AN KOropTbl AeTer o60oux NofoB B BO3pac-
Te 11-12 neT ¢ NpenMmyLLEeCTBEHHbIM UCMOIb30BaHUEM
BaKUMH C MaKCMManbHbIM MOKPbITUEM LWITAaMMOB BO3-
éyauTtens.
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M) Check for updates

HoBbii Nnpenapart B 1Ie4eHUHU
cuHapoma JleHHOKca - l'acTo

ynpaBneHMe Nno CaHMTaApHOMY HaA30py 3a KavyecTBOM
nuLLEBbIX NPOAYKTOB U MeankameHToB CLLA (FDA) ogo6-
puno nepopasnbHbii pactBop ¢peHdnypamuHa (Fintepla) —
NeKapcTBEHHOE CPELCTBO AN IEYEHMS CYA0POT, CBA3AHHbIX
¢ cuHgpomom JleHHokca — lacto (CJII) — peakon ¢op-
MOW aeTcKow anunencuu. Mpenapat yxe ogobpeH B CLUA
ANS NleYeHUs Cy[opor, CBSi3aHHbIX C CUHApPOMOM [paBe,
y NauMeHToB B Bo3pacTe OT 2 /IET M CTapLue.

Opo6peHne FDA 6bi10 NOATBEPKOAEHO AaHHLIMWU [NO-
6anbHOro pPaHAOMU3UPOBAHHOIO Mnauebo-KOHTPoNupye-
MOro KAunHW4yeckoro wuccneposanusa lll dasbl ¢ y4actvem
263 nauneHntoB ¢ CJII o 6e3onacHOCTU M 3PDEKTUBHOCTH

npenapata. NccnegosaHve nokasano, 4to deHdnypamuH
B go3e 0,7 MI/Kr/CyT 3HaYUTeNbHO CHUXan 4actoTy Apon-
aTak no cpaBHeHuto ¢ nnauebo (p = 0,0037): noytn y 25%
neTen, NPpUHUMAaBLLMX npenapart, HabniaanoCb CHUMXKEHWE
4acToTbl ApONn-aTaK Kak MUHUMYM Ha 50% B Te4yeHue 28 aHew;
18% nmenu cHmxeHue ot 6onee 50% go meHee 75%, a 6%
UMENN CHUKeHue 6onee Yyem Ha 75%. YacTbiMM MOGOYHbI-
MU peaKkuusMKn y aeTten, nonyyaswnx GeHdbnypamuH, 6biam
AVapes, CHUKEHWe annetuta, yTOMISEeMOCTb, COHJIMBOCTb
n psota. MNpenapart Fintepla gocTyneH ToIbKO B paMKax npo-
rpamMMbl OrpaHUYEHHOro pacnpocTpaHeHusa nekapcts B CLUA.

https;//www.medscape.com/viewarticle/971158

NMpeacTaB/ieH CMUCOK 3a00/1IeBaHUN
ANnd nedyeHus npenaparamu off-label

WHUCTEPCTBO 34paBooOXpaHeHud Poccuickon

denepaumm NoAroToBMAO MPOEKT nepeyHs 3abone-
BaHMWM, NPU KOTOPbIX Bpayu CMOryT Ha3Ha4vyaTb NauuMeHTam
npenapatbl off-label (BHe MHCTPYKLUW).

30 aexkabpsa 2021 r. npe3uaeHT Poccuickon Genepaumm
Bnagnmup lMyTvH yTBEPANI 3@aKOH O BO3MOXHOCTM Onna-
Tbl 3a c4yeT cpeacte cuctembl OMC npenapatoB off-label.
B NOKyMeHTe He NepeyncnsaoTcs KOHKpeTHble 3aboneBaHus,
npyv NeYeHnn KOTOpbIX pa3pellaeTcs NPUMEHATb Npenapartbl
BHE MHCTPYKLUMK (NnepedeHb 60/1e3HEN KaK pas AOMKEH 6bin
chopmupoBatb MuHsapas Poccum).

CornacHo npeacTtaBAeHHOMY MPOEKTY MOCTaHOBEHUSA
MpaButenbctBa Poccunckon degepaumn, NPOXoanTb nede-
Hue npenapatamu off-label cMoryT He ToNbKO A4EeTU C OHKO-
JIOTMYECKMUMU U OHKOremMaToNIorMyecKkumMm 3aboneBaHuaIMm
(KaK npegnonaranocb B MepBOHa4valibHOW BEPCUU AOKY-
MEHTa), HO U B3pOC/ble — € 601€3HAMWU HEPBHOW CUCTEMBI,
OpraHoB AblXaHWs U NULLEBAPEHUS, rasa u ero npuaaToy-
HOro annmaparta, yxa, CuMcTeMbl KpoBoob6palieHus. Kpome
TOro, B CMUCKE MPUCYTCTBYIOT NMCUXMYECKME PacCTPOMCTBa,
60/1€3HU KOCTHO-MbILIEYHON CUCTEMbI U COEAUHUTENbHOMN

TKaHW, UHOEKLMOHHbIE U NapasuTapHble 3a6oneBaHus,
BPOX/IEHHbIE aHOMANWUK 1 Np.

