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OBPALLEHME K YUTATENSAM

J1.C. HamasoBa-bapaHoBa
CNI0BO O BEJIMKOM YENOBEKE. K 150-JIETUIO FTEOPTUS HECTOPOBUYA CMTEPAHCKOIO

OPUTMHAJIbHBIE CTATbU

B.A. MeTtpoBa, J1.C. Hama3oBa-bapaHoBa, M.B. ®egoceeHko, A.C. PycnHoBa

0 MPOTEKTUBHOM PO/IM BAKLUMHALIMM NMPOTUB TYEEPKYJIE3A U FENATUTA B

B MPOPUNTAKTUKE PA3BUTUA ATOMUYECKOI0 AEPMATUTA: OTHET O MPOMEXYTO4YHbIX PE3Y/IbTATAX
MPOCMNEKTUBHOIO KOrOPTHOIO UCCJIEAOBAHUA

KNTWHUYECKUE PEKOMEHAALUN

A.A. BapaHos, P.C. Koanos, J1.C. Hama3oBa-bapaHoBa, 1.B. AHapeeBa, M.[l. bakpaase, E.A. BuwHéBga,
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COBPEMEHHBIE NOAXO0AbI K BEAEHUIO AETEN C BHEEO/IbHUYHOW MHEBMOHUEN

KPATKUE COOBLLEHUA

10.0. Tkay, J1.B. JleBuyK ~
OCOBEHHOCTU BBEJEHUA MPUKOPMA U ®PU3UYECKOE PA3BUTUE AETEU MEPBOI0O roJA }XU3HU

A.W. Kadaposa, B.A. CmupHoBa, T.B. Cokonoga, W.J1. ConoBbeBa _
BO3MOXHOCTU KOPPEKLIUU TEPAMUU ATOMMUHECKOIO AEPMATUTA Y AETEU

A.®. Mynblwesa, E.N. CaBenbeBa, B.B. lMnckyHoBa, A.A. JIeHIOWKKHA,

W.B. Hukutuna, 0.[. foHyapyk, 0.A. Kpor-MexceH

AUWHAMUKA YPOBHAA ®EKAJIbHOIO KAJIbIMPOTEKTUHA Y HOBOPOXXAEHHbIX BbICOKOIO PUCKA
HEKPOTU3UPYIOLLEI0 3HTEPOKOJIUTA

M.C. Mantoruxa, A.A. laBpoBa, E.A. MaTBeeBa
TEYEHUE rOMO3UrOTHOM METFEMOI/TIOBMHEMWUW Y AEBOYKU ABYX JIET

A.C. TuxoHoBa, A.M. Koanosa, A.A. LlaTypoBa

KTMHUYECKUI CTYYAN BbICOKOW KOMOPBEMAHOCTHN Y HEAOHOLWEHHOIO PEBEHKA —
TPOMBO3 EPIOLIHOIO OTAENA AOPTbI, CAHAPOM BOJIb®A - MAPKMHCOHA - YAWUTA,
NMPUOBPETEHHbINA FTMNOTUPEO3

E.C. MaTpoc, A.W. Kapuukas
X-CLEMAEHHbIA TUM®OMNPOSINDEPATUBHBINA CUHAPOM, OC/TOMHEHHbIA TEMO®ATOLIUTAPHBIM
JIMM®OrMCTUOLMTO30M U EOJIE3HbIO KPOHA: KTMHUYECKWI CNTYYAN

0.B. lopaeesa, A;B. [lo6poTok, J1.P. CennmasaHoBa, B.A. leeBa
TPAH3UTOPHbIN AE®ULIUT NPOTEUHA S NOCJIE NEPEHECEHHOITO MHPEKLIMOHHOIO NMPOLIECCA,
OCJIOKHEHUSA U UICXO[: KIMHUYECKUW CNTYYAN

O.A. bnygosa, A.M. Yyiiko, J1.E. TapuHa
FTEMOJIMTUMECKASI AHEMUS BCNEACTBUE AEDULIUTA MNIOKO30-6-®OCPATAETMAPOTEHA3bI,
OCJIOXXHEHHAS YXENYHOKAMEHHOM BOJIE3HbIO: KIMHUYECKUI CNYYANR

Y.C. CypaeBa, 0.M. MaTsicoBa, A.B. MoHaxoBa, A.10. LLyTkoBa, E.B. Tyw,
E.E. AubiwnHa, M.A. Cycnosa, 0.B. Xaneukas
KNTUHUYECKUIA CTYYAN CUHAPOMA AHTE/IbMAHA Y IBYX CUECOB

HOBOCTH
BO3 NMPEATOXWU/IA CO31ATb COBET MO YCKOPEHUIO PASPABOTKU HOBbIX BAKLIMH OT TYBEPKYJIE3A
FDA PACLUUPUJI0 NOKA3AHUA K HASHAYEHUIO MEPOPAJIbBHOIO UHFTMBUTOPA AHYC-KUHA3bI 1
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O6palwjeHue K YyutaTensam

CnoBo o Bennkom YenoBeke.
K 150-netuio N'eoprusa Hectoposuya CnepaHCcKoro

CnoxHO B KOpPOTKOW cTa-
Tbe MpeacTaBuTb MOYTU BEKOBOM
W3HEHHbIM NyTb JlereHgapHoro
MNeanatpa, Benvkoro opraHnsaTopa
[IETCKOro 31paBOOXPaHeHNs Halen
CTpaHbl, M3BecTHOro rocyaap-
CTBEHHOTO M OOLLECTBEHHOIO Aes-
Tens, Yenoseka u paxjgaHuHa —
leoprua Hectoposunya CnepaHcKoro.
M 41O Obl Mbl CErOAHA HU paccKkasa-
SN, C KakiM 6bl BOCTOProM U MoYyu-
TaHMeM HU BCMOMMHaNM, Kakux 6bl CN0OB MHOrAa 3anosfja-
NION 6narofapHOCTU HW FOBOPWIK, BCE paBHO GydeT marno,
NOTOMY YTO YCUIMAMMU 3TOr0 YHWKAIbHOIO AETCKOro Bpaya
OblI cnaceHbl MWAJIMOHbI AETCKUX MKU3HEN WMMEPCKOMN,
COBETCKOM M coBpeMeHHOn Poccuun! XapakTtepusya aToro
YOAUBUTENIBHOTO YesioBEKa, X04eTcsi BCMNOMHUTb TNaBHble
COCTaBNSAOWME ero JTMYHOCTH.

FPAXKAAHUH

PoauBwuncb B ceMbe BOEHHOro Bpava HecTopa
MuxannoBmya CnepaHCKOro, Noay4YmBLIEro BHa4yane ayxoB-
Hoe (KaK M MHOruMe ero npegku), a 3ateM MeauLUHCKoe
obpas3oBaHue, leopru HectopoBuy cTan obGnagatenem
3amevartesibHoM damuinmM, OCHOBOW KOTOPOW HABNSETCA
NaTUHCKWUW naron Spero — «HageaTbcs». W cnepyiowme
npakTnyeckn 96 neT XM3HU Haperaa ocselwana 6oratbiv
CO6bLITUAMMU, MHOTAA TPparMydHbiMK, NyTb Benukoro Megmatpa,
a OH caM 6bin Hagexaon Ans MHOMMX MOKOJIEHUM POCCU-
AH. Mony4ynB o6pal3oBaHWe Ha MeAWLMHCKOM daKynbTete
MmnepaTopckoro MOCKOBCKOro yHMBEpPCUTETa, CTaB BHava-
/le BHELWTATHbIM acCUCTEHTOM Kadeapbl AETCKMX 6onesHewn
3HameHuToro dunatoBa, a NOTOM — MeAUATPOM-KOHCY/b-
TaHTOM B pOAAOME He MeHee 3HaMeHuToro PaxmaHoBa,
[eoprun HecTtopoBu4, 6yayyun coBceM MONOAbIM chelua-
JINCTOM, AEMOHCTPUPOBAN HEAIOXUHHbIE OpraHM3aTopcKue
Cnoco6HoCTU. TaK, B Havyane XX BeKa UM Oblin OTKPbLITHI
nepBas KOHCy/AbTauus AN HOBOPOXKJEHHbIX U AeTeH
paHHero Bo3pacrTa, a 4yTb No3)ke — nepBas ne4yeGHULa
ANA AeTen oT poxKaeHua Ao 2 net (40 3TOro MaageHuUeB
He 6panv Ha NleyeHne U3-3a HEBEPOATHO BbICOKOW CMepT-
HOCTK), Ha 6a3e KOTOPbIX CO BpEMEHEM OblfIM OpraHM30BaHbI
MOJIOYHAA KyXH$fl, OETCKWe §Cnu, AOM MaTepu n pebeH-
Ka, peopraHuM3oBaHHble BMocneacTBun B [JOM TpyaHOro
pebeHKka Ha [lpecHe, cTaBlWMWK NPOTOTUNOM MeanaTpuye-
CKMX Y4YpexaeHun coBeTcKoro BpemeHu. UM Gblal OCHO-
BaH HOBATOPCKUI }KypPHaN Hay4HbIX pa6oTt «Matepuanbl
Nno U3y4YeHMI0 AeTEN paHHEro Bo3pacTar, NepeMMeHOBaHHbIN
nose B «COBETCKYO NeanaTpuio», a HbiHe HOCALLMI ropaoe
uma «legnatpun umeHn CnepaHckoro». B rogbl MepBow
MUPOBOW BOWMHbI, KOrga ¢ ppoHTa cTano npubbiBaTb rpo-
MaJHOe KONMYecTBO paHeHHbIX, lfeopruin Hectoposuy nepe-
¢dopmaTtupoBan AnekcaHapo-MapuUUHCKUA WHCTUTYT
ANA AeBOYEeK, rae oH torga paboTasn, B rocnutalib ¢ one-
paLMUOHHOM, NepPeBA304YHbIMU U NMPEKPACHO 0GY4EHHbIM
nepcoHanom, rae 6biN10 CMaceHo Hemano XW3Hel poc-
cusH. Nocne deBpanbCKoOM peBOMIOLMM MOJ €ero npeg-
cepaTtenbCcTBOM Obinia co3gaHa Komuccuss no 6opbGe
C AEeTCKOW CMEepPTHOCTblo, pa3paboTaBluas njaaH Mepo-
NpUATUA NO OXpaHe MaTEePUHCTBA W MafeH4YecTBa, MHO-

rme NyHKTbl KOTOPOro 6binn peann3oBaHbl B nocneayoume
[ecaTuneTns B BMAe CO3[aHUsA rocyaapCTBEHHON CUCTEMBbI
[IETCKOro 3ApaBooxpaHeHus. HecmoTpsa Ha Tparnyeckue
co6bITHSA, Npou3ollejluine B ceMbe CnepaHCKOro Bo Bpe-
Ma [paxJaHCKOW BOWHbLI CO CTapwumu feTbMu, leoprun
HecTtopoBn4Y He amurpupoBan, a BbiGpan TpyaHeWLylo
MUCCUI0 — B YCJIOBUAAX HOBOro, NMpOTUBOPEYUBOro
no MHOrMM NapameTpamM COBEeTCKOIro CTPOsl NpojosiKan
cnyutb OtevectBy. C 1922 no 19311 ¢ 1948 no 1951 .
B KayecTBe AMPEKTopa NMepBoro B MUpe MHOronpo-
GUNbHOro Hay4yHoro y4pexpeHus — [0CyaqapCTBEHHOro
HaY4YHOro MHCTUTYTa OXPaHbl MAaTEPUHCTBA M MN1aleHYEeCTBa,
npeobpasoBaHHoro 3atem B8 HUU nepamaTtpum, Hocsawee
cerogHa ero ums; ¢ 1931 no 1962r. — B KayecTBe
3aBefylowero co3gaHHon MM Kadepapbl neguaTpuun
UHCcTUTYTa ycOoBepLIEeHCTBOBAHUA Bpaven (cerogHa —
Kadeapa negMaTpun C Kypcom MNOSIMKIMHUYECKON neaua-
Tpun AKagemum nocneanmnioMHoro o6pa3oBaHns, KOTOPOW
TaK e NPUCBOEHO ero umMs, Kak U 60JbHULe, Ha 6Gase
KoTopo# dyHKLMOHUpYeT Kadepapa); c 1938 no 1962 r. —
KaK 6ecCcMeHHbl# pyKoBoauTesib nNpodecCcUuoHabHOM
accouMalMn AeTCKUX Bpayen cTpaHbl M1 aBTOp fojrue
roabl eAUHCTBEHHOro y4yeGHUKa Mo JeTCKUM Gones-
HAM. [TpumeyaTenbHoO, YTO B TAXeNble Nepnoabl HENPOCTON
nctopum Ctparbl CoBeToB eoprui HectopoBuy ocTaBasncs
BEPHbIM CBOMM MPUHUMNAM anoauTUYHbIM [paxaaHUHOM
M nopagoyYyHbiM YenoBekoMm. XKepHoBa «aena CNaBWCTOB»
noyTM Nepemosnonu ctapliero 6pata, MU3BECTHOIrO akagemu-
Ka-dunonora, cnewuuanucra no ApeBHEPYCCKOW nuTepaType
Muxauna HecTtopoBuya CnepaHCcKoro, ecnmn 6bl He NUMYHOE
nucbMo neanaTpa CTanuHy, B pe3ynbTraTe KOTOPOro CCbIIKY
OpaTa 3aMeHnNIM Ha AomallHKui apecT. lfeoprui HectopoBuY
OTKPbLITO 3asiBUI O HECOornacuuM C OCYXAEeHUEeM Konner
BO BpeMsl TaK Ha3blBAeMOro «aena Bpadven». HuKoraa
He noaaep)unBan BENMKUI YYeHbI NCeBAOHAYYHbIX NPOEK-
TOB, CMYyCKaeMbIX MHOIAA «C CaMoro Bepxan.

UcTtopuss B KOHEYHOM cHeTe Bce paccraBiasieT
Ha cBoM MecTa. Yuwiun B He6bITUE NceBAOy4YEeHble U Te,
KTO He 6bi1 [TaTpuoTOM CBO€#H BE/IMKOMH CTPpaHbl B HCTUH-
HOM 3Ha4YeHMU 3TOro csoBa. A Mmsi CnepaHCKOro —
leposi Coynanncrtuyeckoro Tpyaa, 3acnyKeHHoro ges-
Tensi HayKu, 4-KkpaTtHoro o6nagarensi opgeHa JleHWHa
u aBaxabl — oppeHa TpygoBoro KpacHoro 3HameHH,
aKagemmka AMH CCCP u 4neHa-KoppecnoHgeHta AH
CCCP — 6yaeT X1UTb Be4Ho!

NEQUATP

CnepaHcKkui 6bln neanaTpoM, Kak roBopst, oT bora.
Ho BbIGop npodeccun Mor 6biTb U UHBIM, CIIOXUCb 06CTOSA-
TeNbCTBa €ro XW3HKW no-apyromy. [leno B Tom, 4to feoprumn
HecTtopoBMY 6blN 04eHb PA3HOCTOPOHHE Pa3BUTbIM Yeno-
BEKOM: OH yB/NE€Kancs MaTeMaTUKOMW, OYeHb NO6UN nuTe-
paTypy, XOPOLLO 3HaN UCKYCCTBO, Nt06UA CNOPT — U NOTOMY
N0 OKOHYaHWW TMMHa3unKN Konebasncs, Kakon GaKynbTeT YHU-
BepcuTeTa BbliGpaTh Ans AanbHenwen y4ebol. O6¢yxaanca
M MaTeMaTUYeCKUM, HO BCE }Ke OKOHYaTeNbHbIM BbIGOP Nan
Ha MeAWLMHCKUI, MOTOMY 4YTO B roAbl y4ebbl B rMMHa3UK
Torga ewe loHa CnepaHCKUMI NO3HAKOMUACHA ¢ 6paTbaMu
durnaToBLIMK U CTAJ HaCTbIM FOCTEM B UX cEMbE. IMEHHO MX
oTel, U3BECTHbIN AeTcKui Bpay Hun ®epgoposuy dunatos,
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EDITOR’S NOTE

OBPALLEHUE K YUTATENAM

OKaszan pelwailiee BIUSHUE He TONbKO Ha BbIGOP Npo-
deccun, HO 1M Ha BCIO NOCEayIoLLY0 XN3Hb CnepaHCcKoro.
B atom pome leoprun HectopoBu4Y BCTPETUN CBOKO BTO-
pylo MOMIOBUHY, OMOPY M copaTHWKa — nneMsHHuuy Huna
depgoposnya EnnsaBety [1eTpoBHY, C KOTOPOM MNPOXKUI
B pajocTu v rope, no6eaax v TpyaHocTsax 60 gonrux ner,
cTan oTLOM YeTBepblx AeTei, a MOTOM U Ae0M MHOXeCTBa
BHYKOB, BMECTE C KOTOPOW Nepexun ase BOMHbI, Harpassl
M noTepu, HO Bcerga npojo/iKan genatb To, paau 4ero
UM, — NeynTb geTen u nomoratb noaam. Co CnepaHcKoro
MOXHO OECKOHEeYHO 6paTb npuMep, Bedb Bpay OH Obin
He3aypsaHbIN.

M3 BocnomuHaHui npodeccopa OBYMHHUKOBA — BHYKa
[eoprus HectopoBMYa, raBHOro XpaHUTeNa NaMsaTu o aeae
M aBTOpa CaMoM U3aBaeMom KHUIM 0 HEM «[NaBHbIN IETCKUI
noktop. IH. CnepaHcKomy nocBswaeTcs...»: «YAUBUTENbHO
ObINO TO, YTO JaXKe MajleHbKMe AeTW He nNnaKkanu, Koraa aefn
npuKacancs K HUM CBOMMW pykamu. PyKku y Hero Bcerga
6b11M TennbiMU. Kpome Toro, oT Bcero ero o6svKka ¢ 6enbimm
NYWUCTbIMU YCaMu U BOPOLOM KIUHBIWKOM, OT ero 4obpow
YNbIGKU UCXOAMN KAKOW-TO YAUBUTENbHbIA MarHETU3M, KOTO-
PbI XOPOLLIO YYBCTBOBA/IMN ETU U KMBOTHbIE. Pa3roBapvBan
el MeaneHHo, Kak 6bl paccy)aas BCAyX, U B TO e Bpems
cTapalncs GbicTpee 3aKOHYMTb OCMOTP 60/bHOro pebeHKa,
cneas 3a TeM, 4ToObl OH, pa3aeTbin, He 3amep3. C 6onee
CTaplIMMK AETbMU Y HEFO BCErAa yCTaHaBNMBAJICS KOHTAKT,
XOTS OH He [0MyCKas CEHTMMEHTANIbHOCTU, 3aurpbiBaHus,
o6MaHa. B ero gencrusx 4yBCTBOBaIOCb OFPOMHOE yBaXe-
HUEe K pebeHKy».

K cepeanne 1930-x rr. [eopruim HectopoBuy cTan cambim
M3BECTHbIM M3 MOCKOBCKMX [OETCKMX Bpayewn, ero nomny-
NFIPHOCTb YBENMYMNacb HaCTONbKO, YTO OH Gbl1 MNpwurna-
WEH rMaBHbIM KOHCYIbTAHTOM MO neauatpuun JleycaHynpa
Kpemnsa (nepenmeHoBaHHOro 3aTem B 4-e [MaBHoOe ynpaBs-
NIEHUE) U NleYnn BCeX AEeTen PyKOBOACTBA CTpaHbl, B TOM
yucne poyky CtanuHa CsetnaHy. OH Bcerga 6bin y6exaeH,
4TO 3/10POBbE HALIMK 3aBUCUT OT 3/]J0POBbSA JEeTEMN.

CerogHsa 3TO HenpeJsoHass ucTuHa. B 2017 r.
Mpe3ngeHT Poccun Bnagumup MyTHH 06bABUA B CTpa-
He 10-netue gercrBa, 6bin NpuHAT lMnaH meponpuUsaTUN
no ero peanusauymu, NPUOPUTET JeTCTBa 6bi1 3aKpe-
nieH 1 B HOBOM pegakumu KoHcTutyunmn PoccHiicKo#n
degepaunn. lNegmnarpbl Poccun BmecTe ¢ Koyieramu
U3 gpyrux o6aacrtei MmejguUUHbI paboTaloT Hajg obecne-
YeHueMm rpaxkgaHam 3[0pPOBOIro [OJIroJeThs, NOHUMas
3Ha4YeHue nporpaMMHUpPOBaHUSA 340P0OBbSI UMEHHO B nep-
Bble [JeTCKUe Mecsiubl U rofbl, KaK 06 3TOM roBOpPUN
100 net Ha3ag Benmkui geTckui Bpa4d CnepaHCKUM.

YYEHBIH

TpyaHoO HasBaTb KaKylo-To npo6nemMy B neavatpuu,
KoTopon 6bl eopruii HecTopoBMY He 3aHWMancs, npu-
4eM B GOKyce BHMMaHWSA GbliM HE TONbKO GOMbHbIE AETH.
OrpomHoe BHMMaHWe CnepaHCKUi yaenan pa3BuTunio 340po-
BOro pebeHka v NnpodurnakTMke 3abosieBaHNN.

[axe B0 Bpems Bennkon OTeyecTBEHHOW BOWHbI B XKYT-
KMUX YCNOBUSIX XM3HM B 3BaKyauuu CnepaHCKUM He npe-
Kpalwan 3aHumMaTbCA Hay4yHOW paboToW M nucaTb CTaTbw
B MEAMLIMHCKME XypHabl U C60PHUKN. KNMHUYECKNI 04ePK
«Mnotpodua aeten paHHero Bo3pacTta. B nomouwb negnatpy
M yHaCTKOBOMY Bpayy» U rnaBa B PyKOBOACTBO MO KAWHKYE-
CKoM dapMaKonornun 6binmn HanmcaHbl B 1942 r. 8. MonoTtoBe
(HbiHe — [epMb). 3a roabl BOMHbI U B MOCNEBOEHHbIE roAbl
UM 6blM oNy6nnKoBaHbl 275 Hay4HblXx paboT! Ha npoTtsxe-
HWW MHOTKX NET OH 6bl1 aBTOPOM OCHOBHbIX CTaTeW U rnaBs-
HbIM pefakTopoM pasaena «[legnatpus» B ABYX M3AAHMUAX
bonbwon n Mano MeaMLUMHCKON SHLMKAOMNEANN, aBTOPOM

rmaBHOro yye6HWKa No AETCKUM 6GONe3HAM ANs neanaTpos
cTpaHbl 1930-1950-X IT. U YNEeHOM peaKoNSIErMn MHOrO-
TOMHMKA Mo neavatpuu, u3gaBaBlerocs B KoHue 1950-x,
aBTopom 60snee 400 cTaten.

OaHoBpeMeHHO CnepaHCKUM 6blT MHULMATOPOM
cepbe3Horo o6pa3oBaHMa poauTenen, UM Obiin HanucaHbl
3aMeyaTelNibHble KHuUru (<A3byka maTepu», «MaTb U AUTS»,
6poltopbl «Pogutenam o getsax», «CoBeTbl MaTepsiM», «Kak
KOPMUTb pebGeHKa 0 roja», «3akannuBaHue peGeHKa paHHe-
ro M AOWKONMIbHOIO BO3pacTa» U Ap.), KOTOPbleE MHOTOKPaTHO
nepeusnaBasnucb OrPOMHbIMK TUPaxKaMu, Oblin nepeseae-
Hbl Ha pa3Hble A3bIKKM WU OCTaBalMCb HACTOALLMMU MOMOLL-
HUKaMW MUNSIMOHaAM MaTepen Nno BCEMY MUPY B Te4eHue
MHOIUX 1eCATUNETUN.

B coBpemMeHHOH MeguLMHe 0O0pa3oBaHue nalyueHTa
M Y/IeHOB ero ceMbM SIBISIeTCA HenpeMeHHbIM KOMIIO0-
HEeHTOM cXeMbl BeeHHUs1 60/1IbHOro, a Hal reH1aabHbIi
y4YeHbli-neguaTp onepeans BpeMsi U B 3TOM.

NEQAror

bonee 40 y4yeHWKOB 3alWMTUAM NOA4 PYKOBOACTBOM
[eoprus HecTopoBu4Ya KaHAMAATCKUE AuccepTaluu, elle
20 — [OKTOpPCKME, BCErO e 3a [0/irMe roabl ero pabo-
Tbl MOArOTOBKY B MHCTUTYTE U Ha Kadeape CrnepaHCcKoro
npownu Thicauym neauatpoB. «HeT B CoBeTckom Cotose
NEeTCKOro Bpaya, KOTOpbIM He cuyuTan 6bl cebsa npamMo
MM KOCBEHHO Yy4YeHUMKOM CnepaHCcKoro», — TrOBOPUIM
COBpEeMEeHHMKN. 3a 24 roga paboThl Npeacegatenem npaes-
NneHus Bcecot3Horo obuiectBa AETCKMX Bpaden leoprui
HectopoBuY fo6UACA TOro, 4TO B CTPAHe akTUBHO paGoTano
140 ero dunnanos.

B HbIHELWHEW }XU3HHU 1eSITeJIbHOCTH NpopeccrHoHalb-
HbIX accoynayuii cTpaHbl yaensietcss 60/blioe BHUMA-
HUe, UM JeNlerMpoBaHO NMpaBO cO3jaBaTb MPOTOKOJbI
BeJleHUs1 naLueHTOB, NpPUCBaMBaTb KpeAauTbl Henpe-
PbIBHOro 06pa3oBaHUsl, AaBaTb 3KCNEPTHYIO OLEHKY
B CJI0)KHbIX Bonpocax. Ho Hu ogHO coo6ujecTBO ceroj-
HSl He CMOJXKeT NoXBacTaTbCs TAKUM KOJIM4EeCTBOM CBO-
MX pernoHanbHbIX OTAeNIeHUH, CBUAETE/IbCTBYIOLUM
06 MCTHUHHBIX YyBa)XeHHWMU W JII06BU KoJJler K CBoeMy
Yuuteno.

YEJIOBEK

[eoprnn HecTopoBMY O6bll O4EHb CKPOMEH B ObITY.
Mo BocnoMWHaHMAM BHyKa, npodeccopa OBYMHHMKOBA,
MMen BCEero ABa KOCTIOMa — NEeTHUA U 3UMHUI, eAUHCTBEH-
HOE ManbTo, B KOTOPOM X0ann B MOCKBE, U KypTKY, KOTOPYIO
Hocun Ha padve. M3 efbl npegnoynTan wy ¢ rpevyHeBown
Kallen M MSICHble KOT/IETbl C TOW € rPeyYHEBOW Kallewn.
byayun oupektopom WHCTUTYTa, Ha CBOW [AEHbIM MOKY-
nan MawwuHbl U coaepxan wodepa, a nNnepenas Ha A0NK-
HOCTb KOHCY/IbTaHTa, BHOBb CTa/l UCMOJIb30BaTb B OCHOBHOM
061LECTBEHHbIN TPAHCMOPT U MHOIO X0AWN newKkoM. OH 6bin
PU3NYECKM 04YEeHb 30POBbLIM HYENOBEKOM, 6G0NblIOE 3HaYe-
HWe NpuaaBas 3akannMBaHUIO: B MOCKOBCKOMN KBapTUpPE exe-
BeYepHe Aenan Xx0N0Hble HOXHble BaHHbI, Ha laye Kynasncs
J10 CaMblX MOPO30B, [10 NOCAeAHUX AHEN CBOEN KMU3HU Aenan
3apsaKy, O4eHb I06WN NPOAOCIKUTENbHBIE MPOTYIKKU, B TOM
yucne Ha nbiKax, JoArMe rofbl urpan B 60MbLIOW TEHHUC.
B 84 ropa elle Katanca Ha KOHbKax, a nocnegHue Goto-
rpacdwuu, yBekoBeumBliMe eoprus HectopoBuya BO Bpems
NPOryNKKW Ha NblXKax, CAeNaHbl, Koraa emy 6bi10 yxe 92 roga.
JlereHgapHbIi neguatp He Kypun v BbiMMBaN NWlib POM-
Ky KOHbSIKa MO npasgHuvkaM. Kak utor — HUKorga Hu4yem
He 6onen.

M3 nucbMa anpeKkTopy MHCTUTYTa yCOBEPLIEHCTBOBAHMS
Bpayen KoBpUrnHON: «5 BCIO CBOI KM3Hb HUYEM CEPLESHbBIM



He 6onen, Kpome AETCKUX MHDEKLIMOHHbIX 60n1e3Hen, B 1921
rogy nepeHec onepauuio anneHaMumTa M 6bICTPO YCTaHOB-
JIEHHYIO M MU3N1Ie4YEHHY0 Manspuio. He 6onen HUKakumu Tuda-
MU, XOTS paboTan Ha 3aNuaeMUsaX GPIOLWHOrO, CbIMHOMO U BO3-
BpaTHOro TMdoB, HMKOraa He 60/en BOCMANEHUEM NIETKMX.
370, BEPOSTHO, Aai0 MHE BO3MOMXHOCTb MPOXUTb MOo4TH 96
NET... U 9 cYUTan, YTO y MeHs ,,dU3nonormyeckas cTapocTtb...»

[eoprun HectopoBMY o4eHb yBaxan u LeHun dusuye-
CKWI Tpya U pyyHyto pa6oTy: cBO60AHOE BpeMS NMPOBOAMI,
paboTas B cafy Ha Aadve uan B 060pyaoBaHHOM COOGCTBEH-
HbIMW PYKaMu CTOSIIPHO-TOKAPHOW MacTePCKOW — BbITauu-
Ba/ PYYKM ANS BUIIOK M HOXEW, AeTann CTETOCKOMNOB, YNHM
KYXOHHYI0 YTBapb 1 Me6esb, Nien KOP3uHbI, AeNan HENoBTO-
puUMble GUrypbl U3 BETOK Y KOPELLIKOB.

Benukui CnepaHCKui Obln GecrnpepesibHO YecTeH
BO BCeM, HEHaBufaen N0Xb, 06MaH, BOPOBCTBO, U XOTS
He OblJ1 PEJIMFMO3HbIM YEeJIOBEKOM, UMEJl O4EHb KecCT-
KWW BHYTPEHHUWA MoOpabHbli KoAeKc. <HecTHasa pabo-
Ta — 3TO rMaBHoe, a GaarogapHocTb NMpuAeT cama
c0o60i» — 3ITOT NMPUHLMUN Obl1 NOJIOKEH B OCHOBY €ro
}KU3HU, U eMYy OH c/iefjoBajl HeYKOCHUTEJIbHO, cCTapaschb
nepeaarb AeTAM M BHyKaMm.

Becb cBow gonrun Bek leopruin HecTtopoBWY ApYyKun
CO MHOTMMW WM3BECTHbIMWU COBETCKMMM YYEHbIMU, AesTe-
NAMU  KyNbTypbl, MNO3TaMU U XyAOXHWKaMn — Kanuuen,
KyKkpblHMKcamun (KynpusiHoBbiM, KpbioBbiM, COKONOBbIM),
Mapuwakom, KoHoBanoBbiM, Helrayaom, Puxtepom M MHO-
UMW APYTUMMN.

B peHb npucyxaenus leopruio HecTtopoBuYy 3BaHWUSA
lepos Coumnanuctuyeckoro Tpyaa Camynn Mapwak Hanvcan
3KCMPOMT:

Henato cyacTbsi M 3[10pPOBbS
ToMy, KTO CTO/IbKO NeT noapsaa
Neynn ¢ 3a60ToN U NOGOBLIO
Tpu NOKONEHUs pedaT.

Koraa-To Mosog, nosioH cun,
Elle oH aeayLieK neyun,
Jleynn B MnageH4yecTse OTLIOB
M NeYUT HbIHELHMUX IOHLIOB.

[MepecTatoT Npu HEM pebaTa
bosATbcs 6enoro xanaTta.

M COTHU BbipOoCLINX PpebAT
Co MHO BMECTe roBOpsIT:

Bokan BUHa wWamMnaHcKoro
MNoaHnmem 3a CnepaHcKoro,
Y4eHoro coBeTCcKoro,
Bonbuoro apyra eTcKoro,
leposi Mbicnu v Tpyaa,

Ha yben rpyamn roput 3se3gal

MpoXKMB HEBEPOATHYIO XWU3Hb, BHECHA OrPOMHbIN
BKJaj B pa3Butue nwoumon Poccuu, B coepexeHue
ee Hapopja, NoKasaB /JIM4HbIN Npumep 6Ge33aBeTHOro
cnyxeHusa OTe4yecTBy, BOCNUTAB TbICAYU COPATHUKOB
M COTHU YYEHUKOB U cnacs MUJIJIMOHbI AeTCKUX KU3HEN,
Feopruit HecTopoBUY NpoAoIKAET }KUTb B HalLeh Nnama-
TH, B Ayllax CBOUX POAHbLIX U GJIM3KUX, B cepaLe Kaxk-
AOro neauMaTpa Hawen cTpaHbl! 3TO U €eCTb UCTUHHOE
6eccmepTtue Benukoro Yenoseka!

naBHbIN pegaKTop XXypHana, akagemuk PAH, npogeccop, 3acnyKeHHbil gesite/ib Hayku PD,

3aBegyoujasl Kapegpoi paKynbTeTCKON negnaTpumn negnaTrpuyeckoro ¢pakynbreta PHUMY nm. H.WU. MuporoB.a,
pykoBogutenb HUN neamnatpmumn n oxpaHbol 3g0poBbs geter HKL N°2 ®rbHY «PHLIX um. akag. b.B. [leTpoBCcKoro»,
coBeTHUK BO3, 4yneH 61opo Ucnonkoma MexxayHapoaHON neguaTtpuyecKoi accoymaymm,

nact-npesugeHT EBponercKon neguaTtpnyeckoi accoymnaumnmn (EPA/UNEPSA),

no4yeTtHbii npodeccop YHuBepcuteta Pogxa (Utanus),

noYeTHbIN Y/1IeH neguaTpuyecKoro pakynbreta KoponeBcKoro Koanepgxa repaneBToB UpaaHanm

Jlenina CeiimypoBHa Hama3oBa-bapaHoBa
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O NPOTEeKTUBHOM POJIM BaKLUHALLUMU
NnPoTUB TyOEepKyse3a u renatuta B
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ABTOp, OTBETCTBEHHbIN 3@ NePenucky:
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®rAQY BO PHUMY um. H.W. NMuporosa MuHagpasa Poccun

Appec: 119333, Mocksa, yn. dotneBoi, 4. 10, ctp. 1, Ten.: +7 (499) 137-01-97, e-mail: elveur@gmail.com

0O60cHOoBaHHue. B vccie[oBaHUsAX MIOKa3aHo, YTO BaKUMHaLUMS B [1E€PBbIE YaChkl/HU MOCAE POXKAEHUS CABUraeT MMMYHHbIN
OTBET C BHYTpMYyTPO6HOro Th2 B CTOPpOHY akTnBaumm Th1-Tuna v yMeHblUaeT PUCK pa3BUTHS aTONMMYECKUX COCTOsIHMM. OgHaKo
ony6/IMKOBaHHbIX AaHHbIX MPOCMNEKTUBHbIX UCCAAEA0BAHMI B 3TOM 06/1aCTM HAMM HalAEeHO He 6bi10. jenb nccnegoBaHuss —
OLEHUTb Han4me oTpULIaTEIbHONM CBSI3U MEXAY BaKUMHaLMEN NpoTMB Ty6epKyie3a u renatuta B B nepBbie Yachl U JHU KN3-
HW M peann3aLmen aTonnM4ecKoro gepmarniTa y getei paHHero Bo3pacta. Metogbl. [100BoAMNTCS CrJIOWHOE NMPOCNeKTUBHOEe
uccie[0BaHNEe KOropThl JETEH, POXKAEHHbIX C anpesisi no nioHb 2021 r. n HabaAarLUMXCs1 B OAHOM roPOACKOM MOJIMK/INHUKE.
B AEKpETMPOBaHHbIE CPOKM aHaan3npoBaanch gaHHbie 307 nctopui pas3Butns pebeHka (¢p. 112/y), KapT npopuiakTmye-
CKMX NpUBUBOK (. 063/y), 06MEHHbIX KapT 6epeMeHHOM, POXKeHULbl U poausibHUbI (¢. 113/y-20, TanoH N° 3) U BbINMCOK
U3 UCTOPUM Pa3BUTHUS HOBOPOXKAEHHOro. OLeHnBaanCh BaKLMHabHbIM cTaTyc pebeHKa (Mo BPEMEHU MPOBeAEeHUs] BaKLM-
Hauuun npoTuB TybepKynesa m renatuta B), Hanmyne GaKTopoB pUCKa, npegpacrnonarallmnx K pasBuUTUIO alIepr1yecKoro
3abos1eBaHus, M HaZIMYUe gnarHo3a aTtonmyecKoro gepmatuta. Pe3ynbtatel. ATonndeckun gepmatuT (At/) K Bo3pacty 1 roga
JOCTOBEPHO PEKE ANarHOCTMPOBaH y MaaAeHUEB B rpynne BaKUuMHMpoBaHHbIXx BCG-M B poagu/ibHOM JOMe, YeM Y BaKLMHHU-
POBaHHbIX M1034HEE MM HE BaKLIMHNPOBAaHHbIX BoBCe (15,2% npotnsB 66 n 35,7% coorBeTcTBeHHO; p < 0,01). Cpeau geten,
nMmerLnx hakTopbl pUcKa pa3BUTHS aseprudyeckoro 3aboneBaHus, AT/ TaKxe pa3BuBascCs y AeTeH, NPUBUTbIX NMPOTMB
Ty6epKynes3a B poaAaoMe, YeM y BaKLUMHUPOBAaHHbIX MO3AHEE WU HEBAKLUMHMPOBaHHbIX (18, 75 n 62,5% cooTBETCTBEHHO;
p < 0,01). B rpynne geten, BakUMHUPOBAaHHbIX MPOTMB renatuta B B poanibHOM gome, 0SS UMerLMX K 12 mec guarHo3
AT/] 3Ha4YMMO MEHbLUE, YEM Y BaKLUMHUPOBAHHbIX NO34Hee 1y HeBaKUMHNPOBaHHbIX (17,6, 44,9 n 31,8% cOOTBETCTBEHHO;
p < 0,01). Cpeaun ageten u3 rpynn prUCcKa pa3BUTUSI aJilepruyecKoro 3abosieBaHus 3TOT oKalaTesib COCTaB/IsSIET COOTBET-
CcTBEHHO 24, 50 n 44,4% (p = 0,043). Takxe noKa3aHOo, 4TO CBOEBPEMEHHAas BaKLMHaLuss 06enMmn BaKLMHaMu B paHHEM
HeoHaTaJlbHOM Nnepuoje 3Ha4YuMO CHMKAET PUCK peann3daymn AT B obLyen nonynsaunu MaageHuUeB o CPaBHEHUIO C OTCYT-
CTBUEM BaKLUMHALMN WM BbIMOJIHEHMEM TOJIbKO OAHOM NPUBMBKM (OTHOCUTENbHbIN pucK [OP] 0,374; 95% poBeputenbHbIN
nHTepBan [[AN] 0,253-0,552; p < 0,01), a pa3BuTHhe 3TOro 3abosieBaHus y AeTer U3 rpynibl a/i/1IepPruyecKoro pucka MmeHee
BEPOSITHO MpU CBOEBPEMEHHOM BaKumnHaumm (20,8% npotns 53,3%; OLL = 0,252; 95% [N 0,145-0,440; OP = 0,374; 95%
N 0,253 - 0,552; p < 0,01). 3aknto4eHue. [1o/1ly4eHHbIE pe3y/bTaTbl MOryT CBUAETE/IbCTBOBATL O BO3MOXHOM CHUXEHUMN
pucKa pa3BuTus AT npy cBOeBPEMEHHOM MPOBEAEHNN UMMYHOIMPOGUIAKTUKM NPOTUB TybepKy/ie3a U renatuta B, ocobeH-
HO y IeTei U3 rpynrbl aa1eprudeckoro pucka. B HacTosLmMi MOMEHT ncecae0BaHMe NpPoaoIKaeTCs.

Knro4yeBble cnoBa: BaKUMHOMNPOUIaKTMKa, atonmyeckmin gepmatnt, BCG-M, renatut B, Ty6epKyne3

Ana yntnpoBanus: Netposa B.A., Hama3oBa-bapaHoBa J1.C., degoceeHko M.B., PycuHoBa [.C. O NpOTEKTUBHOW POU
BaKLUMHaLMW NpoTMB Tyb6epKynesa u renatuta B B npodunaktvke pa3sBuTma aTonnyecKoro gepmaTtura: OT4HeT O MPOMEXY-
TOYHbIX pe3ynbTatax NPOCNeKTUBHONO KOrOPTHOro uccnepoBaHus. leanatpuyeckas dapmakonorms. 2023;20(1):8-16.

doi: https://doi.org/10.15690/pfv20i1.2525

OBOCHOBAHME HUS OCTPbIM renatuTom B u nepenomuTb cUTyaLMIo C 3MNu-
MpoBoavMasi B pamMKax HaLWOHaNbHOro KaneHaaps [IEMWONIOTMYECKUM Hebnarononyymem no TyGepKyne3Hon
npodunakTuyeckmx npmemneoK (HKIM) MMMyHK3aLus npo- MHbeKUun. B yacTHoCTH, 3a601€BaeMOCTb AeTen B Bo3pac-
TMB Ty6epKynesa U renatuta B B nepByto Heaento *}usHu Te o7 0 4o 14 neT akTMBHOM hopmor TyGepKynesa cHM3unachb
MAajeHLua no3Bonuna 3a nocnegHme 15 net 4ocTuyb cylle- ¢ 16,5 cnyyeB Ha 100 000 pgetckoro HaceneHus B 2005 1.

CTBEHHOMO CHUXKEHUs 3a60/1eBaeMOCTH AETCKOro Hacene- fo 6,2 cnydaa B 2020 r. [1]. 3ab6oneBaeMoCTb OCTPbIM



BWPYCHbIM renatutom By aeTen 3a 3T rofbl COKpaTuiach
¢ 65,8 cnydaa Ha 100 000 go 3,8 cnyyvass COOTBETCTBEH-
HO [1]. 3TUM ycnexam UMMYHOMPOGUNAKTUKM CNOCO6CTBO-
Basio NoAAepyKaHne BbICOKOrO yPOBHS OXBaTa MpUBUBKaMM
B Nognexatlien BakuMHauMnm BO3pacTHOM KoropTe AeTeN.

B cBol o4yepenb, perucTpupyemMblt 3Ha4YUMbI POCT
annepruyeckon 3aboneBaemMoCTM Ha NiaHeTe B nocnea-
HWe ABa AecAaTuneTns cnocobCTBYET NOSBAEHUIO M Noaaep-
JKaHUIO cpefu HaceneHus o6biBaTeNbCKUX 3abnyxAaeHuw
0 BEPOSATHON MPUYMHHOMN CBA3K MEXKAY PacTyWUM YPOBHEM
NPOBOAUMbBIX MPUBUBOK W YBEJMYEHUEM YUCNa cly4vaes
annepruyeckomn naTonoruun cpeaun geten [2].

HecmoTps Ha cyuecTBylowyo no3uvuunio BecemupHom
opraHu3auuu 3apaBooxpaHeHus (BO3) o Tom, 4TO BakK-
LMHbl HE MPUBOAAT K POCTY anjeprniyecknx 3abosieBaHumn
cpeam NpuBMUTbIX AeTen [3], 4O CUX MOP €AMHOro MHEHUS
y4eHbIX NO 3TOMY BOMPOCY HeT. YacTb uccnefoBaHum
OTpULLaeT NPOTEKTUBHYIO PONb BaKUMHALMUM B OTHOLIEHUM
pasBUTUA aTOMMYECKUX cocTossHuK [4]. TeM He MeHee,
ecTb pag ny6nunKauuim, 4EMOHCTPUPYIOWKMX HE3HAYUTENb-
HO€ CHMXEeHWEe pacnpoCTPaHEHHOCTU padfnyHbix dopm
annepruyeckon Natonorun y geten, noayymBLWNX BaKLK-
Hauuilo NpPoTMB TybGepKyne3sa B paHHEM HeoHaTalbHOM
Bo3pacTe [5-7].

B HacTosillee BpeMsi aKTMBHO MCCNEAYIOTCS TaK Ha3bl-
Baemble Hecneuuduyeckne adpdeKTbl BakUMHOMpPodUnak-
TUKK [8]. OAHUM U3 HUX ABASETCA CABUI MMMYHHOIO OTBETA
B CTOPOHY aKTuBauuK Thl-Tuna, KOTOPbIM MOXET CNocob-
CTBOBATb CHW}KEHWIO NPeapacrnofioXeHHOCTU K pas3BUTUIO
annepruyeckux sabonesaHun [9].

MNMocne poxaeHus y pebeHKa Habnwgaerca Gu3nono-
rmyeckoe npeobnagaHne Th2-Tuna, 6e3 KOTOPOro HEBO3-
MOXHO HOpMaibHOE BblHalWMBaHWe 6GepemeHHocTu [10].
N3-3a psga 6apbepoB UMMYHHas cUCTEMA HOBOPOXAEHHO-
ro He MOXEeT MNEPEKNOYNTLCSA Ha B3POCbIA TUM MMMYHHOIO
otBeTa [10-12]. MMocKONbKY BaKuUMHaUMA NPOTUB Tybep-
Kynesa W renatuta B cnocobHa aktuBupoBaTtb Thl-Tun
WMMYHHOIO OTBETa, MPOBEAEHNE €€ B paHHEM HeoHaTalb-
HOM MEPUOAE MOXKET CHUXKATb PUCK Pa3BUTUS aTONUYECKOro
aepmatuTta (AT) y AeTen B cTapliem Bo3pacTe.

MomuMMo BaKuMHaLKKU, Ha pa3BuTHe AT BAUAIOT Takue
daKTopbl, KaK Bpems MNpuUKNagbiBaHUS HOBOPOXKAEHHOIO
K TPyau WM NPOAOSIKUTENBHOCTb FPYAHOIrO0 BCKapM/IMBaHUS,
cnoco6 poaopaspelleHns, Nnpuem aHTnbaKTepmnanbHbIX Npe-
napatoB, OCOGEHHO Ha PaHHWX 3Tanax XW3HW, U Hacnea-
CTBEHHbIN anneproaHamHes [13-15].

CornacHo ctatucTniecknm gaHHbim T.A. CEBOCTbSIHOBOW,
b 75,2% Bcex XUMBOPOXAEHHbIX POCCUMCKUX AeTew,
HEe WMeloWMX NPOTUBOMNOKAa3aHUM W OTKA30B pPOAMUTENEW,
nony4ymMnu BaKUMHaUMIO NPOTUB TybepKynesa BOBPEMS,
B YCNOBMAX POAMIBHOrO AOMa, YTO HWKe YpoBHA 95%,
pekomeHgoBaHHoro BO3 [16]. B uccnepoBaHuu [17] Takxe
oTMeYyaeTcs HefoCTaTOUHbIM OxBaT MpodUNaKTUHECKUMU
npuBMBKamu B pamkax HKIMM.

M3yyeHne BO3MOXKHOW OTpULLATENIbHOM CBA3U MeEXAay
BaKUMHaUMen NpoTuB TybepKynesda v renatuta B u pas-
BUTUEM annepruyecknx 6onesHen Aact AOMNONHUTENbHble
aprymeHTbl B MOAAEPIKKY CBOEBPEMEHHOIO MNPOBEAEHMS
UMMYHOMPODUNAKTUKMN KaK AN MEAULMHCKUX PAaBOTHUKOB,
TaK 1 ansa poautenew B Lenax ob6ecneyveHns JOMKHOM 3aLm-

Veronika A. Petrova?, Leyla S. Namazova-Baranova?'- 2, Marina V. Fedoseenko?' 2, Dina S. Rusinova?: 3

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

Moscow, Russian Federation

2 pirogov Russian National Research Medical University, Moscow, Russian Federation
3 Children’s City Outpatient’s Clinic N2133 of Moscow City Health Department, Moscow, Russian Federation

Protective Role of Vaccination against Tuberculosis
and Hepatitis B in Prevention of Atopic Dermatitis:
Report on Intermediate Results of Prospective Cohort Study

Background. Studies have shown that vaccination in the first hours/days after birth shifts the immune response from intrauterine
Th2 towards Thl-type activation and reduces the risk of atopic conditions. However, we did not find published data from prospec-
tive studies on this topic. Objective. The aim of the study is to define the presence of negative correlation between vaccina-
tion against tuberculosis and hepatitis B in the first hours/days of life and atopic dermatitis development in infants. Methods.
Continuous prospective study of children cohort born from April to June 2021 and observed in one outpatient’s clinic was carried
out. Data from 307 infant’s records (F. 112/y), vaccination record cards (F. 063/y), prenatal and delivery records (F. 113/y-20,
section N? 3), and neonatal discharge summaries were analyzed for the decreed period. The child vaccination status (by the time
of vaccination against tuberculosis and hepatitis B), presence of risk factors for allergic disease development, and presence of
atopic dermatitis were evaluated. Results. Atopic dermatitis (AD) was significantly less likely to be diagnosed by the age of 1 year
in infants from the group of BCG-M vaccinated at maternity hospital than in those vaccinated later or not vaccinated at all (15.2%
versus 66% and 35.7%, respectively; p < 0,01). AD was less likely to develop in children with risk factors for allergic disease who
were vaccinated against tuberculosis in the maternity hospital than in those vaccinated later or unvaccinated at all (18, 75 and
62.5%, respectively; p < 0.01). The ratio of children with diagnosed AD by the age of 12 months was significantly less in the group
of children vaccinated against hepatitis B in the maternity hospital than in those vaccinated later or unvaccinated at all (17.6,
44.9 and 31.8%, respectively; p < 0.01). These ratios for children with risk of allergic disease development were 24%, 50% and
44.4%, respectively (p = 0.043). It has also been shown that timely vaccination with both vaccines in the early neonatal period
significantly reduces the risk of AD in general infant population compared to non-vaccinated individuals or those who had only one
vaccine (odds ratio [OR] 0.374; 95% confidence interval [Cl] 0.253-0.552; p < 0.01). Whereas the disease development in children
with allergic risk is less likely with timely vaccination (20.8% versus 53.3%; OR = 0.252; 95% Cl 0.145-0.440; OR = 0.374; 95% CI
0,253-0,552; p < 0,01). Conclusion. The obtained results may indicate possible risk reduction for AD development due to timely
preventive vaccination against tuberculosis and hepatitis B, especially in children with allergic risk. The study is currently ongoing.
Keywords: preventive vaccination, atopic dermatitis, BCG-M, hepatitis B, tuberculosis

For citation: Petrova Veronika A., Namazova-Baranova Leyla S., Fedoseenko Marina V., Rusinova Dina S. Protective Role of Vaccination
against Tuberculosis and Hepatitis B in Prevention of Atopic Dermatitis: Report on Intermediate Results of Prospective Cohort Study.
Pediatricheskaya farmakologiya — Pediatric pharmacology. 2023;20(1):8-16. doi: https://doi.org/10.15690/pf.v20i1.2525

PEDIATRIC PHARMACOLOGY. 2023;20(1)

NEAUWATPUYECKAA ®PAPMAKONIOIUA / 2023 / TOM 20 / N2 1



OPUTMHAJIbHAA CTATbA E ORIGINAL ARTICLES

Tbl AeTen OT MHPEKLUMOHHbIX 3aboneBaHui, B TOM 4ucle
[IeTEeN, UMEIOLINX PUCK paHHEN MaHudbecTaluK annepruye-
CKOW NaTonorunu.

Llenb uccnegoBaHus

OUEHWUTb HanuyMe OoTpULaTESIbHOW CBA3U MEMay BaK-
LMHaLUMern npoTuB Ty6epKynesa v renatuTa B u passutmem
aTonMYecKoro aepmarTura y feTei.

METOAbI

An3aiH uccnepoBaHuna

McecnepoBaHue BbiNnonHeHO Ha 6a3e MBY3 «AMM N2 133
O3M» n HUN neamaTtpumn n oxpaHbl 3g0poBbs geTen HKLL N22
«PHUX wnm. akap. B.B. MNeTpoBcKoro». 3annaHMpOBaHHbIN
nepuoa HabnwgeHua — 2 roga. B gaHHoM ctatbe ny6nuKy-
loTCs NpeaBapuTeNbHble pe3ynbTaTbl, MONyYeHHble 3a 1 rog
HabnoaeHus.

B cnnolHoe npocneKkTuBHOE UccneaoBaHue 6biin BKIO-
yeHbl 307 feTen, COOTBETCTBYIOLWMNX KPUTEPHUAM BKIOYEHMSA
(puc. 1) n Habnopatowmxes B FBY3 «4rM N2 133 A3M».
McKntoyeHbl B TedyeHne roga 12 geten B CBA3U CO CMEHOW
MecTa KuTenbCcTBa.

MauneHTbl 6bI1M pasaeneHbl Ha cneaytoline rpynnobl:

° N0 BaKUMHaNbHOMY cTaTycy (BaKLUWMHWMPOBAHbI MPOTUB
Tyb6epKynesa u/wnun renatuta B B poaunbHOM [oOMe,
BaKLMHMPOBaHbI NPOTUB TybepKynesa u/unu renatuta
B B TeyeHne nepBOro roga *m3Hu, He BaKLMHUPOBaHbI
npoTuB Tyb6epKynesa u renatuTa B);

°® MO HaJIM4YMIO MAKW OTCYTCTBMIO NpeapacnonaratoLimnx

K pa3Butuio ATl $aKTopoB (OTArOWEHHbIM CeMenHbIn

anneproaHamHes, No3gHee MpuKNaablBaHWe K TPyaM,

npuemMm aHTubaKTepualibHbiX MNpenapaToB BO Bpems
6EePEMEHHOCTH, POXKAEHNE NYTEM KecapeBa Ce4eHus).

OueHKa COCTOSAHUS 340P0BbS AETEN (HANMYMUE UK OTCYT-
cTBue AT/[l), cBedeHuM O npuBMBKax M daKTopax pUCKa
npoBoAMAacb Ha OCHOBE [aHHbIX, NOJYYEHHbIX U3 UCTOPUK
pa3BuTtna peberHka (d. 112/y), BbINMUCKKU U3 UCTOPUKN pa3-
BUTUS HOBOPOXAEHHOro, cepTuduKkaToB npodunaxktuye-
CKMX NpMBUBOK (Pp. 156/y-93), 06MeHHON KapTbl 6epeMeH-
HOWN, POXEHULbl U poaunbHULbI (b. 113/y-20, TanoH N2 3)
B JEKPETUPOBAHHbIE CPOKMK (CM. puc. 1).

B pnaHHOM uccnefoBaHuMM He OLEHMBANOChb BO3MOX-
HOoe BfIMSIHME MpuMeMa aHTMOMOTMKOB MNOC/e POXKAEHMUN
pebGeHKa B CBA3M C HEBO3MOXHOCTbIO MOAY4YUTb AOCTO-
BepHble cBeaeHua n3 ambynaTopHOM KapTbl (B TOM 4ucie
y4eCTb CaMOCTOATENbHbIV NpUeM npenapaToB 6e3 Ha3Ha-
YeHUs Bpaya MNOJUKAMHUKM B Cllyyae camosieyeHus).
MpoaoMKMTENBHOCTL NEPUOAA FPYAHOIrO BCKAapMANBaHUA
M CPOKW BBEAEHUS NPUKOPMA HE OLEeHMBANUCH, MOCKOb-
Ky NONy4nUTb 4OCTOBEPHbIE JaHHbIEe N3 MEAULMHCKON Kap-
Tbl HE NPEACTaBASNOCb BO3MOXHbIM. TaKXe He aHanu-
3MpOBaJUCh faHHble O CTEeNeHu TaecTu TedeHusa AT/
M NPOBOAMMOM Tepanum B 3aBUCMMOCTHM OT BaKLMHaNbHO-
ro ctatyca, NOCKOJbKY aTa MHPopMaLmsa 6blia KOPPEKTHO
npeacTaB/ieHa B MEAULMHCKOW JOKYMEHTaUuUn He y BCcex
nawuuMeHTOB.

( [etun, poxxaeHHble ¢ anpen

A1 no uoHb 2021 r. (N = 307) )

e let Habnoaatotesa B FBY3 «IT1

® HeT NoCTOSIHHOrO Me0TBOAA OT B

Kputepuu BKao4YeHus:
e [lonly4eHo cornacue 3aKOHHbIX NpeacTaBUTenemn

° Po)XaeHbl Ha cpoKe rectauumn > 35 Hefa
° HeT MeaNLMHCKMX NMPOTUBOMNOKAa3aHUI K BaKLMHALMK NPU POXKAEHWUM

N2 133 I13M» ¢ poxKaeHns

aKuuHaLUuu

A

BaKuuMHUpoBaHbI
NPU POXKAECHUMU:

BaKuuHupoBaHbI
Ha NepPBOM oAy XU3HMU:

He BaKLUMWHUPOBaHbI:

e BCG-M, n =231
e [lpotne renatuta B, n = 204
\- 06enmun BakumMHamu, n = 203
J

e [IpoTmB renat

e BCG-M, n =50

e BCG-M,n=14
e [lpoTue renatuta B, n = 22
nta B, n =69

Y,

OueHKa ¢paKToOpoB pUCKa pa3BUTUA aTONUYECKOro AepMaTtura:
CeMenHbIM anneproaHaMmHes, crnocob pogopaspelleHunss, BpeMs NpuKaaabliBaHUs K rpyau,

npuemM aHTMGMOTUKOB B

0 BpeMs 6epeMEHHOCTH
J/

Y

«—— OLeHKa Hanuuusa anaepronaronorum
4

KOHTpO/IbHbIE TOYKKN HaGNg4eHuUus:
3 mec, 6 mec, 9 mec, 12 mec, 18 mec, 24 mec, 36 mec

N\

BbiGbK 12 geTeit (cMeHa MecTa XuTenbcTBa), n = 295

Puc. 1. Ju3aiH nccnegoBaHus
Fig. 1. Study design



3anucen o cnyyasx NUWEBON anneprum u Apyrux ato-
nuyecKknx 3aboneBaHun (Kpome AT/l) B xoae uccnegoBaHus
y NaUMEeHTOB BbIABNEHO He 6blN0. Ha MOMEHT NPOMEKYTON-
HOM OLEHKWU pe3ynbTaToB nccneaoBaHua B aBrycte 2022 T.
B MCCNefoBaHUK NPOAOSIKAIOT yYacTBOBaTb 295 aeTen.

Kputepuu coorBeTcTBUSA
Kputepuun BKAOYEHUS:

® MOJly4EHO corflacve 3aKOHHbIX NpeacTaBUTenew;

° [1eTU, POXK/JEeHHble B Nepuoa ¢ anpens no uoHb 2021 r.,
NoCcTOAAHHO Habnoaatowmecs B FBY3 «AM N2 133 13M»;

® He uMeloline abCoNOTHbIX MEAULIMHCKMUX MPOTUBOMOKA-
3aHW K BaKLMHaLuuK;

* He MMeloline 060CHOBAHHbIX BPEMEHHbIX MEAULIMHCKUX
NPOTMBOMNOKAa3aHWI K BaKLIMHALMM NPU POXKAEHWUH;

® pOXAEHHble Ha cpoKe rectauuun > 35 Heq.

Kputepumn uckniovyeHuns:

® CMeHa MeAULMHCKOW OpraHu3auunun, B KOTOpon HabJto-
flaeTcs pebeHok,;

® OT3bIB COMMacuUs 3aKOHHbIX NpeacTaBUTenen Ha nobom
3Tane uccnegoBaHus.

Ucxoabl uccnegoBaHusa

OCHOBHOJ UCcXo[ UccriegoBaHns

PUCK pasBuTMS aTonNMyYecKkoro aepmatvta B Bo3pacTe
ot 0 o 12 mec.

MeToabl perucTpauum UCXoaoB

[MpoBoaMaCA aHanuM3 WUCTOpUK pa3BUTUA pebeHKa (o.
112/y), u3y4yanucb BbINMUCKKU M3 UCTOPUM Pa3BUTUS HOBO-
POXXAEHHOrO ANA onpeAeneHns cBeaeHu o NpoBeAeHHON
BaKUMHaUMKM NpoTUB TybGepKynesa W renatuta B, Hanu-
YU MM OTCYTCTBUS AMArHo3oB ¢ Kogom L20.8 u L20.9
«ATOMUYECKUIM AepMaTUT.

3THyecKas aKkcnepTusa

YuutbiBas, 4TO B OTHOLWEHWM AW3alHa WCCneaoBaHue
XapaKTepu3yeTcs KaK MOSIHOCTbI0O HEeUHTEPBEHLMOHHOE,
HabnlogatenbHoe MPOCMEKTUBHOE, CYObEeKTOM MCCeno-
BaHUA ABNAETCA MEAULMHCKas [LOKYMEeHTaLua, a 3aaaqu
UccnefoBaHUA BKJOYAOT aHanu3 AenepcoHann3upoBaH-
HbIX JaHHbIX, IKCMepTU3a NPOTOKONa UCCef0BaHUA B ITH-
YEeCKOM KOMWTETe He MpoBOAWNach. Poautenu nauueHToB
MOAMMUCLIBANNU COrNlacue Ha 06paboTKY NEPCoHasbHbIX AaH-
HbIX cornacHo . 4 cT. 10 ®eaepanbHOro 3akoHa ot 27 uions

Ta6nuua 1. XapakTepucTuMKa y4aCTHMKOB UCCNeA0BaHuUS
Table 1. Characteristics of study participants

2006 . N2 152-d3 (pea. ot 14 nionsa 2022 r.) «O nepcoHanb-
HbIX A@HHbIX».

CTaTUCTUYECKUI aHaNU3
MpuHuMnbl pacyeTa pa3amepa BbIGOPKH
PasmMep BbIGOPKM NpeiBapuTeIbHO He pacCcyMTbIBaCS.

MeToabl cTaTUCTHYECKOro aHaan3a aHHbIX

CTaTUCTMYECKMIN aHanM3 Gbln BbIMNOJHEH C MCMNOJb30-
BaHMeM aHanuTuyeckoro naketa Microsoft Office Excel
2010 u nporpammbl StatTech v. 2.8.8 (pa3paboTyvk —
000 «CtatTex», Poccus).

KaTeropuanbHble JaHHble OMUCbIBAIMCb C YKasaHUEM
a6COMIOTHLIX 3HAYEHWI U MPOLEHTHbIX Aofei. CpaBHeHWe
NMPOLIEHTHbIX AONEN NPW aHanuM3e MHOronosbHbIX Tabaul,
COMPSIXKEHHOCTM BbINOJHANOCH C MOMOLLbIO KpUTepwus
xu-kBagpat lupcoHa, Npu aHanM3e YeTblpexnosbHbiX
Ta6NUL, COMPSAXKEHHOCTU — C MOMOLLbIO TOYHOIr0 KpUTepusi
duwepa. HanpaBneHve 1 TeCHOTa KOPPENSLLMOHHON CBA3MK
MeXy ABYMS KOIMYECTBEHHbIMM MOKa3aTeNsaMu OLeHUBa-
JIMCb C MOMOLbl0 KO3ddULIMEHTA PAHIOBOWM Koppensuuu
CnvpmMeHa. B KayecTBe KOMMYeCTBEHHOW Mepbl BO3AeW-
CTBUSA NPU CPABHEHUW OTHOCUTESbHbIX 3HAYEHWI UCMONb30-
BaJIMCb NOKa3aTenn oTHolWeHMs WwaHcoB (OLL) n oTHOWeHKMS
puckoB (OP), ans KoTopbix paccuyuTbiBanca 95% posepu-
TenbHbIM UHTepBan (95% AN). 3HaveHus p < 0,05 cunTanuchb
CTaTUCTUYECKMU 3HAYUMbBIMMU.

PE3YJIbTATHI

06beKTbl (Y4aCTHUKHU) UCCNieJOBAHUA

B nccnepnoBaHue 6binn BKAOYeHbl 307 aeten, 3a nep-
BbIM roj HabnoaeHUs BbiObIMM 12 feTen B CBA3KU C nepe-
MEHOMN MecTa uTenbcTBa. OCHOBHbIE XapaKTEPUCTUKMN BCEX
rpynn npeacraBfieHbl B Tabn. 1.

M3 rpynnbl ¢ AT[ anneproaHamHe3 Oblfl OTArouieH
y 18 neten, poxaeHbl NyTeM KecapeBa cevyeHus 78 aeten,
He NPUIOXKEHbI K rpyar B poanibHOM 3ane 23 pebeHKa (7 n3
HUX — MO MPUYMHE MOJNOXKUTENbHOro Tecta Ha COVID-19
y MaTepu, 16 — no TAXecTn cocToaHns maTtepn) ny 20 aetem
MaTepu NpUHUManuM aHTMGMOTUKKU BO BpeMSt 6EPEMEHHOCTH.
XoTs 6bl 0OANH M3 GAKTOPOB anNepruieckoro pucKka umenu
93 pebeHKa.

OCHOBHbIe pe3ynbTaTbl UCC/IeJOBaHUA
Mpu aHann3e aaHHbIX BbisiBAEH GaKT HECBOEBPEMEHHON
BaKUMHaUMKM NpoTMB TybepKynesa u renatuta B (06e Bak-

KonunuyectBo uccnepyembix

Mokasarenb
n %

Manb4YnKn/0EeBOYKU 155/140 52,5/47,5
MmeloT daKTopbl pUcKa pa3suTua At/ 93 31,5
MmetoT gnarHos At/ (M3 HUX umeloT GaKTopbl PUCKa) 73 (34) 24,7 (11,5)
BCG-M B poanibHOM aome 231 78,3
VilenB B poannbHOM jome 204 69,2
O6e BaKLMHbl B POAUIBHOM AOME 203 68,8
BCG-M Ha nepBOM roay *1M3Hu 50 16,9
VilenB Ha nepBOM roay Xu3Hu 69 23,3
He BaKkuunHupoBaHbl BCG-M 14 47
He BaKkuuHupoBaHbl VilrenB 22 7,5%

MpumeyaHne. BCG-M — BaKuMHaLuMsa NpoTuB Ty6epKynesa, lrenB — BakuMHauus NnpoTvBe renatuta B, AT[] — aTonnM4yecKkui gepmatur.

Note. BCG-M — vaccination against tuberculosis, HepB (fenB) — vaccination against hepatitis B, AD (At/l) — atopic dermatitis.
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LUMHbI cAenaHbl B poaaomMe nvb y 68,8% aetew), a Takxe
OTMEY€eH HeoCTaTO4YHbIM OXBaT MEPBON BaKLMHaLMen npo-
TMB renatuta B K 12 mec (92,5%). AnarHo3 AT/l BbisBNEH
y 24,7% MnajeHueB NepBOro roga »KM3HuW, B TOM 4ucie
y 11,5% petew U3 rpynnbl pUcka.

Bblna npoaHannanMpoBaHa CBA3b MEXAY HannM4ymem Bak-
LUMHauuK, Bo3pacTom pebeHKka npu ee nposeaeHnn 1 3abo-
neBaemocTblo AT/l B cneaylouwmx noarpynnax: B oowen nony-
NAUMK MNaJEHLEB M Y NPeapacnonoxKeHHblx K AT, geTen.

BbisiBJIeHO, YTO BbINOJIHEHUE BaKUMHaLWMU MPOTHUB
Ty6epKynesa B paHHeM HeOHaTa/lbHOM nepuoje 3Ha-
YUMO yMEHbLUAeT BEpPOSATHOCTb MaHugpectauun At/
Ha nepBOM rogy XM3Hu pe6eHKa — KaK B o6ujei nony-
NISILMM, TaK M B rpynne BbICOKOro ajiepru4ecKoro pucKka
(Tabn. 2, 3). BakunHauma npoTtMB Ty6GepKynesa, BbiNONHEH-
Has B 60/1€ee NO34HWE CPOKK, HE UMEET MPOTEKTUBHOIO 3Ha-
4yeHus. CBSI3b CTATUCTMYECKM 3Ha4YMMa, p < 0,01.

TaKe BbIIBIEHO, YTO PHUCK pa3BuUTHUs AT/l 3Hayumo
CHM)KaeTcs NMpy BbiMNOJIHEHUN BaKLMHALMUKN NMPOTHUB rena-
TMTa B B poauMIbHOM JOMe HEe3aBUCHUMO OT HaJIM4Yus
y pe6eHKa ¢paKTopoB assiepru4ecKoro pucka (taén. 4, 5).
Mpn 3TOM BaKuMHaUWs, BbINOMHEHHAA MO34Hee, TaKoro

BNMAHUSA He OKa3blBaeT. CBA3b CTAaTUCTMYECKM 3Hayuma
npu ypoBHe 3Ha4ynMmocTun p < 0,01.

MpoBefeHve B paHHEM HeOHaTasbHOM nepuofe 06enx
BaKUMHaUMi, NpoTvB TybepKynesa v renatuta B, 3Hauyumo
CHWXaeT PUCK pa3BuTUS AT, Ha NEPBOM rOAY U3HWU y geTen
KaK B o6Len nonynsauuum, Tak U B rpynne BbICOKOrO pUCKa
pPa3BUTHS aToMMKU MO CPABHEHMIO C BbIMOMIHEHWUEM /Wb OAHON
N3 HWUX UK OTCYTCTBMEM M TOW U APYrov NPUBMBKM (Tab. 6, 7).

Puck pasButus At y Aetein B oGLjei nonynsiymu,
CBOEBpPEMEHHO BaKUMHUPOBaAHHbIX B POANIBHOM AOMe,
3Ha4YMMO HUXKe, YeM MPU OTCYTCTBUM MNOJIHOL|EHHOH BakK-
ymHaymmn (O = 0,252; 95% AN 0,145-0,440; OP = 0,374;
95% 1N 0,253-0,552; p < 0,01).

Pa3Butne At[] MmeHee BepoOSITHO y AeTeh M3 rpynn
annepru4ecKoro pucKa rnpu npoBejeHNUU CBOEBPEMEH-
Ho# BakymHauum BCG-M n npotuB renatuta B o6enmu
BaKuMHamu (O = 0,230, 95% N 0,093-0,572; OP =0,391,
95% 1N 0,211-0,723; p < 0,01).

CpaBHeHuMe yucna cnyvaeB ATy feTew Ha nepBOM roay
XW3HWM B 3aBUCMMOCTU OT BPEMEHM MPOBELEHMSA BaKLM-
Hauuu NpoTuB TybepKynesa v renatuta B npeacraBneHo
Ha puc. 2—4. CTaTUCTMHECKM 3HAYUMbIE OTIUYUSA MEXKAY

Ta6auua 2. YactoTa c/iy4yaeB aTONMYeCKOro JepmaTtuTa y aeTer B o6Lern nonynsaLmMmM B 3aBUCMMOCTH OT cTaTyca BaKLMHaLMK NPOTUB

Ty6epkynesa, n = 295

Table 2. Incidence of atopic dermatitis in children in the general population in accordance with status of vaccination against tuberculosis,

n =295
ATOnNUYECKUi gepmaTur
BakuuHauua npoTuB Ty6epKynesa Hanunuune OTcyTCcTBUME p
n % n %
BbinonHeHa B pogaome 35/231 15,2 196/231 84,8 <0,01
BbinonHeHa no3xe 33/50 66 17/50 34
OTcyTcTBYET 5/14 35,7 9/14 64,3

lpumeyaHune. <*> — 3aecb U B Tabn. 3—5 cpaBHEHWE NPOLLEHTHbIX JoNen NpU aHannde MHOronoAbHbIX TabauL, CONPSAXEHHOCTU BbINOAHSA-

N10Cb C NMOMOLLbIO KpUTepusa Xu-keaapart MupcoHa.

Note. <*> —hereinafter in Tables 3—5 comparison of percentages in analysis of multifield contingency tables was performed via Pearson

chi-squared test.

Ta6nuua 3. HactoTa c/iy4aeB aToONMYECKOro AepMaTtuTa y AeTel, UMEeIoLLMX XOTS 6bl 0OAUH GaKTop pUCKa pa3BuTus AT/, B 3aBUCMMOCTH

OT cTaTyca BaKLMHauun NpoTuB Ty6epKynesa, n = 93

Table 3. Incidence of atopic dermatitis in children with at least one AD risk factor in accordance with status of vaccination against

tuberculosis, n = 93

ATONMYECKUIA AepMaTUT
BaKuuHauus NPoTUB TyGepKynesa Hannune OTcyTCcTBUE p
n % n %
BbinonHeHa B poaaome 11/61 18 50/61 82 <0,01
BbinonHeHa nosxe 18/24 75 6/24 25
OTcyTcTBYeET 5/8 62,5% 3/8 375

Ta6nuya 4. YacTtoTa cnyyaeB aToNMYeCcKoro aepMaTuTa y fetei B 06Lein Nonynsauun B 3aBUCMMOCTM OT cTaTyca BaKLUWHaLUK NPOTUB

renatuta B, n = 295

Table 4. Incidence of atopic dermatitis in children in the general population in accordance with status of vaccination against

hepatitis B, n = 295

ATOnNMYeCcKUi gepmaTurt
BakuuHauua npoTuB renatuta B Hanuuune OTcyTCcTBUE p
n % n %
BbinonHeHa B pogaome 36/204 17,6 168/204 82,4 0,043
BbinonHeHa no3xe 31/69 44,9 38/69 55,1
OTcyTcTBYET 7/22 31,8 15/22 68,2




Ta6nuua 5. HYactota cnyyaeB aToNMYeCcKoro gepMatuta y AeTemn, UMetoLLmx XxoTs 6bl 04uMH GaKTop pucKa pa3BuTus AT, B 3aBUCMMOCTU OT
cTaTyca BaKuuHauuu npotus renatuta B, n = 93

Table 5. Incidence of atopic dermatitis in children with at least one AD risk factor in accordance with status of vaccination against
hepatitis B, n = 93

ATONMYECKUI aepmaTut
BakuuHauua npoTuB renatuta B Hanuuue OTcyTcTBUE p
n % n %
BbinonHeHa B pogaome 12/50 24 38/50 76 <0,01
BbinonHeHa no3xe 17/34 50 17/34 50
OtcyTcTBYET 4/9 44,4 5/9 55,6

Ta6nuua 6. HactoTta cnyyaeB aToONMYECKOro gepMaturta y getei B o6uien nonynsaumMmn B 3aBUCUMOCTHM OT cTaTyca BaKUMHaLWK NPpOTUB
Ty6epKynesa u renatuta B, n = 295

Table 6. Incidence of atopic dermatitis in children in the general population in accordance with status of vaccination against tuberculosis
and hepatitis B, n = 295

ATOonUYecKun gepmaTur
OTCcyTCTBME, MOHOBaKLIMHALUA Hanuune OroyrcTeie =
W1 06e BaKLUHbI
n % n %
B ponfome BbINonHeHbl 06€ NPUBUBKM 33/203 16,3 170/203 83,7 <0,01
B poafome BaKLMHaLus OTCYyTCTBYET 40/92 43,5 52/92 56,5
WnY BbINOJIHEHA TONBbKO OAiHA NPUBUBKA

lMpumeyaHue. <*> — 3pecb M B TabN. 7 CpaBHEHWE NPOLIEHTHBIX OSIEN NPU aHaNU3e YeTbIPEXNObHbIX TabAUL, CONPSXKEHHOCTHU BbINOHANOCH
C NOMOLLbIO TOYHOTO KpUTepua duiepa.

Note. <*>— hereinafter in Table 7 comparison of percentages in the analysis of confusion matrices was performed via Fischer’s exact
test.

Ta6nuua 7. HYactoTta ciy4aeB aTONMYECKOro JepmaTtuTta y AeTei U3 rpynnbl BbICOKOroO anfiepruiyecKoro pucka B 3aBUCUMOCTH OT cTaTyca
BaKUMHaLuUM NpoTuB Tyb6epKynesa u renatuta B, n = 93

Table 7. Incidence of atopic dermatitis in high allergic risk children in accordance with status of vaccination against tuberculosis and
hepatitis B, n = 93

ATOonUYecKuin gepmaTur
OTCcyTCcTBME, MOHOBaKLIMHALUSA Hanuune OroyrcTENe =
WM 06e BaKLUHbI
n % n %
B ponnome BbiNonHeHbl 06€ NPUBUBKK 10/48 20,8 38/48 79,2 <0,01
B poafome BaKLMHaLus OTCYyTCTBYET 24/45 53,3 21/45 46,7
WnW BbINOIHEHA TONBKO OAiHa NPUBUBKA
— 625
He BaKUMHWPOBaHbI p<0,01
| 35,7
=
BaKunHMpoBaHbl NO3xe | p=0,104
66

BaKUMHUPOBaHbI NPU POXKAEHWUM

@ lpynna pucka O O6lwas nonynsauns

Puc. 2. PacnpocTpaHeHHOCTb aToNMYeCKOro epMaTuTta 1 Bpems NpoBeeHNs BaKLMHaLMK aeTeil NpoTuB Ty6epKynesa, %
Fig. 2. Prevalence of atopic dermatitis and timing of vaccination against tuberculosis in children, %
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He BaKLMHMpOBaHbI

BaKLI,VIHVIpOBaHbI no3axe

BaKUMHMPOBaHbI NPY POXKAEHUM

U

44,4
p=0026
| 318
I
p=039
| a9
[
p=0172

17,6

E lpynna pucka

O O6wasa nonynauns

Puc. 3. PacnpocTpaHeHHOCTb aToMMYeCcKoro jepmaTuTa U BpeMs NPoBeeHNa BaKLMHaUUK aeTen npoTus renatuta B, %

Fig. 3. Prevalence of atopic dermatitis and timing of vaccination against hepatitis B in children, %

HenonHas BaKuMHaLKUa B poggome

Monyynnu o6e BaKLMHbI

p=0,319
43,5
p=0,099
16,3

[ lpynna pucka

O O6uwasa nonynauns

Puc. 4. CpaBHeHwWe gonew ciy4aeB aTonNMYyecKoro gepMatuTa y aeten u3 obuiev nonynsaunm uy geten U3 rpynnbl anfiepruyeckoro pucKka
B 3aBMCMMOCTH OT BbIMNO/IHEHHOW BaKUMHaLMK NpoTuB Ty6epKynesa v renatuta B, %

Fig. 4. Comparison of atopic dermatitis cases ration in children in the general population and in children with allergic risk group in

accordance with vaccination against tuberculosis and hepatitis B, %

noarpynnamu (o6uiasa nonynsauua v rpynna prcka) otMeya-
I0TCA NWLLb Y HEBAKLIMHWPOBAHHbLIX AETEN.

OBCYXAEHME

Pe3lome OCHOBHOro pe3ynbTaTa ucciefoBaHus

1. CBoeBpeMeHHasi BaKLMHaLMsA NPOTUB TyGepKynesa
BaKuuMHon BCG-M u npotuB renatuta B B paHHeEM Heo-
HaTalbHOM BO3pacTe 3HA4YMMO CBfi3aHa C YMEHbLUEHWEM
pucka pa3BuTusa AT/l y neten Ha NepBOM oAy HWU3HU.

2. TlonyyeHHble pe3ynbraTbl MOTYT CBUAETENLCTBOBATL
0 BbICOKOBEPOSITHOM CHMXXEHWUM pUCKa pa3BuThs AT/
npu cBoeBpeMeHHOM NpoBeAeHUN UMMYHONMPODHUIaKTH-
KN NpoTHUB TyGepKyne3a m renatuta B, oco6eHHO y aeTen
M3 rpynn annepruyeckoro pucka.

B HacTosILMIN MOMEHT UcCNnefoBaHMe MPOAOIKAETCS.

06cyXaeHue OCHOBHOrO pe3yibTaTta ucciefoBaHuUsA
B 3TOM MccnefoBaHuu BbiISBAEHO, YTO BaKLMHALMSA Npo-
TUB Ty6epKynesa 1 NpoTuB renatuta B, BbINOHEHHasA cBOe-

BPEMEHHO B paHHEM HeoHaTanbHOM Nepuoje, CBSi3aHa Co
CHUXEHWEM pUCKa pa3BuTUS AT[ly eTei NepBOro roga us-
HW, B TOM 4YMC/e y FPynn BbICOKOro asiepruyeckoro pucKa.
3Ta cBA3b OTCYTCTBOBANa MNPV BbINOAHEHUU BaKLMHALMM
B 60/1ee N03HUE CPOKMH.

ATOMUYECKWUI AEPMATHUT MOXKET CTaTb NMEPBbLIM WaromM Tak
Ha3blBAaeMOro «aTonuyecKoro maplia» ¢ pa3ButMem B Gyay-
em apyrux aTonuyeckux 3aboneBanui [18]. MNocKonbKy
B MocneHue fecaTuneTvs pacTeT YAC0 NauneHToB C aniep-
FTMYECKUM PUHWUTOM, PUHOKOHBIOHKTUBUTOM, GPOHXMUANbHOWM
acTMOW M [p., BaXHO HaWTU JOMNONHUTENbHbIE Mepbl NPOGU-
NaKTUKKN 3TUX 3ab0oneBaHnin, 0COBEHHO AN AeTen U3 rpynnbl
BbICOKOr0 aTonmnyeckoro pucka [19, 20].

M3BECTHO, YTO Y HOBOPOXAEHHbIX AeTel T-KIETOYHbIN
OTBET CABMHYT B CTOPOHY NpeobnagaxHua Th2-Tuna, 410 9B81S-
eTcs GaKTOpPOM pUCKa PasBUTUS annepruyeckux 3abone-
BaHMM B 6onee cTtaplwemM Bo3pacTe [10]. B paboTtax psga
nccnegoBatenen [21-23] 6bl10 NOKa3aHoO, YTO BBeAEHUE
BCG-M aktuBmpyeT Thl-Tun MMMyHHOro oTBeTa, a BBeje-



HMEe BaKUMHbI MPOTUB renatuta B MOxeT aKTMBMpOBaTb
Kak Thl-, Tak n Th2-Tun UMMyHHOro oTBeTa. Taknm o6pasom,
CBOEBpeMeHHaa BaKUMHaLMA B paHHEM HeoHaTa/lbHOM
nepuoge, oCyLLeCcTBASAA CABUT MMMYHHOIO OTBETa B CTOPOHY
Thl-Tvna, AENCTBUTENIBHO MOXET UMETb MPOTEKTUBHOE BIN-
SHMe, 0COBEHHO Y AeTen U3 rpynn pucKa no passutuio AT/.

B pgaHHOM wuccnegoBaHUMM yu4uTbiBanocb npoBefeHue
BaKUMHaUMKM NpoTvMB renatuta B u Tybepkynesa (wtamm
M. bovis BCG-1). BbisBneHHasa 3awuTHasa pofib BakUMHaL MK
NPOTUB 3TUX MHOIEKUMI TpebyeT AasibHEMLWEro U3yyeHus
C Ucnofib3oBaHMeM 60sbllen BbIGOPKU YHaCTHMKOB. TaKKe
He MWCKAYeHbl AedeKTbl AnarHocTuku AT[, u3-3a 4yero
pesynbTatbl UCCnefoBaHWUa MOryT OblTb HETOYHbIMU. Tem
He MeHee, MOKa3aHo, YTO BaKLUMHaLMA MPOTUB TyOGepKy-
nesa v NpoTUB renatuta B, cBoeBpeMEHHO BbIMOJHEHHAs
B POAWMNBHOM [OME, AENCTBUTENBHO CHUXaEeT PUCK pas3Bu-
s AT/l Ha NepBOM rofy *U3HM.

PesynbTaThl TEKYLLErO MCCNEAOBAHNS CPABHUMbI C aHa-
JIOFMYHbIMK, NPOBEAEHHbIMK paHee. Tak, B 2018 n 2022 rr.
aBCTPaNUACKUMKU U AATCKUMMU YYEHbIMU OblNM NPOBEAEHbI
pPaHAOMW3UPOBAHHbIE KOHTPOJIMPYEMbIE WCCEeLOBaHMS,
B KOTOPbIX CpaBHMBanacb 4Yactota pa3sutusa AT y geten
B 3aBMCMMOCTM OT cTaTyca BaKUMHaUMKW NPOTUB TyOGEepKy-
nesa [6, 7]. O6a uccnegoBaHUs NoKkas3anu, YTO BBeAeHue
BaKUMHbl wWTamma BCG-Denmark B nepsble 4HM NOCE POXK-
[eHUs MnajeHLa CHUXaeT 3aboneBaeMocTb AT/l Ha nepBOM
rOAY KWU3HW Yy JeTeRn, MMelWwMnX NpespacnoNoKEHHOCTb
K annepruyeckum 3aboneBaHuaM. TakKe aBTopaMu oTMe-
YeH MeHbLUMM 06beM HEOBXOAMMOM Tepanum y BaKLMHUPO-
BaHHbIX AeTeN.

B Apyrux wuccnegoBaHUAX NPUBOAATCA  AaHHble
KaK 06 OTCYTCTBMWM JOCTOBEPHOM NMPOTEKTUBHON PONM BakK-
LMHauMK npotue Tyb6epKynesa 1 renatuta B B oTHoweHUHU
passutua At [5, 24], TaK U1 O HEKOTOPOM MOBbIWEHUN
puUCKa aTonuMu Ha OCHOBaHMM AaHHbIX onpoca poauTenen
[25]. OnHaKo HaMK AOMNOJIHUTENbHO YYUTbIBANUChL GaKTOPbI
anneprmyeckoro puUcKa, Yto aenaeT nosiyyeHHble pesynbra-
Tbl 6oNee y6eanTenbHbIMM.

lMpoBogMmoe uccnefoBaHMe [OKa3blBaeT Ba*KHOCTb
M HEeoOXOAMMOCTb CBOEBPEMEHHOM BaKUMHaLMKM MPOTUB
Ty6epKynesa v renatuta B gnsa Bcex geTen, HE UMEIoLWMX
MEAMLMHCKUX MPOTUBOMOKa3aHWn, 0COBEHHO ANA AeTen
C PUCKOM Pa3BUTUS anepruyeckux 3abonesaHui, B 6yay-
wem. [anbHenwee HabnwgeHUe 3a UCMbITYEMbIMU NO3BO-
NUT caenaTtb AeTallbHble BbIBOAbI O ANUTENBHOCTM 3alMTHO-
ro apdeKTa BaKyMHaLmu.

OrpaHuyYeHus uccnefoBaHuUsa

PacyeT Heob6xoauMMoro o6bema BbIOOPKKW 3apaHee
He NPOBOAMCS, YTO MO0 MOB/AUATL Ha NOSYyYEHHbIE
pesynbratbl. Bo3mMOXHbl AedeKTbl AMArHOCTUKM aTonuye-
CKOro gepmatvta M3-3a HEBO3MOXHOCTU OOGBLEKTUMBHOIO
KOHTPONIA KayecTBa M LOCTOBEPHOCTM MHOOPMALMKU, Npu-
BEAEHHON B MNEepBUYHOW MEAMLMHCKOM AOKYMEeHTauuu.
MccnepoBaHne B HacToslee BpeMs MpoAo/KaeTcs, BO3-
MOXHO, 6yAYT O6HapyKeHbl AOMONHUTENbHbIE JaHHbIE.
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ONPEAENEHUE

B poccuickon neguatpumn, Kak 1 B OOJIbLIMHCTBE CTpaH
MUpa, MHEBMOHUSA ONpeaensieTcd Kak «0CcTpoe MHPEKLMOH-
Hoe 3a60/ieBaHWe N1ero4HoON NapeHxmMMbl, AnarHocTupyemoe
Nno CUHAPOMY AblXaTeNbHblX PAaCCTPOUCTB U/uUnn Gbu3anKanb-
HbIM AaHHbIM, @ TaKXe WMHPUAbTPATUBHBIM W3MEHEHUAM
Ha peHTreHorpamme» [1, 2]. Takoe onpeneneHve npeano-
naraeT AvarHo3 MHEBMOHWU TONbKO B «PEHTreHIOJ/I0XHU-
TeJIbHbIX» CNy4asx UHOEKLMN HUKHUX AblXaTeNbHbIX NyTen
(MHAIM). JaHHbIM noaxo4 NOo3BONAET UCKIIIOYNTL TaKkne 3a60-
NneBaHus, Kak BPOHXMT U BPOHXMONUT, ABnsioLmMecs B 60/b-
LWMHCTBE CNy4YaeB BUPYCHLIMU U HE TpebyloWwMMK aHTUOakK-
TepuanbHOro Ne4eHus.

CnefyeT OTMETUTb, H4TO peKoMeHZauunn BcemupHom opra-
HU3auun 3apaBooxpaHeHns (BO3) Takke AonycKaloT BO3-
MOXHOCTb AMArHOCTUKMU MHEBMOHUW TONBbKO Ha OCHOBaHWU
KJIMHUYECKMX AaHHbIX — MO pe3ynbratam ocMoTpa pebeHKa
W noacyeTa YacToTbl AblxaHus [3]. 3T0 06yCn0BNEHO OTCYTCTBU-
€M BO3MOXHOCTU PYTUHHOrO NpPOBeAeHWs PeHTreHoAnarHo-
CTUKM B CTPaHax C pa3BUBalOLMMCS 34paBOOXPaHEHNEM.

[THeBMOHUST — oOCTpoe WHOEKLMOHHOe 3abosieBaHue,
pasnnyHoe Mo 3TMONOrUKU (NpPenMyLLeCTBEHHO GaKTepuasnb-
HOE), XapaKTepuaytolleecs 04aroBbiIMU MOPaXKEHUMKU ner-
KWUX C BHYTPUaNbBEONAPHON 3KCCydalMen, YTo nposiBaseT-
CSl BblPaXK€HHbIMW B Pa3/IMYHON CTEeNeHW WHTOKCUKaLMewn,
pecnupaTopHbIMU HapyLWeHUSMU, TOKaNbHbIMU GU3MKabHbI-
MU U3MEHEHUAMMU CO CTOPOHbI JIEFKMX U HaNM4YMemM UHOUIb-
TPaTUBHOW TEHM Ha PEHTIEHOrpamMmMe rpyaHon KNeTku [4].

Hanbonee BaHbI C KIIMHUYECKOW TOYKWU 3PEHNUS MPUH-
LMnN npegycMatpuBaeT nogpasaeneHve nHeBMOHUM Ha BHe-
60/IbHUYHYIO 1 HO30KOMMaNbHYD. BHe6onbHUYHanA (ambyna-
TOpHas) NHEBMOHUS — 3TO NMHEBMOHMS, Pa3BUBLUAACSH BHE
cTaluoHapa, B TOM Yucrie AuarHoCTMpoBaHHasa B nepsble
48 4y ¢ MOMeHTa rocnuTanmsaums.

BHe6onbHMYHaA nHeBMOHUA (BI1) — ocTpoe UHPeK-
LIMOHHOEe 3abofieBaHMe, MO3TOMYy ofnpeneneHne «ocTpas»
nepeps AMarHo30M «MHEBMOHUS» ABASETCA UULWHUM.

Oco6oin dopmMON MHEBMOHUM B AETCKOM MONyASLUK
ABNSAETCA BPOXAEHHas MHEBMOHUSA, KOTopas BO3HWKaeT
B nepBble 24 4 nocne poxaeHus. B cBA3M ¢ 0co6eHHOCTAMMU
3aTMonaToreHesa U NevyeHus BPOXKAEHHOW MHEBMOHWM 3Ta
dopma 6onesHu paccmaTpuBaeTCs B COOTBETCTBYIOLLMX
KNIMHUYECKUX PEKOMEHAALMSAX.

Bl y nauMeHTOB C BbIpaEHHOM WMMYHOCynpeccuen
(oetn ¢ BUY-nHbeKUMeNR, BPOXKAEHHBIMU UMMYHOAEPULIN-
Tamu, nony4yalolme xumuotepanuio U/MnmM MMMyHoCynpec-
CMBHYIO Tepanwuto, peuunueHTbl TpaHCnAaHTaToB AOHOP-
CKMX OpraHoB W TKaHeW) oTIM4aeTcs OT obLwen nonynsaumm
Nno 3TUONOMMK, XapaKTepy TEYEHUS U MPOrHO3Y U HEe paccMa-
TpMBaeTCs B pamMKax AaHHbIX peKOMeHAaLUN.

3TUOJZIOTUA U NATOTrEHE3 3ABOJIEBAHUA

3THuonorna NHEBMOHUN y fieTeH

JTnonormyeckas CTpyKTypa NHEBMOHUI y AeTel BecbMa
pa3Hoo6pa3Ha “ 3aBUCUT OT BO3pacTa pebeHKa (Tabn. 1).
[daHHble 06 aTtnonormn Bl y geten cuibHO pasHATCA,
YTO MOXET ObITb 0OBACHEHO Pa3fIMYHbIMU ANUAEMUYECKU-
MU YCNOBMSMW, B KOTOPbIX MPOBOAMANCL WMCCNeLOBaHUS,
a TaKXXe ux Mmetogosiornen. Hanbonee yacto Bo3b6yauTens-
Mu Bly aeten BbICTynaloT pasfivyHble 6aKTepun U BUPYChI,
OfHaKo B 60nblUMHCTBE cnyyaeB BI1 atnonorus ocraetcs
HeycTaHOBNEHHOM [2]. B npocneKTMBHOM MHOMOLEHTPOBOM
ncenepgoBaHuM 154 rocnutanuMavpoBaHHbiX geTten ¢ BIl,
Yy KOTOpPbIX 6blN MPOBEAEH TWaTeNbHbIM 3TUONOrMYECKUN
NOUCK, natoreH Obin BbiBNEH ¥y 79% [5]. bakTepunanbHas
atnonorusa BIl yctaHoBneHa B 60%, M3 Kotopbix B 73%
Obln BblaeneH Streptococcus pneumoniae; Mycoplasma

pneumoniae v Chlamydophila pneumoniae 6b111 06Hapyxe-
Hbl B 14 1 9% cny4yaeB COOTBETCTBEHHO. BMpyChl MAEHTUU-
uMpoBaHbl y 45% peten. MNpumeyaTenbHo, 4To y 23% aetewn
[IMarHoCTMpOBaHa BUPYCHO-6GaKTepuanbHas KoMHeKLUs.

Mo paHHbIM npoBeaeHHoro B CLUA KpynHomacwTtabHOro
nonynsiLMOHHOIo UccnefoBaHus, y aeten ao 18 net, rocnu-
TaNM3MPOBAHHbIX C KAWHUKOW BIl, MMEBLWMX PEHTreHosno-
rmyeckoe noareepxaeHne Bl 1 y KOTOPbIX GblM MOMYYEHbI
06pasLbl Ans 3TMONOMMYECKOro uccnegoBaHuns (n = 2222),
BUPYCbl GblNN BbIIBNIEHbI Y 66,2%: pecnupaTtopHO-CUHLM-
TManbHbi Bupyc (PCB) — y 28,0%, puHoBupyc — Yy 27,3%
n metanHesmoBupyc — y 12,8%. Cnegyet oTMeTUTb, 4to PCB
Hanbonee 4acTo BbiAeNnsanca y Aeter Ao 5 neT no cpaBHEHUIO
C naumeHTamun 6onee ctapwero Bospacrta (37% vs 8%), aHa-
NIOrMYHas cuTyauus ¢ ageHosupycom (15% vs 3%) n meta-
nHeBmoBupycoM (15% vs 8%). TunuyHble 6akTepmasibHble BO3-
6yautenu BbiiBNeHbl y 7,3% aetew: S. pneumoniae — y 3,6%,
S. aureus —y1,0%, S. pyogenes —y 0,7%, M. pneumoniae —
y 8,0% (MMKONNa3mbl Yallie BblAENSNUCh y AeTer cTaplie 5 net
no cpaBHeHWO ¢ 6onee mnagwmmn aetbMn — 19% vs 3%)
[6]. Ewe B ogHOM uccnepgoBaHuu C yyactveM 441 pebeHka
B Bo3pacTe oT 2 Mec Ao 18 net ¢ Bl (13,8% nonyyanu neve-
H1e ambynaTopHo, 86,2% 6bl/IM FOCNUTANN3UPOBaHbI) BUPYChI
6b1nn BbisiBNEHbl Y 55,6%, TUNUYHbIE BaKTepuanbHble natore-
Hbl — B 3,6% cnyyaeB, aTunu4yHble Bo3oyautenn — B 8,8% [7].

CnepnyeT yunTbiBaTb, YTO BUPYCbl YacTo (45-80%) Bblae-
NSOTCA M3 HOCOTNIOTKM KaK Yy AeTel C MHEBMOHWEN, B TOM
yucne BMecTe ¢ 6akTepuanbHon GNopou, Tak Uy 340POBbIX
neten [8, 9]. Bupycbl 06bl4HO BbICTYNAOT Kak daKTopbl,
CNoCO6CTBYOWME UHOULMPOBAHUIO HUMKHUX AbIXaTeNbHbIX
nyten 6akTepuanbHon dpnopon. O Takon accoumaLmm MOXKeET
roBopuTb 60Jiee 4acToe BbiAeseHne Bupyca y 60bHbIX B,
4yem y 340pOBbIX AeTen. IT0 HabnogaeTcsd B OTHOWEHWUU
BMPYCOB rpunna, MetanHeBmoBupyca n PCB: oHu Bblaens-
totcs B 10 pas value, yem y 30poBbix (OP > 10). PUHO-, aHTe-
poO- 1 Naparpunmno3Hbie BUPYChl BbiSBASAOTCA npu Bl cTonb
YK€ 4acTo, YTO M Y 340POBbLIX (OTCYTCTBMUE accoLmalmm), Toraa
KaKk ¢ 60Ka- U KOopoHaBupycamu («CTapbiMu») accoumauuns
6blna oTpuuaTensHon [10].

PecnupaTopHble BMpYyChl Yalle NpeawecTBYOT MHEBMO-
HUW Yy AETEN NEPBbIX IET XXM3HU, C BO3PACTOM MX TPUITEPHas
ponb cHuxaeTcsa [11]. KnnHWKa cO6CTBEHHO MHEBMOHMM
Masio 3aBWCUT OT HaNM4Us OCTPOM PecnmMpaTopHOW BUPYC-
HOoM MHOeKunn (OPBU), ecnun He cunTaTb KaTapasbHOMO CUH-
ApoMa M rpUnno3HON MHTOKCUKaLMKU. ITO AenaeT Manoobo-
CHOBaHHbIM TEPMWH «BUPYCHO-GaKTepuanbHas MHEBMOHMS»,
XOTS, ECTECTBEHHO, cnefyeT oTMeyYaTb NPU3HaKW BUPYCHOM
KOMHOEKLMM NPU UX HANTUUYKW.

«41CTO» BUPYCHbIE MOpaXKeHWs nerkoro HabnopatoTcs
npv rpunne, naparpunne, PC-, aaeHo-, 3HTEPO-, PUHOBUPYC-
HOM N SARS-CoV-2-uHdeKkumsax. B otnnume ot 6akTepuanb-
HblX BO36yaMTENEeN, BUPYCbl MopaxKatoT NPeUMyLLECTBEHHO
WHTEPCTULIMMN C OTEKOM a/bBEOJ, OT/IOXEHUEM GUBpUHa
M GOPMMUPOBAHUEM TMANTMHOBLIX MEMOGPAH MpPK OTCYTCTBUU
aNbBEONSFPHOrO M MONMHYKNeapHoro Bbinota [12]. Bupyc
SARS-CoV-2 noparkaeT TaKyKe Kanunnsapbl U BETBU NIErou-
HblIX apTepui ¢ pa3BWUTMEM TPoM6GO3a, HEPEOKO C MPUCOo-
eaAuHeHneM GaKTepuanbHOro UHGUAbTPaTa — B TOM YKUCie
KaK pe3ynbTaT BHYTPMOONbHUYHOM MHPeKLmK [13]. OTanyusa
BUPYCHbIX MOPa)XeHWW NEerkux oT GaKTepuanbHbIX Aanu
noBo/ 0603Ha4YaTb MX TEPMUHOM «[THEBMOHWT».