M3 PpMHAHCOBO-3KOHOMMYECKOr0 060CHOBaHMUSA K npea-
cTaBneHHoMy MwuH3apaBoM Poccun nepeyHto cneayer,
4yTO BKJOYeHUe off-label-npenapaTtoB B cTaHAapThl OKa3a-
HUS MEeANOMOLLM MO TOMY UM MHOMY 3aboieBaHuUIo NoTpeby-
€T yBenuyeHus Tapuda u, cnefoBaTenbHoO, NPUBELET K yBe-
nnyeHuio pacxogoB PeaepanbHoro poHaa OMC. Hanpumep,
yBENUYEHUE YUCNA NIEKAPCTBEHHbIX CPEACTB B CTaHAapTax
MEZANOMOLLM MO OHKONIOrMYecKUM 3abofieBaHUsaM Yy aeTewn
3a CYET BKJ/IOYEHUS B HMX npenapaTtoB off-label, no npega-
BapUTE/IbHbIM MOACYETAM, YBEJIMYUT CTOMMOCTb JIeYEHMS
Ha 386,9 Tbic. pyo.

MuH3gpaB B anpene TaK)Ke npeactaBui Ha oblule-
CTBEHHOE 06CYyXKAeHne CNUCOK 3aboieBaHUM, NPU KOTOPbIX
[IOCTUTLIME COBEPLIEHHONETUS MaALUMEHTbl CMOryT Habnio-
[aTbCA B [ETCKMX MeaopraHudauusx A0 OOCTUKEHUS
21 rofa. B Hero BOWAM OHKONIOFMYECKUE U OHKOremMaTtosno-
rmyeckue 3aboneBaHus.

https://vademec.ru/news/2022/04,/08/predstavlen-
spisok-zabolevaniy-dlya-lecheniya-preparatami-off-label/

CtapTtoBaJ/ NUJIOTHbLIN NPOEKT
MaccoOBOIro HeoHaTtalbHOro CKpuHuHra Ha CMA
M NepBUYHble UMMYHOAE(PULLUTDI

I—l €epBbIMU PErMOHAMM, MPUCOEANHUBLLUMMUCS K NMUIOTHOMY
npoekKTy «MaccoBblt HeOHaTaNbHbI CKPUHUHI Ha CMnu-
HaNbHY0 MbleyHyto aTpoduio (CMA) U nepBUYHbIE UMMY-
HogeduumTtbl (MUAO)», ctann Bnagumupckaa un PssaHcKas
o6nactn. B MeanKo-reHeTUY4ECKMIA HayYHbIM LEeHTP UMEHU
akagemuKka H.M. boykosa (MIHLL) y»xe nocTtynuno B o6Liemn
cnoxHocTtu 6onee 4500 06pa3LOB A5 UCCIeA0BaHUNM.

B HacTofWMN MOMEHT B O6ONbWMHCTBE PErMOHOB
Poccun maccoBbii HeOHaTanbHbIM CKPUHWHT NPOBOAMTCSH
TONIbKO Ha 5 3aboneBaHuin: GEHUIKETOHYPUIO, aapeHO-

reHUTaNbHbIK CUHAPOM (AMCOYHKLMSA KOPbl HaANOYeYHuU-
KOB), BPOXAEHHbIN TMNOTUPEDS, ranakTO3eEMUI0 U MYKO-
BMCUMAO03. YTOOblI BbISBUTb 3TU TSKenble 3aboneBaHus
Ha JOCMMNTOMaTUYECKOM CTanm, Y BCEX HOBOPOXKAEHHbIX
6epyT KpOBb U3 MATKU Ha 4-W UNKU 7-W OEHb NMOCNe POXK-
LeHuns.

C anpens 2022 r. BCcex HOBOPOXAEHHbIX BnaauMmmnpcKon
n PasaHcKon obnacTen AOMNOMHUTENbHO 6yayT MPoBEPSATb
Ha CMA n NMUA. YCTaHOBMWTb TOYHbIV AMArHo3 40 NPOABAEHUS
nepBbIX CAMATOMOB KparHe BaXKHO 415 YCMELHOr0 Ie4eHus.


https://creativecommons.org/licenses/by-nc/4.0/
https://crossmark.crossref.org/dialog/?doi=10.15690/pf.v19i2.2418&domain=pdf&date_stamp=2022-04-21

Be3 maccoBoro HeoHaTanbHOrO CKPUHUHIA B GONbLIMHCTBE
CNy4yaeB [MarHo3 yaaeTcsl yCTaHOBUTb TOJIbKO MOc/ie TOoro,
Kak 3ab6oneBaHue NposiBUIOCh, @ 3TO 0O3HAYaeT, YTO B opra-
HU3ME Y¥Ke NPon30LIM HeobpaTUMble U3MEHEHMUS.

B xoae cKpuHuHra Ha CMA ¥ nepBuYHblE UMMYHOAE-
duunTbl Byget dopmupoBaTbCs rpynna pucka — [eTH,
Yy KOTOPbIX UCC/IeA0BaHNE MOKa3ano BbICOKYIO BEPOSTHOCTb
Hanuuna 3aboneBaHus. Mx HanpaBsAT B NPOGUIbHbIE YHPEK-
JeHUs1 Ana noATBepXaatollen aguarHoctuku. B MIMHL, BbisiB-
NA0T MyTauum B reHe SMN1 ans yCTaHOB/IEHUS CMIUHANbHOM
MblleYHOW aTpodUK, a TaKKe onpenensioT Konnm4ecTBo
Konuh reHa SMN2, 4TO KpalHe BaXXHO AN Ha3HayeHus