HAeTtu nepBbIX MecsI4eB }XU3HU

Y netein nepBbIX MECALEB KU3HU BO3OYAUTENSIMU NMHEB-
MOHMWW MOTYT BbICTYNaTb NaTOreHbl, NPUOGPETEHHLIE B NEPHU-
HaTallbHOM nepuoje, HO pacTeT 4acToTa BHEGOSbHUYHbIX
6aKTepuanbHbIXx natoreHoB (S. pneumoniae, S. aureus,



HeTunupyemble wWTamMmbl H. influenzae). S. pneumoniae
ABNAETCH NMAEPOM B 3TMONOTMYECKON CTPYKTYpE MHEBMO-
HWUW B 3TOM BO3pacTHOM rpynne (tabsa. 1).

S. pneumoniae v S. aureus HepegKko obycnosnuBatoT
OC/IOXXHEHHOE TeyeHne NHEBMOHUIW y MnageHues [14, 15].
CnekTp Bo36yanTenen Bl B aTom Bo3pacTe onpeaensercsa
B yncne npoymnx GakTopoB He3aBEpPLEHHOM BaKUMHaLMeEN
OT MHEBMOKOKKa 1 reModunbHOn nHGeKumn Tun b. B atomn
BO3PACTHOW rpynne TakXe 3HayuTenbHOoe MeCTO MpuHag-
NEeXuT Bupycam, npexge scero PCB, Bupycam rpunna
W Naparpunna, ageHoBupycam U MeTanHeBMOBKPYCY YeNno-
BeKa. ATMNMYHblE MWKPOOPraHM3mMbl B 3TOM BoO3pacTe
BCTpeyvatloTcs peako. OgHaKo NHEBMOHMS, o6ycnoBneHHas
B. pertussis, moxeT pasBuBatbca y 20% peten, 3ab6o-
NIEeBWMX B 3TOM Bo3pacTe KokmoweM. O6cyxKgaeTcs posb
TakKux natoreHoB Kak U. urealyticum v U. parvum, BbiiB-
NAOWMXCSH B acnupaTax U3 Tpaxeun aeTen ¢ aKCTpeManbHO
HM3KOW Maccon Tena Npu poXAeHUn n geTen ¢ 6poHxone-
royHow aucnnasven [16]. TakKe B O4eHb PeaKuMx cinyyasax
NMHEBMOHUS MOXKeET 6bITb Bbi3BaHa C. trachomatis (nepuHa-
TanbHOe 3apaxeHue) [1].

Hetn 6 mec - 5 netr

OCHOBHbIM 3TMonoruyecknum daxktopom MHAM B 3TOM
BO3pacTHOM rpynne sBaAs0TCA BUPYChl [2]. Hepeako BupycChl
BbICTYNalOT KaK GpaKTop, CNOCO6CTBYIOWMN BaKTepUanbHOMY
MHOULMPOBAHMIO.

B cTpyKType 6aKTtepuanbHbiX MHEBMOHUI B 3TOM BO3-
pacTte nuauvpyet S. pneumoniae, cocTaBnss, NO pPa3HbIM
naHHbIM, 21-44% [5, 17, 18]. Apyrumn naToreHaMmu BNs-
toTca H. influenzae Tuna b (KpawHe peakas npuyunHa BIl
Yy UMMYHW3UPOBaHHbIX AeTEWN), S. pyogenes n 04eHb peaKo —
S. aureus [19]. B nocnegHue roabl Ha GOHE MacCoBOM BaK-
LMHALMK OT NHEBMOKOKKOBbIX MHMEKLMI pacTeT yaenbHbIn
BE€C MMWKOMIa3MeHHOM MHEBMOHWW M B 3TOW BO3PaCTHOM
rpynne.

Hetu ctapie 5 net n No4pPOCTKHU

M. pneumoniae — HanboJiee YacCTblh 3TUONOrMYECKNN
areHT B JaHHOM BO3PacTHOW rpynne, CAyXWUT MPUYUHOWM
14-35% rocnutanu3auuii. ANMaeMmnonormyeckomn ocobeH-
HOCTbIO M. pneumoniae ABNSETCS BO3MOXKHOCTb Bbl3blBaTb
BCMbIWKK MHbeKumn MHAM (B ToM yncne u BIl) B opraHuso-
BaHHbIX KO/IEKTUBAX C TECHbIMW KOHTaKTamM (B AOLIKONb-
HbIX, WKOMbHbIX U CTYAEHYECKMX rpynnax, y BOEHHOCAYy»Xa-
LWMX 1 Op.), BOBMOMXKHbI CEMENHbIE cy4an UHPEKLNN.

3HauMmylo ponb urpaeTt u S. pneumoniae, 0cO6eHHO
y nauueHToB c BIl, Tpebytouen rocnutanusaumm. OyeHb
peaKo MHEBMOHWIO Y AeTeN MOXET Bbi3blBaTb S. pyogenes.
[THeBMOHUKN, 0BYycCNoOBNEHHblIE S. aureus, 06bIY4HO acCOLM-
MpoOBaHbl C MUMMYHOAEDULUMUTHLIMKU COCTOSIHUAMMK Y [eTen
[15]. BupycHble NMHEBMOHWU peaKku, 06bl4HO MNpPOTEKaloT
OoTHOcHTeNbHO nerko [20, 21], o6ycnoBneHbl PCB, Bupycamu
naparpunna v rpunna, ageHoBMpycamm U MeTarnHeBMOBU-
pycoMm yesnoBekKa.

Y peten B cTpaHax CO CPeAHMM U HU3KUM YPOBHEM
foxoaa B. pertussis TaKe BbICTyNnaeT OAHUM M3 3TUOJIOIMU-
YeCcKMX GaKTopoB NHEBMOHUI. PaKTopamMu pUCKa KOKoLWa
ABNAIOTCA HU3KMK OXBaT BaKUMHALMENW OT 3TOW WHOEK-
UMK, HenoNHasa BaKuuHauusa, aeduuuTt maccobl Tena, BUY-
nHdeKuua [22].

BI1, o6ycnosneHHasa C. pneumoniae v L. pneumophila,
BCTPEYaeTCcs 3HA4YUTENbHO pexe.

YyBCTBUTENIbLHOCTb BO36yaAUTE/IEN BHEGO/IbHUYHOM
NHEBMOHMUM K NPOTUBOMUKPOGHBLIM NpenapaTtam
cuctemHoro geicraeua (NMMIM)

Cutyaumss ¢ aHTMGMOTUKOPE3UCTEHTHOCTLIO pecnupa-
TOPHbIX NaTOreHoB, BbIAENEHHbIX Yy AeTel, B PoccuincKon
depepaumm 3a nepuog ¢ 2016 no 2018 r. paccMoTpeHa
no AaHHbIM online-nNpoekTa «KapTta aHTUBMOTUKOPEIUCTEHT-
HocTu Poccum» — AMRmap (map.antibiotic.ru), KoTopbiv pas-
pa6oTaH coBmecTHO HUWN aHTUMUKPOOBHOM XMMUOTEpanuu
M MexpernoHanbHoOM accoumnaLmen No KIMHMYeCKON MUKPO-
6MONIOrUKN M aHTUMUKPOGHOW XuMnoTepanum (MAKMAX) [24],
a TaKXe no gpyrum nybavkauusm no aton npobnematuke
3a YKa3aHHbIV Nepnos BpeMeHHu.

S. pneumoniae (NTHEBMOKOKK) — Haubofiee KauHu4e-
CKM 3Ha4uMmbli BO36yauTens Bll, B OTHOWEHUM KOTOPOro
JOMKHaA NPOBOAWUTLCSH MaKCUManbHO 3hdEKTUBHASA aHTU-
6unotnkotepanus (ABT) [25]. YcTonunBasa TeHaeHUNs, Habto-
faemas B TedyeHune nocnegHmx 10-15 net, — noBcemecTHoe
CHUXEHWEe 4YyBCTBUTENbHOCTU MHEBMOKOKKOB K MaKpOu-
JaM, a TaKxe nosiBfNeHuMe W pacnpocTpaHeHuwe B nocnes-
Hue 10 NeT WTaMMOB CO CHUXEHHOM YyBCTBUTENbHOCTbLIO
N PE3UCTEHTHbIX K GEH3UANEHULMANUHY U LedTPUaKCOoHY
N305TOB.

Mpn aHannide gaHHbIX «KapTbl @HTUOUMOTUKOPEIUCTEHT-
HocTM Poccum» 3a 2016-2018 rr. oTMeYeHbl CyLecTBEH-
Hbl€ M3MEHEHUS B PE3UCTEHTHOCTU KIMHUYECKMX WTaM-
MOB MHEBMOKOKKOB, BbIAENIEHHbIX B NeanaTtpuyecKkomn
nonynsiumMmM NauMeHTOB, MO CPaBHEHWIO C 60nee paHHUMKU

Ta6nuua 1. 3TMonorua 6aKkTepuanbHbiX THEBMOHUI B 3@aBUCMMOCTH OT Bo3pacTa aeten [23]

Table 1. Etiology of bacterial pneumonia depending on the age of children [23]

Bo3pacTt 60/1bHbIX
3THONOrUA NHEBMOHUM
0-1 mec 1-3 mec 3 mec - 5 ner 5-18 net

Streptococcus pneumoniae + +++ ++++ +++
Haemophilus influenzae + + + +
Streptococcus pyogenes - + + +
Staphylococcus aureus ++ ++ + +
Streptococcus agalactiae +++ + - -
Escherichia coli ++ + - -
Mycoplasma pneumoniae - + ++ e+
Chlamydophila pneumoniae - + + ++
Chlamydia trachomatis + ++ - _
Bordetella pertussis + ++ + +

MMpumeyaHme. <++++> — 04eHb Y4acTo; <+++> — YacTo; <++> — OTHOCUTESIbHO HEYACTO; <+> — PEJKO; <> — OYeHb PELKO; <—> — HET.

Note: <++++> — very often; <+++> — often; <++> — relatively infrequently; <+> — rarely; <> — very rarely; <—> — no.
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nepvogamu BpemMeHu. CyleCTBEHHO BbIpOCIM MoKasaTe-
NN yCTOMYMBOCTM S. pneumoniae K OGEH3UANEHULMUIINHY:
B cpegHemM no Poccun 4yactoTa yMepeHHOPE3UCTEHTHbIX
WTaMMOB COCTaBASET 0KONO 25%, a PE3UCTEHTHbIX — MOY-
™M 7%. PacnpocTpaHeHWe NeHULUNIMHOPEIUCTEHTHBIX
NMHEBMOKOKKOB COMPOBOXAAETCsH YyBEIMYEHUEM Yucna
M30NSTOB, HEYYBCTBMUTENbHbIX K NapeHTepasnbHbiM Leda-
nocnopvHam 3-ro nokoneHus (uedprpuakcoHy) — 12,7%
YMEPEHHOPE3UCTEHTHBIX U 5,7% PEe3UCTEHTHbIX LWTaMMOB.
YacToTa pe3ucTeHTHOCTU S. pneumoniae K Makponuviam
no Poccuiickon Pepepauunn npesbicnna 25%. Oco6eHHO
Heb6naronpusaTHasa cUTyauns ¢ YCTOMYMBOCTbIO MHEBMOKOK-
KOB (YMEPEHHOPE3UCTEHTHbIE + PE3WUCTEHTHblE LWTaMMbl)
cnoxunacb B YpanbCKoM M TPMBOMKCKOM deaepanbHbIX
OKpyrax: K 6eH3unneHnunnnniy — 36,4 n 43,6% npoTecTu-
POBaHHbIX LWUTAMMOB COOTBETCTBEHHO, K 3PUTPOMULIMHY —
31,8 1 28,9% cOOTBETCTBEHHO, K LedTpruakcoHy — 25,4%
(Ypanbckui denepanbHbin OKpyr) [26].

Mo gaHHbIM ony6nMkoBaHHOro B 2018 . MexayHapoa-
HOrO WCCNeaoBaHUA aHTMOMOTMKOpPE3UCTeHTHOoCTM SOAR
(Survey of Antibiotic Resistance), B xoae KOTOporo 6bi/1 Npo-
TecTupoBaHbl 279 wWTamMMOB S. pneumoniae, BblAENEHHbIX
y naumeHToB B 3 ropogax Poccuiickon denepauun (Mockse,
CaHkT-lNeTepbypre n CmoneHcke) B 2014—-2016 rr., ypOBEHb
HEeYyBCTBUTENbHOCTU K 6EH3UANEHULUNNNHY cocTaBun 33%,
K MaKponuaam 6biam yctonumebl 31,2% wrtammoB. B 1o xe
Bpems nogasnsiowee 601bWMHCTBO BblAEEHHbIX LUTAMMOB
NHEBMOKOKKa (95%) 6bInn YyBCTBUTEbHbI K @MOKCULIMIN-
HY + KnaBynaHOBOM Kucnote [27].

B nccnepoaHmm SOAR (2014-2016 IT.) TakKe TeCTUPO-
Banucb 279 wrtammoB H. influenzae, BbliAeNeHHbIX Y NaLneH-
ToB B Poccuun [27]. HeyyBCTBUTENbHLIMU K @aMOKCULIUINHY
6bl1n 19% “30019T0B, NpK 3TOM NPOAYKLMA 6eTa-nakTamas
6blna obHapyxeHa y 15,4% wrtammoB. YyBCTBUTENbHbIMMU
K aMOKCUUMNMHY + KNaByN1aHOBOM KUCNOTE OKal3ajluCb
> 97,5% 1M30n9T0B reModuibHOM Nanoyvku [27].

TakuMm 06pa3oMm, BbliBNEHbI TPEBOXHblE TEHAEHLMMH,
B YaCTHOCTHM yBeNMyeHue Yucna 6etanakramasonpoayLmpy-
loWKX LWTamMMOB H. influenzae, pe3nUCTEHTHbIX K NpenapaTam
rpynnbl NEHULUANMHOB, YYBCTBUTENbHbLIX K 6eTa-nakrama-
3aM (He3alMlleHHbIM aMuHoneHuuymnamHam) (15-20%),
POCT PE3UCTEHTHOCTM MHEBMOKOKKOB K Makponuaam (~25—
30%), pacnpocTpaHeH1e LWTaMMOB CO CHUXKEHHOW YyBCTBMU-
TENbHOCTbIO M PE3UCTEHTHbIX K 6EH3UNNEHULMNNRY (> 30%),
a TaKXKe B OTAENbHbIX perMoHax — n3onaToB S. pneumoniae
CO CHWXXEHHOW YyBCTBUTENbHOCTbIO K MapeHTepasbHbiM
uedanocnopmnHam 3-ro NOKoNeHus (Ledotakcumy n LedTpu-
aKCoHyY). M. pneumoniae n C. pneumoniae NpUpPOAHO BbICO-
KOYYBCTBUTENbHbI K MaKpoaMaam 1 TeTpauuKaMHam, OgHaKo
B nocnegHee BpeMs NOSABASIOTCA Ny6anKauMmM O pacnpo-
CTPaHEHUN Cpean MUKOMNA3M FreHEeTUYECKUX AeTePMUHaHT
PE3UCTEHTHOCTM K MaKponauaam (Mytauuun B jomeHe V reHa
23S pPHK) [28]. Tak, no agaHHbIM nccnegoBaHuns DeMaRes,
13 1154 wrammoB M. pneumoniae, BblA€/EHHbIX 3a NepUoj,
2016-2020 rr. y nauneHToB B Bo3pacTe A0 18 neT, yacTtoTta
BbISIBIEHUS TEHOB PE3UCTEHTHOCTM K MaKponaugam cocTa-
Buna 20,62%, ofHAKO KIMHU4YECKOe 3HavyeHue JaHHOro
deHoMeHa 0 KOHLa He N3Y4€eHO (B HaCTHOCTH, KNIMHUYeCcKas
adpPeKTMBHOCTb MaKkponmaos npu UHAM y neten, Bbi3BaH-
HblX M. pneumoniae, He 3aBucena OT BbIBIEHHOIO reHa
PEe3nCTEHTHOCTH) [29].

MaTtoreHe3 NHEBMOHUU, BbiI3BaHHOM

UHPEKLMOHHbIMU BO3OYAUTENSAMU Y AeTEN

[THeBMOHMS XapaKTepu3yeTcs BOCMaauMTeNbHbIM MpPO-
LLeCCOM NEero4yHonm TKaHu MHPEKLMOHHOro MPOUCXOXKAEHUS
C NPEUMYLLECTBEHHbIM NOPaXKEHWEM anbBeOS U/WUNN UHTEP-

CcTUUManbHOM TKaHW. MHOEKUMOHHbIM BO36yauMTE b Mona-
[aeT B fIerkne UHransiuMoHHO, Npu acnupauun unm remato-
FeHHbIM U UMPOreHHbIM NyTaMU. BO3HMKAIOT HapyweHus
3M1aCTUYHOCTU NIETKMX, aNbBEONAPHON BEHTUAALMKM M Nep-
dy3unn. 3T npoueccbl MOryT CyLIECTBEHHO CHUXaTb raso-
obmeH B nerkux. Kak npu no6om MHPeKuMoHHOM 3abo-
NIeBaHUKN, BaXKHbIMU YCNIOBUAMU ABNASIOTCS BUPYIEHTHOCTb
MUKPOOpraHnaMa u ageKkBaTHOCTb UMMYHHbIX U HEUMMYH-
HblX MEXaHW3MOB 3alUWTbl YeNOBEKaA.

OCco6eHHOCTM naToreHesda W TeYeHUs MopakeHus ner-
KWX NPX HOBOM KOpPOHaBMPYCcHOM MHbeKLnn (COVID-19) cm.
B COOTBETCTBYIOLMX BPEMEHHbLIX METOANYECKUX PEKOMEH-
naumsax MuHsgpasa Poccuu.

ANUAEMHUONIOrUsA

Bl MmoKeT pa3BuTbCA B IIO60M BO3pacTe, HO Yalle Bce-
ro OHa BO3HWKaET y AeTer paHHero Bo3pacTta. ExxerogHo
B MUpe peructpupyetcs npnénunantenbHo 150 MaH cnyvyaes
NHEBMOHWUK y IeTen B Bo3pacTe Ao 5 net. Taxenoe teyeHne
NHEBMOHUKW Habnoaaetcs B 7-13% cnyyaeB U 06YyCNOBU-
BaeT A0 11-20 MNH rocnuTanusauui Kaxabin rog [30].

B Poccuiickon degepaumun 3a nepuog 1999-2008 rr.
3a60/1eBaemMoCTb MHEBMOHWEN Cpeamn AeTen U NOAPOCTKOB,
no fAaHHbIM MuH3apaBcoLUpa3BUTUA, cocTaBnana 7,95-
8,86 Ha 1000 peten B rog [31]. OtaenbHO 3a601€BaEMOCTb
Bl B cTatucTMyecKkux AaHHbIXx He oTpakaeTtcs. CornacHo
nccnenoBaHuio, nposeaeHHomy B 2011-2012 rr. B Tpex
pernoHax Poccum ¢ 4ONKHBIM PEHTTEHOTIOMMYECKUM KOHTPO-
newm, 3aboneBaemocTb Bl y getent 6 mec — 5 neT B Hawewn
cTpaHe coctaBnset 5,3 Ha 1000 aeter B roa [32]. 3T uund-
pbl COrnacylTcsa ¢ AaHHbIMK 3apy6eXKHbIX aBTOPOB, UCMNOJb-
3YIOLINX PEHTIEHONIOMMYECKUE KPUTEPUM ANATHOCTUKM [33].

3aboneBaemocTb BIl noBbiwaeTcs B nepuoabl anuae-
MWK rpunna. PaxuT n runotpodus nepecrtann 6biTb 3Ha-
YUMbIMKW MpeapacnonaralwmuMn GakTopaMn MHEBMOHUK
B Hallen cTpaHe, TOraa Kak Mo-npe)Hemy BbiCOKa pPOSib
acnuvpaunn nNuiK (B NEpPBbIN rof *KU3HKU), UMMYHOAEPULIN-
TOB, MYKOBWCLIN[103a, HEMPOMbILWEYHOW MNaTONOrMMK, BPOXK-
[IEHHbIX MOPOKOB cepiua C Mneperpy3kon manoro Kpyra
KpoBooOGpalleHns. 3T e 60ne3Hn 3HAYUTENbHO MOBbI-
LIaOT BEPOATHOCTb HEGNAroNPUATHOIO UCcXoaa MHEBMOHUM.
MoBbilwaT 3a6oneBaeMoCTb MNaoxMe 6GbITOBble YCNOBUS,
a TaK)Xe Hanuuune ctapuero pebeHka B ceMbe, 0COGEHHO
noceLlaloLLero IETCKOe y4peraeHue.

[THEBMOHMM [0 HACTOSALWEro BPEMEHM CHUTAIOTCS Hau-
6ofiee 4acTon NPUYMHON CMEPTH AeTen B Bo3pacTe A0 5 neT
noBcemecTtHo. HecmMoTpsl Ha To, 4TO 3PDEKTUBHOE UCMNOSb-
30BaHue NMMI1 coKpaTnio AEeTCKYI CMEPTHOCTb OT MHEBMO-
HUM ¢ 4 mnH B 1981 1. go 1 mnaH B 2013 1., ao 20% cmepTen
B nepBble 5 NeT }KU3HM 06yCnoBeHbl UMEHHO MHEBMOHMUSAMM
BO BCEM Mupe [16, 34].

B Poccuitickon ®epepaumm 60n1e3Hn OpraHoB AbIXaHWUs
y aeter B Bo3pacte 0-17 neT 3aHMMaloT TpeTbe MecTo
B CTPYKTYpPE MPUYMH CMEPTU NOCE BHELIHUX MPUYKH 1 MOPO-
KOB pa3BuTHS.

0CcoGEHHOCTH KOAUMPOBaHUA 3a6oieBaHUs

no MexxayHapogHoOW cTaTU4eCKoM Knaccupukayum

6one3Hen U Nnpo6aem, CBA3aHHbIX CO 340POBbEM

MKB KnaccubuumnpyeT NHEBMOHUKU NO 3TUONOTMYECKOMY
NPUHLMNY, NPUBOASA COOTBETCTBYIOLLME PYOPUKK AN BUPYC-
HblX, 6aKTepuanbHbIX, MapasnTapHbIX, HEYTOYHEHHbIX NMHEB-
MOHWW.

J12 BupycHas NMHEBMOHUS, He KnaccubuumpoBaHHas
B ApYrux py6puKax

BkntoyeHa: GPOHXOMHEBMOHMS, BbI3BaHHAs ApPYrnMmu
BUPYyCaMM, OTAIMYHBIMK OT BMpYyca rpunna



J12.0 AgeHoBupycHasi MHEBMOHUSA

J12.1 lMHeBMOHMS, Bbi3BaHHASA PECNMPATOPHbIM CUHLM-
TUa/bHbIM BUPYCOM

J12.2 [NHeBMOHMUS, BbI3BaHHas BUPYCOM Naparpunna

J12.8 [Jpyras BupycHasi THEBMOHMUSA

J12.9 BupycHast THEBMOHMS HEYyTOYHEHHas

J13 MHeBMOHMS, BbI3BaHHasA Streptococcus pneumoniae

J14 T[HeBMOHMSA, Bbi3BaHHas Haemophilus influenzae
(manoykon AdaHacbeBa — lNdpenddepa)

J15 bakTepuranbHasg NHEBMOHMUS, HE KNacCudULMPOBaH-
Has B Apyrux pybpuKax

BKkntoyeHa: GPOHXOMHEBMOHMS, Bbl3BaHHas APYrMMMH,
OTNINYHbIMKM OT S. pneumoniae wn H. influenzae, 6akTepusamu

J15.0 lNHeBMOHMS, Bbi3BaHHas Klebsiella pneumoniae

J15.1 lMHeBMOHMUSA, Bbi3BaHHas Pseudomonas (cuHer-
HOWMHOM NMasio4yKom)

J15.2 [THeBMOHMS, BbiI3BaHHas CTadUIOKOKKOM

J15.3 MNHeBMOHMUS, BbiI3BaHHasA CTPENTOKOKKOM rpynnbl B

J15.4 [THeBMOHMS, BbI3BaHHasA APYrMMM CTPENTOKOKKaMu

J15.5 MHeBMOHMS, Bbi3BaHHas Escherichia coli

J15.6 [THEBMOHMUS, BbI3BaHHas [APYrMMM asapoOHbIMU
rpaMoTpuLaTebHbIMK 6aKTEPUIMU

J15.7 NHeBMOHMUS, BbI3BaHHast Mycoplasma pneumoniae

J15.8 [Ipyrvue 6aKktepuranbHble MHEBMOHUK

J15.9 bakTtepunanbHas NHEBMOHUSA HEYTOYHEHHAS

J16 MHeBMOHUS, BbI3BaHHAA APYrMMU MHOEKLMOHHBIMU
areHTamu, He KnaccuduuMpoBaHHas B APYrnx pybpuKax

J16.0 [NHeBMOHMS, BbI3BaHHaAsA XJ1laMUAUaMHU

J16.8 [HeBMOHMS, BbiI3BaHHaAs APYrMMM YTOYHEHHbIMMU
MHODEKLMOHHBIMW areHTamMum

J18 lNHeBMOHMS 6€3 yTO4YHEHMS BO36YyanUTENS

J18.0 EpOoHXONHEBMOHMS HEYTOYHEHHASN

J18.1 [JoneBast THEBMOHMSA HEYTOYHEHHAs

J18.2 [vnocTtatMyeckas NHEBMOHWS HEYyTOYHEHHAs

J18.8 [Jpyrasi nHeBMOHUS, BO36yAUTENb HE YTOYHEH

J18.9 [HeEBMOHMS HEYTOYHEHHAs

KNIACCUDUKALUA
MKB knaccuduumpyer NHEBMOHMM MO 3TUONOTMK (CM.
Bblwe). OAHaKO OOGbEKTUBHbIE TPYAHOCTU MOJyYEHUS GUO-

Ta6auua 2. KnaccudunKkaumsg NnHEBMOHUM
Table 2. Classification of pneumonia

mMaTepuana HenocpeacTBEHHO M3 oyara BOCManeHus, 3Ha-
yuTenbHaa MPOAO/IKUTENBHOCTb MUKPOOMONOrMYECKHUX
nccneaoBaHuii, pacnpocTpaHeHHas NpakTUKa npuemMa aHTm-
6aKTepuanbHbIX NpenapaTtoB A0 06palleHns 3a MeAULMH-
CKOM NOMOLLbIO MU A0 NPOBEAEHMS ANArHOCTUHECKUX MEPO-
NPUATUIR ABASIOTCA MPUYUHOM OTCYTCTBMSA ITUONOIMMHECKOro
avarHosa y 50-70% nauueHToB. bakTtepranbHble NHEBMO-
HUK B KIMHUYECKON NPaKTUKe TaKKe HepeaKo Knaccubuum-
PYIOT Ha «TUMWUYHbIE», T.€. BbiI3BaAHHbIE «TUMUYHON» BaKTEPH-
anbHoOM hnopon, npexae Bcero Streptococcus pneumoniae,
Haemophilus influenzae, pexe — Staphylococcus aureus
n Streptococcus pyogenes, v «aTUMNUYHble», BblI3BaHHbIE «aTh-
NUYHbIMKU» BO3GYyauTENIMM — Mycoplasma pneumoniae,
Chlamydophila pneumoniae, Legionella pneumophila,
Bordetella pertussis.

Ha ocHOBaHWW PEHTreHONOrMYECKON KapTuHbI BblAens-
0T 04aroBsble, 04aroBo-C/IMBHbIe, 0JieBble (KPYMNO3HbIEe),
cermMeHTapHble, NoJIMCEerMeHTapHble U MHTEePCTHLHallb-
Hbl€ NHEBMOHUK (Tabn. 2).

Mo TAXecTu Te4YeHWs BbIAENAIOT HETsIXKe/ible U TaXKe-
Jible MHEBMOHMM (CM. Tab. 2). KpuTepuun TSKecTu 0CHOBbI-
BalOTCA Ha Bblpa*KEHHOCTU AblxaTeNbHOM HELOCTATOYHOCTH
(AH) n Hann4MKn o6 KX oNacHbIX NMPU3HAKOB y NauueHTa.
NMopo6Has KnaccubUKauUsa TAKECTU MHEBMOHUN PEKO-
MeHgoBaHa BO3 v cynTaeTcqa onTMManbHOM C TOYKK 3pe-
HUS opraHnsauum 3ddeKTUBHON MeaULMHCKOM MOMOLLM
[35, 36].

MMHEBMOHUKN MOTYT GblTb OC/IOXKHEHHBIMU W HEOCJI0XK-
HeHHbIMM. BblAensioT neroyHble, 1 CUCTEMHbIE OCIIOXKHEHUS
NHEBMOHUI (Tabn. 3). Hanbonee 4acTbiMW OCNIOXKHEHUSMMU
Bl aBngaoTcs nneBpUT (CUHMHEBMOHWYECKUM U MeTanHeBs-
MOHUYECKUIN) U AEeCTPYKLUMS JIEFrOYHOM TKaHU (NpuBoasaLwas
K pPasBUTUIO HEKPOTU3UPYIOLLEH MHEBMOHMK UK abcuecca
nerkoro) [37].

Mpn afekBaTHOM Jfle4eHUU OGONbLIMHCTBO HEOCOXK-
HEHHbIX MHEBMOHMI paspelwatnTcsd 3a 2—4 Hepd, OCNOX-
HEHHbIX — 3a 1-2 Mec. 3aTsKHbIM TeYeHMeM MHEBMOHUMU
cyuTaeTcs ee ANUTENbHOCTb 6onee 6 Hed. XPOHUYECKUM
BapWaHT Te4eHUs MHEBMOHUM B HacTosILLEE BPEMS He pac-
cmaTtpuBaeTcs.

Knaccudukauusa XapaKTepucTUKa Knaccupuumnpyrowmux npu3Hakos
1o peHTreHo0rM4ecKok KapTuHe
Ovaroas OAMH MU HECKOJNTbKO 04aroB UHGUILTPaLLMK pa3mepom 1-2 cm

OyaroBo-c/iMBHas

HeofHopofHas maccuBHasa MHOUNLTPaALUS, COCTOALLAA U3 HECKOIbKUX 04aros

CermeHTapHas MHEeBMOHUS, orpaHMYyeHHas OAHUM aHaTOMUYECKUM CErMEHTOM JIErOYHOM TKaHM
MonucermeHTapHas [THeBMOHMYecKaa MHOWUNLTPALIMS B HECKOIbKMUX CerMeHTax Ierkmux
[onesas BocnanuTenbHbIM NpoLIecC oXBaTbiBAET 010 JIerKoro

BbipaxeHHble, uHorga npeotGnagatoline, U3MEHEHU B MHTEPCTULMKU NErKuX (MPenMyLLecTBEHHO
MHTepcTuumanbHas P Aa mp AatoLLne, peTmu (np yu

y 60/1bHbIX C BUPYCHOM U MHEBMOLIMCTHOM aTHoNornen BI)

o cTeneHu TsKkecTn

Tsxkenast NTHEBMOHMSA

Kawenb nnu oablwKa + XoTs 6bl OANH U3 CNEeAYOWNX CUMNTOMOB: LLEHTPaNbHbIM LMaHO3

nnn SpO, < 90% (MO AaHHBLIM NYSIbCOKCUMETPUH);

[H Il v 6onee cTeneHu; cMCTEMHbIE OMacHble NPU3HaKK (HECNOCOBHOCTb cocaTb FPyAHOE MOJIOKO
W NMUTb; HapyWweHne MUKPOLMPKYAALMUK; HAapYLLEHWUS CO3HAHWS; CYyA0POrN)

Hanun4yme oCnoxHeHWn (4eCTpyKTUBHaASA MHEBMOHWS, MNEBPUT U Np.)

HeTsaykenas nHEeBMOHUS

Het AH wnun OH | cteneHn HeocnoxKHeHHOe Te4eHne NHEBMOHUMU

Mpumeyarme. BT — BHE6GONbHUYHAA NHEBMOHUS; [JH — AbixaTeNbHas HEAOCTAaTOYHOCTb.

Note. CAP — community-acquired pneumonia; RF — respiratory failure.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Ta6auuya 3. OcnoKHeHWs, acCoLMUPOBaHHbIE C BHEGObHUYHOM
NHEBMOHUEN

Table 3. Complications associated with community-acquired
pneumonia

Jlero4yHble OCNOXHEHUSA

MnespuT UM aMnrema niespbl

MHEBMOTOPAKC, MMONMHEBMOTOPAKC

AbcLecc nerkoro

BpoxxonnespanbHas puctyna

HeKkpoTusupytoulas, LeCTPYKTUBHAsA MHEBMOHUS

OcTpbIf pecnupaTopHbIN AUCTpect

CUCTEeMHbIEe OCNOXKHEHUSA

CucTeMHbIN BocnanutenbHbli cuHApom (SIRS) unu cencuc

[eMOIUTUKO-YPEMUYECKNI CUHAPOM

Ta6nuua 4. CUMNTOMbI AbIXxaTebHOM HEeAOCTaTOYHOCTH y AeTeNn
(BO3, 2015)

Table 4. Symptoms of respiratory failure (WHO, 2015)

TaxunHo3a, WAL /MuUH:
e netn 0-2 mec > 60
e fetn 2-12 mec > 50
e netn 1-5 net > 40
e netu ctapuwe 5 net > 20

OpbllKa, 3aTpyAHEHHOE [ibixaHue

BTaKeHNs yCTyn4ymBbIX MECT rPyAHOM KJIETKM Ha BLOXE

KpaxTauiee/cToHylee abixaHue

PasfyBaHue Kpblibe€B HOCa MPU AbIXxaHUn

AnHO3

HapylieHne co3HaHus

Mokazatenn SpO, < 90% Npu AblxaHUM KOMHATHLIM BO3AYXOM

lMpumeyarne. AH — abixaTtenbHas HegocTaToyHocTb; CALL — cucTo-
nMyeckoe aptepuanbHoe gaBneHue; YCC — vactoTa cepaeyHbix
CcoKpaleHun; Y44 — yacToTa AblxaTeNbHbIX ABUKEHUMNA.

Note. RF — respiratory failure; SAP — systolic arterial pressure;
CR — cardiac rate; RR — respiratory rate.

Ta6auua 5. OueHKa ocTpoK AbixaTelbHOM HEOCTAaTOYHOCTH Y AeTew
Table 5. Assessment of acute respiratory failure in children

KNIMHUYECKAS KAPTUHA

CumnTtombl Bl yacto HecneundUuyHbl U 3aBUCAT OT BO3-
pacTta 60/IbHOr0 U MHOEKLMOHHOro areHTa. [NTHeBMOHUA —
ocTpoe 3abosieBaHne, 06bIYHO MPOTEKAET C MOBbILEHUEM
TemnepaTtypbl Tena Bbiwe 38,0 °C, ¢ kawnem. MetaaHanus
nccnenoBaHUMin IMarHoCTUYECKOM LEHHOCTU KIMHUYECKUX
CUMMTOMOB NMHEBMOHUK, ONY6NMKOBaHHbIN B 2015 ., NnoKa-
3an, YTo Hanbosee 3HaYUMbIMU SBAIAIOTCA TAXMMHOI C YacTo-
TOW AblxaTenbHblX ABwxkeHun (H4/) 6onee 50/MUH, Kpsix-
TAlee/CTOHyLLeE AblXxaHWe, BTSXEHWE YCTYMYMBbLIX MeECT
rPYAHON KNETKM U pasflyBaHWe KPbIIbEB HOCA MPU AbIXaHWK
[38]. PaHHUMKU U BaKHbIMW KIMHUYECKUMWU MpPU3HaKaMu
NMHEBMOHUK iBASIOTCA cumnToMbl JH (Tabn. 4), runokcemus,
runepkanHua. OAHAKO ofbllKa M TaxunHO3 BCTpevaloTcs
nmwb y 50-70% peten, ux OTCYTCTBME HE UCKIIOYaEeT NHeB-
MoHuu [39]. JluxopagKa u Kawenb He 06513aTe/IbHO rOBOPSAT
B NOMb3y MHEBMOHMMU, HO OTCYTCTBME NIMXOPAAKU OGbIHHO
MCK0YaeT NHEBMOHMIO y pebeHKa cTapwe 6 mec. OueHKa
HacbILLEHMS KDOBU KMCIOPOAOM MPW NMOMOLLM NYbCOKCUME-
TPWM AOMKHA NPOBOANTLCSH BCEM AETSAM C pecrnmnpaTopHbIMK
cuMnToMamu. AKpoLMaHo3 06bIYHO UMEET MECTO B TSIKENbIX
cnyyasx. LleHTpanbHbI LMaHO3 OLIEHMBAETCS MO OKpacKe
CNM3KUCTbIX 060/I04EK POTOBOM MOMOCTU, €ro Hannyue CBU-
[IeTeNbCTBYET O TAMKENOM HapylleHun raszoobmeHa. bonb
B TPYAHOM KNETKEe BO3HWKAET Npu BOCMajeHWu MNeBpbl.
Hepenko nneBpanbHble 60M MPPaAAMMPYIOT, M MaLMEHTbI
anylTcs Ha 60/b B XXUBOTE.

Mprn3HakoM, xapaKTepHbiM ansa Bll, BbI3BaHHbIX
KaK TUMUYHBLIMK, TaK U aTUMUYHLIMU BO3OYAMTENSMHU, ABSA-
€eTCs CTOMKOCTb TemnepaTypbl = 38,0 °C 6onee 3 aHeR, Torga
Kak npun OPBW Takaa Temnepatypa 6biBaeT avwb y 18%
60NbHbIX (MpY rpunne, adeHo-, SHTEPOBUPYCHOM MHDEKLIMSAX)
[11]. Heo6xoanMMO OLLEHWUTb Hann4mMe/oTCyTCTBME CUMMTO-
moB [IH, a npu ux Hannumm — cteneHb Tsaxectn AH (cm.
Tabn. 4; Tabn. 5).

NMHeBMOHMSA, Bbi3BaHHAA TUMUYHbLIMU

BO30yAUTENAMU

KpaxTallee agbixaHne v BTXeHMs noapebepuin Ha BIOXe,
rMnoKcemus (UeHTpanbHbli UuMaHos, Sal, < 92%) cneuu-
OUYHBbI ANa TSXXeNblX MHEBMOHMMK [3], HO 3TWM NpuU3Ha-
Kn npu 6onbwnHctBe Bl oTcytctBylOT [11]. M3MEHeHus
npu MNEepPKYcCUM W aycKynbTauuu cneunduyHbl, HO Masno-
YyBCTBUTENbHbI, YTO MOXET NPMBOAMTbL K TMMNOAMArHOCTH-

Ctenenu 1H

XapaKTepucTuka

OpblWwKa, TaxMKkapaus, nepropabHbli LMaHO3 U HaNpsiXKeHWe KPbiNbeB Hoca Npu Manenwen GU3n4ecKomn HarpysKe.
CALL — HopmasnbHoe, pO, = 65-80 mm pT. cT., SpO, = 90-95%

OpblwKa, Taxukapaus, TCALL, nepuopanbHbli, aKpoLMaHO3 1 61eAHOCTb KOXKW B MOKOE; yCUAUBAIOTCH NPU GU3NHECKOMN
] Harpyske. Pe6eHoK BO36Y/AeH 1 6eCrnoKoeH 6o Banbin. pO, = 51-64 MM pT. ¢T., pCO, < 50 MM pT. cT., SpO, < 90%.
KncnopogoTepanus yny4yliaeT COCTOSIHUE M HOPMann3yeT ra3oBblii COCTaB KPOBU

Kucnopopotepanusa HeaddeKkTuBHa

BbipaxeHHas ofblliKa, AblXaHWe ¢ yHacTUeM BCNoMOraTebHOM MyCKynaTyphbl, AUCNHO3 BNIOTb 0 anHo3, Taxukapaus,
{CA[. CootHoweHune YA : HCC 6nun3Ko K 1 : 2. Koxa 6negHas, MOryT 6biTb pa3/iMToON LLMaHO3, MPaMOPHOCTb KOXMU,
CNM3UCTbIX 060/104eK. PeGEeHOK 3aTOPMOXKEHHbIN, BAbIK. PO, < 50 MM pT. cT., pCO, = 75-100 mMM™ pT. cT., SpO, < 90%.

pCO,> 100 mm pT. cT., SpO, He onpenenseTcs

[MnoKcKnyecKas Koma. 3eMancTas oKpacka KOXM, CUHIOWHOCTb /MLA, CUHIOWHO-6arpoBble NATHA Ha TYNOBULLE U KOHEY-
HocTax. Co3HaHWe oTCyTCTBYET. [bixaHWe CyAOPOXKHOE, C ANUTENbHbIMYU OCcTaHOBKamMu. YA 6n1un3ka K 8—10/MuH. Mynbe
HuTeBuaHbIN, YCC yckopeHa unu 3ameaneHa. CALL 3HaunTeIbHO CHUXEHO UK He onpeaensieTcs. pO, < 50 MM pT. T,

lNpumeyarnne. JH — abixaTenbHas HegocTaTo4HOCTh; CAL — cucTonmyeckoe aptepuanbHoe gasneHune; HCC — yacToTa cepaeyHbix CoOKpa-

weHun; Y44 — yacTtoTa AblxaTeNbHbIX ABUKEHUN.

Note. RF — respiratory failure; SAP — systolic arterial pressure; CR — cardiac rate; RR — respiratory rate.



Ke; YKOpPOYeHWe NepKyTOpPHOro 3BYKa, Aarke Mpu A0NeBbIX
npoueccax, BcTpeyaeTtcs nuwb B 75% cny4vaes, NOKanbHoe
ocnabneHHoe unn 6poHxManbHoe abixaHne — B 53%, a men-
Kony3blp4aTble Xpunbl — Bcero B 39%. XoTs 6bl OANH U3 3TUX
3 cumnTomMOB BbiiBAseTca nnwb y 70% 60NbHbIX, ¥ OCTalb-
HbIX MHEBMOHMKU MPOTEKAOT KaK «Hemble» [11]. Jaxe aetun
0-5 neT ¢ NMXopajaKoii, neiKoLnTo3om Boilwe 20 X 109/n
W anbBeONSAPHLIM MHOUNBLTPATOM Ha CHUMKE B 26% He nme-
v GU3MNKaNbHbIX NPU3HAKOB NMHEBMOHKUK [38].

MnepanarHocTMka MHEBMOHUM CBSi3aHa C HEBEPHOM
TPaAKTOBKOW pacCesHHbIX XPUMNOB, a TakKe 06CTPYKTUBHOIO
CUHAPOMA, KOTOPbIA NPU TUMNMYHOM MHEBMOHWUU MNpPaAKTU-
YEeCKM HWKOrAa He BO3HWMKaeT, 4TO MO3BONSET HAAEXHO
UCKJIl0YaTb ee y IeTel CO CBUCTALLMM blxaHuem (wheezing)
W OPYrMMmn Nnpu3Hakamu 6poHxmManbHON 06CTpyKumu [3, 11].

C yyeTom aTux TpyaHocTen akcneptbl BO3 B oCcHOBY Ana-
FHOCTUKM MHEBMOHUMU MPEASIOKMAN MONOKUTL y4eT 06LMX
HapyLWeHWN, B 4YaCTHOCTM YrPOXKAIOLWMX KU3HU NPU3HAKOB
(HapyweHuss MUKpoUMpKynsumu, Tsxkenaa [H, pgerngparta-
LMSl, HapyLeHNs CO3HaHWS), KOTOPbIE XapaKTepPHbI AN TKe-
NbIX MTHEBMOHWM [3].

YacTo vMcnonb3yembli TEPMUH «MPU3HAKU WMHTOKCKMKa-
LMKn» MeHee cneundmryeH, Tak Kak 06bl4HO ONUCLIBAET Hapy-
LEHMS, BbI3BaAHHbIE IMXOPAAKOM Y NaLMEHTOB KaK C BUPYC-
HOW, TaK U ¢ 6aKTepuaabHOM MHDEKLMEN.

MuKonnasmeHHasAs NHEBMOHUSA

Ona MuKonnasMeHHOW MHEeBMOHWMM, YacToTa KOTOpOW
yBenMynBaeTcs C Bo3pacTa 5 neT, TakXKe XapaKTepHa
CTOMKasa nnxopajKa, HO B OTCYTCTBME TOKCWMKO3a: obuiee
COCTOSIHME MaUMEeHTOB CTpajaeT HEeCWIbHO, Mano Hapy-
Was MOBCELHEBHbIN PEXMUM, HYTO HEPEAKO CAYXKMT MpUyu-
HOM no3aHero o6paleHus (Ha 6-9-i aeHb debpunuteTa)
(Tabn. 6). Mpu ayckynbTauMK XapaKTepHO obunne pasHo-
KannMbepHbIX BAAXHbIX XPUMOB, XpUMbl MOryT OblTb acuM-
METPUYHBIMU — BOfblUe Ha CTOPOHE MOparKeHWs, UHorga

BbISIBNSAIOTCSH MPM3HAKM 0OCTPyKUMU. HacTo oTmevatoTcs
3KCTpanynbMOHallbHble CUMNTOMbI: TOowHOTa/pBoTa (33%),
KOXHble cbinu (25%), MuanrumM, 601b B ropne, rosoBHas
60/1b, KaTapasbHbl KOHBIOHKTUBUT, doTodobua [40, 41].

Ana peakux cnopaguyeckux cnyydaeB BIl, Bbl3BaHHbIX
C. pneumoniae, xapaKTepHO NOCTeNeHHOE Havyano ¢ bapuH-
rMTOM, HEPEeAKO C OOGCTPYKTUBHbIM CUHAPOMOM Ha ¢doHe
06LWMX HapYLLEHUI N CTOMKOTO hebpunnteta, KOTOPbIN OTIK-
YaeT aTUNUYHble MHEBMOHMK OT BUPYCHOIro 6poHxuTa [42].

Y 60/1bWKNHCTBA NAaLMEHTOB Hab04aeTCs HEOC/I0KHEH-
Hoe Te4YeHMe NMHEBMOHWMWU. B aTux caydasx TemnepaTypa
HOpManuayeTca B NepBble 4BOE CYTOK OT Havyana jeyvyeHus
aHTUOUOTMKOM, GU3MKa/bHbIE MPU3HAKKM UCYe3aloT B Teve-
HWe 7 HEeRn, PeHTreHONorMYecKoe paspelleHne oTmevaeTcs
3a 2-3 Heja.

OcnoXXHeHHasa BHE6ONbHMYHAA MHEBMOHUA

Hanb6onee 4acTbIMU OCOXKHEHUAMU MHEBMOHUU SBNSA-
I0TCS NNEBPUT (CUHMHEBMOHUYECKUI U/UNKN METANHEBMOHM-
YeCKUN) (Tabn. 7), AECTPYKLMNSA NErKUX, CUHOAPOM CUCTEMHOTO
BOCMNaNWUTENbHOro oTBeTa M 6GaKTepuaibHO-TOKCUYECKUM
LLIOK.

B CTpyKType 0CNOXKHEHUN NHEBMOHUK Yy eTEN Hanbonee
yacto (oo 83%) Habnwopaetca nneBpuT [42]. PasnuyaioT
CUHMNHEBMOHMYECKUI MNAEBPUT, BO3HUKaOWMN OLHOBpE-
MEHHO C MHEBMOHWEN, U METanHEBMOHWYECKUI NAEBPUT,
BO3HMKAaIOLWMI Yepes3 HECKOMbKO AHEN Nocne Havyana neye-
HUA (cm. Tabn. 7) [43].

CHUHMHEBMOHNYECKMH NIEBPUT — 3TO CKOMSIEHUE KNJ-
KOCTM B MfeBpasbHON MNOMOCTWU, CBSAI3AHHOE C TevyeHuem
NMHEBMOHUKN. ITO OCNOXKHEHWE BO3HMKAET 0ObIYHO B Mep-
Bble 5 gHen BIl, MOXKeT pa3BuUTbCA Npu GaKTepuansbHOM
NMHEBMOHUKN NPaKTMYECKM Ntobon atnonoruu. B 3aBucmumo-
CTW OT BO36yAUTENs M ANUTENbHOCTM 3abofieBaHUs NneBs-
PUT MOXKET OblTb GUOPUHO3HBIM, CEPO3HO-PUOPUHOSHBIM
W THOMHbIM. XapaKTepHbl 6ofiee AnuTeNbHas nuxopajgka,

Ta6nuuya 6. CUMNTOMbl BHEGOIBHUYHbBIX MHEBMOHWI, BbI3BaHHbIX TUMUYHBIMU BO36yauTeNnaMu 1 M. pneumoniae

Table 6. Symptoms of community-acquired pneumonia caused by typical pathogens and M. pneumoniae

CUMNTOMbI ¥ NPU3HAKHU

Bbi3BaHHbIe TUNMUYHLIMU BO36GYAUTENAMM

Bbi3BaHHbIe MUKOM1a3MOM

BospacTt Bce BospacTa, Yawe o 5 net B ocHoBHOM cTapuwe 5 net
Jlnxopaaka [a, 4acto c 03HOG60OM [a, yaue 6e3 o3Hoba

Mpu3HaKK TSKeCTH MpucyTcTBylOT HeT, HeCMOTpPS Ha CTOMKYI0 TMXopaaKy
KOHBIOHKTUBUT Het [la (KOHBIOHKTMBA Cyxas, rMnepeMmpoBaHHas)
Xpunbl HenocTtosiHHbIE, MENKKE O6UNbHblE, aCUMMETPUYHbIE

MapKepbl BocnaneHus

MoBbIWeHb!

He noBbiweHbI

NHbunbTpaTt Ha CHUMKe

[OMOreHHbIW, NNOTHbIM

HeromoreHHbIN, HENAOTHbIN

OTBeT Ha 6eTa-naKTaMmbl BbicTpbii, 32 48-72 4 OTcyTcTBYET
Ta6nuua 7. XapaKTepucTuKa ABYX BUAOB MiaespuToB [43]
Ta6auua 7. Characteristics of two types of pleurisy [43]
XapaKkTepuctuka CHUHNHEBMOHUYECKUIA MeTanHeBMOHNYECKNIA
Hayvano BmecTte ¢ nHeBMOHMWEN Mocne Havyana Tepanuu
XapaKkTep THOMHO-GUOPUHOSHBIN, THONHbIN Cepo3HO-PUOPUHO3HBIN
Uuntos 2000-10 000 kn/MKAN Menee 1000 Kn/MKN
pH MeHee 7,3 7,35-7,6
Caxap MeHee 2,5 mmonb/n Bonee 3,5 mmonb/n
OTBeT Ha aHTUBUOTHK Xopowwnn OTcyTcTBYET
OTBET Ha MIOKOKOPTUKOM], OTcyTcTBYET Xopouwww
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KJIMHUYECKUE PEKOMEHAALUUU

60nb B rpyaun, 60/b B KMBOTE, MPUTYNIEHNE NEPKYTOPHOIO
3BYyKa, ocnabneHue pAbixaTe/bHblX WYMOB. Ha pa3suTue
nneBpuTa MOXET yKasblBaTb IMXOpaAKa, coxpaHsioiascs
HecMoTps Ha ageKBaTHyto ABT.

MeTanHeBMOHUYECKUIA NNEeBPUT

MeTanHeBMOHUYECKUI NNEBPUT BO3HWKAET NOC/e Hava-
na nevyeHuns, o6bI4HO MPW MHEBMOKOKKOBOM MHEBMOHUMU,
pexe — npu MHbEKLUNK, BbiI3BaHHOW H. influenzae Tuna b.
Kputepun meTanHeBMOHMYECKOrO (MMMYyHOOMOCPeaoBaH-
HOro) NneBpuTa: peLnans nuxopaaku nocne 1-2 gHew Hop-
MasibHOW TemnepaTypbl Tena UM ee coxpaHeHne Ha PpoHe
agekBatHon ABT. JluxopagKa coOxpaHseTcs Ha MpoTsKe-
HUM 7-12 aHen n pedpaKTepHa K NPOBOAUMOMY JI€YEHMIO.
MneBpUT UMeeT cepo3HO-PUOPUHOIBHBIKN XapaKTep, XapaK-
TepHa cUNbHO ycKopeHHas CO3 50-80 mMm/4 (coxpaHsaeTcst
ONINTENBHO).

BHyTpuneroyHble AeCTPYKTUBHbIE NPOLIECChbI

BHyTpuneroyHble 4eCTPyKTUBHbIE NpoLecchbl ¢ 06paso-
BaHWeM 6ynn uan abeLeampoBaHNMeEM BO3HWKAIOT Ha MecTe
MaCCHBHbIX 04aroBO-CMMBHbIX MHOUNLTPATOB B NIEMKHUX.

Bynnbl NoABAAOTCA MPU OYULLEHUM O4aroB B MNepuog
paspelleHnss MHEBMOHMM, OObIYHO NpPU YAOBNETBOPUTENb-
HOM COCTOSIHMM MauueHTa, U Yepeld 1-4 Hep CNOHTAHHO
ncyesalor.

OnNopoXKHEHWE o04aroB AECTPYKLMU NEeroYyHonm TKaHwu
Ha GOHe NMXopagKu M rymMopanbHOM aKTUBHOCTU COMPOBO-
AaeTcs anM3040M NPOAYKTMBHOIO Kawns, 60nev B rpyau,
6eCrnoKonCcTBa; NPKU NPOPLIBE Yeped NaeBpPy BOSMOXKHO pas-
BUTME NHEBMOTOpPaKca. Pa3BuThe abceuecca erkux 06bl4HO
CBf3aHO C aHa3po6HoM cynepuHdeKkumen. ConpoBoXxKaaeTcs
BbICOKOM IMXOpafKOn, COXpaHsIoLWENCS CBbIlWeE 5 CyT, CepbIM
OTTEHKOM KOXMW, KPAXTALMM M CTOHYLLMM AblXaHWEM, NIeNKO-
LUMTO30M M noBbilleHHON CO3. B 6ONbLIMHCTBE Cly4yaeB
abcLuecc TaKKe APeHnpyeTcs CaMoCTOATENbHO Yepes3 GPOHX,
OAHAKO uHorga TpebyeTcs GPOHXOCKOMMYecKas caHauus
abcuecca ¢ TpaHCOPOHXMANbHBIM MW TPaHCTOpaKallbHbIM
LPEHNPOBAHUEM.

daKTopamu pucka 1 CUMNTOMaMu pas3BUTUSA AECTPYKLMUK
NIErkux BoicTynatoT [44]:

°  106apHbIN UHGUNLTPAT,;

® CUHMHEBMOHWYECKUI NNEBPUT;

® paHHW BO3pacT;

e Hayvano ABT cnycTta 3 cyT 1 6onee OT Havyana 3aboneBa-

HUS;
® CcOXpaHeHue nuxopagKku 6onee 3 cyT Npu ageKkBaTHOM

ABT;
® Cepbli LIBET KOXM;

°  feitkounTos 6onee 15 X 103/MKn;
®  «3aCTbIBWWI» UHPUALTPAT Ha PEHTreHorpaMmme rpyaHomn

KNETKM.

Hawnbonee Tsxenbim ocnoxxHeHrem Bl aBnsetca 6akTe-
puanbHbIN WOK (4acToTa ero < 1%), puck datanbHOro ncxoaa
npu 9TOM 3Ha4YuTEeNbHO NOoBbIWaeTcsd. PasBuBaeTcs vale
NPY MaCCUBHbIX NOPAXKEHUSAX NIETKUX.

Mpu3Hakn UHPEKLUOHHO-TOKCUYECKOIro
(6aKTepuanbHOro) WoKa npu NnHeBMOoHuu [45]:

® paccTponcTBo nepnudepruyecKomn remoguHaMmnKn (xonoa-
Hble KOHEYHOCTW, MPaMOPHOCTb, aKPOLIMaHO3, CHUKe-
HWe anypesa);

®  HEeKOppUrMpyembl NpU Ha3aNbHOW MK MaCOYHON Noaa-
4ye Kncnopoaa LnaHo3 Cnm3ncTblx 060104€K;

e YA/, cywecTBEeHHO npeBbiwatowas BO3pacTHYO HOPMY;

e cHuxeHne SpO, < 92% unmn Pa0,/Fi0, < 250;

° HapylweHue CO3HaHuUS;

®  JIENKOLMUTO3 UK IEUKOMNEHUS, TPOMOOLMUTOMEHMUS.

AUATHOCTUKA

OCHOBHbIM KpuTepuem fauarHocTuku BI aensetcs
Hain4YMe oCTPOro MHOEKLMOHHOro 3a601eBaHNa NEro4HoM
napeHXMMbl, AMArHoCTUPYEMOro MO CUHAPOMY [biXaTeslb-
HbIX PACCTPOWNCTB W/WMNN GU3MKaNbHBIM AaHHbIM, @ TaKXKe
MHOUNBTPATUBHBLIM U3MEHEHUAM Ha PeHTreHorpamme.

Kano6bl u aHamHe3

Mpn nopgo3peHnn Ha BI1 Heo6xoanMmo npoBecTu cbop
aHamMHe3a M }anob ¢ uenbio NOCTaHOBKM AnarHo3a (noa-
poGHee cM. pasaen «KnuHu4ecKkas KapTuHa»r) [2].

dusuKanbHoe o6cnefoBaHne

Bcem fgetam c nogo3peHuem Ha MHEBMOHWIO crnegyet
NPOBECTW CTaHAAPTHbIM 06U OCMOTP, OLLEHUTb MPU3HAKK
WMHTOKCMKauuK, IH ¢ uenbo NocTaHOBKKW aAnarHo3a [46].

Heob6xoanmo:
® OLEHWTb MNPU3HAKWM MHTOKCUKaLWK (BANOCTb, OTKas3

OT elbl U OCOBEHHO OT NUTbS);
®  OLEHWUTb XapaKTep Kawng;
® MNpoOBECTU BMU3yasbHOE MCCNeAOBaHWE BEPXHUX Ablxa-

TeNbHbIX NyTen;

° BbIIBUTb nNpu3Haku [OH (y4acTue BcrnomorartesibHou
MYCKynaTypbl B aKTe AblXxaHUs U 3anageHune yCTyn4nBbIX
MECT FPyAHOM KNETKM NpU AblxaHUM — 3TO pasgyBaHue
KpblIb€B HOCA MpU AblXaHWW, BTSAXEHUS nogpe6epHbix
obnacten, MexpebepHbIX MPOMEKYTKOB, APEMHOM IMKMU
npu AblIXaHWn);

*  na3meputb YA A4, HCC B TeyeHne He MeHee 1 MUH;

° MNPOBECTU MEPKYTOPHOE UCCNea0BaHUE NErKux;

® MPOBECTU ayCKyNnbTauWio Nerkux, obpalias BHUMaHWe
Ha CUMMETPUYHOCTb ayCKYNbTaTUBHbIX UBMEHEHUN.

Mpu BbIABNIEHUU KPAXTALLErO AblXaHWUS, pa3ayBaHUM Kpbl-
NIbEB HOCa MNPU AblXaHWU, BbIPAXKEHHOIO TaxmMMNHO3 U BTSXKe-
HWW YCTYNYMUBBIX MECT FPYAHON KNETKM HEOBXOANMO Hemea-
NeHHo ob6ecneynTb pebeHKy 4ONOHUTENbHbIR KUCIOPOA.

CuMNTOMamMn CUHMHEBMOHMYECKOrO MNAEBpUTA MOTYT
ObITb NMX0OpagKa, 60/b B rPyaAHON KNeTKe 1 60/b B XUBOTE.
[pn 0CMOTPE MOXKHO BbIIBUTb TaKMe MPU3HaKKW, KaK npwu-
TynjeHve NepKyToOpHOro 3ByKa HaA CKOMJIEHUEM KUAKOCTH,
ocnabneHve gbixaTenbHbIX WYMOB (NogpobHee cM. pasgen
«KnuHuyeckas KapTuHa») [47].

JlTaGopaTopHble AuarHocTU4ECKHNE UccnefoBaHUs

UccnepoBaHue nelKoyunTapHoH popmybi

M MapKepoB 6aKTepHasibHOro BocnasieHusi

[eTtaM ¢ NoOAO3peHMEM Ha MHEBMOHMIO PEKOMEHAY-
€TCH MPOBECTU Pa3BEPHYTbIM KAMHUYECKUIA aHanu3d Kpo-
BW, uccnenoBaHue ypoBHSI C-peakTuBHOro 6enka (CPB)
B CbIBOPOTKE KPOBM AN151 OLEHKWU MapKepoB 6aKkTepuanbHON
nHobekuun [20, 33, 48] (YYP — B; Y44 — 3). Jluxopaaka
6onee 39° C ¢ npM3HaKamu MHTOKCHMKauuu, JH, nogo3pexue
Ha 6aKTepranbHy0 MHPEKLUMI0O — NOoKa3aHua ANna He3amea-
NINTENbHOIO MCCNeAOBaHUs pPa3BEPHYTOr0 KAMHUYECKOrO
aHann3a KpoBW U uccnegosaHus yposHsa CPB B cbiBOpoTKe
KpOBM (KaK NpaBuio, B YCNOBUSX CTaLMOHapa Uan AHEBHO-
ro cTauuoHapa), aMbynaTtopHbiM NauMeHTaM C HeTSXeNon
NMHEBMOHWEW B PYTUHHOW MpaKTUKe nccnefoBaHue ypoBHS
CPbE He npoBoauTca [49].

Mpu BIl, BbI3BaHHOW TUMNUYHbIMKU BaKTepuanbHbIMU
natoreHamu, U3MeHeHUs B pPa3BEpPHYTOM KAMHUYECKOM
aHann3e KpoBU, Kak NpaBuo, NnpeacTaBfieHbl HENTPOPUIb-
HbIM NerKoLuTo30M (6onee 15 X 109/n), MOXeT AOCTU-
ratb 25-30 X 109/ ¢ HENTPOPUNE30M U NANOYKOALEPHBIM
COBWIOM Bbllle YKa3aHHbIX rpaHuL, MNOBbIWEHWEM YPOB-



HA CPB 6onee 30-50 mr/n. Mpu NHEBMOHUSAX, Bbi3BaH-
HbIX H. influenzae, yvcno nenkounToB M COJ, HOpManbHble
B Hayane 60Nfe3HU, 0Obl4YHO MOBbLIWATCA Ha 2—-3-i Heq
neyenus. NMpu NHEBMOHWU, BbI3BAHHOM aTUMUYHbIMK BO3-
6yauTensimu, NeMKOLMUTO3 U NoBbilleHne CPB valle ymepeH-
Hble WM JaXke MOryT ocTaBaTbCsl B Npeaenax HopMbl.

B HacToswee Bpems HeT HadeXHblx Guomapkepos
ona  anddepeHuManbHOM AWArHOCTUKM BGaKTepuanbHOM
MW BUPYCHOW 3TUONOTMM MHEBMOHUMUM — WMeEET 3Hade-
HWE COBOKYMHOCTb KIIMHUYECKMX, NabopaToOpHbIX U UHCTPY-
MeHTanbHbIX MeToAoB. Hanpumep, Oblia NnokaszaHa 6onee
BblCOKas cneumdUYHOCTb COYeTaHWsi BbICOKOrO YPOBHS
CPB (= 72 mr/n) ¢ nuxopaaKown MAM OTCYTCTBMEM PUHOPEUN
Mo CPaBHEHMIO C OLLEHKOM ToNbKO ypoBHSA CPB [50].

YyeT MapkepoB BocnaneHus obnervyaer andodepeHum-
alibHYlo AnarHocTuKy Bl pasnnyHom aTMONOrunn.

Y rocnuTanuM3npoBaHHbIX NALMEHTOB C TSXKENbIM Teye-
Huem Bl anga oueHku addekTnBHOCTU ABT peKomeHayeTcs
NPOBECTW UCCNeAoBaHME YPOBHS NPOKalbLMTOHMHA B KPO-
Bu [46, 33] (YYP — C; YAA — 5). Ero 3HayeHue B aua-
nasoHe 0,5-1,5 Hr/mn Hepeako npu OPBU u atunuyHom
NMHEBMOHWUK, O TUMUYHON MHEBMOHUKN FOBOPUT YPOBEHb MPO-
KanbUWTOHMHA >2 Hr/n [46].

MuKpo6uonornyecKkme ncciegoBaHns

PebeHKy ¢ Taxenblim Te4eHnem Bl Heo6xoaumo npose-
CTM MUKpPOBMONOrnyeckoe (KynbTypanbHOe) uccnegoBaHme
KPOBM Ha CTEPUNbHOCTb C OonpeaeNieHneM 4YyBCTBUTESb-
HOCTM MWKPOOPraHM3MOB K aHTUMUKPOOHbLIM XMMWOTEpPA-
neBTMYECKMM npenapatam (3abop KPOBM AOMKEH ObiTb
ocyulecTBfieH Ao Havana ABT). Takxke uccnegoBaHue KpoBu
Ha CTEPUNbHOCTb PEKOMEHAYeTCsH NPOBOAUTL Y MaLMEHTOB
C TSXKeNblM TevyeHneM 3abonieBaHUs NpU OTCYTCTBUU OTBETA
Ha ne4veHue (Mpy COXPaHEHUU UM NPOTrPECCUPOBAHUN CUM-
nToMoB nocne Havyana ABT). MccnepoBaHve npoBOAMUTCS
C Lenbio naeHTuduKaLmMm aTMONOrMYeCKM 3HAa4YMMOro naTo-
reHa [33] (YYP — C; ya4 — 5).

NoBTOpHOE MUKPOOGMONOrMYecKoe WUcclefoBaHne Kpo-
BW Ha CTEPUNBbHOCTb Y AETEN C KIIMHUYECKUM YNy4LIEHUEM,
MMeBLUNX 6aKTepruemMuio B aebtoTe 60/1€3HU, HE PEKOMEH0-
BaHo [33] (YYP — C; yA4 — 5).

[NoBTOPHOE MMKPOGMOIOrMYECKOE UCCe0oBaHNEe KPOBU
Ha CTePUNIbHOCTb HEOBXOAMMO NPOBECTH y AETEN C GaKTepu-
eMuen, BbI3BaHHON S. aureus, BHE 3aBUCMMOCTU OT ANHAMMU-
K1 60/1€3HU C Lie/Iblo CBOEBPEMEHHON KOPPEKLMKU Tepanuu
[49] (YYP — C; YAA — 5). MonoxuTenbHbin pesynbrart
MWKPOBUONOrMYECKOrO MUCCNeAOBaHUA KPOBU Ha CTEpPUb-
HOCTb y [OeTerh ¢ MHEeBMOHMEW BCTPeYaeTcs C 4YacToToM
oT 4 po 10%, v Yalle Bcero BblaenswTcs S. pneumoniae
(76,7%), H. influenzae (3,1%) v S. aureus (2,1%). B 14,7%
cly4aeB BbICEBAOTCHA MUKPOOPraHUM3Mbl, KOTOpble MNOs-
BMIUCb BCNEACTBME Cly4yalHOM KOHTaMWHauuu obpasua
KpoBu [49]. MuKpobMonornieckoe wuccnegoBaHWe KPOBM
Ha CTEepPU/IbHOCTb He NO3BONSET BbISBUTb M. pneumoniae
W BUPYChI.

MuKpob6uonornyeckoe uccnegoBaHMe MOKPOTbl (Ha
a’3pobHble U daKynbTaTUBHO-aHa3pobHble MWKpoopra-
HW3MbI) C OnpefeneHueM 4yBCTBUTENbHOCTUM BO36yauTENS
K aHTMOMOTMKaAM W APYrMM JeKapcTBEHHbIM Mpenapartam
Heob6XxoaAMMO MNPOBOANTb Y TOCMUTANU3UMPOBAHHbLIX AeTen
C NoA03pPeHMeM Ha NMHEBMOHWIO / YCTAHOBIEHHbIM AWArHo-
30M «[MHEBMOHMSA», KOTOPbIE CNOCO6HbLI BbINOAHUTL MHCTPYK-
UMM no c6opy MOKPOTbLI: YTPOM, [0 NpuemMa nuiiM 1 nocne
TULATENbHON YUCTKM 3y6OB M NMOMOCKAHMSA MONOCTH pTa KNNS-
4eHOW BOAOM, HEOBXOAMMO cO6pPaTb MOKPOTY, OTAENSAIOLWYIO-
csi nocne rny6oKoro Kawwns (He Npy OTXapKMBaHWK) B CreLu-
aNbHbIA KOHTEMHEP NNACTUKOBLIM ANS B3ATUSA, XPaHeHWs

M TPaHCNOPTUPOBKM OMONOIMMYECKMX 06pasLoB AN aHa-
nm3a [51] (YYP — C; YAA — 5). Mukpo6uonormyeckoe
nccnegoBaHMe MOKPOTbI Y AeTel O4eHb PeaKo No3BONS-
€T YCTaHOBWUTb 3TUONIOTMYECKYID POSb MUKPOOPraHu3-
Ma B CWy TPYAHOCTEM noflydeHus aToro 6Guomartepuana.
AmO6ynaTopHbIM MNauueHTam uccnegoBaHuWe B PYTUHHOWM
nNpaKTUKe He npoBoauTcs. Y geTer Mnajwero Bo3pacTa,
a TaKkXe Npu HebobWOM KONMYecTBe MOKPOTbI cobpaTb ee
OKa3blBaeTCs MPaKTMYECKM HEBO3MOXHO, B KOHTeWHepe
OKasblBaloTCA OTAeNsIeMoe U3 Hoca 1 ¢ 3agHewn CTEHKM rNoT-
K, cntoHa. Npu coMHeHnsx B KadecTse c6opa Guomartepma-
nla MMKPOBHONOrMyecKoe ncenefoBaHme NPOBOAUTL TaKKe
Heuenecoo6pasHo. MUKPOGMONOrM4YeCcKoe uccnefoBaHue
TaK Ha3blBaeMOro TpaxeasbHOro acnuparta, cobpaHHOro
y pebeHKa nyTem BaKyyM-acrnvpaluuu CM3u U3 POTOrI0TKM
6€e3 nNpoBeeHNs IHAOCKOMUYECKOro UCCnefoBaHNs Tpaxeu
M 6POHXOB, HEAOCTOBEPHO M HeLenecoobpasHo Ans onpeae-
NIEHNS 3TUONOTUU MHEBMOHUMU.

He peKkomeHayeTcs NpPOBOAWTb MUKPOGMOMOrMYyecKoe
nccnegoBaHue OTAeNseMoro 3 nosaocTu pra, CAM3KU C MUH-
JanuH v 3afHen CTEHKM MNOTKU Ha aspobHble U daKynbTa-
TUBHO-aHa3pO6HblE MUKPOOPraHM3mbl AETAM C MHEBMO-
HWEW, TaK KaK, BO-NepBblX, BE/IMKa YacToTa HOCMTENbCTBA
Streptococcus pneumoniae, KoTopasi MOMXET COCTaBAsATb
20-93,4% (y 300poBbIX AeTen mnajle 5 net), a BO-BTOPbIX,
pesynbTaT 3TUX UCCNedOBaHWM He Bcerga Koppenupyet
C 9TUONIOTMYECKUM areHToMm, Bbi3BaBlumMm Bl [52, 53]
(YYP — C; YAA — 5).

Mpu npoBeAeHUN NNEeBpPasbHOM MYHKUMKW MauueHTam
NpW YCTaHOBMIEHHOM NjEeBpPasbHOM BbINOTE, OCOXHAM-
LweM Te4eHe MHEBMOHUU (CM. pasdgen «MHCTpyMeHTanbHble
AMarHOCTMYECKME WCCNiefoBaHus»), peKoMeHayeTcs 069-
3aTeNbHOEe 6aKTEPMOCKOMUYECKOEe wccnejoBaHue nneBs-
panbHOM XMAKOCTU C OKpacKon no pamy nu MMKPoOOGMONo-
rMyeckoe nccnegoBaHue naeBpasibHOM KUAKOCTU — BHE
3aBMCMMOCTU OT CPOKOB MPOBEAEHUSA MyHKLWMW ANS KOp-
pekuunn ABT npu Heob6xoaumocTu [2] (YYP — C; YA4 — 5).
3T uccnefoBaHMa NO3BONSIOT BbISBUTb MPUYMHHBIM NaTo-
reH B 25-49% cnydaeB [2]. MNMpun BbiIiBNEHUN GaKTepu-
anbHOro BO36yauTeNst B MAeBpasbHOM KUAKOCTU MOXKHO
cKoppeKkTtupoBaTb ABT.

Mpu npoBeaeHWn nNNeBpasbHOM MYHKUMKU NauueHTam
npW YCTaHOBMIEHHOM MAEBpPasbHOM BbINOTE, OC/OXKHSAIO-
em Te4yeHue MHEBMOHMU (CM. HUXKE), creayeT NpoBOAUTb
MLP-nccnegoBaHme nneBpanbHOM XUAKOCTH (NpeXKae BCEro
Ha S. pneumoniae) [54] (YYP — C; YA — 3). 310 nccneno-
BaHWe NO3BOJIAET BbIABUTb BO3OYAUTENb JaKe MpuU oTpuULa-
TeNbHOM pe3y/nbTaTe MMKPOBUONOrMY4EeCKOro UccnesoBaHms
nneBpanbHON XUAKOCTH.

MoryT npoBOAMTLCA MONEKYNAPHO-6MONOrMyecKoe
ncecnefoBaHne 6PoOHX0anbBEONSPHON TaBaXKHOM UAKOCTH
Ha Streptococcus pneumoniae, Haemophilus influenzae,
Staphylococcus aureus, Streptococcus pyogenes; onpe-
nenevne OHK Streptococcus pneumoniae, Haemophilus
influenzae, Staphylococcus aureus, Streptococcus
pyogenes B OGPOHX0anbBEONASAPHON NaBaXHOW XUAKOCTH
meTogom TMUP vnun apyrue — B 3aBUCUMOCTU OT KJIMHUYeE-
CKOM CUTyaLUK.

Mpu npoBeaeHWn nNNeBpasbHOW MYHKUMKU NauueHTam
NP yCTaHOBNEHHOM NEBPanbHOM BbINOTE, OCIOXKHSAOWEM
Te4YeHMe MHEBMOHMUM (CM. HUXKE), PEKOMeHAyeTcs GMOXHu-
MUYECKOE M LMTONOIrMYeCcKoe UccnegoBaHue niespanbHoOn
UAKOCTU C LIeNbI0 OLEHKW Hann4msa AONONHUTENbHbIX KPU-
TepueB AN1a 3TMONOrnyeckom anarHoctuku [54] (YYP — C;
yYAA — 3). 310 nccnegoBaHve NO3BONASET BbIIBUTb BO36Y-
AWTeNb AaXke Npu oTpuuaTenbHOM pesynbTaTe MUKPOBKUono-
rMYECKOro UccneaoBaHns naeBpasbHON XKUAKOCTH.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

UccnepoBaHmsa Ha BUpYyCbI

Mpu HanM4MM KAMHUYECKMX M aHaMHECTUYECKMX AaH-
HbIX B MOAb3Y rpunmna, oco6eHHO B nepuoa anuaemuye-
CKOro nogbema 3toro 3a6osieBaHus, AETAM C MOAO3PEHMU-
€M Ha MHEBMOHMIO C LIENblO NMOATBEPHKAEHWUS/UCKIIOYEHUS
BUPYCHOW 3TMONOMMU MHEBMOHUK CneayeT NPpOBECTH UCCe-
[lOBaHWe Ha BUPYC rpunna (Ma3oK U3 HOCOTIOTKK, UM CMbIB
M3 HOCOINOTKKU, MAM OPOHXO0aNbBEONSPHbIN naBax) [51]
(YYP — C; Y44 — 5). MMmmyHOXpomaTorpadpuyeckoe aKe-
npecc-uccnegoBaHWe HOCOMIOTOYHOrO MasKa WM CMbiBa
Ha BMpPYC rpunna no3BOseET YMEHbLWNTb YaCTOTy HEOMNpPaB-
JaHHOro Ha3HavyeHus ABT (npu OTCYTCTBMM Npn3HaKoB GaK-
TepuanbHOW cynepuHOEKLUKn), NPorHo3npoBaTb TeveHue
3aboneBaHus, ynydwaeTt adGeKTUBHOCTb MPOTUBOINULEMHU-
4YeCKMX Mep, NOBbIWAET YPOBEHb AOBEPUSA poaMTeNen naum-
€HTa K Bpayy. B cnyyae paHHMX CPOKOB 60/1€3HM IKCMpecce-
TECT TaKKe N03BOMSET HAa3HAYWUTb 3TMOTPOIHYIO Tepanuio.

MccnepoBaHns npu NoAoO3peHUM Ha HOBYO KOPOHaBW-
pycHyto uHobekumnio (COVID-19) npoBoAAT corfacHo Bpe-
MEHHbIM METOAMYECKUM peKomeHAaunsam «MpodunakTunka,
OWarHoCTMKa W le4eHMe HOBOW KOPOHaBWMPYCHOW WHOEK-
umn (COVID-19)», Bepcua 11 (07.05.2021), a Takxe
«OCOBEHHOCTU KIIMHUYECKNX NPOSIBIEHUIN U nedyeHuns 3abo-
JleBaHus, BbI3BaHHOI0 HOBOM KOPOHaBUPYCHOM MHbEKLMEN
(COVID-19) y petei», Bepcua 2 (02.07.2020) [55, 56].

AmarHocTtuka aTMNUYHbIX HHPEKUNH

[eTaM Cc NoAgo3peHUemM Ha MUKOMIa3MEHHY 3TMONO-
rMI0 MHEBMOHWWM PEKOMEHAYETCS pPaccMOTpeTb MnpoBefe-
HWe nabopaTopHbIX TECTOB A/ BbIIBNEHUS MHOEKUMK M.
pneumoniae — onpegenenne AHK M. pneumoniae B MOKpoO-
Te meTtogom MUP, onpeaenenne AHK M. pneumoniae B ma3s-
Kax CO C/IN3NCTOM 060/104KN HOCO- M/UNKN POTOINIOTKMU METO-
aowm TMLUP; He paHee 2-i Hep 60/1€3HM — UccnenoBaHue IgM
K M. pneumoniae ¢ U€enbl 3TUONOrMYECKON ANArHOCTUKM
nHeBmoHuu [2] (YYP — C; yOOA — 5). «<30n0ToM CTaH-
napT» AMarHOCTUKM MHDeKUMK M. pneumoniae — 4-KpaTHoe
n 6onee HapacTaHWe TUTpPa aHTUTEN B CbIBOPOTKE KPOBM,
B35TOM B OCTpylo dazy 60ne3Hn n yepesd 3—4 Hep. Y geten
ctapwe 1 roga uHdoOpmMaTMBHO uccnenoBaHue IgM, xoTs
oTcytcTBMe IgM-oTBETa HE UCKI0YAEeT OCTPYI0O MHOEKLMIO.
AHTUTENa Knacca IgG — npu3HaK nepeHeceHHOW WHOEK-
UMK, aHTMTeNa Knacca IgA nosBNSIOTCS Ha PaHHWX cTaamax
M MOTYT YKa3blBaTb Ha HeJaBHIO MHDEKLMIO, OAHAKO Kpaw-
He HecneunoduyHbl. HepeaKkn cnyvyau BbiBIEHUS MUKOMAa3-
Mbl M Xxnammnamnm metogom MNLPy naumMeHToB 6€3 KIIMHUYECKOM
CUMNTOMATUKK, 0COBGEHHO B roAbl 3MMAEMUYECKUX BCMbILLEK
MHOeKumMn. Mo AaHHbIM OTEYECTBEHHbIX WCCNefoBaHWN,
HocuTenbCTBO M. pneumoniae nnv C. pneumoniae B rpynne
3[0POBbIX A€TEN HEe OblsI0 BbiABAEHO, M. pneumoniae 6bina
ob6HapyxeHa Bcero y 1 3 583 3poposbix geten (0,2%)
ny 40 n3 365 nauneHTtos ¢ Bl (10,2%) — ¢ makcmanbHoOM
YyacToTomn y aeTen ctapuwe 6 net [57]. HanpoTtus, nccnegosa-
HWe, NpoBeaeHHOe B HuaepnaHgax, mokasano, 4To yactota
MLP-BbIABNEHUA M. pneumoniae He oTnn4anachb y 340POBbIX
[eTen M NauMeHToB C CUMMTOMaMM OCTPON pPecnnpaTopHOM
MHPEKLMM U He 3aBucena oT BO3pacTa nauueHta [58].
OOHaKo pacnpocTpaHeHHOCTb M. pneumoniae B BEPXHUX
[bIXaTeNbHbIX NyTAX y 6€CCUMNTOMHbIX eTEN 3HAYUTENbHO
pa3Huaacb B 3aBUCUMOCTHM OT roaa v ce3oHa (3 n 58% Bec-
Hor 2009 n netom 2010 . COOTBETCTBEHHO), YTO HaTaJIKU-
BaET Ha MbIC/Ib O CBA3M KoNlebGaHUM pacnpoCTPaHEHHOCTH
6aKTEPUU C LMKIMYECKMUMM INUAEMUYECKMMU BCMbIWKaAMKU
MUKONNa3meHHon MHdeKkumnn [59, 60]. IgM-aHTuTeNna nosas-
nat0TCsA 06bI4HO MWb K 2—-3-1 Hepd (IgG ewe no3xe), AaBas
B Ae6loTe MHEBMOHUM JIOXHOOTpPULLATENbHbIA pPe3ybTar,
a AUTeNbHOE UX NEPCUCTUPOBAHME — JIOKHOMONOKNUTENb-

Hbi [61]. [lOCTOBEPHbLIM CEPONIOrMYecKUM aunarHos BIl,
BbI3BaHHOW aTUMMYHBbIMKU BO36OYAMTENSMU, ABASETCA NULWb
npu HapacTaHMM TUTPOB aHTMTEN Knacca IgG B napHbIX
CbIBOPOTKax (MHTepBan — 3—4 Hep).

lpoBegeHne uccnegoBaHW Ha aTUNMUYHble MHOEKLMK
He 06a3aTeflbHO MpPU COOTBETCTBYOWEN 3NnL06CTaHOBKE,
NPW HETSKENOM TEYEHUU MHEBMOHUK, B TOM YMCNE MPU NpU-
HATUM peleHns 06 IMMUPUYECKON CMeHe aHTMOMOTMKa
(Hanpumep, npenapata rpynnbl «beTa-nakTamHble aHTHbHaK-
TepuanbHble NpenapaTbl — NEHUUUANUHBI HA MaKpPOIUAbI).
ABT cnegyeT HayMHaTb, He AOXKUAAsCb pe3ynbTaTtoB o6ce-
LOBaHUS.

MauneHTam ¢ NoAO3PEHNEM Ha MHEBMOHMUIO, BbI3BAHHYIO
aTUNU4YHbIMKU BO3OYAMTENAMM, HE PEKOMEHAYETCSH PYTUHHO
NPOBOAWTL UCCNeaoBaHns AN BblBneHusa C. pneumoniae —
MLP-TecTbl (MONEKYNAPHO-reHETUYECKOE WCCNefoBaHKUe)
n uccnegosaHune aHtuten IgG, 1M m IgA Kk C. pneumoniae
B KPOBU — B CBSA3M C UX HELOCTATOYHON MHOOPMATUBHOCTbLIO
[2]1 (YYP — C; YOA — 5). MNpyn Hanu4inm xapaKTepHbIX KIUHK-
YECKMX NPU3HAKOB NMHEBMOHUU, CBSA3aHHOM ¢ C. pneumoniae,
BO3MOXHO paccmoTpeTb nposeaeHue [LP-guarHoCTMKM
B COYETaHMM C CEPONIOrMYECKMMM METOJAMM:

1) MonekynsapHo-6MoN0rMyeckoe WUccnegoBaHne mas-
KOB CO C/M3UCTOM O6ONOYKM HOCOIMNOTKU/POTOMNOTKM
WX MOKPOTbI (MHAYLMPOBAHHOM MOKPOTHI, dapuHroTpaxe-
anbHbIX acnupatos) Ha C. pneumoniae (Mnn onpeaeneHue
OHK C. pneumoniae B Ma3Kax CO C/IM3UCTON 06O0JSIOHKHM
HOCOroTKK MeToaoMm [LP);

2) onpepaenexue aHTUTeN Knaccos A, M, G (IgA, 1gM, I1gG)
K Xxnamuann nHeBMoHuu (C. pneumoniae) B KpoBW (Mnn onpe-
genenue aHtuten K C. pneumoniae B KpoBu). CnegyeT y4ecTb,
YTO LOCTOBEPHbIX TECTOB, BEPUPULMPYIOLLMX ITY MHDEKLMIO,
B HacToslLlee BpeMs He CyLecTBYeT: aHTureHbl Chlamydophila
pneumoniae MOryT o6Hapy*unBaTbCsa N 63 pecnnpaTopHOn
CMMMTOMAaTUKKM, @ aHTUTENa MOTYT COXPaHATbCS AUTENbHOE
BPeMS nocfie nepeHeceHHon MHbEKLUK.

MauneHTaM ¢ NOAO3PEHNEM HA MHEBMOHMIO, BbISBAHHYIO
B. pertussis, peKomeHayeTcs anarHoctuka metogom [LIP
(onpenenenne AHK Bo36yauTenen Kokntwa (B. pertussis,
B. parapertussis, B. bronchiseptica) B Ma3Kax cO CIM3UCTOM
060/104KN HOCOTNOTKK, POTOMIOTKM, B MOKPOTE METOLOM
MUP) B TeyeHne ao 3 Hea ¢ MOMeHTa aebtoTa 3aboneBa-
HUS M/MNK CeponorMyeckoe uccnegoBaHue (onpeaeneHune
aHTUTEN K BO30yAUTENO KOKJoWa (B. pertussis) B KPOBW)
HayMHaa co 2-i Hea C MOMeEHTa Hadana Kawng [60, 61]
(YYP — C; Y44 — 5). lNpu KOKNtoLE BbIABUTb BO36YAUTENS
metogom MMUP B HazodapuHreasnbHbix Ma3kax BO3MOXHO
B TeyeHue nepsbix 3 Hej ¢ MOMeHTa AebtoTa 3aboneBaHus.
Ceponornyeckoe uccnegoBaHve no3BonsieT BbIABUTL IgM-
aHTMTena K B. pertussis B KpoBu 4epe3d 1-8 Hepn nocne
NosIBNEHNS Kaluns, OAHAKO YyBCTBUTENbHOCTb 3TOro Tecta
HeBbICOKa. «3010TON CTaHAapT AMArHOCTUKK — onpegene-
HWe aHTuTen Knacca IgG K B. pertussis B CPOKKU €O 2-1 Hej
OT Havyana Kaluns: y HenpuBUTbIX UCCef0BaHUE NPOBOAMTCS
OAHOKPAaTHO, Y NPUBUTLIX — B AMHAMMUKE C MHTEPBaNoOM B35-
TMa 06pa3LoB (B cpeaHeM 2—4 Hep). 3HAYMMbIM cyMUTaeTCs
2—4-KpaTHoe HapacTaHue TuTpa IgG B CbIBOPOTKE KPOBM.

BrnoxummyecKmne nccregoBaHnsa

PekomeHayeTcs nNpoBOAUTbL MCCliefOBaHUE YPOBHS
3M1EKTPONIMTOB B KPOBW AETAM C NMOAO3PEHUEM HA TAKENYIO
NMHEBMOHUIO / C TAXKENOW MHEBMOHWEN C LENbIO OLLEHKM
M CBOEBPEMEHHON KOPPEKLMK INEKTPONUTHbBIX HapyLEHUH
[61], ypOBHA MOYEBMHbI M/UNN KpeaTUHUHa B KpoBu [33,
62] (YYP — B; Y44 — 3). [unoHaTpnemmsa accouumnpyeTtcs
c 6onee TKenblM TedeHnem Bll, 6onee BbICOKOW nuxopaa-
KOW, OCNIOXHEHUAMU, UcCCneaoBaHUs NPOBOAATCA WUCXOAHO



W B AMHAMWYECKOM HabGNoAEHUNU, Hanpumep, nNpu BHYTPU-
BEHHOM BBeJAeHUN pPacCTBOPOB, BNUAKOWNMX Ha BOAHO-3/EK-
TPOJIUTHbIW 6anaHc, — MUHUMYM exelHEBHO.

UccnegoBaHne KMC/I0THO-OCHOBHOIO COCTOSIHUS

MauneHTam C NOAO3PEHMEM Ha TAKENy MNHEBMO-
HWIO / C TSXKENoW MHEeBMOHMEN crneayeT paccMoTpeTb Mpo-
BeAeHne uccneoBaHUs KUCNOTHO-OCHOBHOIMO COCTOSIHUSA
C UeNbio CBOEBPEMEHHOW AMArHOCTUKM MeTaboM4yecKoro
aumaosa u ero Koppekuuun [61] (YYP — B; yad — 3).
MeTabonn4yecknun aumagos3 accoummpoBaH C MOBbILEHHOM
NeTaNbHOCTbIO Y FOCNUTANN3MPOBaHHbIX IeTeN C MTHEBMOHMWEN.

UHcTpyMeHTaNbHble AUarHocTU4YeCcKue

nccnepoBaHus

OnpepeneHne HapyLeHUs ra30BOro coctaBa KpoBH

[yNbCOKCUMETPUIO PEKOMEHAOBAHO MNPOBOAUTL BCEM
OETSM C pecnupatopHbiMM CUMATOMaMu M NOAO3PEHUEM
Ha MHEBMOHMUIO C LE/bl0 KOMMIEKCHOW OLEHKW COCTOS-
HUS U ONpefeneHnss MnoKasaHuWh K rocnutanumsdauum [51]
(YYP —C; YAA — 5). BbiiBNeHWe rMnoKcemMuu AOJSIKHO
OblTb OJHUM W3 KPUTEPUEB MNPUHATUA pelleHns O Aalib-
HeWlWen TaKTUKe BedeHus nauueHTa. BarXHO MNOMHUTBb,
YTO FMNOKCEMUS MOXKET He MPOABAATLCSH BU3yanbHO M3Me-
HEHMEM LBeTa KOXHbIX MOKPOBOB. s NosABneHUs 3aMeT-
HOMO LMaHO3a KOHUEHTpPaLWs HeHacbIWEeHHOro remMorno-
6uHa aomKHa coctaBuTb 3—5 I Ha 100 mAa KpoBW. Taknm
o6pa3om, ecnu ypoBeHb remornobuHa coctasnsiet 120 r/n,
UMaHo3 GYAET 3aMeTeH To/bKo Npu Sp0, < 75%.

B cTaumMoHapHbIX YCN0BUAX NPU HEOBXOAMMOCTHU MOXKET
NPOBOAUTLCS UCCNEA0OBaHWE YPOBHSA KUCI0pO4a B KPOBH,
YFNEKNUCNIOro ra3a B KPOBM.

JlyyeBble MeTOAbl HCCIeJOBaHUS

PeHTreHorpaduio rpygHoOnM KNeTKM peKomeHayeTcs
HagHayaTb C LEeNbl AMArHOCTUKWM MHEBMOHUWM W/MAK ee
OCNOXHEHWIN B CNEAYIOWMX CyYasX:

° ecnun umeloTcs npusHaku H (cm. taén. 4, 5);

° [pU nuxopafKke 6e3 oyara MHOEKUMWU (MpU Hanuyuu
nabopaTopHbIX MapKepoB 6GaKTepuanbHOW WMHOEKLKUK
W/ NPU3HAKOB TAXECTU COCTOAHMUSA);

° MNpW HaAU4YMKM NOKaNbHbIX W/MAKN  aACUMMETPUYHbIX
aYCKYNbTaTUBHbIX M NEPKYTOPHbIX UIBMEHEHUIN B NETKUX;

° [eTAM C NOATBEPKAEHHON PEHTIEHONOMMYECKM NMHEBMO-
HWEW, HO Y KOTOPbIX OTMEeYaeTcs HeajeKBaTHbIM OTBET
Ha ABT (AN UCKIOYEHUS OCNOXKHEHUN, TaKUX KaK nieBs-
pPUT, HEKPOTU3UPYIOLWas MHEBMOHMS, NHEBMOTOpPAKC) [2,
371 (YYP — C; yAaA — 5).

PekomeHayeTcs paccMoTpeTb NpPOBEAEHWE PEHT-
reHorpadun nerkux B OGOKOBOM MNPOEKUMM nauueHTam
¢ Tskenown BI, rocnutanu3nMpoBaHHbIM NaLneHTaM, a Takxe
B COMHUTENbHbIX Cay4yasax C Leblo AMArHOCTUKM MHEB-
MOHWKU U ocnoxHeHun [51, 63, 64] (YYP — C; yA4 — 5).
PeHTreHorpadus nerknx He AoMKHa HasHayaTbCs PYTUHHO
netam 6e3 MHTOKCMKauMKM, C XOpPOWMWM CamMO4yBCTBHUEM.
Onddy3HbIN XapaKTep xpunos, cyodebpusibHas Temnepary-
pa, OTCYTCTBME TOKCMKO3a, NEPKYTOPHbLIX UBMEHEHUI U NEW-
KOLMTO3a NO3BOASAIOT UCK/OYUTL MHEBMOHMIO U MOCTaBUTb
anMarHo3 6poHxuTa, He npuberas K peHTreHorpadum opra-
HOB rpyaHON KneTku [64—67]. PeHTreHonornyeckas runep-
anarHocTtuka Bl cBa3aHa ¢ HeBepHOM TpaKTOBKOW Anddy3-
HbIX UBMEHEHUI Ha CHUMKeE (ycuneHue 6POHXOCOCYANCTOro
PUCYHKa, MOBbIWEHWE BO3AYLWHOCTH) UK edeKTaMu yKnaa-
Kn 60MbHOIO NpY NPOU3BOACTBE CHMMKA. [laxke B KPYMHbIX
cTauMoHapax Ha peHTreHorpamMmax feTer C AMarHo3om
«MHEBMOHUS» UHOUNBTPATUBHbBIE UBMEHEHNS HE BblN BbISIB-
neHbl B 73% cny4vaes [68].

He peKomeHayeTcs pPYyTMHHO NPOBOAUTbL MOBTOP-
HYIO peHTreHorpaduio Nerkux ANns OLEHKW AUHaMUKK
nepeja BbIMWCKOW MauMeHTa M3 cTauuoHapa, eciiv oTMme-
Yyancs Xopowun OTBET Ha Tepanuio (TMxopajKa CHU3UNaco,
camoyyBCcTBME pebeHKa yny4ylnnoch) B CBA3M C OTCYTCTBMU-
€M KJMHUYECKOM HeoBXOAMMOCTU U C LieNblo NpeaoTBpa-
LeHns nanuiiHero sosaencteus paanaumm [33]1(YYP — C;
YAA — 5). NoBTopHas peHTreHorpadus MoxeT 6biTb HE06-
X0AMMa AeTsM C OC/IOXKHEHHOW MHEBMOHMEN (MNeBpwT,
amnuema nnespbl, abcLecc NErkoro) U B cayvasx, Korga
B TeyeHune 48-72 4 OT Hayana nevyeHuss aHTUOMOTUKOM
NoNOXWUTeNbHaa AMHAMWUKA He3HayuTenbHas Uan oTmeda-
eTcs NnporpeccnpoBaHne CMMNTOMOB, — C LIENbIO CBOEBpE-
MEHHOW ANAarHOCTUKM OC/IOXKHEHUI U/UNKN NporpeccupoBa-
HUS 3a6oneBaHus.

CnepyeT paccMOTPETb BOMPOC O NPOBEAEHNM MOBTOPHOWM
peHTreHorpadun rpyaHon Knetku 4vepes 4-6 Hep nocne
Hayana NMHEBMOHWM NaLMeHTaM C NOBTOPHOM MHEBMOHWEN
B O4HOW W TOW e Aone Nerkoro, y NauMeHTOB € Konnan-
COM [0NIM NIEFKOr0 Ha UCXOAHOM PEHTreHorpamMmme, a TaKxe
npu NoLO3PEHUN Ha MOPOK Pa3BUTUS OGPOHXOB W NErKMX,
06beMHOe 06pa3oBaHMe B rPyAHOM NOMOCTM U acnupaLumio
MHOPOAHOrO Tena.

MpoBefeHne KOMNbIOTEPHON TOMOrpadum OpraHoB rpya-
HOM MONOCTM PEKOMEHAYETCA MPWU COMHEHMAX B AMarHo-
3e (Hanpumep, Npu NoAo3pPEeHNN Ha OOBEMHbLIM MpoLecc),
npu HeOoB6XOAMMOCTU AWArHOCTUKKM BPOXKAEHHbLIX MOPOKOB
OPOHXOB M NIErKMX C LeNblo BbiGopa ajeKBaTHOM TaKTUKK
Tepanuu [54] (YYP — C; YA — 3). ViccnenoBaHne npoBo-
AT M0 BO3MOXHOCTH C BHYTPMBEHHbBIM KOHTPACTUPOBaHUEM
C Le/1blo BU3yanusauuun nnespbl.

PekomeHayeTcs paccMOTpPeTb BO3MOXHOCTb NpoBeje-
HUSA ynbTpa3BykoBoro uccneposanua (Y3W) nerkux, Y3U
nneBpanbHOM NOAOCTH NPU OCNOKHEHHOM TEYEHUU MHEBMO-
HUK (NIEBPUT) U HEQOCTaTOYHOW MHPOPMATUBHOCTHU NO AaH-
HbIM PeHTreHorpadun NEerknx ¢ LLenblo AMarHoCTUKK 1 BbI6O-
pa ajleKBaTHOM TaKTWKK Tepanuu [2, 54, 55, 57, 69-71]
(YYP — C; Y44 — 3). B nocnegHee Bpems Bce 60MblUMI
WUHTEepec npeacTasnseT Y3WN ana gMarHoCTUKK U JUHaAMKYe-
CKOM OLEHKM NMHEBMOHWUM, NIEBPUTOB (AaxKe ¢ HEBONbLUNM
06beMOM BbINOTa), KOHTPONS MPOBEAEHUS NAeBpanbHOM
NYHKLWK.

Y3WM faeT BO3MOXKHOCTb BU3Yyain3mMpoBaTb BO3AYX, XKMUa-
KOCTb, «BO3AYLHYO OGPOHXOrpaMmy», 4TO MO3BONSET paHO
AWarHoCTMPOBaTb NOTEHUMANbHbBIE UM UMEIOLLUECS OCIIOXK-
HEeHus.

Honneporpadua nerkux obecneynBaeT CBOEBPEMEH-
HYIO AMArHOCTUKY HEKPOTUYECKMX UBMEHEHUI (paHblue, Yem
KOMMbloTEpHas ToMorpadus) U TakKe No3BOASET OLEHUTb
adpdeKT npoBoanuMon Tepanuu [54].

Y3UM aBnseTcs o4eHb NepCneKkTUMBHbBIM METOLOM B OTHO-
LWWEHUN NETKMX, NPU 3TOM B HACTOSLLMNA MOMEHT peaynbra-
TUBHOCTb J@HHOIo UCCNefoBaHUsA 3aBUCUT OT KBannduKa-
umu cneumanucta [69].