Tepanuu. [loaTBepaawouw,as AMArHOCTUKA MePBUYHbIX
UMMYyHOaEebMUNTOB OyeT NPOBOAMTLCS B PErMOHasNbHbIX
LLeHTpax, a B C/MOXHbIX cnyvyasax cembu Hanpasat B HMUL,
[IETCKON reMaTonorMm, OHKOMIOTMU U MMMYHOSIOTMU MMEHW
OmuTtpusa PorayeBa. [NpoeKT MaccoBOro HeOHaTasibHOro
CKpUHMHra Ha CMA v reHeTnyeckue sapuauumm NN — taxe-
NIl KOMOUHUPOBAHHBIN UMMYHOAEDULMUT U X-CLEMSIEHHYIO
arammarnobynmHemuio — paccyntaH Ha 200 000 HOBOPOXK-

[IEHHbIX, OH OXBaTHUT 6 pernoHoB Poccuu.
https;//med-gen.ru/press-tcentr/novosti/startoval-pilotnyi-
proekt-massovogo-neonatal-nogo-skrininga-na-sma-i-
pervichnye-immunodefitcity/

«Kpyr ao6pa» pacwuuvpun nepevyeHb 3ab6osieBaHUM
AN OKa3aHua MegULUMHCKOM NOMOLLMU

PeLIJeHVIeM aKcnepTHoro doHaa «Kpyr gobpar» B nepeyeHb
3abofieBaHU, NO KOTOPOMY OKa3blBaeTCcs MNOMOLLb
60NbHLIM AEeTAM, 6bl1 BKNOYEH HEMPOTPODUYECKUI Kepa-
TUT. Tenepb AeTu ¢ 3TUM opdaHHbIM 3aboneBaHnem nony-
YyaT BO3MOXHOCTb NPONTH NevyeHne He 3aperucTpupoBaH-
HbiIM B Poccuu npenapatom ueHerepMuH (OKkcepBenT),
cooblaeTcs Ha cante doHaa.

doHL nposBefeT npeaBapuTeNbHylo paboTy € nocTas-
LMKamMK1 No NoBoAy BO3MOXHOCTM NOCTaBKW LleHerepMuHa

BO3 coo6uiaeT 0 BCMnbllLUKe

B HECKOJIbKUX CTPaHaX

CTex nop Kak 15 anpena 2022 r. 6ol ony6/MKOBaHbI
HoBoCcTM BO3 0 BCMblWKax OCTPbIX renatuMtoB HeEWs-
BECTHOW 3TuMonormn B BenukoGputaHuW, nNpodosKatoT
nocTynaTtb HOBble COOGLIEHMS O Clydasix OCTPOro renatuta
HEeN3BECTHOM 3TMONOrMKM Cpean AeTen OT OAHOro mecsua
o 16 nert. o coctosaHuio Ha 21 anpena 2022 r. BO3 co06-
LMNa o BbIIBNEHUN He MeHee 169 cnyyaeB OCTPOro renatu-
Ta HEM3BECTHOIO MPOUCXOXKAEHMUSA B 12 cTpaHax mupa: cny-
Yyau 3apernctpmMpoBaHbl B Bennko6putanuu (114), McnaHum
(13), Uspawune (12), CWLWA (9), OaHuu (6), NUpnaHauu (< 5),
Hupepnangax (4), Utanun (4), Hopseruu (2), dpaHumu (2),

W LieHbl Ha Hero. Nocne 3Toro npenapaTt MOXET 6bITb BKIO-
YeH B NepeyvyeHb MeAMKaMeHTOB, 3aKynaemblx GoHAoM «Kpyr
no6panr.

Kpome Toro, akcnepTbl pacluMpunn Kputepmumn ana obec-
nevyeHUa MeAULMHCKUMKU U3AENUaMU AeTen ¢ BynNne3HbiM
3NMAEPMONM30M, BKIIIOUYUB ellle OAMH TUM 3TOoro 3abone-
BaHM4.

https.//doHaKkpyraobpa.po

renatutay feTteu

PymbiHunm (1) n Benbrum (1). OagnMH M3 NauMeHTOB CKOHYancs,
euwe 17 notpeboBanach TpaHCMIaHTaALUSA NEYEHMU.

[loKa TOYHO HEM3BECTHO, YTO MOCAYXKWUIO MNPUYUHON
BCMbIWKMW: BUpYCbl renatuta tTuna A, B, C, E u D He o6HapyxeHbl
HW B OJHOM M3 3TKX Cy4YaeB. [1py 3TOM He MeHee YeM B 74 cny-
Yasix 6bl/1 BbISIB/IEH aIeHOBMPYC, KOTOPbIA 06GbIYHO Bbi3blBAET
cumnToMmbl MpocTyabl. Ewe y 20 aeten 611 noaATBEPKAEH KOPO-
HaBupyc. B HacToslliee BpeMs NpPOAOIKaTCH UCCNef0BaHuUs
NPWYKUH BCMbILKKW OCTPOro renatuTa cpeau aeten.