[eTaM C K/IMHMYECKO-aHaMHECTUYECKUMKU MpPU3HaKa-
MU NNeBpuUTa PeKOMEHAYETCA MPOBECTU pPeHTreHorpaduio
NIErKMX ANna T0ro, 4to6bl NOATBEPAUTL HANMYMUE KUAKOCTH
B NAeBpasbHOM NOA0CTU. ECAN KAMHWKO-aHaMHEeCTUYEeCKMe
JaHHble roBOPAT B NOMb3Y MAEBPUTA, HO pe3y/bTaT peHTre-
HOJIOFMYECKOro MCCnefoBaHUs COMHUTENbHbLIN, PEKOMEH-
aytotes Y3U nerkux (Y3U nneBpanbHOM NOMOCTHU) UAN KOM-
nbtotepHaa Tomorpacdus nerkux [54] (YYP — C; ya4 — 3).
PebeHKy ¢ NneBpuTOM peHTreHorpaduio Nerkux npoBoAsAT
B MONIOXEHUM NexKa Ha BOKY.

Y feTen ¢ O4eHb THXKEN0N MHEBMOHUEN B UCKJIIOUYUTENb-
HbIX CNy4asx (MpYM CTOMKOM COXPaHEeHUK IMXOpadKK M OTCYT-
CTBMMW NONOXKMUTENbHON AMHAMMKK MpoLecca) ¢ AMarHocTu-
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

4YECKOM Le/bl0 PEKOMEHLOBAHO pacCMOTpPEThb NpoBeaeHue

GPOHXOCKOMNUKN (TPaxeobPOHXOCKOMNWUKN) C UccnefoBaHUEM

6pOHX0aNbBEOIAPHON NaBaXKHOM XWAKOCTU, ecnu apyrue

nccneaoBaHMs He NO3BOSAIOT YTOYHUTb 3TUONOMUI0 60NE3HU

[2]1(YYP — C; YOA — 5).

PeKkomMeHL0OBaHO NpOBeAEHME KPYrNOCYTOYHOMO Kapano-
pecnupaTtopHOro MOHUTOPUHra Aetam ¢ Bl ¢ uenbto cBoe-
BPEMEHHOr0 OKa3aHWst HEOTNOXHOM MOMOLUM B CleAYyoWwmnx
cnyyasnx:

° ecnn pebeHKy TpebyeTcs WMCKYCCTBEHHAs BEHTUAALMS
NEerkux;

° ecnu pebeHKy TpebyeTca HEMHBA3MBHAs UCKYCCTBEHHAs
BeHTUNauns nerkux (CPAP);

° ecnu HapactaeT [JH, umeeT MecTo MOCTOSIHHas Taxu-
Kapans nam pebeHOoK HyAaeTcs B KapAMOTOHUYECKON
noAaepIKKe;

* ecim y peGeHka coxpaHsaetca SpO, < 92%, HecmoTpA
Ha ajeKBaTHYI0 OKCUreHoTepanumio;

e ecnn y pebeHKa HapyweHo co3HaHue [2] (YYP — C;
yan — 5).

UHble guarHocTtuyeckue uccieaoBaHus

PekomeHoOBaHO y4yacTue Bpayen-crneunannctos B ana-
rHOCTUKE U BeAeHUU AeTel ¢ MHEBMOHMEN B 3aBUCUMOCTH
OT TSXKECTU TeyeHus 3aboneBaHuMss U KOMOpOWAHOM naTo-
normn ¢ uenbto adpdeKTnsHon tepanum [70] (YYP — C;
YAA — 5). JMarHocTMKy W BefeHue NauMeHTOB C MHeB-
MOHMEN O6bLIYHO MPOBOAMT Bpay-neavatp / Bpad obLien
NPaKTUKKM (CEMENHbLIM Bpay), NpM HEOOBXOAMMOCTU MPOBO-
[OATCS KOHCYNbTaLMW Bpava-nyibMOHO/0ra, Bpadya AETCKOro
XMpypra,/Bpaya TopakaabHOro xmpypra.

JNIEYMEHME

AP PeKTUBHOCTb NeveHus Bl 3aBUCHUT OT aeKBaTHOro
Bbl6bopa amnupuyeckon ABT (tabn. 8, 9) ¢ yyeTtom Hanbo-
Jlee YacTbIx BO36yaMTENEN U UX YyBCTBUTENbHOCTHU K [MI.

Ta6auua 8. dMnupuyeckasn aHTMbaKTepuanbHasa Tepanns BHE6OIbHUYHON NMHEBMOHUK Y feTen cTaplie 3 Mec
Table 8. Empiric antibacterial therapy of community-acquired pneumonia in children older than 3 months

YcnoBus okaszaHUA NOMOLLKU

lNMpenapatbl BbIGOpa

AnbTepHaTUBHbIE Npenaparbl

AmOGynaTopHoe fieyeHue, AMOKCHLIUANMH BHYTPb
Aetn <5 ner nnn

Nnn

AMOKCULIMNNKH + KNaBynaHoBas KMcnoTa BHyTPb

[pyrow npenapat rpynnbl «<Kom6uHaumm
NeHULMIMHOB, BKIlOYasa KOMOBUHaLUK
C UHrMBUTOpPammn 6eTa-nakTamas» BHyTpb

MNpu anneprumn Ha 6eTa-nakTaMHble
aHTMGaKTepuanbHble Npenaparbl: LedanocnopuHbl
(He | nokoneHus) — uedbypoKCUM BHYTPb

Mpv N0A03PEHMM Ha aTUMUYHYIO ATUONOTUIO:
A3UTPOMWLIMH BHYTPb

N

KnapuTpoMuUuMH BHYTPb

N

[pyrue makponuabl ¢ COOTBETCTBYIOLUMHU
NoKa3aHWUsIMU B UHCTPYKLIMK

AmMOGynaTopHoe feuyeHue, AMOKCHULMANINH BHYTPb
Aetun > 5 nert U

nn

AMOKCULMIINNH + KNlaBynaHoBas KUCN0Ta BHYTPb

[pyrow npenapat rpynnbl «<Kom6uHaumm
NEHULMIMHOB, BKIDYas KOMOGUHaLWUK C
MHrMbuUTOopamMm 6eta-nakTamas» BHyTPb

MNpu annepruun Ha 6eTa-NaKTaMHble
aHTnb6aKTepuanbHble NpenapaTbl: LedhanocnopuHbl
(He | nokoneHwus) — uedypoKcHum, LedanTopeH
BHYTPb (c 12 ner)

MNpu npegnonaraemon Wav NOATBEPXKAEHHON aTUNUYHOW aTuonoruum Bl

A3UTPOMULMH BHYTPb
iz
KnapuTpoMULMH BHYTPb

[OKCULMKIWH (Ans feTen > 8 NeT) BHYTPb_

CrauuoHapHoe neyeHue —
no6o# Bo3pacTt i
AMOWUMUASIMH B/B UK B/M
nnn

MHrMbuTopamun» B/B Unu B/M
nnn

B/B WK B/M

AMOKCHUUMANMH + KNaByflaHoBas KucnoTta B/B

[pyrov npenapat rpynnbl <KoM6uHaumm
NEHULMAMHOB, BKOYas KOMGUHALLMK C

LC 3-ro nokonexus (LuedTpraKkcoH, LepoTakcnm)

MNpu annepruun Ha 6eTa-NaKkTaMHble
aHTM6aKTepuanbHble NpenapaTbl — AMHE30ANA
B/B, BAHKOMWULMH B/B

LedTraponvna pocamun B/B
OpTaneHem B/B

MMuneHem + umnactaTuH B/B
MeponeHem B/B

Mpwu Taxenom TedeHumn BI, Hanuymum conyTCTBYIOLMX 3a601EBaHN:

PaccmoTpeTb HagHayeHue 4ONONHUTENbHO K 6eTa-naKkTaMHblM aHT6aKTepuraabHbiM NpenapaTam:

MaKponuabl, ec/iv NoAo3peBaeTca atunuyHas atnosorua Bl nnuv B cayyae Tsxenoro revyexus BI:

A3UTPOMULIUH BHYTPb
N
KnapuTpoMuUnH BHYTPb

WAn Apyrne Makposaunibl C COOTBETCTBYOUWNMHU

MNpu anneprum Ha Makponuabl —
[JOKCULUMKAKH (AN aeTen > 8 neT) BHYTPb

NoKa3aHWAMU B UHCTPYKLIUU

lMpumeyarune. BT — BHe6OoNbHMYHAA NHEBMOHUSA; LIC — uedanocnopuHbl.

Note. CAP — community-acquired pneumonia; CS — cephalosporins.



Ta6nunua 9. PekomeHaaLMmW MO 3TUOTPONHOM @aHTUBUOTUKOTEPaNUU BHEOOIbHUYHOM MHEBMOHMK

Table 9. Recommendations for etiotropic antibacterial therapy of CAP

Bo36yaurtennb

lNMpenapatbl BbiGOpa

AnbTepHaTUBHbIE Npenaparbl

S. pneumoniae AMOKCHULMNIUH BHYTPb

LIC:

NEeHUUNNNNHYYBCTBUTENIbHbIE
wTaMMbl

AMMULWANKH B/M UK B/B

AMOKCULMANKUH + KNnaBynaHoBas kucnoTta 45-60
MT[/Kr/CyT (MO @aMOKCULIMANIUHY) BHYTPb
AMOKCHULIMANKH + KNaBynaHoBas Kucnota

90 MI/Kr/cyT (N0 aMOKCULMNNNHY) B/B

e [le¢pypOKCUM BHYTPb

e llepauTopeH BHyTpb (AeTAM ¢ 12 neT)

e [lepoTakcnm B/B, B/M

e [le¢pTpuaKcoH B/B, B/M

e llepenum B/B, B/M

e lle¢pTaponnHa pocamma B/B

S. pneumoniae
NEHULMUNTMHOPESUCTEHTHbIE,

HO YyBCTBUTENbHbIE K LLeDTPUaKCOHY
WTamMmMmbl

AMoKcUUMNNKUH 90 Mr/Kr/cyT BHYTPb
AMOKCULWANIUH + KNaBynaHoBas KMcnoTa
90 Mr/Kr/cyT (N0 aMOKCULMANNHY) BHYTPb, B/B
LcC:

e LllepautopeH BHyTpb (AeTam ¢ 12 ner)

e lle¢pTpmnaKkcoH B/B, B/M

e lle¢poTakcum B/B, B/M

e llepenum B/B, B/M

LC:
e lle¢praponunHa pocamun B/B
Kap6aneHembl:
* OpTaneHem B/B, B/M
° ViMuneHem + ynnactatuH B/B
* MeporneHem B/B
Jlnnesonunp BHyTpb, B/B
BaHKOMUWLMH B/B

S. pneumoniae
pe3ncTEHTHbIE K LLepTPUAKCOHY
WTamMmMmbl

LledTaponmHa pocamun B/B

JlnHezonug BHYTpb, B/B
BaHKOMUWLKH B/B

M. pneumoniae
C. pneumoniae

Makponuabi:
° ABUTPOMULMH BHYTPb
° KnapuTpoMULUMH BHYTPb

[OKCULIMKIINH BHYTPb

H. influenzae

N3n:
° AMOKCULMIINH + K/laBY/laHOBas KucaoTa
° AMIUUMIINH + cyNibbaKTam
° AMOKCULUMANNH + cynbbaKTam

LC:
e llepypoKkcum
e llepautopeH (petam ¢ 12 ner)
e [le¢pTpraKkcoH
e [lepoTakcum

e [lepenum
Kap6aneHeMmbl:
OpTaneHem
MSSA OKcauunnvH B/B, B/M LIC:
Mn3n: e [lepazonmH
AMOKCULMIININH + KNiaBynaHoBas KUC0Ta BHYTPb, ° llepypoKeum
B/B e [lepennm
AMNUUMNNKH + cynbbakTam B/B, B/M KapG6aneHeMmbl:
AMOKCHULMINKUH + cynbbaKTam BHYTPb, B/B, B/M dpTaneHem
MRSA JInHe3onua B/B, BHYTPb LledTtaponmHa pocamun B/B

BaHKomuuMH B/B

Mpumeyarme. LLC — uedanocnopuHbl; U3M — MHIMOBUTOPO3ALUMLLEHHbIE MEHULMUAIUHDI.

Note. CS — cephalosporins; IPP — inhibitor-protected penicillins.

BaxHO cob6niogeHne pexuma posupoBaHus [IMIT (gosa

W KpaTHOCTb BBeAeHus) (Tabn. 10).

PekomeHA0OBaHO BceM MauueHTam ¢ auvarHosom BIl
Ha3HayeHWe aHTUbGaKTepuanbHbIX NpenapaTtoB C y4eToMm
Hanbonee BEPOSATHOrO BO36YAMTENS U €ro 4yBCTBUTENb-
HOCTM B PErMoHEe C Lefblo 3TMOTPONHOro nevexus [70, 71]
(YYP — A;YAO — 1).

MpuHunnel ABT y peTen:

e [IMIT Ha3Ha4yaloTCA TOJIbKO MPU BbICOKOBEPOSATHOM
WKW AOKa3aHHOW GaKTepuanbHOW Npupoae 3abonesa-
HUS;

e B ambynaTtopHblx ycnosuax [NMI1 Ha3HavaeTcs nepo-
panbHo;

° napeHTepanbHoe BBeaeHue NMMIT npoBOAMTCA TONbKO
npu TSXenblXx MHPEKUMAX, rocnutanuldaumm B cTa-
LMOHap, HEBO3MOXHOCTM BBELEHUA aHTMOWOTUKOB
BHYTpb;

e [IMI OTMEHSIOT NPU NOSIBJIEHUU AaHHbIX, YTO UHDEKLNUS
He fBnsdeTca GaKTepuanbHON, He OXKMaas 3aBepLleHms
HamMe4yeHHOro Kypca Tepanuu;

° MpoOBOAMUTCA CTyneH4yaTas Tepanus — nepeBoi nauu-
€HTOB C MapeHTepanbHOro Ha mnepopanbHbii NyTb
npuema MMM npu cTtabunnsauum COCTOSAHMUS, OObIYHO
yepes 2-5 gHew;

* He cneayeT HasHayaTtb MMM B coYeTaHuu ¢ aHTUTUCTa-
MWHHLIMU CPEACTBaMMU CUCTEMHOIO AEMCTBMA WK MPO-
TUBOrPUMGKOBLIMK MpenapaTtaMu Afig CUCTEMHOrO Mpw-
MEHEHMS, UMMYHOCTUMYNATOPAMU — HET I0Ka3aTebCTs
NpPenMMyLLECTB TAKOro COBMECTHOMO UCnosb3oBaHus [1].

KoHcepBaTMBHOE ne4yeHne NHEBMOHUMN

AHTHGaKTepHnaibHas Tepanusi BHe60J1bHUYHON

NHEBMOHMH

PekomeHayeTcs UCNoNb30BaTb aMOKCULMININH B Kaye-
CTBE Mpenaparta nepsoro Bbi6opa AN UCXOAHO 340PO-
BbIX AeTew nto6oro Bo3pacta ¢ Bl (npeanonoxuTtenbHo
6aKTepuanbHOM 3TMONOMMKM) B aMOyNnaTOPHbIX YCIOBUAX
WKW B paMKax AHEBHOro cTauunoHapa [2, 71-74]. NMpuoputeT
aMOKCULMNNMHA B KayeCTBE CTapTOBOW Tepanuu B [Jo03e
45-90 Mr/Kr/cyT BHYTPb (MakCUmanbHo 2 r/cyT) B 2—3 Npu-
eMa (ans geten ctapwe 12 net unm ¢ maccon tena > 40 Kr —
1,5-3 r/cyt B 2-3 npuema) [26] ocTaeTcs y NauueHToB
C HeTsKenblM TeyeHneM Bl u He nmeloLwmx GaKkTopoB puUcKa
MHbEKLUMKU, BbIBBAHHON aHTUOUOTUKOPE3UCTEHTHBIMU BO3-
6yautenamu (Hanpumep, H. influenzae, S. aureus, E. coli).
Mpn Hanuynm ¢GaKTopoB pUCKa MHOEKLMU, BbI3BAHHOM
YCTOMYMBBLIMW NaTOreHamu, a TakxKe npu HeabGeKTUBHOCTH
ctaptoBon ABT cnegyetr paccMoTpeTb HasHayeHWe amMok-
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Ta6auuya 10. PeKkomeHayemble A03bl NpenapaToB Y AeTel ¢ BHEGOIbHUYHOM MHEBMOHUEN M HOpManbHOM GYHKLMEN NOYeEK
Table 10. Recommended dosage of drugs in children with CAP and normal kidney function

nMn Pexum posupoBaHusa
BHyTpb:
A3UTPOMULIMH [eTv ot 6 Mmec o 12 net: 10 Mr/Kr/cyT Kaxable 24 4 (3-AHEBHbIN KypC)
[etn c maccor Tena > 45 kr — 500 Mr 1 pas B CYTKM BHYTPb (3-AHEBHbIN Kypc)
BHyTpb:
[eTv ot 3 Mec Ao 12 net unu ¢ maccor tena < 40 Kr: 45-90 mr/Kr/cyT (MakcumanbHo 2 r/cyT) pa3genuTb
AMOKCULMNIIUH Ha 2-3 npvema

[ns peten craplue 12 net unm ¢ maccow Tena > 40 Kr — 1,5-3 r/cyT (N0 aMOKCULIUANNHY), Pa3fennTb
Ha 2-3 npuema

AMOKCHULMAINH +
KnaBynaHoBas Knucnota

BHyTpb:

Oetv o 12 net: 45-90 Mr/Kr/cyT (N0 aMOKCULMANIMHY) B 2—3 npuema
[etv ctapwe 12 net: 1,5-3 r/cyT (N0 aMOKCULKUAKUHY) B 2—3 npuema
B/B:

90 Mr/Kr/cyT (N0 aMOKCULMAINHY) B 3 BBEeAEHUS

[etu ctapwe 12 net — 3,6 r/cyt (no 1,2 r B 3 BBeaeHus)

AMOKCUUMIINH +

B/B vnn B/M (pacyeT JO3bl N0 aMOKCULMIIINHY):
[etv po 2 net: 40-90 mr/Kr/cyT B 2—3 BBEAEHMSA
[eTtn 2—-6 net: 250 mr 3 pa3a B CyTKM

et 6-12 net: 500 mr 3 pa3a B CyTKM

cynwoarTan [leTu ctapue 12 net: 1000 mMr 2—3 pa3a B CyTKH
BHyTpb:
et cTapwe 12 net: 875/125 Mr 2 pasa B CyTKM
B/B, B/Mm:

AMAMLMANMH [etv po 1 roga: 100 mr/Kr/cyT B 4 BBeAeHus

et 1-4 net: 100-150 Mr/Kr/cyT B 4 BBeAeHus
[etv ctapwe 4 net: 1-2 r/cyt B 3—4 BBeaeHus

AMMULMANKH + cynbbaKTam

B/B unun B/M (pacyeT no cyMMapHOM CYTOYHOW [03e aMMUUUIInHa U cynbbaKkTama):

[etn fo 12 net (unu ¢ maccow Tena o 40 Kr): 150 mr/Kr/cyT (npu Tskenom Tedennn — 300 mr/Kr/cyT) B
3-4 BBeaeHus

[etv ctapwe 12 neT: 1,5-3 r Kaxable 6-8 4

BaHKOMWLMH

B/B:
Oetn ot 1 mec o 12 net: 40 mr/Kr/cyT B 4 BBeAeHUs
[etu ctapwe 12 net: 500 Mr Kaxkable 6 4 unn no 1000 mr Kaxkable 12 4 (MakcumasbHasa cytoyHas fJo3a — 21)

JOKCUUMKNMH

BHyTpb:

[eTv ctapwe 8 net: 4 Mr/Kr/cyT B NepBbIi AeHb B 2 npuema, 2 Mr/Kr/cyT B nocneayouwme gHu

B 2 npuema

[eTv ¢ maccow Tena > 45 kr: 200 Mr/cyT B NepBbiit AeHb B 2 npuema, 100 mr/cyT B nocneayowme aHu
B 2 npuema

3aHamuBuUp

[Oetn = 5 net:
MHransumoHHo 10 mr (2 X 5 mr) Kaxable 12 4, 5 gHew

MmuneHem + umnacratuH

B/B:
[etn c maccor Tena < 40 Kr: 15 Mr/Kr kaxzable 6 4 (He > 2 r/cyT)
[etn ¢ maccor Tena > 40 Kr: 0,5-1 r Kaxkable 6-8 4

KnaputpoMuumH

BHyTpb:
15 Mr/Kr/cyT B 2 npuema
[etam ¢ Becom 6onee 30 Kr: 500 mr/cyT B 2 npuema

NnHesonng

BHyTpb, B/B:
Oetv o 11 net: 10 mMr/Kr Kaxzable 8 4
[etv ctapwe 12 net: 0,6 r Kaxkable 12 4

MeponeHem

B/B:
[etn ot 3 mec ao 11 net: 10—-20 Mr/Kr Kaxable 8 4
[etu ctaple 12 net (Mnun ¢ maccom Tena > 50 Kr): 1 r Kaxkable 8 4

OKcauunInH

B/B, B/Mm:

[etn o 3 mec: 60-80 Mr/Kr/cyT B 4 BBeAeHuUs
[etn ot 3 mec o 2 net: 1 r/cyT B 4 BBEAEHUS
[etv ot 2 no 6 net: 2 r/cyT B 4 BBEAEHUSA

[etu ctaple 6 net: 2—-4 r/cyT B 4 BBeAeHus




Ta6nuua 10. OKoHYaHKe
Table 10. Ending

nmn Pexxum posupoBaHua
BHyTpb:
Oetv ot 1 roga go 8 ner:
OcensTamuenp < 15 kr — 60 mr/cyT B 2 nprema

> 15-23 Kkr — 90 mr/cyT B 2 npuema
23-40 kr — 120 mr/cyT B 2 npuema
[etu ctaplwe 8 net unm ¢ maccon Tena > 40 kr — 150 mr/cyT B 2 npuema

B/B, B/M:

LledaszonuH [etn ot 1 mec o 18 nert:

25-50 Mr/Kr/cyT (B Taxenblx cnydasax 100 mr/Kr/cyT) B 3—4 BBeAeHUS

LledauntopeH (c 12 net) BHyTpb:

[etu ctapwe 12 net: 0,2-0,4 r Kaxkable 12 4

B/B, B/M:

[eTtu ctaplue 2 mec ¢ Mmaccow Tena o 40 Kr:

Lledenum 50 Mr/Kr Kaxkable 12 4 (npuy TKenbiX UHOEeKLUUaX — Kaxkable 8 Y)
[eTtn c maccor Tena > 40 Kr:
1-2r Kawable 12 4
B/B, B/M:
LedoTtakcnm [etv po 12 net (Mnun ¢ maccon Tena < 50 Kr) net: 100—150 Mr/Kr/cyT B 2—4 BBeAEHUA

[eTu ctapuwe 12 net (Maun ¢ Maccon Tena > 50 Kr): 1-2 r Kaxable 6-8 4

B/B:

LedraponnHa pocamun

[eTn oT 2 Mec Ao 2 neT: 6 Mr/Kr Kaxple 8 4
[etn ot 2 go 12 net: 12 Mr/Kr (MakcumanbHo 400 Mr) Kaxzable 8 4
[etu ctaplwe 12 net (Mnun ¢ maccom Tena = 33 Kr): 600 mr Kaxkable 12 4

B/B, B/M:
LledTpHnakcoH

Oetn o 12 net: 20-80 Mr/Kr Kaxkable 24 4
[eTv ctapwe 12 net (Mnn ¢ maccon Tena > 50 Kr): 1-2 r Kaxzable 24 4

BHyTpb:
Lledypokenm

[eTn ot 3 Mec Ao 12 net: 15 Mr/Kr (Ho He 6onee 250 mr) Kaxzable 12 4
Oetu ctaple 12 net: 500 mr Kaxkable 12 4

B/B, B/M:
OpTaneHem

Oetn ot 3 mec o 13 neT: 15 mr/Kr Kaxable 12 4 (Ho He 6onee 1 r/cyT)
[etu ctapwe 13 net: 1 r Kaxable 24 4

CUUMNNNHA + KNaBynaHoBOW Kucnotbl 45-90 mr/Kr/cyT (no
aMOKCULMINNHY) BHYTPb B 2—3 npuema (Ans geten craplie
12 net — 1,5-3 r/cyT (N0 amOKCULUUNIKHY) B 2—3 npuema)
[74].

AMOKCHUUMANNH — CTapTOBbIM npenapaTt y nauuveHToB
6e3 (aKToOpOB puUCKa WHPUUMPOBAHUA NEKapCTBEHHO-
YCTOMYUBBLIMU U/MNK BeTanakTtamas3oobpasylolnmm Bo30y-
outenamu (H. influenzae, S. aureus, E. coli):

° [eTu B Bo3pacTe > 2 NeT;
° He noceljatolme JeTCKOe JOLWKONbHOE YYPEKAEHNE;
® He MMellMe KOHTaKTa ¢ AeTbMMW, MocelalomMmMm aeT-

CKOE J0LWKONbHOE YYPEKAEHHE;

° He nonyyaslue ABT B npeawecTsylolne 3 mec.

AMOKCUUMANNH + KNaBynaHoBas KUcoTa — CTapTOBbIN
npenapar y naumMeHToB ¢ GaKTopaMn pucKa MHbMLMPOBa-
HUA NeKapCTBEHHO-YCTOMYUBBLIMU W/MNK BeTanakramaso-
obpagylowmnmm Bo3dyautenamun (H. influenzae, S. aureus,
E. coli). Jo3npoBaHue 45-60 mMr/Kr/cyT (N0 aMOKCULMNN-
HY) NpMeMIEMO y cneayoWmx rpynn nauueHTos:

° npuveM aHTUGaKTepuanbHbIX NpenapaTtoB B TeYeHWe
npeawecTeyoWwmnx 3 Mec;

® nocelleHne JEeTCKOro AOWKObHOMO YYPEKAEHUS;

® KOHTaKT C AETbMMU, NOCELLAWNMN AETCKOE AOWKONbHOE
yyYperKaeHue;

° rocnutanu3auus B npeawecTsyoliMe 3 Mec;

® caxapHblV AuabeT;
° HedaBHMWeE MNyTelecTBUS;
° BblAaefleHne npu GaKTepMUoNorMyeckoM wuccnegoBa-

HUM YCTOMYMBBIX K OGEHIWAMNEHWULMNNNHY LITaMMOB

H. influenzae.

[o3npoBaHMe aMOKCULWANWMHA + KaByl1aHOBOW KUC-
notbl 90 MI/Kr/cyT (N0 aMOKCULMIINHY) LienecoobpasHo
B CIeAYIOLMX CyYasX:

° MNPOXWBaHME B MHTEPHATaX, IETCKMUX AOMaX, YYPEKAEHU-

X KPYrI0CyTOYHOro NpebbiBaHus;
°*  WMMYHOZEeNnpeccuBHble 3a601eBaHNA/COCTOSAHUS;
°* MNPUMEHEHWE T[NIIOKOKOPTUKONIOB/MMMYHOAENPECCAH-

TOB;
® 0OTKa3 OT BaKLMHaLMK NPOTUB NMHEBMOKOKKOBOW MHGEK-

LMW UM HEMOJHBIM KyPC MMMYHU3aLINK;
® XPOHWYEeCKHe 3a60/IeBaHUS OPraHoB [blXaHus;

° BblaefleHne npu GaKTEepPUONOrMYecKoM wuccnegoBa-

HUM YCTOMYMBBIX K OGEHIWAMNEHWULMNNNHY LITaMMOB

S. pneumoniae [74].

Y neten B Bo3pacTe = 5 1eT npu HeTsKenom teveHunn BI
B CBSI3U C YaCTOM «a@TUNUYHOW» aTnonoruen Bl ambynatopHo
PEKOMEH/I0BAHbI TaKXe MaKponuibl (Hanpumep, asuTpoMu-
LMH, KNapUTPOMULIMH WK APYrMe MaKpoauabl, B MHCTPYKLIMK
K KOTOpPbIM MMEKOTCH COOTBETCTBYIOLLME MOKa3aHWs), ABAS-
lolmecs npenapartamu Bol6opa Hapsgy ¢ 6eTa-nakTaMmHbIMU
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

aHTMbaKTepuanbHbIMK MNpenapatamnm — MNeHULUIIMHAMM.
LlenecoobpasHo BbiGpaTb MaKponz Npy BEPOSTHOM (Hanpu-
Mep, Ha OCHOBAaHWKW ANUAEMMUONOTMYECKMUX AAHHDBIX) UK NOA-
TBEPXKAEHHOM aTunuyHon atnonoruum B [75-77] (YYP — B;
YOAOA— 2). Y pgeten ¢ runepyyBCTBUTENbHOCTbIO 1-ro TMna
(aHadunakcuen) Ha 6eTa-NaKTaMHble aHTMOaKTepuasbHble
npenapatbl — NEeHULMAIUHBI TaKXKe Ha3HavYalTCa a3uTPOMMU-
UMH, KNapUTPOMULMH UK Spyrue Makponuabl, B UHCTPYKLIMK
K KOTOPbIM MMEIOTCH COOTBETCTBYIOLLME NMOKa3aHMs.

B KayecTBe anbTepHaTUBbl (MPY anieprum Ha Makpom-
[bl) PEKOMEHLOBAHO PacCMOTPeTb Ha3HayYeHue LOKCULM-
KnuHa (ana neten ctapwe 8 net!) [78] (YYP — C; Y44 — 5).

Mpn HeaPpPEKTUBHOCTU CTapTOBOM Tepanuun 6eTa-nak-
TaMHbIMK aHTWGaKTepManbHbIMKM NpenapaTamMu B npuBe-
[EHHbIX Bblle Jo3ax (PaKTop, YKas3blBaloWMin Ha aTtunuy-
HYO MPUPOAY NMHEBMOHWUK) CieayeT Ha3Ha4YUTb MaKponuabl
WK JOKCULMKAWMH, OGHAKO nepes Ha3dHavyeHuem Heobxoam-
MO UCKJIIOYUTb OC/IOXKHEHMA NHEBMOHUK [79, 80] (YYP — C;
yan — 5).

Y peten ¢ He-IgE-onocpenoBaHHOM rUNepYyBCTBUTESb-
HOCTblO Ha 6eTa-nakTaMHble aHTUOaKTepuanbHble npena-
patbl — MEHULMANINHBI PEKOMEHAOBaHbI LedanocnopuHbl
2—3-ro NOKONIEHUs NS MpuMemMa BHYTPb C Lenblo NpeaoT-
BpalleHMsa pasBUTUA aNfepruiecknx peakuun [81-84]
(YYP — C; YAA4 — 5). MoryT npuMMeHsTbCs MaKpOnuAbl,
B MHCTPYKLIMM K KOTOPbIM MMEIOTCH COOTBETCTBYIOWME NOKa-
3aHus.

PekomeHayeTcs Mcnonb3oBaTb napeHTepanbHo (npea-
NOYTUTENbHO BHYTPMBEHHO) aMMULUWAINH, WKW KOMOGWHa-
LUMI0O aMOKCULMIMH + KAaBynaHoBas KWUCNOTa, WUAW Apy-
ron npenapaT u3 rpynnbl «<KoMOGWHALMK NEHULMANMHOB,
BKJIlOYas KOMOWHaUMKW C MHrMbutopamu GeTa-nakramas»
(MHrMGUTOPO3alMIEHHbIE MEHULMIINHDBI), UK LedTpUaK-
COH, MAn uedOoTaKCMM B KadvyecTBe npenapaTta Bbli6opa
07151 UCXOAHO 340POBbIX AeTen Nob0oro so3pacTta ¢ Bl (npea-
NONOXNUTENbHO GaKTepuansbHON 3TUONOMMK), FOCMUTANNU3K-
poBaHHbIX B cTauuMoHap [85] (YYP — A; yAA — 1).

MauneHTaM ¢ NMHEBMOHMEN nocne AOCTUMKEHUS Nono-
UTENbHOM AMHAMUKKM Ha GOoHe napeHTepanbHOro npuema
aHTMBGaKTepuanbHbiX NpenapaTtoB pPeKOMeHAOBaH nepe-
XOA4 Ha nepopanbHyto GOpMy aHTUBUOTHUKA (AMOKCULMINH,
WM aMOKCULMANMH + KNaBynaHoBas KWCNoTa, uan uedy-
POKCHM) C LieIbl0 MUHUMMU3aLMKU MHBA3WBHbIX MaHWUMyNaLmMNI
[2]1(YYP — C; YOA — 5).

PeKkomeHayeTcs aMNMPUYECKM MCNONb30BaTb KOMOUHa-
LMo 6eTa-nakTaMHOro aHTMOMOTHKa (BeTa-naKTamMmHble aHTK-
6aKTepuranbHble NnpenapaTbl — NEHULMUAUHBI) U MaKponuaa
y rOCNMUTaNn3UMPOBaHHbIX AETeW C TsKenbiM TedeHnem BIl
M B Chyyasx, Korga BenuKa BeposfATHOCTb BIl, BbI3BaHHOM
M. pneumoniae wnn C. pneumoniae, ¢ LUeNbio OOCTUKEHNUS
MaKcuManbHon adHEKTUBHOCTM NeyveHuns (cm. Tabn. 8) [85]
(YYP — A; YAA4 — 1). MoryT ncnofib3oBaTbCs Makponuabl
4NS npyuema BHYTPb (@3UTPOMULLMH, KNApUTPOMULIMH U APY-
rMe MaKponuabl, Y KOTOPbIX B MHCTPYKLMKM NO MPUMEHEHUIO
NeKapCcTBEHHOrO cpeAcTBa eCTb MOoKa3aHue «BHEOO/bHUY-
Has MHEBMOHMSA Yy MauUMEeHTOB B Bo3pacte Ao 18 nem)
WM NapeHTepanbHO (BHYTPUMBEHHO). B KayecTBe anbTepHa-
TUBbI NMPW anneprum Ha Makpoangbl MOXKHO MCMOAb30BaTb
NIOKCULMKIWH BHYTPb (AN9 AeTen ctaplue 8 ner).

MpK TEYEHUU TAXKENOro rpunna, OCA0KHEHHOIO MHEB-
MOHUEN, PEKOMEHAYETCH Ha3Ha4YeHne KOMOMHaALUN aMOK-
CUUMANMH + KNaBynaHoBas KUCNOTa BHYTPb WUAWM BHYTPMU-
BEHHO, B 3aBMCMMOCTM OT TSXKECTU COCTOSHWUSA, C LEeNblo
Tepanun 6aKTepuanbHbiXx ocnoxHeHun [33] (YYP — C;
yaa — 5).

He pekomeHgyeTca HasdHayaTb ABT geTAM C MONOXKMK-
TeNbHbIM 3KCMPECC-TECTOM Ha rPUMN NPU OTCYTCTBUMU Y HUX

KIMHUYECKMX, NabopaTopHbIX MM PEHTFEHONOIMMYECKUX
npu3HakoB 6GakTepuanbHon uHdpekuun [71] (YYP — C;
yan — 5).

Mpu BbIABNEHMU 3TMONIOMMYECKOrO areHTa 1 onpegene-
HUW €ero YyBCTBUTENbHOCTU K aHTMOMOTUKAM MpPU MUKPO-
OMONOrMYECKOM (KyNbTypalibHOM) WMCCNefOBaHWU KPOBU
UK NNeBpanbHOM XUAKOCTU Ha CTEPUIIBHOCTL C onpegene-
HWEM YyBCTBUTENbHOCTM BO3OYAUTENS K aHTUOMOTMKam ABT
PEKOMEHA0BAHO CKOPPEKTUPOBaATb C LieNblo 3TMOTPOMNHOIO
nevyenus (cm. Tabn. 8) [2] (YYP — C; YAA —5). Mpwu nony-
YeHMU oTpuLLaTENbHbBIX PEe3yNbTaToB MUKPOBOUONOrM4ECKOro
nccneaoBaHUsa KPOBHM (N1eBpasbHON KUAKOCTH) Ha CTEPUSIb-
HOCTb C OnpegefieHMeM 4YyBCTBMUTENbHOCTU BO36yauTENs
K aHTMOMOTHUKaM cnefyeT npuaepxmnBaTbcs 6a30BbIX PEKO-
MeHAauNM, KoTopble 6blan AaHbl BbiLLE.

MpKn BblAENEHUN BbICOKOPE3UCTEHTHbLIX K GEH3WUANEHM-
UMAAKHY n/mnn uedTpraKcoHy wTtaMmoB S. pneumoniae
peKOMeHAYeTCs pacCMOTpeTb HadHavyeHue uedTaponvHa
pocamuna unun nMHe3onunaa BHyTpUBEHHO [86, 871.

B 6o0nblUMHCTBE Clly4aeB pPeKoOMeHAyeTcs NpPoAon-
»atb ABT npu nHeEBMOHMK B TedeHne 7-10 gHeW c uenbio
LOCTUXEHMA onTUManbHoro abdekta Tepanun. Bo3MOXKHbI
n 6onee KopoTkue (5—6 aHewn), n 6onee ANUTENbHbIE Kyp-
cbl ABT B 3aBMCUMOCTM OT KJIMHUYECKOM cuTyauuu [2, 26,
88] (YYP — A; Y44 — 2). EAMHOro MHeHus no AnuTesb-
HocTn ABT npu Bl y geten HeT. lNpu npaBuIbHO Ha3Ha-
yeHHon ABT BI1 yepes 48-72 4 HacTynaeT KIMHWYecCKoe
n nabopaTopHoe ynyylleHne: TemnepaTtypa Tefa CHUXaeTcs
< 38,0 °C, noaBnsieTcs anneTuT, CHUKaeTcs ypoBeHb CPB.
Mpn OECTPYKTUBHbLIX MHEBMOHUAX TaKOM 3bdEKT MOXKeET
HaCTYNWUTb NO3)Ke — Yyepe3 72—-96 u.

Kypc nedenuns npu Bl HeTAKeNoro te4eHus coctasnset
5-10 aHen. Hanbonee nadyyeHbl 10-AHEBHbIE KYPCbl aHTH-
OMOTMKOB, HO TaKXe AoKa3aHa 3GPEeKTUBHOCTb KOPOTKMX
KypcoB Tepanuu (5-7 aHewn) [85, 89, 90].

[THEBMOHUKU C TAXKENbIM TEYEHWEM, B TOM YMUCNe Hen-
HEBMOKOKKOBblE MHEBMOHUU (0c06eHHO MRSA-3THONOMMK),
MOryT TpeboBatb 60/iee AnnTeNbHbIX KypcoB ABT — 14 aHen
n 6onee [91].

Mpn oTcyTCTBMU BGaKTEPUEMUU WU Y OeTen ¢ BaKTe-
pueMumen, Ho 6e3 BTOPUYHbLIX 04aroB MHOEKUUN MOXK-
HO nepenTn ¢ BHyTpuBeHHOM ABT Ha npuem npenapaTta
BHYTPb 4yepeld 2-3 [HA nocfne Havyana napeHTepanbHOM
Tepanun. CMeHa napeHTepanbHon ABT Ha nepopanbHyo
3aBUCHUT OT AMHAMWKU KIMHUYECKMX M NapaKIMHUYECKMUX
CUMNTOMOB (MXOpPafKK, Kalns, TaxunHod, NoTpebHOCTH
B AOMNOSHUTENBHOM KUCOPOAE, MOBLIWEHUA aKTMBHOCTU
M anneTuTa, KyNnMpoBaHUS NENKOLMTO3A, CHUXKEHUS YPOB-
Ha CPB) [92].

MpY OTCYTCTBUM MONOKUTENBHOM AUHAMUKMN UAU NPU YXYA-
WeHUM CMMNTOMOB B TeyeHne 48-72 4 nocne Havana AbBT
cnegyeT NpoBecTU AONOMHWUTENbHble UCCNEA0BaHUSA (CM.
pasgen «AunarHocTtukan).

MpY CUHNHEBMOHUYECKOM NIEBPUTE UAN AIMMUEME NEB-
pbl pekomeHayeTcs npoaomxkate ABT B TeyeHne 2-3 Hep
C LEeNblo [OCTUXEHMS onTuManbHoro adpdekta [54, 93]
(YYP — C; YOO — 3). NMpopomkutensHocTb ABT npu nnes-
pute U aMNMemMe NneBpbl 3aBUCKUT OT afeKBaTHOCTU Ape-
HUPOBAHUA NJeBpasbHOW MONOCTU (MPU HEOBXOAMMOCTH)
1 o6LLEro OTBETA Ha SleYeHume.

MpoTuBoBUpycHas Tepanus

PekomeHayeTca B MaKCcMManbHO paHHWE CPOKW Ha3Ha-
YUTb 3TMOTPOIMHYIO MPOTMBOBUPYCHYIO Tepanuio UHrMOUTO-
pamMu HempaMuHKAas3bl ocenbTaMUMBMPOM C Bo3pacTa 1 roga
Ha 5 agHen unm 3aHamMmMBHUPOM aeTaMm ¢ Bl Taxenoro teyeHus
npu nogo3peHun Ha rpunn A U B BO Bpems anuaemuye-



CKOro nogbema 3a60/eBaeMoCT FPUMNMOM C LEeNblo Mak-
cumanbHo adpdeKTUBHOM Tepanuu [2, 33, 94] (YYP — C;
yYAA — 5). NockonbKy MakcnumanbHo addeKTuBHa MMEHHO
paHHAsS NpoTUBOBMPYcHaa Tepanusa (B nepBble 24-48 y
60n1e3HK1), He cnepyeT OTKAadblBaTb je4yeHne A0 nonyye-
HUSI pe3ynbTaToB UccaefoBaHui Ha rpunn. OTpuuaTenbHble
pesynbTaTbl UCCNEf0BaHUIM Ha rpunn (0CO6EHHO aKcMnpecc-
TEeCTOB), HE MOMHOCTbIO UCKJOYatOT rpunn. Jleyenue, Havya-
Toe 4yepe3d 48 4 OT MOSABNEHUA KAMHUMYECKUX MPU3HAKOB
60/1e3HU, MOXKET ObITb 3QDEKTUBHO NPU Hanbonee TarKeblX
dopmax 60ne3Hu. OcenbTaMMBUP U 3aHaMMBUP MOKasanu
He6oNblOEe COKpalleHWMe BPEMEHW JO Hayana ynyyweHus
CaMO4yBCTBMS MpW rpunne y B3pocnbix. Mpu npumeHeHun
ocenbTaMvBMpa B NOCTMAPKETUHIOBOM Mepuoje NoKasaHo
yBenuM4yeHne pucKa TOLWHOTbI, PBOTbI, MCUXMYECKMUX pac-
CTPOMCTB Yy B3pPOC/blX M pBOTbl Yy AeTen. OcenbraMuBup
He OKa3an NPOTEKTUBHOIO AENCTBUSA B OTHOLUEHMM CHUXKE-
HWS CMEPTHOCTU cpeaun nauuneHToB ¢ rpunnom 2009A/HINL
[95]. Mpn NpUMEHEHUN 3aHaMWBUPa BO3MOMKEH GPOHXO-
crnasm W apyrue annepruyeckue peakuuu [96]. NMokasaHo
TaKXe pasBuTME PE3UCTEHTHOCTM BUPYCOB rpunna K UHIu-
6uTopam HenpamuHuaasbl [97].

Mpn NpUHATUM peleHns 06 UCNob30BaHUU UHIUOUTO-
poB HelpamuHuAasbl crneayet cobnogatb OCTOPOXKHOCTb
W y4nTbiBaTb 6anaHc MexAay nonb30ou 1 BpeaoM.

Apyrne Buabl ne4eHns1 BHe60/1IbHUYHOH MHEBMOHUU

[Mpn 6bICTPOM HacTynneHnn adpdeKkTa OT aHTUOaKTEPHU-
anbHbIX NpenapaTtoB CUCTEMHOrO AEMCTBMS Apyrne BUAbl
Tepanuu cneayeT Ha3HavaTb MO CTPOrMM MOKa3aHUsM,
nzberas noamnparmMasuu.

Oetam c¢ Bl npu noBblWeHWU Temnepatypbl Tena
> 39-39,5 °C pekomeHAyeTCs KaponoHUKalollas Tepanus:
npenapatbl rpynnel «<HecTeponHble NPOTUBOBOCNANUTENb-
Hble M MPOTMBOPEBMATUYECKME npenapaTbl» (M6ynpodeH
¢ 3 mec (0T 5 Kr), 4o3MpoBaHWe npenapaTa B COOTBETCTBUMU
C MHCTPYKLUMeWN [98], BOBMOXKEH NpUeM Kaxkable 6-8 4 (Mak-
cumanbHo 30 MrI/Kr/cyT)) uan npenapatbl rpynnbl «pyrve
aHanbreTMKM M aHTUNUPETUKK» (NapaueTamon ¢ 2-3 mec
B 103e 10-15 Mr/Kr no noTpe6HOCTHU, BOZMOMXEH MPUEM KaXK-
nble 6 4 (MakcumanbHo 60 Mr/Kr/cyT)). XaponoHuKatoLLyto
Tepanuio HasHavalT Mpu Cyaoporax WMAM eciiv NauumeHT
naoxo nepeHocut temnepatypy [99] (YYP — C; yAA4 — 5).
Y peTten ¢ XpOHUYECKOW NaTonoruen U/unu npu BblParKeH-
HOM AMCKOMDOPTE, CBA3AHHOM C NIMXOPAAKON, BO3MOXKHO
Ha3HavyeHuWe npenapaTos, 061a4atoLLMX *KapOonOHUKaoLWUM
nevicteuem, npu temnepartype 38 °C u Bbiwe. Ecnu ¢ nuxo-
pagKon CnpaBMUTbCS HE yAaeTCcs, MOXHO NepenTn C OAHOro
npenapata, o61ajaloLLero XaponoHUKaoLWMM AENCTBUEM,
Ha Apyron, NPOAO/MKMB MOHOTepanuio. YepefoBaHue 3TUX
ABYX npenapaTtoB, 06nafalolimx KaponoHUKaOWKM Aewn-
CTBMEM, UK MPUMEHEHME KOMOUHUPOBAHHbIX NpenapaTos
He UMeeT CyLeCTBEHHbIX MPENMYLLECTB Nepes MoHoTepanu-
€N O4HUM M3 3TUX NEKaPCTBEHHbIX CPEACTB.

[MnaHoBbLIM MpueM npenapaToB, ob6nagatowmx Kaporno-
HUXKaloLWKUM JeNCTBUEM, HE PEKOMEHAYeETCS.

Mpenapartbl, 06n1ajatoLme KaponoHUKaoWnm LENCTBU-
€M, MOTYyT 3aTPYAHATb OLLEHKY adbdeKTa neveHuns, nopoxKaas
YyBCTBO JIOXKHOTO 61aronony4us.

PekomeHayeTcs nogaepxuBatb afeKBaTHbI YPOBEHb
rmapatauunn y geten ¢ BIl. [ToTpeBbHOCTb B XXMAKOCTH MOKPbI-
BaeTCs opasibHbIM MPUEMOM M0 KenaHuto, 06bI4HO B 06beme
50-70% OT pacyeTHOro cyTo4Horo o6bema. MoxHo AaBaTb
pacTBOpbl C HU3KMM COAEPXKaHWEM HaTpus, K pacTBopam
C BbICOKWM cOAep¥aHMeM HaTpua gobaBnsioT Ao 1/2 06b-
ema Bofay, Yaun, CoKu. lNpn HeobxoauMOCTH (B OCHOBHOM
pacTBOpbl IeKapcTB) B BeHy BBOAAT He 6onee 1/6 oT pac-

yeTHoro o6bema — 25-30 mn/kr/cyT [11, 37] (YYP — C;
yaa — 5). Y nauneHToB ¢ BI1, ocobeHHO TaxKenon, Bcnea-
CcTBME BbI6pOCA aHTUAMYPETMYECKOrO FOPMOHa 3afepiKKa
BOAbl CHWXXaeT NoTPebHOCTb B XUAKOCTU. UHDY3UK, aaxe
B 0ObeMe pacyeTHOM CYTOYHOM NOTPEeOGHOCTH, YpeBaThl
runepruapataumen, OTEKOM NErKUX U Mo3ra, YTo Hepeako
BbISIBNSETCS NPW ayTONCUM TaKWX AEeTEN, YMEPLLMX OT MHEB-
MOHMU, KaK HenocpeacTBEHHAsA NPUYNHA CMEPTHU.

KoppeKuuio auupgosa peKoMeHJOoBaHO MNPOBOANUTb
npun BE (base excess) —10 v HmKe. BBeaeHne LWENOYHbIX
pacTBOpPOB (PacTBOpPbI 3/IEKTPOINTOB / PacTBOpbI, BAUSIO-
LiMe Ha BOAHO-3NEKTPONUTHLIN GanaHc) 6e3 uccnegoBaHus
KMCIOTHO-OCHOBHOIO COCTOSIHMSI M ra30B KPOBW KaTeropw-
YeCKM He peKkomeHayeTtcs [100, 101] (YYP — C; YAA — 5).

He pekomeHayeTcs pyTUHHO MCNOSIb30BaTb y AeTew ¢ Bl
WMHraNsLUMOHHYIO Tepanuio, TaK Kak oHa He MMeeT 06OCHO-
BaHUN, 3ODEKTUBHOCTb MHransUMn CeneKTMBHbIMM GeTa-
2-afpEHOMUMETMKAMM, MHTANSALUMOHHBIMU TIIOKOKOPTUKOM-
aamMu, aMMHOOUINIMHOM He AoKa3aHa [102, 103] (YYP — C;
yaa — 5).

He pekomeHayeTcs pyTUHHO MCNOSIb30BaTb y AeTew ¢ Bl
NPOTMBOKALU/IEBblE NMpenapaTtbl U CPeAcTBa ANS JleHeHUs
NPOCTYAHbIX 3aboneBaHWin, OTXapKuBalolmMe npenaparhbl,
MYKOJIMTUYECKME NpenapaTbl, B TOM YWUC/ie NaTEHTOBAHHbIE
npenapatbl C PacTUTENbHBIMU KOMMOHEHTaMMU, B OTCYTCTBME
XPOHWYECKOW NaToNornm AbixaTeNibHblx NyTen [72, 104, 105]
(YYP —C; yaAa — 5).