https.//www.who.int/emergencies/disease-outbreak-
news/item/2022-DON376
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NMamatu
Jlogmunbl MuxannoBHbl CyxapeBou

aHBapsa 2022 r. B Bo3pacTe 86 net obopBanach KW3Hb

Moamunbl MuxannoBHbl CyxapeBOW, BHeCLIMWA Beco-
Mbli BKNag B pa3BUTUE OTEYECTBEHHOW TFUrUeHbl AeTen
M NOAPOCTKOB. PoanBLINCH B I. [OPbKOM B CEMbE CRYXKallKX,
OKOHYMB B 1959 I C OTAMYMEM CaHWUTaApPHO-TUTHUEHUYe-
CKMN daKynbTeT TOPbKOBCKOr0 MEAULMHCKOrO MHCTUTYTa
W HavyaB TPYAOBYIO AEATENbHOCTb B POAHOM ropoge B AONXK-
HOCTW CTapLUero WKOJbHO-CaHMTapHOro Bpaya caHUTapHoO-
ANUAEMUONIOTMYECKON CTaHUuMKU, B 1964 . oHa nocTynuia
B acnupaHTypy MHCTUTyTa rurueHbl geten u NoapocTKOB
MuHsgpaBa CCCP, cTaBlEro A0 KOHUA XM3HU MEecToM ee
paboTbl. B Hem ¢ 1967 no 1973 r. J1.M. CyxapeBa paboTtana
B OO/MKHOCTM MAajlWero Hay4yHoro coTpyaHuKa, B 1973-—
1976 rr. — y4eHbIM CEKpeTapeM, 3aTeM AeCHTb NeT — 3aBe-
aylowen oTaenom rurmeHbl NnpodeccuoHanbHOro obyyeHus,
Tpyaa ¥ npodopueHTaumm noapocTKoB, ¢ 1986 r. 6onee
30 net — 3amecTUTENEM AMPEKTOPaA NO Hay4yHOW paboTe.

3awutme B 1967 r. KaHaAnaaTcKylo, a B 1988 1. AOKTOp-
CKYI0 AMccepTaumu, NoCBSLLIEHHbIE aKTyalbHbIM Npo6iemam
COCTOSIHMS 340POBbS MOAPOCTKOB B npouecce npodeccu-
OHa/NIbHOTrO O6YYEeHUS U Hayana TPYAOBOW [eATENbHOCTH,
Jloagmuna MuxannosHa GaKTU4eCKM BO3raBuna Hanpase-
HWE TUIMEHWYECKOM HayKW MO OLIEHKE BAUSHUS Pa3fiMyHbIX
NPOM3BOACTBEHHbLIX (AKTOPOB Ha OPraHM3M MNOAPOCTKOB
C Liefiblo pa3paboTKku Mep NpodUNaKkTUKKN B Nepmnoabl x oby-
4yeHusl B NpodeccroHaNbHO-TEXHUYECKMX yunnumLLax 1 agan-
TalMK K CaMOCTOATENIbHOMY TPYAY.

J1.M. CyxapeBor ony6amkoBaHo 60nee 400 Hay4HbIX TPY-
[OB, Cpean HUX 26 MoHorpadun, a TakKe Y4eOHUKU, PYKO-
BOACTBA, METOAMYECKME PEeKOMeHAaLMK MO0 pPasnyHbIM
acrneKkTam oxpaHbl 340p0OBbs AeTen M NoAapocTKoB. og ee
PYKOBOACTBOM BbIMOJHEHO 3 [OOKTOPCKME W 7 KaHauaaT-
CKMX anccepTaumin. O6nactb Hay4HbIX MHTEPECOoB JllogMUibI
MuxannoBHbI BKtOYana WWPOKKUM CNEKTP NPO6JIEM OXpaHbl
3[0p0OBbs AeTEN M NOAPOCTKOB. Cneaysa 3aBeTam CBOEo yuu-
Tens, Bblgalowerocs ydyeHoro-rurneHucta C.M. pombaxa,
OHa yaensna 60nbloe BHUMaHWE BO3AENCTBUIO HA AETCKUM
opraHu3aM GaKTOpOB OKpyKalollen cpenbl, 06pa3a XKU3HU
neten U UX poautenen, a TakKe 060CHOBaHMUIO Hay4YHbIX
OCHOB KOMMJIEKCHOM OLIEHKM COCTOSHMSA 340POBbS JETCKOro

KOHTUHIEHTa MPM MacCoBbIX NPOGUNAKTUHECKMX OCMOTpPAX,
M3Y4YeHUIO afanTaunOHHbIX BO3MOXKHOCTEN LETCKOro opra-
HM3Ma M 3aKOHOMEepHOCTEN GUINYECKOTO U COMATUYECKOTO
pa3BUTUS AEeTEN U MOAPOCTKOB.

MpodeccruoHanbHaa gesarenbHocTb J1.M. CyxapeBou
HOCKNa BblpaXeHHbIM 06LLECTBEHHbLIN XapaKTep. C 1992 .
OHa aKTMBHO paboTana B 6OPO KOMWUCCUU MO CaHUTaApPHO-
TMrMEeHNYecKoMy HOpPMUpPOBaHUIO DeaepanbHOM CNyKObl
no Haa3opy B chepe 3aumTbl NpaB noTpebuTtenen n énaro-
noayyms yenoBeKka. bonbWKWHCTBO deaepanbHbIX caHUTap-
HblX MpaBWN MO pasgeny «rurueHa fgeTerl U MNoApPOCTKOB»
nocnegHux Tpex AecaTuneTuit NoAroToBAEHO MPU ee Heno-
cpeacTBeHHOM yvyacTuu. Jlloamuna MuxannosHa 6bin1a 3ame-
cTuTenem npeacenatens Hay4yHoro coBeta no rurueHe geteu
M NOAPOCTKOB OTAENEHUS MEeAULMHCKUX HayK PAH, yneHom
KoopanHaunoHHoro coseta PAH n PAO «3a0poBbe 1 0b6pa-
30BaHWe OeTen, NoapoCcTKOB M Monodexun», EBponencKoro
obllecTBa WKONbHOM U YHUBEPCUTETCKON MeAULMHbI U 300-
poBbs EUSUHM, a Tak)Ke 4neHOM peaKoniernn ypHanos
«Bonpockl coBpeMeHHOM neanaTpum», «Bonpochl WKOAbHOM
WU YHUBEPCUTETCKON MeAULMHbI U 300POBbS», «POCCUNCKNI
neavaTpUYEeCcKum KypHasr.

3acnyrn B npodeccnoHanbHOM M 06WEeCcTBEHHON Aes-
TenbHocTu J1.M. CyxapeBoi 0TMeYeHbl OpAeHOM «3a 3acnyru
nepen OTevectBom» |V cTeneHn, meganamu «3a TpyaoBoe
oTnyne», «BetepaH Tpyaar, «B namatb 850-netna MocKBbI»
1 «3a BblJatolnecs 3acnyru B oxpaHe 340p0oBbs eTEN», 3HA-
KaMun «OT/IMYHUK 34paBooXpaHeHus» U «OTAUYHKUK npodTe-
Xxo6pasoBaHus», MOYETHbIMKU rpamMoTaMun focygapCTBEHHOM
Oymbl 1 CoBeta Pepepaumn Poccuiickon Pepepauum,
MuH3gpaBa Poccuun, PocnoTpebHagsopa u psga obue-
CTBEHHbIX OpraH13aLui.

MamaTte o Jlloamune MwuxannosHe CyxapeBow poc-
CUICKMe neanaTpbl 6yAyT XpaHWTb AOArMe roabl, UMa ee
BOWAET B UCTOPUIO POCCUNCKON NegmaTpmumn U OTeHECTBEH-
HOWM rMrueHbl A4eTeN M NOAPOCTKOB KOHLa XX — Havana XXI
CTONIETUN.

Ucnonkom Coro3a neagnatpos Poccun,
peaaKkumnsa nsgatenbcrea «[leguatpb»
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Mamatu
AHaTtonuna UBaHoBu4Ya BoaKkoBa

4neKa6pﬂ 2021 r. Ha 81-M rogy *M3HU CKOHYasCcs 6biB-
wun anpektop Huxeropoackoro HAW geTtckon ractpo-
3HTeponormn npodeccop AHatonun KMBaHoBMY Bonkos.
Ywen M3 XM3HW 3amMedaTeslbHbli Bpay-neanaTp, YYEHbIN,
opraHvM3aTop 34pPaBOOXPaHEHUS.

AHaTonun WBaHoOBWY poaunca 2 wuwoHa 1941 .
B JleHWHrpage B ceMbe BOEHHOro. B rogbl BOMHbI CeMbS
Una B 3BaKyauun B MBaHOBCKOW o6nactu. 10 OKOH-
YyaHun [OPbKOBCKOro MeauMHCTUTYTa MM. Kupoa (1964)
A.N. BonKOB B Te4yeHue Tpex neT paboTan neguatpom,
3aMecTUTenem rnaBHOMo Bpaya B pPaMOHHOW 60/bHM-
ue r. YepablHu lNepmckon obnactn. B 1967 r. AHaTonun
MBaHOBMY MO KOHKYPCY Obl1 MPUHAT Ha AO/IKHOCTbL MaajLwe-
ro Hay4yHOro coTpyaHuMKa B [OPbKOBCKUM NeguaTpuyecKun
MHCTUTYT M3 PCPCP (Bnocneacteun HUU petcKowm ractpo-
3HTeposnoruun). Nocne 3awWmTbl KaHAMAATCKOW AuccepTaumm
«KNMHMKO-Mopdonornyeckue 0COBEHHOCTU XPOHUYECKUX
racTpuMTOB Yy eTewn cTapluero so3pactar» (1974) npowen nyTb
OT Hay4YHOro COTPYAHWKA A0 AMPEKTOpa UHCTUTYTa. B 1987 1.
A.V. BONKOB 3alMTKA JOKTOPCKYO anccepTtauunio «<KnmHuKo-
Mop®dOonornyeckne BapuaHTbl, NPOrHO3NPOBAHMNE TEYEHMS
M NIeYeHne XpOHMYECKNX racTpoayoAEHUTOB Y AeTel». B aTom
e roagy AHaTonni MBaHOBMWY 6bl1 HA3HAYeH AUMPEKTOPOM
[opbkoBckoro HUN neagnatpun. B 1996 r. emy nNnpucBOEHO
y4eHoe 3BaHue npodeccopa.

A.V. BonkoB aBnseTca aBTopom 5 MoHorpadum 1 cnpa-
BOYHMKOB, 32 METOAMYECKMX PEKOMEHAALMK M nocobun,
140 nevaTHbIX paboT, 2 NaTeHTOB Ha M306peTeHue. oa ero
pefakuuen usgaHo 12 Hay4yHO-NPaKTUYECKUX COOPHUKOB.
Mm noarotoBneHo 18 KaHaAnAaTOB MEeAULIMHCKMX HayK.