Mpn mMeTanHEBMOHMYECKOM MNJEBPUTE PEKOMEHAYIOTCS
KOPTMKOCTEPOUIbl CUCTEMHOIO AEUCTBMUS — OObIYHO Mpen-
HW30JI0H (BHYTPb 1 MI/Kr/CyT B Te4eHne 3—4 gHen), KOTOpbIn
CNoco6CTBYET CHUXKEHMIO inxopakm u CO3 3a 1-2 cyT, ynyu-
lwaeT obllee COCTOSAHME, YTO NO3BONSET ObICTPO BbiNUCATb
nauuneHTa (cM. Tabn. 5) [11, 37, 43, 81, 82, 106] (YYP — C;
YAA— 5). AncKyccuss B MUPOBOKM NinuTepaType O CTepoua-
HOM TepanuuM MHEBMOHWM W MJEBPUTA MOKa He BbigBUNA
o6uiero MHeHus. lNokasaHa addEKTUBHOCTb AEKCaMeTaso-
Ha y AeTen C «NpoCTbiM» MIEBPUTOM (Er0 XapaKTEPUCTUKM
coBnagatoT ¢ TakoBbiMu [TMI1) [107].

He pekomeHayeTcsi pPyTMHHOE WCMNOMb30BaHWE BUTA-
MWHOB, B TOM 4uCNe KofieKanbuudepona, npu nevyeHuu
NMHEBMOHUN y AeTEeN BBUAY OTCYTCTBMS AOKA3aTeNbCTB WX
3GbEKTUBHOCTM B AaHHOM cuTyaumm [108-112] (YYP — C;
yaa —1).

Tepanusi 0CN10XHEHHbIX MTHEBMOHUH.

OKcureHorepanus

[eTamM ¢ AMarHo30om «MHEBMOHMS C TMMOKCEMUEN» (MpH
Sp0, < 92% npu [AbixaHUW KOMHaTHbIM BO3[YyXOM) PEKO-
MeHAyeTCa Ha3HayaTb AOMOJHWUTENbHbIN (YBI@XXHEHHbIN)
KMCNOPOA Yepes Ha3albHble KaHoM, annapaTt UCKYCCTBEH-
HOM ynpaBisieMOon BEHTUASLMM IETKMX U OKCUIEHOTEPanuu
WM NMLEBYID MacKy C UENblo [JONOMHWUTENbHOW AoTauuu
KUCNOPOAa M CHUXEHWS Harpy3KM Ha opraHbl AblXaHWs
M cepaeyHo-cocyancTyro cuctemy. LleneBoe 3HayeHue
Sp0, — Gonee 92% [113] (YYP — C; YAA — 4). Ecim
HOCOBOE AblXxaHWe 3aTpyAHEHO W3-3a C/AM3UCTbIX Bbie-
NIEHUI, HEOBXO0AMMO aKKypaTHO OYUCTUTb HOCOBbIE XOAbl
acnuMpaTopoM. AXWTaLMs MOXKET OblTb MPU3HAKOM MMOK-
cuun! BbicOKOMOTOYHAsA OKCMIreHoTepanus Yyepes3 HasallbHble
KaHonn unv annapat gna CPAP-Tepanuu Bce valle, xoTs
N C OCTOPOXKHOCTbIO, UCMONb3YETCA Yy AETEN C pecnupaTop-
HbIM IMCTPECCOM C LieNblo n36exaTb MHTY6aLUN U MeXaHu-
YECKOW BEHTUAALMN.

MauneHTam C TSKenonm MNHEBMOHWEN PEKOMEHAOBaHO
npoBefieHne KapAMopeCnMPaToOPHON MOAAEPIKKM UM IKC-
TpakopnopanbHOM MeMOpaHHOM OKCUreHauuu no mnoKa-
3aHMAM B OTAE/IEHUM UHTEHCMBHOW Tepanuu C Lefblo Noa-
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OEePXKaHUA MUBHEHHO BaxHbiX GYHKUMW opraHu3ma [54]
(YYP —C; yaAaA — 5).

[eTaM ¢ AeCTPYKTUBHbIMU NMHEBMOHUSAMWU HE PEKOMEH-
LyeTcs CMeHa Ha3Ha4yeHHOro aHTubaKTepuanbHOro npe-
naparta CUCTEMHOIrO NPUMEHEHMS, MOCNE CHUKEHUS TeMMe-
paTypbl cleayet nepemnTtn Ha nepopasnbHbliM npenapart [54,
102] (YYP — C; YA4 — 5). Temnepatypa Tena cHUXaetcs
06bl4HO MOC/Ee OMOPOXKHEHUS HEKPOTUYECKMX MNONOCTEW,
4TO COMNPOBOXAAETCA NPUCTYNOM Kawns, 6onem, oablLKON
(Mpu pa3BUTUM MHEBMOTOPAKCA).

BeaeHue nayMeHTOB ¢ abcLeccoM JIErKoro Uiu

HeKpoTusupywuwen (eCTpyKTUBHOMH) MHEBMOHUEH

[eTaM C OCNOXHEHWUAMMU, aCCOLMUMPOBAHHBIMU C MHEB-
MOHMEN (abcueccoM NEerkoro WM AeCTPYKTUBHOW MHEeB-
MOHMWEN), PEKOMEHAYETCH Ha3Ha4vaTb CTApPTOBYIO Tepanuio
BHYTPMBEHHbIMU aHTUGaKTepuanbHbiMKM npenapatamu [2]
(YYP — C; YAA — 5). CoxpaHsitowmiica nepudepunye-
CKMK abcuecce, He coobLLaloWnncsa ¢ GPOHXOM, MOXKET OblTb
APEHMPOBAH NpPW NOMOLM 3HAOCKOMMYECKOW acnupauuu
nof PEHTreHONOrMYEeCKMM KOHTposeM. OgHaKko B 60MbLINH-
CTBE CNy4yaeB MPOUCXOANUT CaMOMPOU3BOJIbHOE ApEHUPOBaA-
HuWe abcuecca B 6POHXU, U XMPYPruyecKoe BMellaTeNbCTBO
He TpebyeTcs.

XupypruuecKkoe ne4yeHme NHEBMOHUU

[JeTaM C NHEBMOHWEN, OCJIOHEHHOW MIEBPUTOM,
PEKOMEHAOBAHO pPacCMOTPeTb MpoBeAeHME MYHKLMK
nnespasbHON MOMOCTM B 3aBMCMMOCTM OT o6bema nieB-
panbHOr0 BbINOTA W BblPaXEHHOCTU [AbIXaTeNbHbIX Hapy-
WEeHUR C LeNblo YTOYHEHUS AMarHo3a M LpPEHUMPOBaHMA
nnespanbHoW nonoctu (taén. 11) [2] (YYP — C; Y44 — 5).
Mpn He6GONbLWOM UK YMEPEHHOM BbinoTe (MeHee 10 Mm),
a TaKXe Npu MoNoXuTenbHoM abdeKTe nevyeHus nyHK-

LUMsA He nokasaHa. Mpu mMaccMBHOM BbINOTE NieBpasibHas
NyHKUMSA C yAaneHWeM XUAKOCTM MO3BONSET OUEHWUTb ee
KayecTBO (LMTONOrMYEeCcKoe MuccnefoBaHue nneBpasbHON
MOKOCTM) M NpoBecTM GaKTepMonorMyeckoe uccnenoBa-
HWe, a Takxe [lLP-uccnegosaHve nneBpasbHON XUAKO-
cTu. [lpeHupoBaHne NoKkas3aHo, ecnu nocne 1-2 nyHKuum
peumManBMpyOT CUMNTOMbl CAABAEHUS NErKoro 6bICTPO
HaKanInBalwLWMMCSH THOWHbIM 3KccyaaTom [11, 37, 114].
He pekomeHayeTcs npoBeaeHwe aHanu3a pH u cogepxa-
HUS B NneBpanbHOM XWMAKOCTWM caxapa, 6enKa, nakratae-
rMAPOreHasbl, Tak Kak 3TW nokasatenn 06bl4HO He BAUSIOT
Ha TepaneBTUYECKYIO TAKTHUKY.

MeauuMHCKaa peadbunutaumua

Mpu cBoOEBpPEMEHHOM aJeKBaTHOM JIeHEHUWU HEOCNOXK-
HeHHoM Bl peabunutauuun He TpebyeTcs. 3aKannuBaHMe BO3-
06GHOBNAOT Yepes 2 Hej, 3aHATUA CNOPTOM — Yyepes 6 Hel
(nocne oCNoXHEHHOM NHEBMOHMKM — Yepe3 12 Hep).

[eTen, nepeHecLlmx 0CNoxXHeHHYo Bl1, peKkoMeHaoBaHO
Habnwgatb 4—6 Mec, AeTAM, NepeHecwWwnM MNNeBpuT, 0Co-
6EeHHO C oTNoXeHneM dnbprHa, peKoMeH40BaHbl le4ebHas
PU3KyNbTYypa, AblxaTenbHas rmmHactvka [115] (YYP — C;
yan — 5).

MpodunakTuka u gucnaHcepHoe HaGawogeHUue

O4HMM M3 rNaBHbIX HanpaBneHUWW B npoduiakTuke
NMHEBMOHUU, B TOM YUCNE TAXKENOro TeyYeHus, sBnseTcs
CBOEBpPEMEHHAs BaKLMHaLms.

PeKkomeHfOBaHO BCEM AeTAM MpW YCNOBUM OTCYTCTBMSA
NPOTUMBONOKa3aHWM NpoBeAeHMe BaKUMHaAUMK NPOTUB
UHbeKunn H. influenzae b ¢ uenblo NPObOUNAKTUKKM pas-
BUTUS MHEBMOHMMU, BbISBAHHOM [AaHHbIM BO36yguMTENEM
[116] (YYP — B; YAA4 — 1). BakumHauus npotuB UHPEK-
umu H. influenzae b, npoBoaumas 6onee 4yem B 184 cTpa-

Ta6auuya 11. lNokasaHus 4ns NyHKUUK U JPEHUPOBAHKUS NaeBpanbHOM NONOCTU Npu naespuTe [2]
Table 11. Indications for puncture and drainage of pleural cavity in pleurisy

Puck HeGnaronpuatTHoro | [lpeHaX unuM TopakocKonuyecKas
Pasmep BbinoTa Baktepuonorusa
ucxopa caHauus
He6onbwon, < 10 mm HewnsBecTHa unu oTpuLaTenbHbIv
B laTepanbHOM CUHyce? pesynbTaT MUKPOBGUONOrM4EeCKOro .
~ Husknm He nokaszaHbl
WU 3aTEMHeHNe < 1/4 nccnefoBaHus nnespanbHOM
remuTopaxcaP UOKOCTH
He nokaszaHbl, ecnu y nauymeHTta HeT AH
1 NneBpasbHas XXUAKOCTb HE THOMHas
(nonyyeHue nneBpanbHOM XUAKOCTH
C NOMOLLbIO TOPaKoLLeHTE3a MOXKET
nomouYb B onpeaeneHun Hanniuns/
. OTCYTCTBUS FTHOMHOrO BbINOTa U
YMepeHHbI, > 10 mm Pe3ynbtaT MUKPOGMOIOTMYECKOTO
a - onpeaennTb NoKa3aHus Ans NpoBeAeHUs
B natepasibHOM CUHyced, nccnefoBaHus nnespanbHomn . .
. YMepeHHbIN [peHaa nnespasnbHOM NONOCTU, NPH
3aTeMHeHue > 1/4, UOKOCTM OTpULLaTENbHbIN MK .
b , nosly4YeHUn NneBpanbHON XULKOCTH
HO < 1/2 remuTopakca NONOXKUTENbHbIN
C NOMOLLbIO PEHAXKHOro KaTeTepa
[OCTUraeTcsa U guarHocTnyecKas,
M TepaneBTMYecKas Lefb).
lMoKka3aHbl, ecnv y naumeHTa ectb H
WY ecnu nnespanbHas XULKOCTb
rHoMHas
MonoxutenbHbIn pe3ynbtat
Bonblion, 3aTemHeHune 6onee MWKPOBHUOSIOrMHECKOrO .
b . BbicoKuit [a — B 60/bIINHCTBE Cly4aeB
NOJIOBMHbI FeMUTOPaKCca nccnefoBaHus nnespanbHomn
HKUOKOCTH

MpumeyaHmne. <> — Ha NPAMOW PEHTreHOrpaMme B NMONIOKEHNM 1eXa Ha GOKY Ha MOPaXKEHHOMN CTOPOHE; <P> — Ha BepTUKanbHOM NPSAMOM

CHUMKe. JH — AbixaTenbHas HeJoCTaTOYHOCTb.

Note. <@> — an anterioposterior radiograph in decubitus position on the affected side; <P> —a vertical straight radiograph. RF — respiratory

failure.



HaX, CHM3una 3ab0neBaeMoCTb ee WMHBa3uMBHbIMU GOp-
Mamu A0 YpoBHSA < 1-2 Ha 100 Tbic. aeten 0-5 net [117].
AnumuHaums H. influenzae b BbiaBana HEKOTOPbIN POCT A0/U
apyrux tunoB H. influenzae, npexae Bcero Tuna a (Hia), oco-
6€eHHO y ceBepHbIx HapogoB CLUA 1 KaHagbl, rae noctaBneH
BOMPOC O CO3AaHnn Hia-BaKLMHbI U BEAYTCS COOTBETCTBYIO-
wme pa3paboTtku [118].

PekomeHgoBaHO BCeM JeTaM Mpu YCNOBUM OTCYT-
CTBMS MPOTMBOMOKAa3aHWi NpoBeAeHne BaKuMHaUMK npo-
TUB NMHEBMOKOKKOBOW MHMEKLMU C Lenblo NPpodUNaKkTuKm
NMHEBMOHWK, BbI3BAHHOWM AaHHbIM BO36yauTenem [119-123]
(YYP — A; YAA4 — 1). BakuuHauusa cHM3WNa 4acTtoTy
Bbl3BaHHbIX BaKUMHHbIMKU CepoTUNamMmmn GaKkTepuemMn4ecKmx
nHeBmoHui y aeten B CLUA Ha 74-91%, yacToTy Bcex
NMHEBMOKOKKOBbIX MHEBMOHWI — Ha 63% (C NneBpuUTOM —
Ha 53%), Bcex BI1 — Ha 16 %, amb6ynaTopHbIX BUBUTOB [IeTeN
<5 net no noBoay NHeBMOHWUKM — Ha 68%. lNocne BHeapeHuUs
BaKUMHbI Ans NPpOoPUNaKTUKM MHEBMOKOKKOBbIX MHMEKLUM
(13-BaneHTHOM) CHWXXEHME YacTOoThbl FOCNUTaNM3alLMi cocTa-
BWJIO A0 2 neT — Ha 21%, 2-5 neT — Ha 17% vn > 5 net —
Ha 4%. Yepes3 3—-5 neT nocne Havyana BaKUMHaLMK YacToTa
WHBA3MBHbIX MHEBMOHWIM HapacTaeT 3a CYET HEBAKLMHHbIX
cepotunoB (Yawe cepotunbl 10A, 11A n 15-9 ceporpynna),
He pocTuras fOBaKUMHaNbHOrO ypoBHA. 3To nobyxaaet
K CO34aHuI0 BaKUMH, cogepralmx 15—-20 cepoTunos.

PeKkomeHgyeTcs BCeM AeTAM MpPU YCIO0BUKM OTCYTCTBUSA
NPOTMBOMNOKa3aHUM BaKuMHaUMsA NPOTUB KOPKU M KOKAoWa,
a TaKXKe eXerogHas BaKuMHaLuuMs NpoTUB rpunna c Lenblo
npodunakTukM pasButua nHeBmoHun [33] (YYP — C;
yan — 5).

PoauTtenen u B3poOCAblX, yXaxuBawolWMX 3a AeTbMU
[0 6 Mec, peKoMeHAyeTCs BaKLMHMPOBaTb OT BMUpyca rpun-
na ¢ uenbto NpopunakTukM 3abonesaHus rpunnomM, B Tom
yucne nHeBMoHuen, y neten [2] (YYP — C; ya4 — 5).

MnageHuam M3 rpynn BbICOKOro pUcKa TAXKenoro Teye-
HUsE PCB-MHbEKUMN pekomeHayeTCs NPOBOAUTL CE30HHYI0
UMMYHOMNPODUNAKTUKY MOHOK/OHANbHbIMW aHTUTENamu
K PCB (nanuBu3dymab) (CM. KJIMHUYECKME pPeKoMeHaaLuu
«OcTpbI 6poHxuonum™) [2] (YYP — C; Y44 — 5).

PeKoMeHayeTCs UCKI0YNUTb KOHTaKT BCeX AeTew ¢ Tabay-
HbIM AbIMOM (B TOM YMC/le NACCUBHOE KYPEHME) C LLeNbto Npo-
GUNAKTUKM BPOHXMTOB M NpeaoTBPaLLEHNS APYrux naTtono-
rnyeckmx apodeKToB AaHHOro BosaencTeus [124] (YYP — A;
yan — 2).

OpraHu3sauunsa okasaHUs MEeAULMHCKOM NOMOLLMU
JleyeHune HeocnoxHeHHon Bl B 60/bLWIKHCTBE Clly4aeB
ocyllecTBasieTcs ambynaTopHo. flocnutanusauns Tpebyetcs
4N AeTen ¢ TAaXeNblM TeHEHNEM MHEBMOHMUK, C NMPU3HaAKaMM
OC/IOXKHEHHOW MHEBMOHMMN, Nocsie HeahPEKTUBHOM CTapToO-
Bow Tepanuu MMI1.
0o HacTynneHnss addekta OT Tepanuu nayuveHTam
C TSXKENOM MNHEBMOHUEN pPEKOMEHAYeTCs MNOCTENbHbIN
PEXMM, MOCNE CHUKEHUS TeMNepaTypbl — NONYNOCTENbHbIN,
yepes3 3—5 aHen — 06LWMI ¢ Nporynkamu. BaxHo npoBeTpu-
BaHWe NoMeLLeHus.
[OoMKHbl 6bITb FOCMUTANN3UPOBaHbI B KPYrOCYTOYHbIN
cTaumoHap getu ¢ Bl B cneaytowmx cnyyasx:
* ¢ cumntomamu [H (cM. Tabs. 4) u runokcemuen (Spo,
< 92%);
° cTaxenon BI;
® C OCNnoXHeHHou BIT,
° MepBblx 6 MeC }WU3HU c BakTepuanbHow BIT;
® C BEPOSATHOM UM BepUOULMPOBAHHOM MHEBMOHUEN,
Bbl3BaHHOW BO36yaMTENIEM C BbICOKOW BWPYNEHTHO-
CTblo (Hanpumep, MEeTULMAMHPE3UCTEHTHbIM WTamMM
S. aureus);

® C MHEBMOHMWEN, afeKBaTHbIN yX04 3a KOTOPbIMU U feye-
HWEe B JOMALUHUX YCNOBUSX HE MOTYT 6blTb 06ecrneyeHsbl
Ha JOMKHOM YPOBHeE.
et c HeTsKenom nHEBMOHMEN, 6e3 TMNOKCEMUHU

(Sp0,> 92%), He umMelolne «OMnacHbIX» NPU3HAKOB (MOTyT

NUTb, HET NOBTOPHOW PBOTbI, HET CYAOPOT, HapyLWeHWs CO3Ha-

HUS, HET TAXKEeNoW HeJOoCTaTOYHOCTU MUTaHMS) MOTyT Mony-

YyaTb NevyeHne nepopasnbHbIMU aHTUOMOTUKAMMU B AOMALUHMX

YCNOBUSIX.

OeTtn ¢ Bl gomKHbl 6bITb FrOCNUTaNM3MpoBaHbl B OTAE-
NIeHNe UHTEHCUBHOW Tepanum ¢ KPYrnocyTO4HbIM Kapanope-
CNMPaTOPHbIM MOHUTOPUPOBAHUEM B CEAYIOLLMX CyYasX:
° ecnn pebeHKy TpebyeTcs WCKYCCTBEHHAs BEHTUAALMS

NEerkux;

° ecnun pebeHKy TpebyeTca HeMHBa3MBHasA UCKYCCTBEHHas
BEHTUNAUUS nerkux (annapat ans CPAP-tepanuu);

° ecnu HapactaeT [H, nmeeT MecTo MOCTOfHHas Taxu-
Kapaus unm pebeHoK HyxaaeTcs B KapAWOTOHUYECKOM
NoaLEPKKE;
ecnn y pe6eHka coxpaHsertcs SpO, < 92%, HecMoTpa

Ha afleKBaTHYl0 OKCUIreHoTepanuio;

° ecnny pebeHKa HapyLweHO CoO3HaHue.

BeaeHue nayneHTOB ¢ HEJ0CTaTOYHbIM OTBETOM
Ha npoBoAMMYIO Tepanuio
OcHOBHOW Kputepui apdeKTnBHOCTU ABT — CHUKeHHe
NUXopanKku Ao 3HadeHuin Huxe 38 °C n kKynupoBanue [H.
[eTaMm, KOTopble He OTBEYaloT Ha NPOBOAMMOE B Teye-
HWe 48-72 4 nevyeHune, HEO6XOAMMO NPOBECTH ChneaytoLlee:
° KIMHMYecKoe 1 nabopaTtopHoe o6cnefoBaHue 4N OLEeH-
KW OMHAMUKKW COCTOSIHUA (KIMHWMYECKMI aHanu3 KPoBH,
nccnenoBaHue yposHs CPB);
° [Apyrve TecTbl — N0 NOKa3aHUAM;
® pEHTreHonorM4yecKoe ncenefoBaHme 45 OLEHKU AUHa-
MUKW NEroYHbIX U NNeBpPanbHbIX USMEHEHWW;
°  MpPW HaNM4YMK NOKa3aHWU — pelleHne BONpPoCcoB O MNneB-
panbHOM MYHKLUMKU, O CMEHE aHTMOUOTHKA.

Kputepun BoinncKM u3 ctaymoHapa

MauneHT MOXeT 6bITb BbIMMCAH U3 CTaLMoHapa npu 4OKy-
MEHTMPOBAHHOM O6LEM YyYllEeHUN COCTOSHMSA, BKOYas
aKTUBHOCTb, anmeTuT, CHUKeHWe inxopaaxku, u npu Spo,
6onee 95% npu AblXaHWMM KOMHaTHbIM BO3YXOM B TeYeHue
He meHee 12-24 4, MNauWeHT He MOXKeT ObiTb BbINUCaH
M3 cTauMoHapa, ecnu y Hero coxpaHstoTcs [H, TaxunHoa
unu Taxmkapgus. 06a3aTenbHoOe yCnoBue BbIMUCKU pebeHKa
Ha paHHWX CPOKaxX — eC/iv PpoanTEeNn CnoCcobHblI 06ecneymnTb
aJleKBaTHOe 3aBeplUeHne NIeYeHUs B JOMALLHUX YCIOBUSIX.
PaHHAS BbINMCKa U3 cTauMoHapa npu 6biCTPoM addeKTe
neyeHus (Ha 3—4-1 OeHb, ecnu ecTb YCNIOBUS A0Ma), B TOM
yucne npu nosblweHHoN COJ, coxpaHeHMU Kalwns u ayCcKynb-
TaTUBHbIX M3MEHEHWUN B Nerkux, no3sonser usbexatb
cynepuHoeKumn.

[eTtn, Haxoamnslumnecs Ha MBJ1, moryT 6biTb nepesege-
Hbl U3 OTAENEHWS MHTEHCWMBHOW Tepanuu He paHee Yem
yepes3 12-24 4 nocne akctybaumm nNpu ycnoBun cTabuib-
HOIO COCTOSIHUSI U PEHTIEHONIOMMYECKOro MOATBEPHKAEHUS
OTCYTCTBUS HapacTaHusa MaeBpasibHOrO0 BbINOTa MW MHEB-
MOTOpakKca.

3AK/TIOYEHUE

Mcxoabl M NPOrHO3 MHEBMOHMU 3aBUCAT OT TAXECTH
TEYEHUS, HaNMYMa OCNIOXKHEHUN, MMMYHHOro cTaTyca
nauneHta. B 60nbWKWHCTBE C/y4YaeB MNpU CBOEBPEMEH-
HOM W afleKBaTHOM nevyeHun nNporHo3 Bll 6naronpusTHbIN.
HecBoeBpeEMEHHO MM HENPABUIbHO IeYeHHAs MHEBMOHUSA
MOET 3aKOHYUTbLCH Pa3BUTUEM NMHEBMOCKIEpPO3a 1 Aedop-
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MaLmen 6POHXOB B 30HE NnopaxeHus. Takme ncxoabl cendac
pefKW, B OCHOBHOM Yy [eTel C MyKOBMCLIMAO30M, NOPOKa-
MU pa3BUTUA GPOHXMaNbHOro AepeBa, NEPBUYHOM Lunanap-
HOW AWCKMHE3NER U UMMYHOLEDULMUTHLIMU COCTOSHUAMM.
BmecTe ¢ TeM CMEPTHOCTb OT MHEBMOHWI OCTaeTCs BbICO-
KOM, OCOGEHHO B pa3BMBalOWMXCH CTpaHax (CM. pasgen
«ANUAEMUONOTUS»).

AHanu3 daKTopoBs, BAMSIOWMX Ha NporHo3 B, nokasbl-
BaeT K/IOYEBYIO PO/Ib MPAKTUYECKOro NPUMEHEHUS U Cnefo-
BaHWSA HaLMOHaNbHbIM peKomMeHAaumsam nNpu Bolbope Tepa-
neBTMYECKON TaKTUKKM [125]. BakHewWwyio pofib urpaet
KaK MOXXHO 6051ee paHHee Ha3HavYeHne aHTMOMOTUKOB [126—
128]. MNo3gHee o6palleHne 3a NOMOLLbIO MOXET 3HAYUTENb-
HO YXyAWMWTb MNPOrHO3 MHEBMOHWMKU. Cepbe3HOM MPUYMUHON
HebnaronpuaTHOro ncxoda aBnseTcs M3bblToyHas rmapaTa-
UMs, B TOM YUCNie BHYTPUBEHHbIE MHDY3UM XKUAKOCTH.
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MeToabl, UCNOJIb30BaHHbIE /11 OLLEHKN KayecTBa

W CUNbl fOKa3aTeNbCTB

KoHceHcyc aKkecnepToB.

OueHKa 3Ha4YMMOCTM B COOTBETCTBMM C PEWTUHIOBOWM
CXEMOW (CM. HUXKeE).

MeToabl, UCNo/ib30BaHHbIE A1 aHaNU3a
AOKa3aTeNbCTB

0630pbl ONYGANKOBAHHBIX METaaHaNN30B.
CucTtemaTuyeckue 0630pbl ¢ TabMLaMKU 0Ka3aTebCTB.

OnucaHue MeToA0B, UCNOJIb30OBaHHbIX 419 aHaNU3a

AOoKasaTenbCTB

C Lenblo UCKNOYEHNS BAUSAHNSA CyObeKTUBHOMO paKTopa
M MUHUMU3aLKMKM NOTEHUMaNbHbIX OWKMOOK Kaxaoe uccre-
[OBaHMWe OLEeHMBaNOCb HE3aBUCUMO MO MEHbLIEN mepe
OBYMS YneHamu paboyen rpynnbl. Kakne-nnbo pasnmyus
B OLleHKax o6CcyKaanncb BCen rpynnoi B NOAHOM COCTaBe.
Mpn HEBO3MOXKHOCTU AOCTUKEHUS KOHCEHCYCa NpUBEKan-
Csl HE3aBUCHMbIN IKCNepT.

MeToabl, MCNOJIb30BaHHbIe ANA GOpMyNUpPoOBaHUNA
peKomMeHaauumn
KoHceHcyc aKcnepToB.



MeToa Banuaauum pekoMmeHaauumn
BHelHAs aKcnepTHas oLleHKa.
BHyTpeHHss aKcnepTHas oLeHKa.

OnucaHue MeToaa BaiMjauuum peKoMmeHaauum

[MpeactaBneHHble peKoMeHAauuuM B NpeaBapuUTebHOM
BEepcun OblIN peLeH3MpoBaHbl HE3aBUCUMbIMU 3KCNep-
TaMW, YCTaHOBMBLUMMM, 4YTO AOKa3aTeNbCTBa, jexalue
B OCHOBE HaCTOSILMX PEKOMEHAALMN, JOCTYMNHbI ANS MOHM-
MaHus.

C HacToSIMMKU pPEeKoOMEeHAaLUMSIMU O3HAKOMJIEHbl Neau-
aTpbl, KOTOPbIE YKa3aan Ha AOXOAYMBOCTb U3/OKEHUS U KX
BaXKHOCTb Kak paboyero MHCTpPyMeHTa NoBCeAHEBHOM NpaK-
TUKMW.

Bce KomMeHTapmu, NoyYeHHble OT 3KCNEepPTOoB, TWaTeb-
HO CMCTEMAaTU3MPOBaIUCL M 06CYKAanuchb npeacenaTenem
W 4yneHamu paboyen rpynnbl, U B clly4ae HeOoOX0AMMOCTH
B K/IMHWUYECKNE PEKOMEHAaLMM BHOCUIUCHL MOMNPaBKH.

OKOHOMMYECKUH aHaNus3
AHanuM3 CTOMMOCTM He MNPOBOAMACHA, M NyOGAMKaLMUK
no ¢apMaKo3KOHOMUKE He aHaNU3UPOBANMUCh.

KoHcynbTauusa u akcnepTHas ol eHKa

MpoeKT pexkomeHaaumn Obll PELEH3MPOBAH TaKXke
HEe3aBUCUMbIMMK 3KCMEPTAMM, KOTOPbIX NMOMPOCUIN NMPOKOM-
MEHTUPOBATb AOXOAYMBOCTb M TOYHOCTb MHTEpnpeTaLun
[IOKas3aTeNibHOW 6a3bl, JIEXKalllen B OCHOBE pEKOMEHAALINNA.

Pa6Gouas rpynna

[na OKOHYaTeNbHOW pedaKLMM U KOHTPONS KadecTBa
peKkoMeHaauMm Gbliv MOBTOPHO MpPOaHaIM3MpPOBaHbl Yne-
HaMu paboyen rpynnbl, KOTOPbIE MPULWU K 3aKJUYEHUIO,
4YTO BCE 3aMe4vaHUss M KOMMEHTapWUW 3KCMEPTOB MPUHATHI
BO BHMMaHMWe, PUCK CUCTEMATUYECKOM OWMOKKM Npu paspa-
60TKe peKoMeHaaLm cBeeH K MUHUMYMY.

MexaHM3mM OOGHOBNEHMUSA KJIMHUYECKUX PEKOMeHaalunn
npeaycMaTprMBaeT UX CUCTEMATUYECKYIO aKTyanmM3auuo —
He peX<e 4YeM OfMH pa3 B TPM roja, a TaKKe npu nossne-
HWUW HOBbIX AAHHbIX C MO3ULWIA [JOKa3aTeNbHOW Meauuu-
Hbl MO BOMPOCaM AMArHOCTWMKM, NeyveHus, NpodUNaKkTnKu
1 peabunuTaumm KOHKPETHbIX 3ab60/ieBaHU, Hannmyinum 060-
CHOBAHHbIX JOMOJIHEHUIN/3aMeYaHU K paHee yTBEepPKAEH-
HbIM K/IMHUYECKUM pEKOMEHJaLMsaM, HO He Yaule 1 pasa
B 6 mMec.

Ta6nuua 1. LLIkana oueHKn ypoBHEW AOCTOBEPHOCTU AoKa3aTenbcTs (YA/) Ans MeToA0B ANArHOCTUKMU (AMAarHOCTUYECKUX BMeLLaTeNbCTB)

Table 1. Scale of assessment of levels of evidence (LE) for diagnostic methods (diagnostic interventions)

yan PacwudpoBKa

CuctemaTnyeckune 0630pbl UCCNENOBAHUIA C KOHTPONEM pedepeHCHbIM METOAOM UM CUCTEMATUHECKUII 0630p
pPaHAOMU3UPOBEHHbIX KITMHUYECKUX UCCIeA0BaHWUI C NPUMEHEHWEM MeTaaHan13a

OTaenbHble UCCefoBaHuUs ¢ KOHTponeM pedepeHCHbIM METOA0M UK OTAENbHblE PAHAOMU3UPOBaHHbIE KIMHUYEeCKKe
2 nccnenoBaHns U cuctemaTnyeckme o630pbl UCcnefoBaHui Nto6oro AM3anHa, 3a UCKIDYEHUEM PaHAOMU3UPOBAHHbIX
KJIMHUYECKMX UCCIef0BaHuI, C MPUMEHEHWEM MeTaaHanmM3a

Ynucne KOroptHble nccnegoBaHua

MccnepoBaHns 6e3 nocnenoBaTeibHOr0 KOHTPONS pedepeHCHbIM METOAOM, UN UCCcefoBaHUsA ¢ pedepeHCHbIM METOAOM,
3 He ABAAWNMCH HE3aBMCUMbIM OT UCCIEAYEMOr0O METOAa, UM HEPAaHAOMU3UPOBAHHbIE CPABHUTENbHbIE UCCNEL0BAHNUS, B TOM

4 HecpaBHUTENbHbIE UCCNEeOBaHNUS, ONUCaHWE KITIMHUYECKOro cliyYas

MmeeTca nuib 060CHOBaHWe MexaHM3mMa AeNCTBUSA UM MHEHWE 3KCNepToB

Ta6nuua 2. LLIkana oueHKn ypoBHeW 4OCTOBEPHOCTM AoKa3aTenbcTs (YA) ans MeToaoB NpoduUnaKTUKK, NeYeHns u peabunmtaymu

(NpodunakTU4EeCKmXx, nevebHblX, peabuUnnTaLnMoHHbIX BMeWwaTenbCTB)

Table 2. Scale of assessment of levels of evidence (LE) for methods of prevention, treatment and rehabilitation (preventive, curative,

rehabilitation interventions)

yan PacwuudpoBKa
1 Cuctematunyeckuin 063op PKU ¢ npumeHeHnem meTaaHannaa
2 OTtaenbHble PKU 1 cnuctemaTnyeckme 0630pbl nccnegoBaHuin nio60ro gnsarHa, 3a ucknodeHnem PKU ¢ npyumeHeHnem
MeTaaHanusa
HepaHaomMu3nMpoBaHHbIE CPaBHUTENIbHbIE UCCNEA0BaHUS, B T.4. KOTOPTHbIE UCCNIeA0BaHUS
4 HecpaBHWTENbHbIE UCCNELOBAHMS, ONUCAHWE KTMHUYECKOTO ClyyYas Uan CEPUUN CyYaeB, UCCNE0BaHUS «CyYan-KOHTPOb»

MmeeTcsa nuiwb 060CHOBaHWE MexaHn3Ma AeNCTBUSA BMellaTeNbCTBa (JOKIMHUYECKWE UCCIef0BaHMUS) UM MHEHWE SKCNEPTOB

Ta6nuua 3. LLIkana oueHKn ypoBHeN y6eanTenbHOCTU pekoMeHaauunin (YYP) ans MeToaoB NpoduUnaKTUKK, ANarHOCTUKK, neveHns
1 peabunutaumnn (NpodunakTUYECKMUX, AMarHoCTUYECKMUX, le4ebHbIX, peabuanuTaLlMOHHbIX BMeLlaTeNbCTB)

Table 3. Scale of assessment of grades of recommendation (GR) for methods of prevention, diagnosis, treatment and rehabilitation

(preventive, diagnostic, therapeutic, rehabilitation interventions)

YYP PacwudpoBKa

cornacoBaHHbIMM)

CunbHas peKoMeHzaLms (Bce paccMaTpuBaemble KpUTepun abGEKTUBHOCTH (MCXO/bI) ABNSIOTCS BayKHbIMK, BCE UCCefoBaHUs
A MMEIOT BbICOKOE WM YA0BNIETBOPUTENIbHOE METOA0IONMYECKOE KauecTBO, X BbIBOAbI MO MHTEPECYIOLMM UCXOLaM ABASIOTCA

MUCcxoaaM He ABASIOTCS COornacoBaHHbIMMU)

YcnoBHas pekoMeHAauus (He Bce paccMatpuBaeMble KpUtepun adGEKTUBHOCTU (MCXOAbI) ABASIOTCA BaXKHbIMU, HE BCE
B MUccneioBaHUs UMEIOT BbICOKOE UM yAOBNETBOPUTENBHOE METOA0/IOMMYECKOE KaueCcTBO U/WUKN UX BbIBOAbI MO MHTEPECYIOLUM

Cnabas peKoMeHAaLus (0TCYTCTBUE OKa3aTeNbCTB Haj/1exallero KayecTsa (Bce paccmaTpuBaemble KpUtepmn
C 3OPEKTUBHOCTU (MCXOAbI) ABNSIOTCHA HEBaXHbIMU, BCE UCCNEL0BAHUA UMEIOT HU3KOE METOLI0/I0MMYECKOe Ka4yeCcTBO U UX BbIBOAbI
No MHTEPECYIOLWMUM UCXOAaM He ABNAIOTCA COrnacoBaHHbIMU))
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https://doi.org/10.15690/pf.v20i1.2523 W) Check for updates

BY NC
OT1 peaakymnm: 8 gexkabps 2022 roga cocrtosnack VIl Bcepoccurickasi KOHGepPeHUUs CTYAEHTOB M MOJIOAbIX Y4EHbIX
C MEXAYHapOoAHbIM y4acTuem «[leguaTtpuyeckue YTeHums», MOCBSILLEHHas NaMsiTh BEJIMKMX POCCUICKNX YYeHbIX-Nneana-

TpoB A.A. KonteinuHa, A.4. Jle6egesa, 1.A. loHomapeBo#, H.C. Kucask.
lpeacTaBasgem Balemy BHUMaHWIO Hay4YHble paboTbl MOIOAbIX Y4EHbIX — N06eAUTENEN U MPU3EPOB KOHPEPEHLMHN.

10.0. Tkau, J1.B. JleBuyK

®IrBOY BO YpanbCckuit rocyaapCTBEHHbIN MEAULIMHCKUIA YHUBEpCUTET, EkaTepnHbypr, Poccuinickasa deaepaums

Oco6eHHOCTU BBeleHUsA NpuKopma
U du3nyecKoe pasBuTue geTem
NnepBoOro rojga uU3Hu

ABTOp, OTBETCTBEHHbIN 3a NEPENUCKY:
Tkay tOnns OneroBHa, CTyA€HTKa 4-ro Kypca neauatpuyeckoro dakynsteta YIMY Munsgpasa Poccun
Appec: 620028, EkatepuHbypr, yn. Penuna, 3, Ten.: +7 (912) 293-91-68, e-mail: yliutkach@gmail.com

0O60ocHOBaHMe. PalLiMoHaibHOE BCKapM/IMBaHWE CO CBOEBPEMEHHbIM BBEAEHMEM MPUKOPMa 06eCNeYnBaeT oNTuMalib-
Hble TeMrbl GU3NYECKOrO M MCUXOMOTOPHOIO PasBUTUS, ABSETCS Hanbosnee 3OPEKTUBHbIM CTOCOOGOM MPOPUIAKTUKN
XPOHUYECKNX HEMHPEKLIMOHHbIX 3a60/1€BaHUI M MPOrpaMM1MpoBaHnUs 30P0BbS B TEYEHUE KU3HU YesoBeKa. Ljeab nccne-
AOBaHMUSI — [POaHaIN3nMPOBaTb CBOEBPEMEHHOCTb Ha3Ha4YeHNs NPUKopma AETSM epBOro roga KM3Hu Bo B3aMMOCBA3N
¢ ¢pnsuyecknm passutnem. Metogbl. Pa3paboTaH OHAaMH-0MPOCHUK C MCMob30BaHMemM cepBuca Google dopmbl, npo-
aHanm3npoBaHbl 0TBEThI MaTepeit 108 geTel B Bo3pacTte oT 5 mec 0 3 neT. PusamnyecKoe pa3B1UTHE OL|EHUBAJN C TOMOLLbIO
nporpammbl WHO Anthro. Pe3ynbTaTtbl. COOKM BBEEHUS MEPBOIro MpUKopmMa cooTBeTCcTBOBasM [Tporpamme onTuMusaLimm
BCKapM/IMBaHWs eTel NepBoro roga *xm3Hu B Poccurickon ®egepaumnmn (2019) y 89,8% (n = 97), nocne 6 mec npuKopmbl
BBoanan 6,5% (n = 7), o 4 mec — 3,7% (n = 4). [lepBbIM NMPUKOPMOM YHalle siB/ISJI0Cb 0BOLHOe nope (65,7%; n = 71),
pexe — Katwa (18,5%; n = 20) nan ppyKkToBoe nope (13,9%; n = 15). MscHoe niope BKAYaau B NuTaHue nocae 8 mec
57,4% (n = 62). CpeaHee 3Ha4eHMe noKkasartesid Z-Score MHAEKCca Maccehl TeJia K BO3pacTy y AeTew npu no34HeM BBEAEHUN
npukopma coctaBuio —1,1 = 0,58, 4To 0Ka3as10cb JOCTOBEPHO HUXKE, YEM Mpn cBoeBpeMeHHOM BBeaeHun: 0,08 + 0,11;
p < 0,05. 3akn4yeHue. [lo3gHee Ha3HavYeHMe NMPUKOpmMa, 0COBEHHO NPOAYKTOB C BbICOKOH GMO0rM4€CKON LI€HHOCTbIO,
MPMBOAMJIO K HapyLLIEHMIO MMLLIEBOro cTaTtyca B Buae AedumnTta Maccel Tena y AeTEN KaK Ha eCTECTBEHHOM, TaK M Ha UCKYC-
CTBEHHOM BCKapMJIMBaHUM.

KnroueBbie cnoBa: MnpnKopM, BCKapManBaHue, AETH, GU3n4YecKoe pa3Butme

Ansa yntupoBanus: Tkay 0.0., JleBuyK J1.B. Oco6eHHOCTN BBEAEHMSA NpUKOpMa U GU3nYecKoe pa3BuUTUe AeTen NepBoro
roga *usHu. lMegnatpudeckas papmakonorus. 2023;20(1):42-46. doi: https://doi.org/10.15690/pf.v20i1.2523

OBOCHOBAHME KaK HauWoHaNbHbIX Tpaguuun NMUTaHUd, Tak U UHOUBUAY-

PalunoHanbHOe BCKapM/MBaHWE CO CBOEBPEMEHHbIM
BBEAEHMEM NpUKopMa ob6ecrneynBaeT onTUManbHblie TEM-
Nbl GU3NYECKOIO M MCUXOMOTOPHOIO Pa3BUTUSA pebeHKa,
cnoco6eTByeT NPOGUIaKTUKE XPOHUYECKUX HEMHDEKLIMOH-
HbIX 3abofieBaHWI 1 NporpaMmMupyeT 340P0OBbE YenoBeKa
Ha ANUTENbHbIM nNepuon u3Hu [1]. B TeyeHue nocnea-
HUX aecaTunetuin B Poccuinckon deagepaunn 3Ha4UTENbHO
M3MEHMIUCb CPOKU BBEAEHWS B MWUTaHWE AeTew nepBo-
ro roga XW3HW MPOAYKTOB, OTIMYAIOWMXCS OT FPyaHOro
MOJIOKa MK Mono4Hon cmecu. B 80-x IT. npowsioro BeKa
BBEEHME MPUKOPMA HayYnHaNM B MepBble MECSHLbl *KU3-
HM [2]. Co BpemeHeM BO3pacT Ha3HayeHusa MpuKopma
CMECTWJ/ICS Ha 6onee CTaplwui, U Hay4Hble UCCcneoBaHus,
BbIMOSIHEHHbIE OTEYECTBEHHLIMU U 3apPyBEXHBIMU YYEHbI-
MW, y6eauTenbHO AoKa3anu uenecoobpa3HoCTb BBEAEHUS
HOBbIX MULLEBbLIX NPOAYKTOB B MUTaHWE TPYAHbIX AeTen
B WHTepBane oT 4 fo 6 mMec npu ob6si3aTeNbHOM y4yeTe

anbHbIx 0cobeHHOCTeN pebeHKa [3—6]. ABTOpbl nocyuTanu
BaXHbIM MPOBECTM aHann3d nocnefoBaTefbHOCTU U Bpe-
MEHU Ha3HayYeHWs MpuKopma AeTAM BO B3aMMOCBA3MU MX
C GU3NYECKUM pa3BUTHUEM.

Llenb uccnegoBaHusa
lMpoBecTn aHanu3 BBeAEHUSA NPUKOPMa Ha NepBoM roay
HU3HU.

3apaum

MpoaHann3nMpoBaTb COOTBETCTBME CPOKOB BBEEHMUS
npuKopma peKkomeHaauuam HauuoHanbHOW nporpammel
ONTUMU3ALIMM BCKaApPMINBAHWUSA AeTEel NepBOro roaa XusHu
B Poccuiickon ®epepaumm (2019). OueHuTb duamyeckoe
pas3BuUTUE [IeTEN, HAXOAALMXCH Ha Pa3HbIX BUAaAX BCKapM-
NIMBaHUS. YCTaHOBUTb B3aWMOCBS3b CPOKOB BBEAEHUS NPU-
KopMa 1 GU3M4EeCKoro pa3BuTHUS aeTen.



MATEPUA/IbI U METOAbI

ABTOpamu 6kl pa3paboTaH OHMamH-OMPOCHMK C UCMOJIb-
30BaHueM cepBuca Google dopmbl (cM. [MpunoxeHue)
1 npeanoxeH matepam 108 peten B Bo3pacTe oT 5 mec
1o 3 net. CpeaHun Bo3pacT coctaBun 1 rog 6 mec = 8 mec,
Manb4mkoB — 60 yenosek (55,6%), aeBoyek — 48 4yenoBek
(44,4%). AHKeTa BK/tOYana BOMNPOCHl O XxapaKTepe BCKapM-
JIMBaHUS, CPOKaX Ha3Ha4YeHns u BUae NepBoro 1 nocienyto-
LMX NMPUKOPMa, HaNIMYUKN HEXKeNnaTeNlbHbIX PeaKLni Ha BBe-
[JEeHWE HOBOW MULLM, UCTOYHMKE MHDOPMALIMKM O MPUKOPMaX
M MX 3HAYEHWW ONs 340pOBbSA pebGeHKa. PusnyecKoe pas-
BMTME OLIEHMBaNM ¢ nomoubio nporpammbl WHO Anthro
(https://www.who.int/tools/child-growth-standards/software).

Kputepuu BKaoYeHUs

KpuTepun BKIOYEHUS B UCCNeaoBaHMe: BO3pacT aeTen
oT 5 Mec 10 3 NET, IOHOLLEHHOCTb, OTCYTCTBME BPOMXKAEHHbIX
M HacneacTBEHHbIX 3ab60/IEBaHUN.

CtaTuCTUYECKUN aHaNu3

CTaTUCTMYECKMIA aHanu3 NPOBOAMICA C MOMOLLbIO Mpo-
rpamm Microsoft Excel n Statistica 10.0. MeToabl onucartenb-
HOW CTaTUCTWMKM BKJIOYANM pacyeT cpeaHero apudbmeTnye-
CcKoro (M), ctaHaapTHOWM OWKBGKKM cpeaHero (m), CTaHAapTHOroO
OTKJIOHEHMUS (0). BbiiBIEHWE CTAaTUCTUYECKU 3HAYUMbIX pas-
JIMYUI MEXAY CPaBHUBAEMbIMU rpynmnamMu nNpu HopMasabHOM
pacnpeneneHnn BblIGOPKU MPOBOAMNOCL C MPUMEHEHUEM
METOA0B AMCNEPCUOHHOIO aHanunaa u t-kputepusa CTblogeHTa.
Paznuung cumtanucb goctoBepHbiMm npu p < 0,05.

PE3YJIbTATbI

Mo pe3ynbTaTam aHKETMPOBAHMSA BbIIBAEHO, YTO cpea-
HAS ANMHa Tena npu POXAEeHUN y AeTe He3aBUCMMO OT Nona
cocTaBuna 52,3 £ 1,3 cM. Y Manb4ynKoB 1 1EBOYEK CPEAHASA
Macca Tefla Npu POX/AEHUU NPaKTUYEeCKU He oTanvanachb
n coctaBuna 34655 = 2346 r n 3438,2 + 387,7 r
COOTBETCTBEHHO. bonee nonoBMHbI 06CNefoBaHHbIX AeTEN
Ha NepBOM rofy *W3HW HAXOAWIUCb Ha TPYAHOM BCKapM-
nmBaHumn (63,0%; n = 68); KaXAblM NATbIA NOAYyYan UCKYyC-
CTBEHHbIE MOIOYHbIE cMecH (22,2%; n = 24), Ha CMeLlaH-
HOM BCKapmanBaHuu 6binn 14,8% (n = 16). Bce petwm,
HaxoAMBLUMECSH HA MCKYCCTBEHHOM M CMELIAaHHOM BCKapM-
NMBaHWK, Nosyyann afanTMpoBaHHbIE MOJIOYHbIE CMECH,

Yulia O. Tkach, Larisa V. Levchuk

B 60/bWINHCTBE CllyYaeB — dpuaunonornyeckue (88%), 12%
nosiyyanu cMecu ang aeten ¢ ocobbiMU NOTPEOHOCTAMM (Ha
OCHOBE 4aCTWYHO WKW BbICOKOrMAPONN30BaHHOrO 6esKa,
aHTUPedIIOKCHbIE).

Mpn oueHKe PU3MYECKOro pasBUTUSA MO MeXAyHapon-
HbIM cTaHgapTam BO3 yctaHOBNEHO, 4TO NONOBMHA AeTen
nmena cpeaHun poct (56,5%; n = 61) 1 6o51ee NoNOBUHbI —
cpenHiolo maccy Tena (66,7%; n = 72).

AHKeTMpOBaHWe noKasano, 4YTo 6GONbLIMHCTBO MaTte-
pen (89,8%; n = 97) BBOAWAM NPUKOPMbI B COOTBET-
CTBMM C peKoMeHpauusamu [porpamMmbl onTUMM3auLUu
BCKapM/inBaHWs eTen NepBoro roga *u3Hu B PoccMmncKon
depepaumnm» (2019), T.e. B UHTepBane 4—6 mec. lNo3gHee
BBeAeHMe NpuKopma (nocne 6 mec) oTtmeyeHo y 6,5%
(n = 7), paHHee BBeaeHue (oo 4 mec) — y 3,7% (n = 4).
To eCTb y Kaxaoro gecatoro pe6eHKa CPOKM Ha3HayYeHus
nepBoro NpuKkopma 6bin HapyweHbl. B KavyecTBe nepBoro
NpuMKOpMa maTtepu Yalle Bbibupanv oBouiHoe nope (65,7%;
n = 71), pexxe — Kauwy (18,5%; n = 20) unn dpyKToBoe
nope (13,9%; n = 15). B AByx cembsix NepBbIM NMPUKOPMOM
OblN10 coaepkaHne MaMnHon Tapenkn. Oco6oro BHUMaHMs
3acny)KMBaeT HapyleHWe CPOKOB BBeAeHWS MPOAYKTOB
C BbICOKOM OGMONOrMY4ecKoMm LEeHHOCTblo: 57,4% (n = 62)
BKJIOYANM B NUTaHWe MsicHoe ntope nocne 8 mec, 43,5%
(n = 47) no3gHO BBOAMAM 3NaKOBbIM NpukopMm, 18,5%
(n = 20) — oBouwHoe ntope. C Apyron CTOPOHbI, COXPaHs-
eTcs Tpaanumns paHHero seeaeHuns (4o 8 mec) GpyKToBOro
coka — y 34,3% (n = 37), tBopora — y 30,6% (n = 33),
Kedupa — y 17,6% (n = 19) 1 LenbHOro KOPOBLEFO MOO-
Ka —y11,1% (n = 12). OCHOBHble HapyLlEeHMUs CPOKOB BBE-
AeHWs NPUKOpMa npeacTaBfeHbl B Tabaumue.

HexenaTtenbHble peakuun Npu BBELEHUM MNPUKOpMa
oTMeTUNN 26 maTteper (24,1%), 4alle — B BUAE annepruye-
CKMX peakuun (18,5%; n = 20), pexxe — PyHKLMOHANbHbIX
HapyweHun nuweBapeHusa (5,5%; n = 6). bonbluMHCTBO
onpouweHHblx (81,5%; n = 88) nony4yanu pekoMeHaauuu
no BBEAEHMIO NPUKOPMa OT y4acTKOBOro Bpaya-neguatpa
WA MeauumMHCKoM cecTpbl; 27,8% (n = 30) ucnonb3oBanu
cBeAeHUs U3 uHTepHeta; 23,1% (n = 25) ndyyanu maTtepu-
anbl HayYHbIX MEAULMHCKUX MCTOYHMKOB; 15,5% (n = 20)
poavTenen NpUCAyLMBaINCb K MHEHMWIO CTapliuX Y1eHOoB
cembk; 13,9% (n = 15) — K MHEHWIO MOAPYr M 3HAKOMbIX
1 8,3% (n = 9) poanTenen cnonbL30BaNn CO6CTBEHHbIN OMNbIT

Ural State Medical University, Yekaterinburg, Russian Federation

Features of Supplemental Feeding Implementation
and Physical Development of Infants

Background. Balanced feeding with timely supplemental feeding implementation ensures optimal rates of physical and
psychomotor development. It is the most effective way for preventing chronic non-communicable diseases and programming
health during human life. Objective. The aim of the study is to analyze the timing of the supplemental feeding administration in
infants regarding their physical development. Methods. Online questionnaire was developed via Google Forms. Responses from
mothers of 108 children aged from 5 months to 3 years were analyzed. Physical development was evaluated via the WHO Anthro
program. Results. The timing of first supplemental feeding implementation corresponded to the Optimizing program on infants
feeding in Russian Federation (2019) in 89.8% (n = 97) of cases, after 6 months — 6.5% (n = 7) of cases, and before 4 months —
3.7% (n = 4) of cases. The first supplemental feeding most commonly was vegetable puree (65.7%; n = 71), less often — porridge
(18.5%; n = 20), or fruit puree (13.9%; n = 15). The meat puree was implemented after 8 months in 57.4% (n = 62) of cases. The
mean of z-score for the body mass index to age ratio in children with late supplemental feeding implementation was — 1.1 + 0.58.
It has turned out to be significantly lower than in case of timely administration: 0.08 + 0.11; p < 0.05. Conclusion. Late
supplemental feeding administration (especially foods with high biological value) resulted in nutritional status violation through
body weight deficiency in children both on breastfeeding and formula feeding.

Keywords: supplemental feeding, feeding, children, physical development
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Ta6auua. OCHOBHblE HapyleHWs CPOKOB BBeAeHUs npukopma, %

Table. Major disturbances in the timing of supplemental feeding

implementation, %

HapylieHus cpoKoB BBeieHUSl MPUKOpMa

%

MNo3agHee BBEEHNE MACHOTO Niope

(B BO3pacTe MeHee 8 mec)

57,4
(B BO3pacTe cTaplue 8 mec)
MNo3aHee BBEEHWNE KallK 435
(B BO3pacTe cTaplie 6 mec) !
Mo3aHee BBeAeHWE OBOLLHOMO Niope 185
(B BO3pacTe cTaplue 6 mec) !
PaHHee BBeaeHWe GpyKTOBOro cCoKa 343
(B BO3pacTe MeHee 6 Mec) ’
PaHHee BBeaeHune TBoOpora 306
(B BO3pacTe MeHee 8 Mec) ’
PaHHee BBeaeHue kedupa 176
(B BO3pacTe MmeHee 8 mec) ’
PaHHee BBEflEHWE LENTBHOIO KOPOBLEIO MOSIOKA 111

BOCMWTaHWS cTapwux geTel. B To e Bpems nulb TPeTb
y4aCTHUKOB aHKeTuposaHusa (37,0%; n = 40) 6bian NOSHO-
CTbl0 YAOB/ETBOPEHBI MHOOPMALMEN O MpUKopmax, nosy-
YEHHOW B [JETCKOM MONIMKINHMUKE, ellle CTONbKO e (38,9%;
n = 42) — 4acTU4YHO y4OBETBOPEHDI, a ocTaBlnecs 36,1%
(n = 39) ykazanu, 4To JaHHOW UHDOPMAaLLMK UM MPaKTUYECKHU
He npefocTaBnsAIN.

Mpu conocTaBfieHWM CPOKOB BBEAEHUA MpPUKOopma
n nokasartenen GU3NYECKOro pasBUTUA NOYYeEHbI cliefy-
lolWwmMe faHHble: ANMHa Tena o6cnefoBaHHbIX JeTel He3a-
BMCMMO OT BWAa BCKApM/IMBAHWS W CPOKOB BBeAEHUS
Haxoaunacb B npegenax £1 SDS (ot —-0,36 go 0,6). B 10 e
BpeMsi o6Hapy)eHa TeHAEeHUMUS K 6onee OGbICTPbIM TeM-
nam pocTta y [eTelM Ha eCTeCTBEHHOM BCKapMJ/IMBaHWM
1 NpU CBOEBPEMEHHOM BBEAEHWM NPUKOPMa. TaKKe BblsiB-
JIEHO AOCTOBEPHOE pasnnyme 3HavyeHumn z-score MUMT/BO3-
pacT: Npu CBOEBPEMEHHOM BBELEHWUWU MPUKOPMa cpefHee
3HavyeHne z-score MMT/Bo3pacT coctaBuno 0,08 £ 0,11,
npu NO3JHEM BBEAEHWW — COOTBETCTBOBANO AedULMUTY
maccol (-1,1 £ 0,58); p < 0,05 (CM. pUCYHOK).

z-Score poct/Bo3pacTt

%
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PucyHoK. ®n3nyecKkoe pa3Butue getei Npv CBOEBPEMEHHOM U HECBOEBPEMEHHOM BBEAEHUM NPUKOPMa
Figure. Physical development of children with timely and untimely supplemental feeding implementation



3AK/TIOYEHUE

EcTecTBeHHOE BCKapMIMBaHWeE U CBOEBPEMEHHOE BBe-
ieHne NpuKopMa obecneymBaloT HopMalbHble TEMMbl GU3N-
4eCcKoro pa3Butnga pebeHka. [o3gHee BBeAEHWE NPUKOpPMa,
0COBGEHHO MPOAYKTOB C BbICOKOM GMOMOTMYECKOM LIEHHO-
CTbtO, CNOCOGCTBYET HApYLLIEHWIO NULLEBOrO cTaTyca B BUae
neduuMTa Maccbl Tena y AeTerd Kak Ha eCTEeCTBEHHOM,
Tak U Ha WCKYCCTBEHHOM BCKapM/IMBaHUU. Y4acTKOBOMY
neanaTpy NpuvHaONEeXMT OCHOBHas pofib B peanusaluu
WMHAMBMAYaNbHOW NPOrpaMMbl BCKapM/IMBaHUS Ha NepBoM
roay XW3HW A8 NpodUNaKTUKU aNUMEHTapHO-3aBUCHUMbIX
3ab6oneBaHuni.

BKJIA ABTOPOB

10.0. Tkay — nnaHupoBaHWe MccneaoBaHus, paspabort-
Ka OHNaMH-OMpPOCHWKa, C60p U aHaNM3 JaHHbIX, CTATUCTHU-
yecKass o6paboTKa AaHHbIX, HanucaHuve cTaTbM, noabop
NIMTepaTypHbIX UCTOYHUKOB.

J1.B. JleB4yK — nnaHupoBaHWe UcCCnefoBaHUs, aHanun3
[laHHbIX, cTaTMcTUYeckana o6paboTKa [AaHHbIX, peaaKkTUpo-
BaHWE PYKOMUCH.
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B0O3MOXHOCTHU KOpPpPEeKL UK Tepanuu
aTonuM4YyecKoro Afepmartura y AeTeu

ABTOp, OTBETCTBEHHbIN 32 NEPENUCKY:
KagapoBa AnekcaHapa MropeBHa, accucTeHT kadeapbl neamatpum Pro0Y BO «YnbSHOBCKUIA FOCYAAPCTBEHHbIA YHUBEPCUTET»
Appec: 432011, YnbsiHOBCK, yn. PaguuieBa, A. 42, Ten.: +7(927) 272-05-42, e-mail: Kafarova_Aleksandra@mail.ru

O6ocHoBaHHMe. JleyeHne atonuyecKoro gepmatuta (A1) 6asupyercsi Ha KIUMHUYECKUX peKomeHgauusax (KP, 2021).
llpu HernpepbIBHOM M 4acTo peuuauBupylolleM Te4YeHun gepmaro3a BO u3bexxaHue CcTepeOoTUroB LesiecoobpasHo
ucrnosiib30BaTbh U Apyrue 3pOeKTUBHbIE CrOCObbl J1IeYeHUs, Cpean KOTOPbIX Ba)HOe MEeCTO 3aHumaloT ¢usnotepa-
neBTuyeckne metogel. Ljenb nccnegoBaHuss — OLEHUTb 9PYEKTUBHOCTb XpomoTeparnnu crnektpom 470 HM (CUHUMI
cneKkTp) y aeten ¢ AT, O0CN0KHEHHbIM BTOPUYHON MHQeKUmen. Metogsbl. lMog HabawogeHnem 6bi10 40 getei B BO3-
pacTte ot 2 go 12 net. Bce naymeHTbl noayy4yaan cTaHAapTHYIO CXEMY JIe4eHUs cornacHo genctytolmm KP v 6biamn pas-
JiesieHbl Ha 2 rpynnbl, paBHble Mo YUCIeHHOCTH (Mo 20 nauneHTOoB): KOHTPOJbHYt0 rpynny (K[ — To/1bKo TpaauLuMoHHas
Tepanus) v onbiTHyto rpynny (O — TpagnMynoHHas Tepanusi + XxpoMmoTepanus CUHUM CrieKTpom (470 Hm)). Pe3ynbraTthbl.
WHpeke SCORAD (cymMa OGBbEKTMBHbLIX U CYOBEKTUBHbLIX MPU3HAKOB) 4O JlIe4YeHUs B LieJIOM 10 BbI6OPKe CcOCTaB/is
32,5 £ 6,99 6asin1a, 4TO COOTBETCTBYET CPEAHETSIKE/I0M popme 3ab60os1eBaHusA. [10710KUTENbHbIN d9POEKT Tepanumn 3ape-
rucTpupoBaH y Bcex naymneHTos (n = 40). CTorikas ctabuimsayms npouecca Ha 7-i JeHb nevyerHns B O 6bi1a oTMeYyeHa
y 8 nauymneHtoB, a B KI — y 2 (40 n 10% cootBeTcTBEeHHO); p = 0,065. locne 3aBeplerHus Tepanumn (Ha 10-n geHb)
B O cTorikas pemuccuns npeobnagana n 6bina 3apernctpuposaHa y 90% (n = 18) 60/bHbIX, @ B KI' — To/1bKO B M0/10-
BuHe cnyqaeB (n = 11, 55%); p = 0,031. OueHKa cternenun Tsxectn AT/ no wkane SCORAD y nauyueHTOB ¢ Haln4mem
OCTaTOYHbIX KJIMHUYECKUX MaHugecTalUmnil Harsis4Ho cBMAeTeNbCTBYET, 4To B O ee 3HayeHune COOTBETCTBOBAJIO JIEMKON
cteneHnun 3aboneBaHus (p < 0,001), a B KI' — HuMHeN rpaHnle cpegHeTs»Ke0ro 1 BEpPXHeN rpaHuLe J1erkoro Te4eHms
(p < 0,05). Baknio4eHue. [lpymMeHeHMne XpoMoTepanun CUHUM CIIEKTPOM npu nedyeHnn AT y aeten sBasetcs 9pOeKTuB-
HbIM M JOCTYMHbIM METOLOM, KOTOPbIM MOXHO UCI0J1b30BaTh KaK JOMOJHEHUE K TPaAULMOHHOMY JIEHYEHUIO MPU Halndnm
BTOPHUYHbIX MHHEKLMOHHbIX OCJI0KHEHMI. Ero ncrnosib3oBaHne — 370 NoTeHUMalbHasi BO3IMOXHOCTb UCKJTIOYEHUS M0JIN-
nparmMasuu npu ne4eHnn JaHHoro Jepmartosa.

KnioyeBble cnoBa: feTH, aTONMYECKMI JepMaTUT, XpoMoTeparnus, 3GOEeKTUBHOCTL J1e4eHUs

Ana uyntupoBaHusa: Kadaposa A.N., CmupHoBa B.A., Cokonosa T.B., ConoBbeBa W.Jl. Bo3MOXHOCTM KOppek-

UMM Tepanuu aTonuyeckoro pgepmaTtuta y paeten. [legunatpmndeckas ¢apmakonorus. 2023;20(1):47-50.
doi: https://doi.org/10.15690/pf.v20i1.2533

OBOCHOBAHME [Mpn HeNpepbIBHOM 1 4YacTo peLUAMBUPYIOLLLEM TEYEHUMU

Atonuyeckun agepmatut (AT]) — MynbTUdaKTOpUaib-
Hoe BocnanuTenbHoe 3ab0ofieBaHUE KOXMW, XapaKTepuay-
jolueecs HaaMynem 3yaa, XPOHUYECKUM peLnanBUpYIO-
MM Te4YEeHMEM, 3BOMOLMOHHOM AMHAMUKON KIMHUYECKMX
MaHudecTaLnin, CBOWCTBEHHbIX KaxAOMy BO3pacTHOMY
nepuogy [1, 2]. CornacHO AEWCTBYIOWMM KIUHUYECKUM
pekomeHgaumam (KP) «<ATonnyeckunin gepmatmt, B 4E€TCKOM
BO3pacTe BblAENSOT MadeHYecKkun (4o 2 neT), AETCKUM
(2-12 neT) 1 NOAPOCTKOBLIV (CTapwe 12 neT) nepuogbl.
JaHHoe 3aboneBaHne UMeeT 3 CTEMEHM TAKECTU: NIETKYIO,
CPEOHETSIKENYIO M TSXKENyl, KoTopasi paccyuTbiBaeTcs
no wkane SCORAD. AT/l HepeaKo OCnoxHaeTcs 6aKTepu-
anbHOM W/MAN MUKOTUYECKOW WHPeKuunen [2]. JleyeHune
ATl B OeTcKkom BO3pacTe MNpOBOAMTCA C MCMNONb30Ba-
HMEM CUCTEMHbBIX WM HaPYKHbIX JIEKAPCTBEHHbIX CPeacTB
[3] n ¢ yyeToM NOKaldaHWW, OTPaXKEHHbIX B MHCTPYKLMAX
no MeaWMLUMHCKOMY MCMO/b30BaHWIO NpenapaTtoB B COOT-
BETCTBMM C BO3PACTOM NaLMEHTOB.

AT/l BO n3bexaHvne cTepeoTMnoB MeauKaMeHTO3HOM Tepa-
nuK LLeNecoobpasHo OCYLLECTBAATb MOUCK HOBbIX METOL0B
NeYvyeHuns, B TOM Yucne pusnotepaneBTUHECKUX.

NlagzepHaa Tepanua LWMPOKO MCMONb3yeTcs C KOHUA
XX B. B MEAULIMHCKOW NPaKTUKE MHOrux ctpaH. Meaunatpus
He ABnseTca UcKayeHneM [4]. doToTepaneBTUHECKOE BO3-
LeNCTBME MOXHO pasgennTb Ha 3 rpynnbl: MHGpaKkpacHoe
(TennoBoe HEBUAMMOE WU3NyYeHUE C ANMHOM BOAHbI 700—
3000 Hm), Buanmoe (400-800 HM) un ynbTpaduonetooe
(HeBMAMMOE C ANMHOM BONHbI 180—-400 HMm) [5]. Ans neyeHns
KOXHbIX 3a60neBaHUI y eTEN B CBA3M C MEHEE arpeccuB-
HOWM aKTUBHOCTbIO NPENMYLLECTBO NPUHALNEKNUT CENEKTUB-
HOMY NONAPU30BaHHOMY BUAMMOMY CBETY — XPOMOTEpanuu
CWMHErOo, 3e1eHOro, KpacHoro 1 Apyrux LBeToB. CuHui cBeT
obnagaeT NPOTUBOBOCNANUTENbHbLIM, CeAaTUBHbLIM, penak-
CcUpYIOLWMM, @ TaKkXe GaKTepuunaHbIM aencTBuem [6]. 310
060CHOBaN0 LenecoobpasHoCTb U3yHeHns aPpdEKTUBHOCTH
JaHHOro Metofa nevyeHus npu At. YuuTbiBas, 4TO LaHHbLIA

PEDIATRIC PHARMACOLOGY. 2023;20(1)

7

NEAUWATPUYECKAA ®PAPMAKONIOIUA / 2023 / TOM 20 / N2 1



E SHORT REPORTS

KPATKUE COOBLUEHUA

JepMaTo3 COMPOBOMAAETCS 3YA0M, HapyLIEHUEM KOMHOro
6apbepa U HEepPeaKUM OCOMHEHUEM BTOPUYHOWN MHMEK-
LMeRn, aKUeHT caenaH Ha AaHHbId KOHTUHIEHT MauueHTOB.
TaKkoW noaxoa HanpasfieH Ha MUHUMMU3ALMIO MosunparMa-
311 B KJIMHUYECKOWN NeJnaTpUYecKon NpaKkTUKe.

Llenb uccnegoBaHus

OueHUTb 3DDEKTUBHOCTL XpOMOTEPANUU CMEKTPOM
470 HM (CUMHUI cneKTp) y aeten ¢ AT, OCNOXHEHHbIM BTO-
PUYHOM MHDEKLMEN.

3apaum

OUEHUTb KIMHMYECKYD 3PDEKTUBHOCTL XpOMOTEPanuu
CUHUM CNeKTpoM y aeten ¢ AT, OC/IOXKHEHHbIM BTOPUYHOM
MHdeKLUMnen, 1 060cHOBaTL Lie1ecoobpasHOCTb ee UCMOSb-
30BaHWS KaK [0MOJHUTENbHOrOo GU3NOTEpPaneBTUYECKOTO
MeToJa B NeaMaTpUYecKon npaKkTuKe.

MATEPUAJIbI U METOAbI

Mop HabnoaeHnem 6bi10 40 aeten ¢ AT, 0OCNOXKHEHHbIM
BTOPUYHOM MHDeEeKLUMeN, B Bo3pacTe oT 2 Ao 12 neT. OueHKa
cteneHn Taxectu AT npoBoaunacb no wkane SCORAD
(cyMMa 06bEKTUBHbIX U CYOBbEKTUBHBIX MPU3HAKOB): Nerkas
cteneHb — A0 25 6anno., cpeaHeTsenas — oT 25 go 50,
Taxenas — 6onee 50. B uenom no BeiIGOpKE 3pUTEMATO3HO-
CKBamMo3Hasa popma 3apernctpupoBaHa y 28 (70%) nauu-
€HTOB, 3pUTEMATO3HO-CKBaMO3Has € NnxeHnbuKkaumen —
y 8 (20%), nuxeHomaHaa — y 4 (10%). OcnoxKHeHns Gbln
npeacTaBneHbl nuoaepmuen (11/27,5%), NOBEPXHOCTHbLIM
KaHAWO030M KOMXW W/UNKN CNU3UCTbIX obonovek (8/20%),
mManacce3no3om (5/12,5%) 1 coyeTaHMeM NepedyncneHHbIx
3aboneBaHun (16/40%). OuarHo3 OCNOXHEHWHA, MOMWUMO
KIMHWYEeCKMX MaHudecTauumi, 6a3upoBanca Ha [LaHHbIX
nabopaTopHoro ob6cnefoBaHUs nauneHToB (6aKkTepuono-
rMYeCKM MeToj, onpefeneHune tutpa cneuududeckunx IgE-
aHTUTEN K aHTUreHam S. aureus u NMNOGUNbHBIX APOXIKEN
pofa Malassezia v Tutpa IgM- 1 I1gG-aHTUTEN K aHTUIrEeHaMm
[poXKenoaobHbIXx rpu6oB poga Candida). B3sTne matepu-

anay nauuneHToB ocywecTteasnock B 000 «LeHTp nasepHom
MEeAULMHbI», @ UCCNEef0BaHUS BbINONHANUCH B N1a6opaTopumm
Y3 «YnbssHoBCcKas o6nacTtHas KIMHUYecKas 60nbHULar.
Bce nauueHTbl nonayvanu CTaHAapTHYIO CXEMY fle4eHus
cornacHo genctaytowmm KP 1 66111 pasgeneHbl Ha 2 rpynnbl,
paBHble N0 4YucneHHocTn (Mo 20 MauMEHTOB): KOHTPOSIb-
Hyto rpynny (KI' — TonbKO TpaguUMOHHasa Tepanus) 1 onbIT-
Hyto rpynny (O — TpaauumMoHHas Tepanus + xpoMoTepanus
CMHUM CNEKTPOM). XpOMOTepanusa NpoBoAnIach Ha annapare
nasepHon Tepanuu Jlaamuk» dupmbl 000 HUL, «MaTtpuKe»
C MCMNONb30BaHMEM MaTpPUYHOW CBETOAMOLHOM T[ON0BKM
HenpepbIBHOMO M3MlyYEHUSI CUHEro CrneKTpa C AJIMHOW BOJ-
Hbl 470 HM ¥ MOLLHOCTbIO M3NyyYeHns 15 MBT. ExeHeBHbIN
CeaHc COCTOAN B ABYXMMHYTHOM 06paboTKe o4vara nopake-
Hus. MNocne 3aBeplieHns Kypca Tepanuu (Ha 10-i aeHb) npo-
BefeHa oLeHKa ee KIMHMYeCKon apdEKTMBHOCTM MO WKane
SCORAD. CratncTnyeckass 06paboTKa Matepuana npoBeje-
Ha C MCMONb30BaHMEM aHanM3a MPOU3BOJIbHbIX COMPSMKEH-
HblIX Tabauy, 2 X 2 nNpu NOMOLWM ABYCTOPOHHEr0 TOYHOIO
KpuTepus duwepa, KONMYECTBEHHbIE AaHHbIE CPaBHUBANUCH
npv nomowm U-Kpnutepmsa MaHHa — YUTHU ¢ pacyeTom MoKa-
3aresiei cpegHero 3Ha4eHus n owmnbku cpegHero (M £ m).

PE3YJIbTATbI

[o Havyana neveHuns nHaekc SCORAD B Liesiom no BbliGop-
Ke cocTaBnan 32,5 + 6,99 6anna, 4YTo0 COOTBETCTBYET CPEf-
HeTsaKenon creneHn 3abonesaHusa. [o nedyenusa B O n KI
OTCYTCTBOBaNM pasnunyns B 3HavyeHusax nHaekca SCORAD,
MHTEHCUBHOCTM 3yfda, CMeKTpa M 4acTOoTbl perucrpauuu
OCnoXHeHun (p > 0,05). BbicbinaHMa NOKanM30BaIUCh
Ha nuue, wee, B 06/1aCTU NOKTEBbLIX CrMOOB WM MOAKONEH-
HbIX SIMOK, Ha 6eapax, Aroguuax, xusoTte. KnuMHuyeckue
MaHubecTaumm Obliv NPeAcTaBAeHbl CYXOCTbIO KOXK, 3pU-
TEMOW C WenyweHneM, nTMxeHnduKkaumnen, Ha GoHe KoTopbIx
BEPUDULMPOBAINCL Pa3Hble MOPGONOrMYECKUE INEMEHTI
B 3aBMCHMOCTH OT CTENEHM TAKECTU 3ab0neBaHns: BE3UKY-
Nbl, MOKHYTKE, NYCTYNbl, 3KCKOPHUALIMK, CEPO3HbLIE U THOMHbIE
KOPOYKM.

Aleksandra I. Kafarova?l, Victoria A. Smirnoval, Tatyana V. Sokolova?, Irina L. Solovyeval

1nstitute of Medicine, Ecology and Physical Culture “Ulyanovsk State University”, Ulyanovsk, Russian Federation
2 Medical Institute of Continuing Education “Russian Biotechnological University”, Moscow, Russian Federation

Options for treatment correction in children

with atopic dermatitis

Background. Atopic dermatitis (AD) treatment is based on clinical recommendations (CR, 2021). It is reasonable to use other
effective treatment methods due to continuous and often relapsing course of dermatosis, and thus physiotherapy treatment is
important. Objective. The aim of the study is to evaluate the efficacy of chromotherapy with a spectrum of 470 nm (blue spec-
trum) in children with AD complicated by secondary infection. Methods. The study included 40 children aged from 2 to 12 years.
All patients received standard treatment regimen according to the current CR and were divided into 2 groups, equal in number
(20 patients each): the control group (CG — only traditional therapy), and the experimental group (EG — traditional therapy + blue
spectrum chromotherapy (470 nm)). Results. The SCORAD index (the sum of objective and subjective features) before treatment
in the whole patient cohort was 32.5 + 6.99 points, which corresponds to the moderate-severe form of the disease. The positive
effect of therapy was registered in all patients (n = 40). Persistent process stabilization on the 7th day 7 of treatment in EG was
observed in 8 patients, and in CG — in 2 (40% and 10%, respectively); p = 0.065. After the end of the treatment (10th day) persis-
tent remission prevailed in EG and was registered in 90% (n = 18) of patients, and in CG — only in half of all patients, 55% (n = 11);
p = 0.031. The evaluation of the AD severity due to the SCORAD index in patients with residual clinical manifestations clearly indi-
cates that in EG its value corresponded to a mild disease course (p < 0.001), and in CG — the lower border of the moderate-severe
and the upper border of the mild disease course (p < 0.05). Conclusion. The use of blue spectrum chromotherapy in treatment
of children with AD is the effective and accessible method that can be used as an addition to traditional treatment in cases with
secondary infectious complications. Its use has a potential to exclude polypragmasy in this dermatosis treatment.

Key words: children, atopic dermatitis, chromotherapy, treatment efficacy
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C xpomoTepanuen Bes xpomoTepanuu

O Pemuccus [ HenonHas pemuccus

Puc. 1. YactoTa peructpaumm peMuccum Ha 7-1n fieHb Ne4eHns B
Ol n KrI, %

Fig. 1. Remission frequency on the 7th day of treatment in the EG
and CG, %

[MonoxutenbHblM 3ddEKT B npoLecce nevyeHus 3ape-
ructpuposaH B 100% cnyyaeB (n = 40). locTOBEPHbIE
OT/INYMS YCTAHOBMIEHbI B CPOKAX HaACTYM/JEHUS PEMMUCCUMU
ATA (puc. 1).

Kak nokasaHo Ha puc. 1, cToMKasa ctabunnsauuns npo-
Lecca Ha 7-1 geHb nevyeHus B Ol Gblla 0OTMeYeHa y 8 naum-
eHToB, @ B KI — y 2 (40 n 10% cootBeTcTBEHHO); p = 0,065.
OcTanbHble et B 06eux rpynnax Ha gaHHOM aTane umenu
B TOW UM MHOW CTEMEHU KJIMHUYECKUE CUMMTOMbI 3ab6oneBa-
HUS U MPOAOJIKUAN NIEHEHME.

Peagynbtatbl oueHkn 3addeKTUBHOCTU nedeHus AT
y OeTer nocne 3aBeplleHus Kypca xpomoTepanuu npea-
CTaBNEeHbl Ha puc. 2.

[aHHble puc. 2 HarnagHo CBMAETeNbCTBYIOT, 4TOo B O
CTOMKas pemuccus npeobnagana v 6bina 3aperncTpupoBa-
Ha y 90,0% (n = 18) 60/1bHbIX, @ B KI' — TO/IbKO B NOSIOBUHE
cnyyaes (n = 11, 55%); p = 0,031.

CpaBHeHue aaHHbIX WKaabl SCORAD B O nKI" no n nocne
fle4YeHUs C OCTaTOUYHBIMWU KIMHUYECKMMU MaHUbecTaumsamm
npeacTaBfiEHO Ha puc. 3.

40
Max
35 Qs
X
30 Me
Q25
25 Max
20
15
10
5
0

[o neyeHns

B C xpomoTepanuven

100 90,0

80

60 55,0

45,0

40

20 10,0
0

C xpomoTepanuen

Bbes xpomoTtepanuu

O Pemuceua [0 Henonwas pemuccus

Puc. 2. YactoTa peructpauunn pemuccuun Ha 10-1 aeHb fedeHns
B Ol u KI, %

Fig. 2. Remission frequency on the 10th day of treatment in the
EG and CG, %

Ha puc. 3 oT4eTnIMBO BUAHO, YTO 3HAYEHUE WHOEK-
ca SCORAD B Ol neyeHuss y nauMeHTOB C OCTaTOYHbI-
MU KJIMHUYECKMMU MaHubecTaumMsamMu nocne 3aBeplleHus
10-AHEBHOr0 Kypca Tepanuu CHU3UNI0Ch [0 JIEFKON CTENEHU
(14,85 + 3,61; p < 0,001), a B KI — TO/IbKO A0 HUXKHEN rpa-
HULbI CPEAHETSKENOro U BEPXHEN FPaHULbl NErKoro Teye-
HUA 3aboneBanusa (24,34 + 3,15; p < 0,05). CywecTBeHHO,
4YTO KJIMHUYECKME NMPOSABAEHNS BaKTepHUanbHOM U/UU MUKO-
TUYECKOMN MHPEKLIMM NOTHOCTbLIO Pa3PELLMINCL Y BCEX MaLM-
eHToB Ol n ToNbKO Y 14 (70%) KT (p = 0,02).

3AK/IIOYEHHME

Mony4yeHHble [AaHHble HarnsgHO CBUAETENbCTBYIOT
06 3pPEKTUBHOCTN BbIGPAHHOrMO HamMu meToga GU3MO-
Tepanuu U Lenecoo6pa3HOCTM €ero MCnosb30BaHuUA
KaK [OMNOSIHUTENbHOIO K CTaHAapTHOM METOAMKe fede-
Hus AT[. lpuMeHeHue XpomMoTepanuu CUHUM CMEKTPOM
B KOMMJIEKCHOM NevyeHun AT, OCNOXKHEHHOro BTOPUYHOM
nHdeKumnen, y geten ansgetca aGOGEKTUBHbIM U JOCTYMHbIM
MeToaoM, No3BonsiowmnM 3a 10 gHer NMKBUAMPOBaATb Kn-

p, <0,001
p,<0,05

MNMocne neveHuns

[l bes xpomoTtepanuu

Puc. 3. InHamnKa nugekca wranol SCORAD B Ol n KI' 4o 1 nocne neyeHuns ¢ 0CTaTo4HbIMU KIMHUYECKMMU MaHudecTaumamu, 6annbl

lpumeyarHune. Min — HabnoAaemMblt MUHUMYM; Qo5 — HUXHWUIA KBapTUib; Me — MeanaHa; X — cpefjHee 3HadeHue; Q,5 — BEPXHUI KBap-
Tub; Max — Habnoaaemblit MaKCUMyM; P, — CTATUCTUYECKW 3HAYMMbIE PA3IMYUA NOoKasaTenen 40 U Nocne NeYeHns ¢ NPUMEHEHUEM XPO-
MOoTepanuu; p, — CTaTUCTUYECKM 3HAYMMbIE PA3IMYKUS NMOKasaTeNnen A0 U noce neYeHns 6e3 NPUMEHeHUs XxpoMoTepanmu.

Fig. 3. Dynamics of SCORAD score in EG and CG before and after treatment with residual clinical manifestations, points

Note. Min — observed minimum; 025 — lower quartile; Me — median; X — mean value; Q75— top quartile; Max — observed maximum; py—
statistically significant differences in indicators before and after treatment with chromotherapy; p, — statistically significant differences in

indicators before and after treatment without chromotherapy.
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HUYECKME MaHWbecTauun UHOEKLMn KoK, CoKpalleHue
CPOKOB Jle4eHNs UMEET BaXHOE coLuanbHoe, 3KOHOMUYe-
CKOE€ 1 MCUX0/I0rMYecKoe 3Ha4YeHue.
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OAvHamMuKa ypoBHA PeKanbHOro
Ka/bNPOTEKTUHA Y HOBOPOXAEHHbIX
BbICOKOIro pUcKa HeKpoTusupyiowiero
SHTEpPOKOoJUTa

ABTOp, OTBETCTBEHHbIA 3@ NePenucKy:

CaBenbeBa EkatepuHa MropeBHa, cTyaeHTKa VI Kypca KnMHUYecKoro MHCTUTYTa AeTcKoro 340poBbs UM. H.®. dunatosa ®rAQY BO Mepsbit MIMY
umM. N.M. CeyeHoBa MuH3apaBa Poccun (Ce4eHOBCKMIt YHUBEPCUTET)

Appec: 119991, Mocksa, yn. Tpybeukas, a. 8, cTp. 2, Ten.: +7 (495) 531-44-44, no6. 2700, 2697, e-mail: ekaterina.i.belova@mail.ru

BBegeHune. Hekpotnaupyroumii aHTepokoant (HOK) — Tsaxenoe 3aboseBaHNE KeNyA0YHO-KULIEYHOro TpakKTa ¥y HOBO-
POXKAEHHbIX, paHHUE KJIIMHUYECKME CUMMTOMbI KOTOPOro HecrieynduyHbl. B KayecTBe 04HOMro U3 paHHUX GMOMapKeposB
H3K paccmatpuBaetcs ¢pekanbHbIM KanbnpoTekTuH (Cp), oAHaKO ero Ucrnosb30BaHWe Y HOBOPOXKAEHHbIX HEAOCTaTOYHO
n3ydyeHo. Lenb nccnegoBaHuss — OLEHNUTb KJIMHUYECKYIO 3HAYUMOCTb M3MeEPEHHUS YPOBHA deKanbHoro Cp B KadecTBe
paHHero mapkepa H3K y HoBopoxaeHHbIX AeTel. MaTepuanbl 1 MeToAabl. B npocneKTMBHOE KOropTHoe HabaaTeslb-
Hoe nccae[oBaHMe BOLWIIM HOBOPOXKAEHHbIE BbICOKOIO pUCKa (recTaunoHHbIN Bo3pacT (IB) < 33 Hea u/wan macca Tena
< 1500 r) u ymepeHHoro pucka HIK (I'B = 33 Hea npwn Hannumm nogo3peHuns Ha HIK), noctynuBlume B oTAENEHNE pEeaHU-
MaLMu HOBOPOXKAEHHbIX B 1-€e CyT XU3HMU (C.)K.). YpoBeHb Cp uccieoBasicsi UMMYHOKOI0PUMETPUYECKMM METOAO0M Ha 3-H,
7-€ C.)K. y leTel BbICOKOro pucka v npu peanmdaumm HIK y Bcex geten. [locne oKoH4YaHUsi nepuoga HabaoAaeHus naLueHT bl
6b11M pasgesieHbl Ha 2 0CHOBHbIE MOArPYnbl: HOBOPOXAEHHbIE, Y KOTOPbIX pa3Buicst HIK (a), n getn 6e3 HIK (b), mexxay
KOTOPbIMU MPOBOAMIOCH CpaBHEHUE MOJIyYeHHbIX nokasaTesiei Cp. Pe3ynbtatbl. CTaTUCTUYECKM 3HAYUMbIX Pas3indui
B ypoBHsX Cp Ha 3-u U 7-e C.)K. B rpynne Aeten BbiCOKoro pucka ¢ HOK un 6e3 HIK He 6b110. OfHaKo 6b1710 OTMEYEHO,
4yTo y feTer 6e3 HOK otmedanochk cHMxeHue ypoBHSA Cp Ha 7-e C.)K., B TO BPEMS KaK y AeTel ¢ peann3almein HOK, Haob6o-
POT, MPOMUCXOAMIO €ro noBbileHne. B rpynne getei ymepeHHoro pucka HAK nokasatenn Cp He passndanncs. BbiBoAbl.
OaHokpaTHoe uamepeHme Cp y HOBOPOXKAEHHBIX 1t060ro B HEMHOOPMATUBHO B OTHOLUEHMU MPEANKLMU M ANArHOCTUKM
H3K. OgHaKo oLeHKa AMHaMUKKU ypoBHS Cp Ha 7-€ C.)K. N0 CPaBHEHMIO C 3-MU C.)K. MOXKET paccMaTpUBaTLCS KaK Nepceriekx-
TUBHbIN HEMHBA3MUBHbLIN METOA NPOrHo3mpoBaHus peannsaumm HOK y HeJOHOLWEHHbIX HOBOPOXKAEHHbIX B < 33 Hea.
KnioyeBble cnoBa: HEKPOTUIUPYIOLLUIA IHTEPOKOIUT, HEAOHOLLIEHHbIE, PeKallbHbIN Ka/ibpOTEKTUH

Ana untupoBanus: MNMynoiwesa A.®., Caenbesa E.N., MnckyHoBa B.B., JleHtowkunHa A.A., HukntuHa W.B., ToHyapyk O.4.,
Kpor-MeHcen O.A. [IMHaMWKa ypOBHA GpeKanbHOro KanbnpoTeKTUHA Y HOBOPOMXAEHHbIX BLICOKOrO PUCKa HEKPOTU3MPYIO-
Lero aHTepokonuTa. lNeguatpmnyeckas papmarxonorms. 2023;20(1):51-55. doi: https://doi.org/10.15690/pf.v20i1.2529

BBE[EHUE

HeKkpoTtuaupyowmmn aHTepokonut (HOK) — Ttaxenoe
3ab0/ieBaH1e Xenyao4Ho-KuLeyHoro Tpakta (MKT) HoBo-
POXAEHHbIX, NpeacTaBastollee cCO60M BblpaxeHHOe BOC-
naneHue KULIEYHOM CTEHKM, KOTOPOE MOXKET NMPUBOAWUTb
K ee Hekpoay, nepdopauunmn n neputoHnty. HOK anarHoctum-
pyetcs y 7—-8% HOBOPOXAEHHbIX, HAXOAALUMXCA Ha neve-
HUW B OTAENEHWU peaHUMaLMU U MHTEHCMBHOM Tepanuu
HOBOPOMX/EHHbIX, MPW 3TOM YacTOTa NeTalbHbIX UCXOI0B
cpean HoBopoXaeHHbix ¢ HOK coctaBnser 20-30% [1].
Haunb6onee yacto HOK BcTpeyaeTcs y AeTen recTayMOHHOIo
Bo3pacTta ('B) meHee 33 Hepa, 4To 06bACHSAETCA MOPdHO-
GYHKLMOHANbHON He3penocTbto, cnabon apantauunen
UMMYHHOM CWUCTEMbI, HU3KOW CMOCOBHOCTbIO OTrPaHU4u-
BaTb BOCMANMUTE/IbHbIA OYar, HapyleHWEM KOMOHU3aLuu
KMIWIEYHMKa, BO3AENCTBMEM aHTeHaTallbHbIXx (aKToOpoB

pucka [2—6]. PaHHWe KnuHMYeckne cumntoMbl HIK Hecne-
LUMbUYHBI, B CBSAI3M C YeM B HacToslee Bpems BegeTtcs
aKTVMBHbIA MOUCK HOBbIX GMOMapPKEPOB, CMNOCOGCTBYOWMX
NPOrHO3MPOBaAHUIO M paHHen AnarHoctuke HIK. OgHum
M3 TaKWX MapKepoB ABASEeTCA GeKaNbHbl KanbNPOTEKTUH
(Cp) — KanbUMK- 1 Kene3oCcBA3bIBaOWMIA GENOK, KOTOPbIM
COAEPHKNUTCH B HEUTpodMax, MOHOLMUTAxX U aHTepoumTax [7,
8]. Mpn BO3HMKHOBEHMU MPOLECCOB BOCMNaNEHUs, BbICBO-
60X Aascb B MPOCBET KUWeEYHUKa, Cp oKa3biBaeT aHTMbakK-
TepuanbHOe U aHTUMUKOTHYECKOoe aencTBue [8—-11].
N3mepeHne ypoBHA Cp LWIMPOKO MCMONb3YeTca Npu ana-
FHOCTUKE BOCManuTe/bHbix 3a6oneBaHunin KT B neguatpm-
4YeCKOM MpaKTUKe My B3POCbIX NaLMUEHTOB, O4HAKO pe3yfib-
TaTbl UccnegoBaHu Cp y HOBOPOXKAEHHbIX AeTeN KpanHe
MafioYMcneHHbl U npoTuBopeunBbl [12, 13]. OTcyTcTBYIOT
pedbepeHcHble 3Ha4YeHUs A5 HOBOPOXKAEHHbIX Pas3iMyHOro
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recTalyMOHHOro M MOCTKOHLEeNTyanbHOro Bo3pacta [13].
3HayeHus AaHHOTO MapKepa WKWPOKO BapbUPyOT B 3aBUCK-
mMocTu oT 'B 1 nocTHaTanbHOro Bo3pacta [14].

Llenb uccnegoBaHus

OLEHUTb KNMHUYECKYIO 3HAYNMMOCTb U3MEPEHUS YPOBHS
Cp npu peanndauunn HOK y HOBOPOXKAEHHbIX AeTen pasfiny-
Horo B.

MATEPUAJIbI U METOAbI

[Ou3anH uccnepoBaHua

MpoBeJEeHO MNUNOTHOE TMPOCMNEKTUBHOE KOropTHOEe
nccnegoBaHue.

Kputepuu coorBeTCcTBUSA

Kputepun BKNoYeHHUs:

1) HOBOPOXAEHHblE BbICOKOIO pUCKa peanun3dauunn HIK
(FB < 33 Hep u/unun macca tena < 1500 r);

2) HOBOPOXAEHHbIE YMEPEHHOTO UM HU3KOTO pUcKa (B
> 33 Hefl) 1 ¢ Nogo3peHneM Ha peanundauuio HIK.

Kputepumn ucknioyeHus:

1) MHOXXECTBEHHbIE MOPOKN PA3BUTUS;

2) XpOMOCOMHblE aHOMasnK;

3) HacneacTBeHHble 60/1e3HM OOMEHa BeLLeCTB.

Bce petn poaunuce B Prby «HMUL AN um.
B.N. KynakoBa» B nepuog ¢ 1 ceHTa6pa 2021 no 1 ceHTA6ps
2022 1. 1 NOCTYNUAN B OTAENEHUEe peaHUMaLnn U UHTEHCUB-
HOM TepanuuM HOBOPOXAEHHbIX N2 2 B MepBbI 4Yac *HUSHM.
Y BCex AeTen BbICOKOro pucKa peanusaumm HIK, (rpynna |;
n = 39) ot6op 6uomaTtepuana (Kkan) nposoauncs Ha 3-u, 7-e
CYT ¥XWU3HW (C.)K.) U Npu peanndauun HIK, ecnu Havano 3abo-
NleBaHUs OTMeYasochb No3xe 8-X C.K. Y feTell yMEepPEeHHoro

M HM3Koro pucka HIK (rpynna ll; n = 11) n3mepeHue ypoBHS
Cp NpoBOAMNOCH NPY NOSIBIEHMM NOJO3PEHNSA HA pa3BUTHUE
H3K. UccneposaHne ypoBHA Cp NpoBOAMSIOCH Ha aHaNM3a-
Tope NS-Prime (Alfresa Pharma Corp., AnoHus). Bce nauyu-
eHTbl Habnoganucb A0 AOCTUMKEHMS MMM MOCTKOHLIENTY-
anbHoro Bo3pacta 44 Hef UK 10 BbIMUCKK U3 cTalMoHapa.
OnarHo3 HIOK BbicTaBngancs Ha OCHOBAHWUM MOAMDULMPO-
BaHHOM WKanbl Bell [15, 16]. B 3aBMCHMMOCTH OT peanun3aLnm
H3K pgetv Kaxgow rpynnbl 6binK pa3geneHbl Ha Noarpynmbl
la n lla (ectb H3K) u Ib u llb (HeT HIK). CpaBHeHuKe 3Hauye-
Hu Cp NPOBOAMIOCH BHYTPM TPYMNMn MeEXAy noAarpynnamu,
a Takxe mexay la vs lla. lomMrmo abcontoTHbIX 3Ha4YeHnn Cp,
B rpynne | oueHnBanach ero AnHamuka (ACp, ,) — pasHuua
MeXay 3Ha4YeHUsIMKU NoKazaTeNien BTOpoK (7-e C.K.) U nep-
BOM Npo6bl (3-1 C.XK.).

CTaTucTUYECKMe npoueaypbl
MpuHUMNbI pacyeTa pazmepa BbIGOPKHU
Pa3mep BbI6OPKM NpeaBapUTeNbHO HE PacCYUThbIBaACS.

CTtaTucTuyeckue MeToabl

CTaTtucTMYeCcKyto 06paboTKy NMPOBOAMAM C MCMONbL30-
BaHMeM nakeTa nporpamm IBM SPSS Statistics version
23 (CLLA). MpoBepKy HOpManbHOCTU pacnpeaeneHuns oue-
HMBaNM ¢ Nomollbo KpuTepus Konmoroposa — CMMpHOBa
c nonpaBKkon Jlnnnnedopca, Wanmpo — Yunka, a Takxke
nokasaTtenu aKcLecca 1 aCUMMETPUN.

Bo Bcex noarpynnax oTmMevanocb pacnpeneneHue,
OT/IM4HOE OT HOPMAasbHOrO, ANS BbIABIEHUS CTaTUCTUYe-
CKOM 3HAYMMOCTHU Pas3MyUi UCMOSIb30BaaM HeENapaMeTpu-
yecKun U-kputepuin MaHHa — YUTHKU. Pe3dynbratbl NpeacraB-
NleHbl Kak MeavaHa (Me) U1 MUHUMaNbHOE U MaKCcUMmalbHoe
3HavyeHns (Min—Max). Pa3nuunsg cuyntanu OOCTOBEPHbIMU

A.F. Pupysheva?, E.l. Savelyeva2, V.V. Piskunova?, A.A. Lenyushkinal, I.V. Nikitinal,

0.D. Goncharuk?, 0.A. Krogh-Jensen?: 2

1 National Medical Research Center for Obstetrics, Gynecology and Perinatology Named after Academician V.l.Kulakov,

Moscow, Russian Federation

2Sechenov First Moscow State Medical University, Moscow, Russian Federation

Fecal Calprotectin Levels Dynamics in Newborns
with High-Risk of Necrotizing Enterocolitis

Background. Necrotizing enterocolitis (NEC) is severe gastrointestinal disease in newborns, its early clinical symptoms are non-
specific. Fecal calprotectin (Cp) is considered as one of the early biomarkers of NEC, thus, its use in newborns is poorly known.
Objective. The aim of the study is to evaluate clinical significance of fecal Cp measuring as an early NEC marker in newborns.
Methods. The prospective cohort observational study included high-risk newborns (gestational age (GA) <33 weeks and/or body
weight <1500 g) and moderate risk newborns (GV= 33 weeks at suspicion on NEC) of NEC admitted to the neonatal intensive care
unit on the 1st day of life. The Cp level was studied via immune colorimetric method on the 3rd and 7th days of life in high-risk
children and in all children at NEC manifestation. All patients were divided into 2 main subgroups after the end of the follow-up
period: newborns with developed NEC (a) and children without NEC (b). Obtained Cp values were compared between these sub-
groups. Results. There were no statistically significant differences in Cp levels at the 3rd and 7th days of life in the high-risk group
of children with NEC and without NEC. However, it was noted that children without NEC showed a decrease in Cp levels on the
7th day, while children with NEC manifestation, indeed, had increased levels. Cp levels did not differ in the moderate risk group.
Conclusion. Single measurement of Cp level in newborns of any GA is uninformative towards the NEC prognosis and diagnosis.
However, evaluation of the Cp level dynamics at the 7th day of life compared to the 3rd day of life may be considered as a promising

non-invasive method for prognosis of NEC manifestation in premature infants (GA<33 weeks).
Keywords: necrotizing enterocolitis, premature infants, fecal calprotectin
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npu ypoBHe 3Hauymmoctn p < 0,05. HOMWHanbHble AaH-
Hble MpeacTaBfieHbl B BMAE COOTHOLWIEHMSA (YMCAO nauu-
€HTOB C M3y4YaemblM MNPU3HaKom / o6liee 4Yucno nauu-
eHTOB U %). lpu aHann3e HOMWHaNbHbIX MEepPeMEHHbIX
(4acToThl ABNEHUS) NPUMEHANNCH KpuTepuit x2 Mupcona, x2
MupcoHa ¢ nonpaBKoi MeTca, TouHbI KpuTepuin dulepa.
OuLeHKa KayecTBa AMArHOCTUHECKOM MoAenn NpoBoaMnach
¢ nomouwbto ROC-aHanunaa (receiver operating characteristic)
no naowWaan Noa xapakTePUCTUHECKON KPUBOW B KOOPAMHA-
Tax «4yBCTBUTENbHOCTb» U «1-CneunduyHoCTb». 3HaYeHne
nnouwaav npuBeaeHo ¢ 95% fOBEPUTENbHLIM MHTEPBANOM
(AN). Mpn pacyeTe onepalUOHHbIX XapaKTEPUCTUK MOpPO-
roBbIVi YPOBEHb BbIGUPAM, Ucxoas n3 TpeGoBaHUs MaKCH-
MasnbHOM CYMMapPHOM YyBCTBUTENbHOCTU U CNELMOUYHOCTH.
95% AN ana onepaunoHHbIX XapaKTEPUCTUK pacCyYUTbIBaIM
Ha OCHOBaHWW pacnpeaeneHus x2.