AHaTonnn WMBaHoBWY BonNKOB BHEC 3HaA4YMUTENbHbIN
BKNlajg B pa3BUTME OETCKOW racTPO3HTEPONOrMnU: OH Bbin
NMUOHEPOM 3HAOCKOMMYECKOro MeToAa MucclefoBaHus
BEPXHUX OTAENOB XEeNyAo4HO-KMILEYHOro TpaKTa y AeTen.
Mo ero uHMumMaTuBe B MHCTUTYTE OblN co34aH oTaAeN PYHK-
LUWOHaNbHOM [AWArHOCTUKK, KOTOPbIK CcTan MeToauye-
CKMM LEHTPOM MO NOArOoTOBKE Bpayen-aHAOCKOMUCTOB.
AHaTonuin MBaHOBMY BMNepPBbIE B CTpaHe pa3paboTan MeTo-
Abl Nle4eHUs 3PO3UBHO-A3BEHHbIX U3MEHEHUI CAU3UCTOWM
060/104KM Kenyaka v ABeHaguaTUnepcTHOM KULLKK Y AeTen
C UCMOJIb30BaHMEM 3HAOCKOMUYECKOM TEXHUKU. 3a ocBoe-
HWEe M BHEAPEHME B NPaAKTUYECKYIO MeANLMHY 3TOr0 MeToaa
B 1987 r. A.N. Bonkos cTan naypeatom [ocygapCTBEHHOM
npemuun CCCP.

A.V. BonkoB aBnaAca npeacegatenemMm Y4eHoro coeseTta
Huxkeropoackoro HUM aeTckom racTpo3aHTEPOsIOrMu, 3ame-
cTMTENneM npegcefartens cneuuManM3anMpoBaHHOroO coBeTa
no neguatpuu npu HuKeropoackon MeaMLMHCKOM aKa-
AEMWK, YNEHOM pedaKLMOHHbIX COBETOB YeTblpex LeH-
TpanbHbIX XypHanoB. AHaTonnin MBaHOBUY Gbll FMaBHbIM
neguatpoM MuHzgpaBa Poccun no lMpuBonKcKomy deae-
panbHOMY OKpYry.

3a 3acnyrm B npodeccuoHanbHON [edATeNbHOCTH
A.V. Bonkos cTtan naypeaTtom npemuu r. HuxkHero Hosropogaa
(1999), HarpakaeH opaeHom MoyeTta (2002).

MNamaTb 06 AHaTtonuMmM MBaHOBWYE HaBcerga CoxpaHuTcs
B HallWx cepauax.

Konnektus nHetutyta neanatpuu MMMy
(HuxHui Hosropoa)
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KoHTakTbl OpraHn3aTopos

LIMkn Hay4H0-06pa30BatesibHbIX OHNANH-

BeOMHApOB Ans OETCKUX Bpayei AHBapb — Mocksa, . . .
Coto3 negumatpos Poccuu o orgkomitet@pediatr-russia.ru
1 NEAMATPUYECKNX MELULIMHCKNX CecTep Aekabpb OHNanH
«06pa3oBaTeNibHble AHW B NeanaTpum»
XIX Cbespn neanatpos Poccuu
Mocksa, . .
C MEX/lyHapOaHbIM y4acTnem 5-7 mapta | Coto3 neamatpos Poccun S congress2022@pediatr-russia.ru
«AKTyanbHble Npo6eMbl nefuaTpun»
CBepanoBckoe 06nacTHoe
KoHdbepeHuua «[egmnatp — neguarpy: PA Ekatepun6ypr, | Baxnosa VipuHa BeHnamuHosa
p - 17 mapta | pernoHanbHoe OTAeneHne , .
ambynaropHas neguarpus ot “A go A”» OHNanH vachlova-61@mail.ru
Coto3a neguatpos Poccun
KoHbepeHuns «duanyeckoe passutme YomypTckoe pecny6nnKaHckoe
q?. pex p Amyp pecry xeBcK, Buxapesa EneHa leHHagbeBHa
JeTeil: COBPeMEeHHbIe NoaXoabl 14 anpens | pernoHanbHoe oTaeneHme Coto3a . X
rMOPUAHBIA avihareva@yandex.ru
K OLIEHKe» neamarpos Poccun
MexgucumnnuHapHas KoHgepeHuus
A p BPLLL 15-16 CBepanoBckoe 06nacTHoe pernoHanbHoe | Ekatepunbypr, | Baxnosa VipuHa BeHnamuHosa
«legnarpus Ha py6exxe HOBbIX BbI30BOB . .
BPEMEHI anpens oTaenenue Cor3a neanatpos Poccun OHNawH vachlova-61@mail.ru
®rb0Y BO bawkupckuit
rOCyAapCTBEHHbIN MeAULIMHCKMA
ynusepcutet Munsapasa Poccum,
MnHKCTEPCTBO 3APABOOXPAHEHNA
LlIkona neguarpa: opdaHHble Poccuiickon ®epepauun, . flkoBnesa Jltogmuna BuktopoBHa
A EN 21 anpens Aspail Yha, onnaiH AV P
3a605eBaHus PernoHanbHas 06LLeCcTBEHHAA fock20051@mail.ru
OpraHu3auus no pasBuTUIO NeguaTpun
«Pecny6iMKaHCKoe 06LLeCTBO
neamaTpoB balikopTocTaHa»,
Coto3 neanatpos Poccun
Bcepoccuiickas Hay4HO-NpakTU4ecKas
p y p 21-22 VIpkyTCKoe 0651aCTHOE pernoHanbHoe MpkyTCK, PblukoBa J10608b BnagummnposHa
KOHChepeHLNs «AKTyanbHble BONPOChHI , .
_ anpens otgeneHne Coto3a neamatpos Poccuu TMOPULHBIA rychkova.nc@gmail.com
BaKLMHONPOUNAKTUKM Y IeTein»
Pecny6numkaHckas Hay4Ho-
npakTnyeckas KoHepeHLus
«COBpeMEHHbIe acnekTbl JUArHOCTUKM banbikoBa
. MopnoBCcKoe permoHanbHoe 0TaeneHmne CapaHck,
11 0Ka3aHWs peaHNMaLNOHHOI NOMOLL 25 anpens 3 Jlapuca AnekcaHipoBHa
Coto3a neguatpos Poccuu rMOPULHbII .
HE[I0HOLLIEHHbIM HOBOPOXAEHHbIM larisabalykova@yandex.ru
npu 3a60N1eBAHNAX NEPUHATANBHOIO
nepuoaa»
06nacTHas Hay4HO-NpaKTU4eckKas
TiomeHCcKoe 061aCTHOE PernoHanbHoe TIOMEHD, Ywakosa CBeTnaHa AHaTONbEBHA
KOH(hepeHUNs «AKTyanbHble BONPOChHI 27 anpens N )
oTaenexune Coro3a neamatpos Poccuu rMOPUAHBIA ushakova_tgma@mail.ru
neauaTpun 1 HEOHATONOrUM»
Bcepoccuiickas Hay4yHO-NpakTuyeckas
g banbikosa Jlapuca
KOH(hepeHUNs Bpadeii-neamaTpos MopnoBCcKoe permoHanbHoe 0TaeNeHne CapaHck,
28 anpens . AnekcaHapoBHa
«HOBbIe KIIMHNYECKUE PEKOMEHAALNN Coto3a neguatpos Poccun rMOpPULHbIA

B MPaKTMKe y4aCTKOBOrO Neamarpa»

larisabalykova@yandex.ru




MexaucumnnuHapHas KoHjepeHuus

«AKyILIBD Y NBAMaT KITI04EBbIE TOUKI 15 mas CBepanoBckoe 0651acTHOE pernoHanbHoe | Exkatepuubypr, | Baxnosa MpuHa BeHnamuHosa
yuiep . p otaenenue Coro3a neanatpos Poccuu OHNanH vachlova-61@mail.ru
B3aUMOAECTBMS»
Hay4Ho-npakTuyeckas Lwkona
«AKTyanbHble BONPOCHI NeAnaTpum YeUBHCKOE PECnyBNUKAHCKOE
B PeasibHOM KSIMHUYECKON NPaKTUKe» [PO3HbIiA, . .
LT 23-24 mas | pervmoHanbHoe OTAeNeHne . conference2022@pediatr-russia.ru
CoBMeCTHO ¢ |V Bcepoccuiickon C01032 neauarpos Poccuu TMOPUAHDIA
MYNbTUMEUIAHON KOHGhepeHLUnen
«Pepkunit cnyvan»
MwuHMCTEpCTBO 3APaBOOXPAHEHNS
Kemeposckoit o6nactu, ®rb0Y BO
Hay4Ho-npakTuyeckas KoHepeHuus «KeMBPOBCKIM FOCYAAPCTBEHHBIA
C MeXAYHAapOAHbIM y4acTem ;
<<|-|pVIO'[[l)};IT82HEIe Hal'?lpaBJ'leHVIFI 31 as MEANLUHCKIUIA YHUBEPCUTET» Kemepogo, Basunosa Bepa MeTpoBHa
B GOXPAHBHUM 1 YKDBMNGHAW 300POBbS MuHucTepcTBa 3[,paBOOXPAHEHUS rMépuaHblii | vavilovavp@mail.ru
,ueTeﬁFl yKp p Poccuickoin ®eaepaumnn, PernoHansHoe
oTaenexue Cow3a neamarTpos
no KemepoBsckom 06nactu
MexaucumnnuHapHas KoHgepeHuus
<<|-|e,q'?/IaTl;I/IFI . p56e>Ke Hofbl?( Bblf3OBOB HioH CBepanoBckoe 06nacTHoe pernoHanbHoe | EkatepuHbypr, | Baxnosa WpuHa BeHnamnHosa
BPEMEHH oTaeneHune Coto3a neamatpos Poccuu OHNanH vachlova-61@mail.ru
VIl Bcepoccuinickas mynbTuMeaninHas Mocksa, . . .
P y A 26 asrycta | Coro3 neanatpos Poccum . orgkomitet@pediatr-russia.ru
KOHDepeHUns «Bpems Xutb» rMOpPUIHbINA
KoHbepeHuna «[JHu neguarpuu
Ha CMONEeHCKOIA 3eMNie» COBMECTHO
¢ Il Hay4HO-NpakKTn4eckon 16-17 CMONeHCKoe permoHanbHoe 0TaeneHmne CMOJEHCK, Kosnosa Jltogmuna BsiuecnasoBHa
KoHepeHumen «Meanko-coumanbHble CeHTA6PA Coto3a neguatpos Poccun TMOPULHbII milkozlova@yandex.ru
acrneKTbl 0XpaHbl MaTePUHCTBA
1 neTcTBa»
Bcepoccuniickas Hay4HO-NpakTuyeckas POCTOR
KOH(DEPEHLNA C MEXOYHAPOLHbIM 23-24 . . .
AL AyHapoa Coto3 neanatpoB Poccun Ha-[loHy, conference2022@pediatr-russia.ru
y4qactnem «PapmakoTepanus CEHTAOPA rM6pUaHbIA
1 ONeTONorusa B neguaTpun»
MexaucumnnuHapHas KoHgepeHuus
<<I'Ie;1£|l/|aTl;Mﬂ Ha pSée)Ke Ho(é)bl?( Bbl:‘3OBOB OKTAGDb CeepanoBckoe 06nacTHOe pernoHanbHoe | EkatepuHbypr, | Baxnosa MipuHa BeHnamnHoBsa
BPEMEHI oTaeneHune Coro3a negmatpos Poccuu OHNawH vachlova-61@mail.ru
0O6pasoBatenbHas 1 Hay4yHO- IBY3 «06nacTHas aetckas 60MbHULA», H0XHO
NpakT4eckas KoHMepeHLus 19 okTA6pA r. KOxxHo-Caxanuxck, MuHucTepcTeo CaxanmmHek ®areesa Jlapuca HOpbeBHa
«HeKoTopble BONPOCHI NPaKTUYECKOi 3[1paBooXxpaHeHns CaxanuHcKoi OHNalH ’ | fateeva@sakhalin.gov.ru
neamaTpun» o6nactu, Coto3 negnatpos Poccuu
Bcepoccuiickas Hay4yHO-NpakTuyeckas
KOH&)G LI <<V|H)(/I)GKLlI/IgHHbIe 90 OKTH6DS VIpkyTckoe 06/1aCTHOE PernoHanbHoe MpkyTeK, PblukoBa J1060Bb BnagumunposHa
p : p oTaenenue Gor3a neanatpos Poccun rMOPUIHbIA rychkova.nc@gmail.com
3a60n1eBaHus y feTein»
O6nacTHas Hay4HO-NpaKTU4eckas
y P TioMeHCKOoe 06MacTHOE pernoHanbHoe THOMEHD, Ywakosa CeeTnaHa AHaTONbeBHA
KOH(DepeHUns «AKTyanbHble BOMPOCHI HOS6Pb p
P y P P oTgenexune Coro3a negmatpos Poccuu rMOPULHBIA ushakova_tgma@mail.ru
neanaTpun 1 HeOHATONOrUN»
Bcepoccuiickas Hay4HO-NpakTuyeckas
KOH(hepeHuuns Bpayeii-neamaTpos banbikoBa Jlapuca
MopaoBcKkoe pernoHanbHoe 0TaeneHne CapaHck,
«PaunoHanbHoe NuTaHue B 24 Hos6pA C01032 neguMATPOB Poccum rUpUHbIA AnekcaHapoBHa
hopMMpoBaHM 1 NOALEPKAHUM larisabalykova@yandex.ru
3[10p0BbA feTen»
V Bcepoccuiickas MynsTUMeanitHas Mockga, . . .
p y o A N 6 nekabps | Coto3 neguatpoB Poccun . orgkomitet@pediatr-russia.ru
KOHpepeHLns «Peakuin cnyyai» rUOpPUaHbIA
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KATEROREIE

¢ BoubIoit BBIGOP MEAUITMHCKON JIUTEPATY PbI

e Huskwue 1eHbl

* YmobGHas popma perucTpamim

* PasHble BApHAHTHI I0OCTAaBKHU

« OmneparusHas oOpaTHas CBA3b

* AxTtyanpnbie HoBocTH oT Coro3a nefinatpos Poccun

B KOPIHHY

WHSOFILAELE

JJleKTPpOHHAa s OMOJINOTEKA Ky PHAJIOB U3aTeIbCTBA
Coro3a negquarpoB Poccuu «Ileanatp’b»

HpnrﬂamaeM BaC ITIOCETUTH HOBbIE CaﬁTbI }KypHaJIOB NU31aTeJIbCTBA U OILICHUTH NUX HpeI/IMyH_IeCTBa.

*  JJIEKTPOHHBIE BEPCUU KYPHAJOB B OTKPBITOM JOCTYIIE, 32 MCKJIIOUEHNEM MOCJIEHETO Tojla BBIYCKa KypHATa
«BectHuUK poccuiickoii akajieMu MeTUITMHCKUX HAyK»

*  B03MOXHOCTb pa3MECTUTDH CTATHIO HA CAMITE C TOMOIILIO 3JIEKTPOHHOU PelaKI[um

* Tloanucka Ha Ky pPHAJBI MOCJEHETO TO/IA BBIMTYCKA (Ha CTaThi0, HOMEP, TOJI) — TI0 IleHaM pelaKIuu

IIpenmynecTBa /1J1si aBTOPOB Ky PHAJIOB:

* II0JIHOE COOTBETCTBUE CANTOB KypHauoB M3aareibcTBa TpeOOBaHUAM 3apyOeKHBIX pedepaTuBHBIX (a3 JaHHBIX
(Scopus, Web of Science, PubMed u 1p.);

* IIPUCYTCTBHUE )KYPHAJIOB B pasJNYHbIX 6a3ax TanHbIX, Takux kak PUHIT, OCLC, WorldCat, Open Archives, iNeicon,
Research Bible, Akademic Keys, Ciberleninka, VINITT RAN Referativnyi Zhurnal, Ulrich’s Periodicals Directory,
Google Scholar u ap.;

* pasMellleHHeE 110 JKeJaHNI0 aBTOPA AOTIOJTHUTETHHBIX MAaTEPUAJIOB K cTaThe (BUIEO, TTPE3eHTAIIIN);
*  Bce KypHAJBI BXoAAT B [lepeyenp BAK

BectHuk Poccuiickoi akageMmuu MeguLUMHCKMX Hayk
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