PE3YJIbTATbI

Moarpynnel geten la (ectb HOK, n = 9) u Ib (HeT HI3K,
n = 30) cTaTUCTUYECKM He pasdnuyanuck no B, nony, oueHke
no wkane APGAR, metoay poaopaspelleHmns U YacToTe aHTe-
HaTaNbHOW CTEPOUAHON NPOPUNAKTUKM; KNMHUYECKAs XapaK-
TEPUCTMKA NaLIMEHTOB NpuBeaeHa B Tabn. 1. Y 7 us 9 geten
ne6toT HOK nponsowen o 14-x c.K. CTaTUCTUYECKM 3HAUU-
MbIX pa3nnyunii B ypoBHAX Cp Ha 3-M 1 7-e C.K. Mexay noa-
rpynnamu la u Ib He 6b110 (AaHHble NpUBEAEHbl B Tabn. 2).
OpHaKo 6b110 BbISIBMIEHO, YTO y AeTen 6e3 HOK oTmevanoch
CHWXEeHMWe ypoBHS Cp Ha 7-e C.K., B TO BPeMS KaK y aeten
¢ peanuzdaumen HIK, Ha06oOPOT, MPOUCXOANNIO ero NoBbille-
HWe (pa3HuLa 3HaYeHU Mexay NepBon 1 BTOPOW Nnpobamu
(ACp,_4) ykazaHa B Tab/. 2).

Mpn npoBegeHun ROC-aHanui3a nnowaab nog ROC-
KPUBOM, COOTBETCTBYIOWEN B3aMMOCBA3KM NporHosa HIK
1 ACp, 4, coctaBuia 0,933 ¢ 95% M 0,79-1,0. MonyyeHHas
MoJenb ABASETCS CTaTUCTMHECKM 3Haymmon (p < 0,001).
Moporosoe 3HayeHne ACp,, B TOYKE OTCEYKM PaBHO
110 pg/g. Mpu ACp, ., PaBHOM WM MPEBbILIAIOLEM AaH-
HOe 3Ha4yeHue, NPOrHo3MpoBancs BbICOKMM puck HIK.
YyBCTBUTENbHOCTb M CNeundrUyYHOCTb MeToda COCTaBWIIU
80 1 100,0% coOTBETCTBEHHO (CM. PUCYHOK).

B rpynne Il (B > 33 Hea) passutue HIK oTmeyeHo
y 4 geten (noagrpynna lla), y 7 anarHo3s HIOK He 6bin nog-
TBepxAaeH (morpynna lIb). Mpu cpaBHeHnK ypoBHeWN Cp MeXx-
a4y noarpynnamu lla v llb pasnnyni He BbISIBNEHO.

Mpu peannzdaunn HIK 3HaveHuns Cp B nogrpynne la (HIK
ecTb, B < 33 Hep) 6bim BbiWwe, Yem B noarpynne lla (HIK
ecTb, B > 33 Hepn), 04HaKOo pa3HULa He AOCTUINa CTaTUCTH-
yecKon 3HaunumocTn (Me = 1472 pg/g, Min—-Max 99-5904
vs Me = 367,5 pg/g, Min—Max 102-2367; p > 0,05).

3AK/IIOYEHME

B xoae NWMAOTHOroO MPOCMNEKTUMBHOIO MCCneaoBaHus
BbISIB/IEHO, YTO OAHOKpPaTHoe u3MepeHue Cp y HOBOPOX-
[IEHHbIX Nto60ro 'B HEMHOPMATUBHO B OTHOLIEHWM MPOrHO-
3MpoBaHna 1 anarHoctnkmn HIK. MccnegoBaHue gMHamMuKm
ypoBHSA Cp Ha 7-€ C.K. N0 CPaBHEHUIO C 3-MWU C.)K. MOXET
paccMaTpuMBaTbCsl KaK MepPCNeKTUBHbIN HEWHBA3WBHbIN
MeToA MporHo3npoBaHus peanusdaumm HIK y HeaoHoWweH-
HbIX HOBOPOXAeHHbIX B MeHee 33 Hen. lNpun cpaBHEHUKU
MeXay rpynnamu B cnyvyae peanusaumm HIK nokasartenu
Cpy peten B meHee 33 Hep nNpeBbIWAIOT TaKoBbIE Y AeTen
6onee ctapuwero B.

Ta6nuua 1. KavHnyecKkas xapaKTepucTMKa HOBOPOXEHHbIX BbICOKOrO PUCKa Pa3BUTUS HEKPOTU3MPYIOLLEro IHTEPOKONNUTa
Table 1. Clinical features of newborns with high-risk of necrotizing enterocolitis

Fpynna la I'pynna Ib
Mokasarenb (ecTtb HIK) (HeT H3K) p
n=9 n=30
Macca Tena, r 730 (660-1490) 1330 (550-2158) 0,02
[ecTauUMOHHbIM BO3pacT, Hef 28 (25-33) 30(25-34) > 0,05
KecapeBo ceyeHune 8/9 (89%) 30/30 (100%) > 0,05
Mpodunaxktuka PAC 8/9 (89%) 28/30 (93%) > 0,05
OueHKa no wkane APGAR, 1-9 MuH 4 (1-8) 6,5 (3-7) > 0,05
OueHKa no wkane APGAR, 5-9 MyH 7 (3-8) 7 (5-8) > 0,05
My>»KcKoM non 3/9 (33%) 15/30 (50%) > 0,05

MpumeyaHme. HIK — HEKpOTU3UPYIOLLMIA aHTEpOKONUT; PAC — pecnupaTopHbIi AUCTPECC-CUHAPOM.
Note. NEC (HOK) — necrotizing enterocolitis; RDS (PAC) — respiratory distress syndrome.

Ta6nuua 2. NokazaTenu GeKanbHOro KalbNpPoTEKTUHA Y HOBOPOXAEHHbIX reCTaLMOHHOIr0 Bo3pacTa MmeHee 33 Hel C HEKPOTU3UPYIOLLMM

3HTEPOKONNTOM M 6€3 NPU3HaKoB 3aboneBaHns

Table 2. Fecal calprotectin levels in newborns at gestational age <33 weeks with necrotizing enterocolitis and with no signs of disease

Fpynna la I'pynna Ib
CYTKHU XKU3HHU no!(aaaTenu H3K KoHTponb p
(Me, Min-Max) pg/g (n=9) (n = 30)
3-n Cp 318 (75-370) 244 (22-4136) >0,05
7-e ‘ Cp ‘ 2723 (241-5904 ) 179 (50-3491) >0,05
‘ ACp, 4 ‘ 2370 (166-5621) -43(-724-449) 0,023

MpumeyaHmne. HOK — HEKPOTU3UPYIOLMI IHTEPOKOUT.
Note. NEC (H3K) — necrotizing enterocolitis.
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Figure. ROC curve analysis (prognostic model for necrotizing enterocolitis development according to ACp,_,)
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PHUMY mnm. H.U. Muporosa, Mockea, Poccuickasa ®enepaums

TeyeHune roMO3UroTHoOu
MeTreMmoriooMHeMuu y 1eBOYKU ABYX NeT

ABTOp, OTBETCTBEHHbII 3a NEPENUCKY:
MantoruHa MapuHa CepreesHa, ctyaeHTka ®FAQY BO PHUMY um. H.WU. NMuporosa MuH3apasa Poccuu
Appec: 117997, Mocksa, yn. OCTpoBUTAHOBA, A. 1, ¢Tp. 7, Ten.: +7 (926) 171-83-40, e-mail: malyugms00@gmail.com

O6ocHoBaHue. MeTremornobuHemun — rpyrnna 3aboseBaHui, 06yCA0BAEHHbIX Pa3/IMYHbIMU paKTopamu, rnpu KOTopbIX
yBe/n4ynBaeTcs cogepaHne metremMoriobnHa (MetHb) B kpoBu cBbile ¢pu3noaornyeckor HopMmsl. OnucaHue KJanHu4Ye-
cKoro cayyas. [lpeacTaB/ieH KIMHUYECKNUI CayYal JeBOYKM ABYX JIET, y KOTOPOHU METreMOorio6uHeMns OKa3asach caydan-
HOM HaxoAKoM npu obpalleHnn no noBoAy TpaBMbl ro/10Bbl. B pe3ynbTate nccaeoBaHuii ycTaHOBIEH Hy/1€BON ypPOBEHb
aKTUBHOCTH (epMeHTa LUMTOXpPOM-b5-penyKTasbl, YTO CBUAETE/bCTBYET O FOMO3UIOTHOM COCTOSIHUMU reHa. CoCcTosiHUe
yMaHo3a M rmMnoKcumn KynupoBaHo npueMomM acKopbUHOBOW KMUCIOTbl Kypcamu 250 mr/cyT. 3aknioyeHue. Crenyet rnpo-
ABJISITb MOBbILLIEHHYIO HACTOPOXKEHHOCTb B OTHOLUIEHUU AINTENIBHOIO U30JIMPOBAHHOIO LiMaHo3a Mpu UCKIYEHUU Hanbo-
Jlee pacrpoCTPaHEHHbIX MPUYUH ero pa3Butus. [lpy cBoeBpeEMEHHO Ha4YaToM JIeHeHMM MOXXHO MPeaoTBpaTUTb pa3sutne
TSXEJIbIX OC/IOKHEHMH.

KnioyeBble cnoBa: MeTreMOrno6uHeMus, roMO3UroTHas MeTreMoriobMHeMuUs, HUKOTUHaMUAaAeHUHANHYKIEOTUArAPO-
reHasa-UnToxpom-b5-pesyKktasa, KIMHUYECKUI CayYal, AeTH, METTEMOIIOBUH, LUMaHo3, aCKOPObUHOBas K1caoTa

Ana yntupoBaHus: Manorvnda M.C., Jlaeposa [1.A., MaTtBeeBa E.A. TedeHMe roMO3UrOTHOM METFEMOTNOBUHEMUMN Yy AEBOM-

OBOCHOBAHME
MeTremornobuHemun — rpynna 3aboneBaHuin, 06y-

C/IOBJIEHHBIX pPa3nuyHbiMU GaKTopaMu C YBETUYEHUEM
cofepxaHua metremornobuHa (MetHb) B KpoBu CBbllwe
dunsnonorndyeckon Hopmbl (> 2% OT o6LLEr0 KONMyecTBa
remorno6uHa (Hb)) [1, 2]. B npeactaBneHHOM Habnoae-
HUX NPUYUHON Pa3BUTUS METTEMOrIOOUHEMUU ABNSETCHA
BPOXAEHHbIV ebULUT HUKOTUHAMUAAAEHUHANHYKNEOTU -
ruaporeHasbl-umMtoxpom-b5-peayktasdbsl (NADH-CYB5R) [3].
BnepBble 0 gaHHOM 3abofneBaHWM yNnoMWHanocb Gonee
BeKa Haszaj. CyulecTByeT TpU 3HAEMUYHbLIX o4ara MeTre-
MOII06UMHEMUU: Cpean MHAENLEB U 3CKMMOCOB Ha AndcKe
1 B AKyTuu [4].

Llenbio onucaHus KIAWMHUYECKOro ciy4vas gaBnseTcd
[EMOHCTPaLMUS CNOXHOCTH AMarHOCTUKKU AaHHOro 3abone-
BaHWS BCNELCTBME HECMNELUPUYHOCTU KIIMHUYECKUX NPO-
ABNEHUN.

Ku aByx ner. lNegnatpuyecKkas papmaronorus. 2023;20(1):56-58. doi: https://doi.org/10.15690/pf.v20i1.2526

KAUHUYECKUNA NPUMEP

O nayueHTe

11 ¢depang 2017 r. B NpuemMHoe oTaeneHne obpaTu-
NIMCb poauTenu AeBoYkun 2 net 10 mMec B CBSI3W C TpaBMOW
B 061aCTU TEMEHHOW KOCTU — pebeHOK rocnutanmampoBaH
B HEMPOXMPYPr1uYecKoe oTAeNeHHE.

M3 aHamHe3a M3BECTHO, 4TO pebeHOoK OT wecTon bepe-
MEHHOCTHK, MpoTeKaBlWen Ha GoHe yrpo3bl MpepbiBaHUA
¢ 19- Hep, nepBbIX poAoB. PaHHee pa3BUTHE MO BO3paAcCTY.
AnneproaHamHe3 OTArOWEH — KOXHas CbifMb MNpKU yno-
TpebneHnn npenapaToB, COAEPKALLMX NAKTO3Y, caxaposy;
flapuHrocnasm Ha Mbibly, WepcThb.

BbinonHeHa KomnbioTepHas Tomorpadus — nepenom
/IEBON TEMEHHOM KOCTU, 6€3 3HAYUTENbHOIro CMELLEHUS
OT/IOMKOB, AaHHbIX 3@ Hannyne BHyTPUYEPEMHbIX KPOBOMU3-
JINSHWUIA, YHaCTKOB YLUMGOB M APYrov CTPYKTYPHOM NaTonorum
roON0BHOrO0 MO3ra He nosiyyeHo. [okazaHui ansa onepatus-
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Background. Methemoglobinemia is a group of diseases caused by various factors where methemoglobin (MetHb) content in
the blood increases above the physiological norm. Clinical case description. Clinical case of methemoglobinemia that was an
incidental finding in two-year-old girl who was in the clinic due to the head injury is presented. Our examinations have revealed zero
activity of cytochrome-b5-reductase enzyme. This fact indicates homozygous mutation. The cyanosis and hypoxia were relieved by
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HOro BMellaTenbCTBa He Obl1o, leYeHne KOHCEpPBATUBHOE.
OpHako npu o6cnefoBaHUKM BbiSIBAEH BbICOKMI YPOBEHb
MetHb — 42%.

[Mpy nogpo6HOM ornpoce Ha NpeameT Xanob Ha LuaHo3
Mua M akpouMaHo3 BbISICHUAOCb, Y4TO AaHHble CMMMTOMbI
NosIBUANCb BECHOW B BO3pacTe ABYX JIET NOC/e NepeHeCEeHHON
pecnupatopHon MHOEKLMN. PebeHoK 6bin o6cnenoBaH, npu-
YUHY LiMaHO3a CBSA3bIBa/IM C BO3MOXHOW pecnunpaTopHOM naTo-
norven (6poHxuanbHasa actMma?). Co cnoB matepu, Ha doHe
WHransunmM OpPOHXONUTUKAMM LIMaHO3 yMmeHblancs. Jletom
[0 rocnutanuaaunm Haxogunach B AepeBHe, rae OTCyTCTBOBa
KOHTPONb 3a MuTaHWem — ynoTpebnsna B MUy NpPOAYyKTbl
«C 3emM/in». B OTHOCMTENBbHO CBOGOLHOM AOCTYMNE Haxoanauchb
a30TUCTble yaobpeHus (Mo TUMY KanbLMEBOW CENUTPbI) U UHCEK-
TMUMABI (OT KOMOPaACKOro XyKa), MCMoNb3yeMble Ha Aa4yHOM
y4aCTKe C LEenblo NOBbIWEHUS ypoxKanHoCTW. [epeBeneHa
B OTAENEeHWe reMaTonornv Ans 06cnefoBaHuns U neveHus.

PusmkanbHaa AUarHocTuKa

CocTodHMe pebeHKa cpegHeTskenoe. B co3HaHuw,
aKTMBHa, Ha OCMOTP pearupyet ageksBaTHo. Ob6pauwatoT
Ha ce6q BHUMaHWeE LLMaHOTUYHbIE KOXKHble MOKPOBbI, YUCTbIE
OT MHPEKLMOHHBIX U annepruyecKmx BbICbIMaHUN, YyMEPEH-
HO BnaxHble. B neBon TemeHHOW 06acTU MPUNYXNOCTb.
Cnnsunctole 060/104KN LMAHOTUYHbIE, BNAXKHblE, YUCTblE
OT BbICbiNaHWi. 3eB He runepemMuMpoBaH. AycKynbTaTUBHO
AblXaHue nyapunbHoe, NPOBOAMTCS BO BCE OTAENbl, XPUMNOB
HeT. ToHbl cepAaLa 3BY4Hble, pUTMUYHbIE. HacToTa cepaeyHblX
COKpalweHnn — 150 ya./MuH. XKMBOT MArKUKN, 6e36ones-
HEHHbIW, JOCTYNEH ry6OKOM M NOBEPXHOCTHOM Nanbnauumn
BO BCeX oTAenax. Pasamepbl neyYeHu 1 ceneseHkun B npeaenax
BO3pPaCTHOM HOpMbl. HeBponorvyeckas U MeHWHreanbHas
CMMNTOMaTUKa OTCYTCTBYET.

MpeaBapuTenbHbli AUArHO3

[To paHHbIM GU3MKaNbHOIO (BblPa*EeHHbIM LMaHO3)
M nabopatopHoro (MetreMornobuH 42%) wuccnenoBaHWin
BbICTaB/EH NpeaBapuUTeNbHbIN AnarHo3 — meTremMornobu-
HEMUS.

AnarHocTuyeckue npoueaypbl

Mo pe3ynbratam NabopaToOpHbIX UCCIEA0BAHNI: 3PUTPO-
LIMTO3 (3pUTPOLUTLI — 6,2 X 1012/n), Hb — 162 r/n, MeTabo-
JINYECKMIA KOMMEHCUPOBAHHbIN auunao3 (pH 7,33, M36bITOK
ocHoBaHui (BE) — 9 mmonb/n, HCO; — 16,8 mMmonb/n),
MetHb — 39,7%. Mo aaHHbIM 3xoKapauorpadbuuM avarHo-
CTMPOBaHbl AedeKTbl MeXNpeacepaHOn Neperopoaku —
2,21 3,4 MM, reMOAMHaMUYECKN He3HavymMMble. [poBeaeHa
[MarHoCcTMKa Ha onpeaeneHne akTUMBHOCTU LMTOXpoM-b5-
pefyKTasbl, OCHOBHOrO ¢depmeHTa MeTabonM3ama remMmorno-
O6WHa, — aKTMBHOCTb paBHa O (npu Hopme 2,2-4,5%),
YTO CBMWAETENLCTBYET O FOMO3WUIOTHOM COCTOSIHUM TeHa
CYB5R3, koanpytowero depmeHT NADH-CYB5R. Takke npo-
BeAeHo nccnegoBaHne KoadpouumeHTta betke 1 (N > 1,25),
BeTke 2 (N > 2,8), KOTOpble ABNAOTCA MapKepamu NaTtonoru-
4yecKoro remornobuvHa M. Bbinn noayvyeHbl oTpUuaTesbHble
pesynbTaThbl, YTO CBUAETENbCTBYET O €r0 OTCYTCTBUM.

KnuHunyeckum gnarHos

OcHoBHOM AguarHos: «MeTreMornoémMHemMus roMo3uroT-
Has». ConyTCTBYOWMUIN AnarHo3s: «[lepenom NeBon TEMEHHON
KOCTK 6€3 CMeLLeHNs OTIOMKOB. BpoXAeHHbIM NOPOK cepa-
ua: gedeKT MexxnpeacepaHon Neperopoku».

AnddepeHunanbHaa guarHocTuka
M0 KAWHWYECKMM CUMNTOMaAM MeETreMornobuHemumto
B JaHHOM cnyyae cneayet avdodepeHumMpoBaTtb ¢ 6GPOHXM-

aNbHOM aCTMOM B CBA3W C HAIMYMEM OTATOLEHHOrO annep-
roaHamHesa (napuHrocnasm Ha Mblfbly, WeEPCTb) U Kynu-
poBaHWEM LMaHO3a MNocne WHranauum GPOHXONUTUKAMMU,
a TaKXKe ¢ ApPYrMMun NaToiormsamm 6poHXoNero4Hom CUCTEMBI,
NPUBOAALLMMU K PA3BUTUIO [ibIXaTENbHON HELOCTATOYHOCTH.
OnddepeHumnanbHylo AMarHoCTUKY TaKKe cneayeT NpoBoO-
[UTb C BPOXAEHHbIMM MOPOKaMKW cepaua c obegHeHUeM
Manoro Kpyra KpoBoob6palleHus: TeTpagon Panno, TpaHc-
no3unLmMen MarucTpanbHbIX apTepuin, 06LLMM apTeprasibHbIM
CTBOJIOM W T.A.; BHYTPM HO30/10TMU — C MPUOBPETEHHOMN
MeTreMoriobMHeM1UeEn, BPOXKAEHHON reTepo3nroTHOM MeT-
remMornobmMHemMuen, ¢ apyrumu 3ab6ofeBaHUS MU KPOBU —
cynbdremornobnuHemmen, KapboKcureMornobuHemmemn
W OPYrMMKU reMorio6uHoNaTUsSMu.

MeauuMHCKME BMellaTebCcTBa
XUpypruyeckme BMmelaTenbcTBa He MNPOBOAWIIUCH.
[narHocTnyecKkune BMellaTeNibCTBa OMncaHbl BhlLLE.

AnHamuKa 1 ucxopbl

HasHayeHa aTMoTponHas Tepanus acKopOGUHOBOM KUC-
notov no 500 mr 1 p/cyT, KOTopasa ABNSETCS BOCCTAHOBU-
Tenem MetHb. lMpn onpeaeneHnn KUCNOTHO-LWENOYHOIO
COCTOSIHUSA KpoBM 4veped 10 AHen nocne nocTynfieHus
Hab6noganacb NONOXKUTENbHAA AMHAMUWKA — YMEHbLUEHWe
ypoBHs MetHb ¢ 42 pgo 26,9%. BbinucaHa Ha amb6yna-
TOpHOE /leyeHne ¢ NOCTOSAHHOW TepanuMen acKopbUHOBOWM
Kucnoton B go3npoBke 250 Mr 1 p/cyT Kypcamu no 2 Hepj,

B mecsl, [5].
Takke o6¢cnegoBaH cM6¢ 10 Mec Ha HannymMe BPOXKAEH-
HOM MeTreMornobuHeMmn — no pes3ynbTataMm BbiiBlEHa

CHUXEHHass aKTMBHOCTb depMeHTa, Y4TO CBUAETENbCTBYET
0 reTepo3nroTHOM MyTaumMu, O4HaKO KJIMHUYECKKeE NposiBIe-
HUA OTCYTCTBYIOT.

MporHos

Mpn paHHoOM 3ab6oneBaHWM MPOrHO3 6aaronpPUATHbLIN
npu cob0AEHUN pexnma npuema npenaparta (acKopbuHo-
BOW KUCJIOThI).

OBCYXAEHME

CywectByeT MHOWM B3Mg4 Ha fle4eHUe rOMO3UTrOTHOWM
METreMorno6MHeEMMn — C MOMOLLbIO METUIEHOBOIO CUHErO
C BHYTPMBEHHbIM BBeAEHMEM npenapaTa B NepBoHayalb-
HOM Ao3upoBKe 1-2 Mmr/Kr [6, 7]. Kpome Toro, psa aBTo-
pPOB cyuTaloT, YTO cneunduryecKas Tepanuns acKopobnHOBOM
KUCNOTOM MAN METUAEHOBBLIM CMHUM MOKa3aHa nauneHTam
C BbIPAXXEHHOMN KIMHMYECKON CUMNTOMAaTMKOM M NauueHTam
C NaToslorMen co CTOPOHbI BHYTPEHHMX opraHoB [1, 7, 8].
ABTOPbI JaHHOW CTaTbW NPUAEPKMBAIOTCA MHEHUS O HEOO6-
XOAUMOCTU MOCTOSIHHOIO NeYeHUst ¢ UCMNONb30BaHNEM BOC-
CTaHOBUTENS MEeTremMornobuHa — aCKOPOMHOBOW KUCNOTHI.

3AK/IIOYEHHME

[JaHHbIN KAWHUYECKUN Ccnydyah AEMOHCTPUPYET COXK-
HOCTW AWMArHOCTMKWM METreMOorno6uHemMMnM Ha BCEX YpPOB-
HSIX CUCTEMbI OKa3aHWs MeAMLMHCKOM MOMOLM BCNeaCTBME
HecneuMdUYHOCTHU U CKYAHOCTM CUMNTOMATUKM. [posiBNeHUs
3aBUCAT OT YPOBHSA METreMoriobuHa B KpOBM — OT 6eCCHUM-
NTOMHOrO TEYEeHMs A0 Pa3BWUTUS KOMbl. B gaHHOM cnydvae
AWarHo3 MeTreMorno6uHemMun Oblfl YCTAHOBMEH CyYalHO
npu ob6cnegoBaHWM B CBA3M C TpaBMOW. TeM He MeHee,
Bpa4yaMm cneayet NposiBAATb KAMHMYECKYID HACTOPOXKEH-
HOCTb B OTHOLWEHWU AIUTENbHOIO M30IMPOBAHHOIO LiMaHO3a
npu OTCYTCTBUM CepAevHON NaToNoruK, TaK KaKk npu cBoe-
BPEMEHHO Ha4yaToOM SIe4EHUU MOXKHO M36eraTb CepPbe3HbIX
ocnoxHeHun [8-10].
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UWHOOPMUPOBAHHOE COIJIACHE

He nony4yeHo M3-3a OTCYTCTBUS KOHTAKTa C NaLMEHTOM.
[aHHble 0 NauneHTe 06e3/MYEHbI.

INFORMED CONSENT

Not received due to lack of contact with the patient.
Patient data was depersonalized
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K/IMHUYECKUM clyyan BbICOKOU
KOMOPOUAHOCTHU Y HEAOHOLWEHHOro pe6eHKa —
TPOMOO3 OPIOLLHOI0 OTAE/1a aopThl,

cuHapom Bonbda - NapkuHcoHa - YauTa,
nPUMoOOpeTeHHbIN TMNOTUPEO3

ABTOp, OTBETCTBEHHbIN 3@ NEPENUCKY:
TuxoHoBa AnéHa CepreeBHa, CTyleHTKa 4-ro Kypca neauatpuyeckoro dakynsteta Praoy BO PHUMY um. H.U. NMuporosa MuHagpasa Poccun
Appec: 117321, Mocksa, yn. OcTpoBuUTAHOBA, 4. 1, Ten.: +7 (917) 961-99-04, e-mail: tihonovaa001@gmail.com

O60cHoBaHue. HeoHaTta/lbHble TPOMOO3bI, KAK BEHO3HbIE, TaK M apTepunasibHble, SIBASIIOTCS PEAKOHU MaTto/0rmen, onbiT
MpoBEeAEHNS CUCTEMHOIO TPOMGOIM3MCA HEMHOIMOYMC/IEH. B CBS3M C 3TMM B HacToslLEE BPEMS POBOAMTCS ajantaums
METOZI0B Tepanuu B3POC/bIX K AETCKOH NMpaKTuke. OnncaHne KIMHUYECKOro cay4as. B npescraBieHHOM COO0G6LEHNN
OMnuncaH KJIMHUYECKMI caydan TpomMb0o3a 6pIoLLIHOro oTAes1a aopThbl Yy HEQOHOLWEHHOro pebeHKa ¢ BrocaeACTBUMN BbiSIB/IEH-
HbIM cHMHAPOMOM Bosbga — [NlapKnuHcoHa — YarTta u npnobpeTeHHbIM r'MNOTMPEO30M, BO3HUKLIMM Ha QOHE aHTUapUTMU-
4Yeckon Tepanuu. 3aka4eHune. Y HeJOHOLLIEHHOro MajibYMKa OTMeYaiachb BbiCOKasi KOMOP6UAHOCTb, KOTopas notpebo-
BaJsia y4acTtusi MHOrmx cneymaamnctoB. CBOEBpPEMEHHOE MPOBEAEHUE CUCTEMHOM TPOMOOIMTUHECKOM Tepanun U nog6op
MPOTMBOAPUTMUYECKMX NpernapaToB no3BOJININ COXPaHNTb PEBEHKY N3Hb M C 6OJIbLION [0/IeN BEPOSATHOCTU N36exKaTb
MHBanuanM3aUmnn B JasbHEMLLIEM.

Knro4yeBbie cnoBa: TpoM603, TPOM603 aopThl, CMHAPOM Bonbgpa — [MapKuHCcoHa — YauTa, npuob6pEeTEHHbIN rMNIOTUPEODS,
A€TU, KITIMHUYECKNI caydYan

Ans yntnpoBanus: TuxoHosa A.C., Koznosa A.M., LlaTypoBa A.A. KnMHMYECKKI cnydan BbICOKOM KOMOPOWUAHOCTHU Y Heao-
HOWeHHOro pebeHka — TpomM603 6PIOWHOro oTaena aopTbl, cMHAPOM Bonbda — MNapkuHcoHa — YanTa, NpruobpeTeHHbINn
rMnoTupeos. lMegunatpuyeckas papmaronorns. 2023;20(1):59-62. doi: https://doi.org/10.15690/pf.v20i1.2524

OBOCHOBAHME K TAXENbIM TPOPUYECKUM HapyLLEHUAM, @ apTepuanbHble —
TpomM603bl — 3TO NATONIOrMYECKOEe COCTOsHWE, 06Y- K UWEMUN U TMOENU ULLEMUIUPOBAHHOIO YYacTKa B Te4eHUe
cnosfieHHoe GOPMUPOBAHMEM KPOBSHbIX CrYCTKOB BHY- KOPOTKOro BpeMeHW. B HeoHaTanbHOM nepuoge Tpom6o-

TPU COCYAOB — KaK apTepui, TaK U BEH, a TaKKe BHYTpHU 3bl HabN4aloTC Yalle, YeM Yy AeTen cTapliero BospacTa,
nonocten cepaua [1]. BeHO3Hble TpoM6GO3bl NPMBOAAT B YaCTHOCTW HeOoHaTa/lbHbIM TPDOM6G03 a0PTbl, KOTOPbIY ABNS-
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Background. Neonatal thromboses, both venous and arterial, are a rare pathology, and experience in systemic thrombolysis is
very low. Thus, the methods of adult management are currently being adapted to pediatric practice. Clinical case description.
This report describes clinical case of abdominal aortic thrombosis in a premature infant with later diagnosed Wolff-Parkinson-
White syndrome and acquired hypothyroidism developed due to antiarrhythmic therapy. Conclusion. The premature boy had high
comorbidity that required many specialists’ involvement. Timely systemic thrombolytic therapy and antiarrhythmic drugs selection
made it possible to save the child's life and most likely to avoid disability in the future.
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€TCA pedKMM M ONacHbIM ANs KU3HM 3aboneBaHuem [2].
CornacHo peaynbTraTam uccnegoBaHus, 6onee 50% peten,
UMeloLmMx AaHHoe 3aboneBaHue, ABNAOTCA HEJOHOLIEeH-
HbiMK [3]. o AaHHbIM @aBTOPOB, HEOHaTajlbHble TPOMOO3HbI,
KaK BEHO3Hble, TaK W apTepuanbHble, SBAAIOTCA pPeaKon
natonornen, Kotopas Bo3HuKaeT y 0,2% HOBOPOXKAEHHbIX.
YacTtoTta BCTpe4YaemMocTh aopTalibHbiX TPOMGO30B COCTaB-
naet 0,1-1,1 Ha 100 000 HOBOPOXKAEHHbIX. JledeHne MoXeT
BKJIlOYATb B C€651 KaK TepaneBTUYECKYO aHTUKOAryISHTHYIO
Tepanuio, CUCTEMHbIA TPOMBOM3NC, TaK U XMPYPIUYECKYIO
TPOMOG3IKTOMMIO [4].

CuHapom Bonbda — MapkuHcoHa — Yawta (BIY) cunta-
eTCs BPOX/AEHHOW aHOMAaJMEN, KOTOpas BK/OYaAeT B cebs
HaM4Yne aHOMasIbHbIX 3NEKTPONPOBOASLLIMX KOHTYPOB MEX-
[y NpeacepanamMu v Kenyaovykamu, BCNeAcTBUE YEero MoryT
pa3BUBaTbCHA 3/10KA4YE€CTBEHHbIE TaxnMapuTmMum [5).

[Mpy NnapoKcM3mMasabHON TaxMKapanun, BO3HUKILEN Ha GOHe
cuHagpomMa BI1Y, BaxeH npaBuibHbIM NOAGOP aHTUAPUTMMU-
yeckoin Tepanuu. OoHMM M3 npenapaTtoB BbiGopa ABNAeTCA
aMWOJapoH, TaK Kak oH o6najaeT CBOWCTBAMM BCEX YETbl-
pex KacCcoB aHTUAPUTMUYECKUX NPenapaToB U, KPOMe TOoro,
OKa3blBaeT yMepeHHoe anbda-6/oKupytollee aAencTeBne
[6]. MpotnBO@pUTMUYECKM 3adPeKT aMmmnogapoHa 00yCnoB-
JIEH €ero CXOXeCTbld C FOpMOHAMM LIUTOBUAHOMN Kenesbl,
4TO NO3BOJISIET EMY CBA3bIBATLCH C peLlenTopamu K Tpuinoa-
TUPOHWHY (T3) B KapaMomuouuTax [7]. B cnydae anuTenspHo-
ro NPUMEHEHUs co3aaeTcs TKaHeBOe [eno, yBelMynmBaeTcs
nepvos nonyebiBeaeHus. lNpu mMeTabonMamMe amuvoaapoHa
BbICBOOOXAAETCS MOA, NpeBbllatowmnin CYyTOYHYIO MNOTpe6-
HoCTb [8]. COBOKYMHOCTb 3TUX CBOMCTB Npenapara npuBoauT
K pagy no6oyHbiX 3QGDEKTOB, B 4AaCTHOCTU K AUCOYHKLMUM
LMTOBMAHOWM Xenesbl, KoTopas BK/OYaeT B ce6s TMPEOTOKCH-
KO3 UK TMNOTMPE03, MHAYLMPOBaHHbIM ammoaapoHoMm [9, 10].

B cnyyae neyeHus nauumeHTa, nosyyarollero amuopa-
POH, HEOGXOAMMO ONpPeaennTb TUM BO3HUKLLEN TUPEeonaTuu.
[Ons AMarHoCTUKKM NOKasaHo npoBeAeHne psaaa naéopartop-
HbIX UCCNeJOBaHUN: onpeaeneHne TMPeoTPONHOro rOPMOHa;
onpeaeneHne csoboaHblx T4 n T3; onpeaeneHne ypoBHS
aHTUTEeN K Tupeonepokcuaase [11].

KJAUHUYECKHUHA NPUMEP

O nauueHTe

Pe6eHOK oT 30poBOM MaTepu 24 neT, nepBon 6epemMeH-
HOCTW, NPOTEKABLLEN C apTepunasbHOM rMNepTeH3nen M Npo-
TenHypuen ¢ 30-i Hea. Poabl nepBble NpexaeBpeMEHHble
Ha 34-i HeJl NyTeM 3KCTPEHHOI0 KecapeBa CEYEHNS B CBA3MK
C TshHKenon npeaknamncuen. OcyllectBneHa npodpunakTmka
pecnMpaTtopHOro [AMCTPecCc-CMHAPOMa HOBOPOXAEHHOTO.
Macca Tena npu poxaeHun — 1800 r, gaMHa — 36 cm,
OKPYXXHOCTb roNnoBbl — 29 CM, OKPYXXHOCTb rpyan — 28 CM.
OueHKa no wkane APGAR — 2/5/7 6annos.

CocToslHME MNpW POXKAEHMM TSKeNoe, MpoBefeHa
WUCKYCCTBEHHAs BEHTUNALUMS NErKUX B POAMIbLHOM 3arne.
B 1-e CyTKM XM3HM (C.)K.) AMArHOCTMpOBaHa MHEBMOHMUS,
B CBA3M C YeM Mojyyan aHTMOUMOTMKOTEpanuio: ammnu-
UMANKH/cynb6aKTaM + HETUIMWULMH, CO CAeayloLlero aHs
uedoTakcmm + cynbbakTam, yepes 7 AHEW K KOMOMHaLMK
no6aBfieH BAHKOMWUUMH. Ha 2-e C.K. — OKKJ/IIO3MOHHbIN
Tpom603 6PIOLWHOro OTAeNa aopThl B 06/1acTh 6GUdypKaumm,
NpPoBeAEH CUCTEMHbIM TPOMBONN3UC anbTeNNa3on B Teve-
HUEe 3 4 C NONOXKNUTENbHbIM 3DOEKTOM C OJHOBPEMEHHbLIM
NPUMEHEHMEM CBEXE3aMOPOXKEHHON NMa3mbl M rena-
pvHa B fosze 10 ME/Kr/4 ¢ ganbHEWWUM yBelu4yeHueMm
0o 24 ME/Kr/4. Pe6eHOK A0 4-X C.K. HyXJaNica B Kapauo-
TOHMYECKON nogaepxKke. Ha 8-e c.K. oTMedyancsa npuctyn
napoKCUM3ManbHOM TaxMKapanu, KynupoBaH TpudocaaeHm-
HOM, HayaT Nnoa6op A03bl aMMOJapoHa.

B Bo3pacTte 16 c.K., 18 aBrycta 2022 r., nepeBefeH
B OTAEeNleHne HeoHaTonorMm Mopo30BCKOW [1€TCKON ropoj-
CKOW KJMHMYecKon 6onbHuubl (MAMKB) ana ganbHenwero
JIe4EeHUS 1 BbiXarKMBaHMS.

dusuKanbHaa AUarHocTuka

Mpu nocTynneHun B OTAENEHWE COCTOSIHWE CpeaHen
TSXKECTM 3a CYET YyrHeTeHus GYHKLUMN LeHTpasbHON HepB-
Hon cuctemsbl (LUHC) Ha doHe nepuHaTanbHOro nopaxkeHus,
aopTanbHOro Tpom603a, BPOXKAEHHOW MHEBMOHMUMU, HeAo-
HOLEHHOCTH.

Macca tena — 1800 r, gavHa — 42 cm. YacToTa
ceplieyHblx cokpaweHunn (HCC) — 155 ya./MuH, 4yacTtoTa
OblxatenbHblx aABuxeHun (H44) — 45/MuH. HacblweHne
Kucnopogom Kpoeu (Sp0,) — 98-100% 6es3 potauuu
Kucnopoga.

Mpn ocMoTpe Koxa, BUAMMbIE CAM3UCTble 060SI0HKM
6neHO-pO30Bble Ha CYOUKTEPUYHOM POHe. BblparkeHHas
«MPaMOPHOCTb», aKpOLMaHO3 HapacTain K KOHLY OCMO-
Tpa. AKXMMO3bl B CTaauu Nin3nca Ha nuLe, BOJIOCUCTON
4yacTu ronosbl. [NOAKOXKHO-XMPOBas KfeTyaTKa pasBuTa
HeA0CTaToO4YHO. Typrop TKaHen CHWXKEH, BUAMMbIX OTEKOB
He 6blJ10.

[bixaHWe NpoBOAUIOCH PABHOMEPHO, XPUMbl HE BbICY-
wunBanucb. BecnomoratenbHas MyckynaTypa B akTe [Ablxa-
HMS He ydacTBoBana. TOHbl cepila PUTMUYHbIE, 3BYYHbIE.
Beicnywmnsancs Herpy6bii WyM No 1eBOMY Kpalo rpyauHbl.
HanonHeHne nynbca Ha BEPXHWUX U HUMKHWUX KOHEYHOCTAX
YAOBNIETBOPUTENBHOE, NY/IbC CUMMETPUYEH. leyeHb He yBe-
nnyeHa. CeneseHKa He NanbnuMpoBanach.

PebeHOK Haxoauncsa B CO3HaHWKW. Ha ocMoTp pearu-
poBan HapacTaHWeM ABUraTtesbHOM aKTMBHOCTM, Nna-
4yeM. MblleYHbI# TOHYC CUMMETPUYEH, YMEPEHHO CHUMKEH
B crubatensx. ®uamonornyeckne pedneKcol Bbl3blBaNMCh,
ObICTPO UCTOLWANNCH.

[AnarHocTuyeckue npoueaypbl

W MeAULMHCK1E BMellaTeNbcTBa

Mo peaynbTatam ynbTpa3ByKOBOM gonaeporpadum cocy-
[10B W axoKapauorpaduu npu noctynieHnn 8 MArKb tpom-
Obl HE BM3yann3nMpoBanncb, AOCTUIHYTa NOAHAsA peKaHanm-
3aums.

B Koarynorpamme: npotpombuHoBoe Bpems — 94%,
A4YTB — 45,9 ¢, TpombuHoBoe Bpemsas — 33,8 ¢, dmbpu-
HoreH — 2,74 r/n, npoteuH C — 34%, npotenH S — 71%.
CHUXeHUe ypoBHS aHTUTpombGuHa Il no 24%, aHTu-Xa-
aKkTMBHOoCTb — O ME/Mn, goctatoyHasi runokoarynaums
He AOCTUrHyTa. Y4uTbiBas NOMHYI peKaHanu3auuio cocy-
[l0B, MOKa3aHO MPOAO/IKEHNE AHTUKOArynsaHTHOM Tepanuu
fantenapvHom Hatpusa B go3e 130 ME/Kr 2 pa3a B AeHb
ONS OOCTUXKEHMS LLeNeBOro 3HayeHns aHTU-Xa-aKTUBHOCTH
0,4-0,7 ME/mn. B panbHenuwem pebeHKy NoKasaHo reHe-
TM4ecKkoe obcnefoBaHue AN UCKIYEHUS TPOMOOreHHbIX
MyTaLWA.

YyutblBass OTCYTCTBUE KAMHUKM MHOEKLMUOHHOIO TOK-
CWUKO3a, ANUTENbHOCTb aHTMBMOTMKOTEPaNUKU U OTCYTCTBUE
BOCNa/UTENbHbIX UBMEHEHWUI B aHanu3dax, Kypc aHTubuo-
TUKOTepanuu 6bin 3aBeplueH 18 aBrycta 2022 r. 19 aBrycTa
2022 r. npoBeaeHa anekTpokapanorpadusa (AKI), BbisBne-
Ha cuHycoBas aputmusa (HCC — 130-150 ya./MuH), pe3koe
OTK/IOHEHWE 3NEKTPUYECKON OCKU cepaua BMNpaBo, yaluHe-
HWe nHtepana QT.

o AaHHbIM HEMpOCOHOrpadum ycTaHOBMEHLI aXxorpadu-
YeCKMe NPU3HAKM BbIPaXKEHHOro NOBbLIWEHUS 3XOMEHHOCTH
napeHxMMbl MEPUBEHTPUKYNAPHBLIX 30H FOMOBHOrO MO3ra,
BEPOSAITHO, 3a CYET YMEPEHHO BbiparKeHHON mopdonoruye-
CKOM HE3PenocTu CTPYKTYP.



C 18 no 26 aBrycta 2022 r. peGeHOK nonyyan aHTu-
apUTMHUYECKYI0 Tepanunito aMmogapoHoOM B A03€e 7 MI/Kr/CyT,
27 aBrycta ee yBenmunnu o 10 mr/Kr/cyT.

Mo pesynbTatam XoNTePOBCKOro MOHUTOpMpoBaHus IKI
ot 30 aBrycTa: ¢ Havyana 3anucu (10:59) no 18:39 peructpu-
pOBaMCb CUHYCOBbLIM PUTM co cpeaHen YCC 125 ya./MuH
(Hopma 138-149 ya./MuH), 6paankapams.

C 18:39 10 oKkoH4aHusa 3anucu (08:53) perncTpupoBa-
nacb NapokcuM3masnbHas TaxMKapans € WUPOKUM KOMMEK-
coM QRS, KoTopasi HauyMHanacb C AKCTPACUCTONbI; MaKCU-
ManbHasa HYCC B npobexke — 241 ya./muH. MNay3 putma,
npeBbIlaoLnX BO3pacTHyto HopMy (o 1100 mc), He 3ape-
rMCTPUPOBAHO, MaKcuMMalbHbIM MHTepBan R-R cocTtaBun
760 Mc (cMHYycOBbIV pUTM). MPOAOIKUTENBHOCTL MHTEPBANa
QT npu makcumanbHonm HCC (169 ya./muH) — 260 Mc,
npu MmuHnmansHon YCC (91 ya./mMuH) — 393 mc (HopMainb-
Hoe 3HayeHue po 400 mc). [MarHoCTMYECKM 3HaAYUMbIX
M3MeHeHun cermeHTa ST He 3aperncTpmMpoBaHo.

30 aBrycta 2022 r. go3a amuojapoHa yBenu4yeHa
no 15 mr/kr/cyt. Co 2 ceHTs6ps, yuuTbiBas HeaddeKTUB-
HOCTb amuofapoHa, K Tepanuu pobasneH nponadpeHoH
B fo3e 10 Mr/Kr/cyT.

7 ceHTab6psa 2022 r. npoBeaeHa IKI, no pesynbratam
KOTOpPOW BHOBb BblIIBleHAa MapOKCUM3MasbHas Taxukapams
C WKMPOKMM KomnaekcoM QRS (HCC — 187-200 ya./MuH).
[lo3a nponadeHoHa yBennyeHa ao 15 Mr/Kr/cyT.

C 9 ceHTa6ps 2022 r. npofgomKeHa Tepanua nponade-
HOHOM 15 Mr/Kr/cyT, aMMogapoH 3aMeHeH Ha NponpaHonon
B no3e 1 mr/kr/cyT, Kotopasa ¢ 10 ceHTabps yBenuyeHa
[0 2 Mr/Kr/cyT, a ¢ 14 ceHTabps — A0 3 MI/Kr/cyT.

OuHamuKa nogbopa aHTMapUTMUYECKOW Tepanuun npea-
cTaBfieHa B Tabnuue.

12, 15, 19 ceHTa6psa 2022 r. no pesynsratam IKI —
CMHycOBasi apuTMug, MNapoKcuaManbHas TaxuKapauns
He PerncTpMpoBanuCh.

19 ceHTA6pa 2022 r. npoBeaeHa 3xoKapauorpadus —
CTPYKTYPHbIX U FrEMOAMHAMUYECKUX HapyWeHW He BbiSB-
neHo. OTKpbITOE OBanbHOE OKHO — 4 MM. laTonornyeckon
cenapauuu nepuKkapga, natoNormyecKnx BHyTpPUCEPAEYHbIX
06pas3oBaHUi He BbIABIEHO.

Y pebeHKa Ha ¢oHe ANnTeNbHOW Tepannunu aMMoaapoOHOM
BO3HWK aMWOAaPOH-MHAYLMPOBAHHbBIA FMNOTMPEO03 (BbICO-
Kni ypoBeHb TTI — po 45,16 MKME/Mn 1 HU3KOHOpPMasb-
HbI ypoBeHb T4 cBo6oaHoro — 11,46 nmonb/n). C 15 ceH-
TA6psa 2022 r. HayaTa Tepanua npenapaTamuv TUPOKCHUHA
B A03e 10 MKI/Kr/CyT.

[Ip KOHTpONie ropmMOHanbHOro npoduna Ha 7-e cyT
nocse Havana Tepanuu OTMeYeHa MNONIOXKUTENbHas AWHa-
MWKa B BuAe CHWxeHusa TTI go 32,65 MKME/mn, T4 cBo-
6o4HOro B npegenax Lenesbix 3Ha4yeHun — 15,71 nmonb/n.
KAWHMYECKMX NPOSIBNEHNUI TMNOTUPEO3a He Oblo.

Ta6nuua. MNoa6op aHTMaPUTMUYECKON Tepanuu
Table. Antiarrhythmic therapy selection

Mepuon | AMMOAapOH, | Mponadeton, | Mponpatonon,
Mr/Kr/cyT MI/Kr/CyT MI/Kr/cyT

18.08-26.08 7

27.08-29.08 10

30.08-01.09 15

2.09-6.09 15 10

7.09-8.09 15 15

9.09 15

10.09-13.09 15

14.09-28.09 15

KnuHuyeckum guarHos

OCcHOBHOM gMarHo3: «<HegoHOoWEeHHOCTb 34 Heay.

ConyTtcTBylOWMNN  guarHo3: «CuHapom Bonbda -
MapkMHCcOHa — YanTa, napokcu3malbHag TaxuKap-
avs. AMMOAapPOH-aCCOLUUMPOBAHHbBIN r’MNOTUPEODs.
MpoTpomboreHHoe cocTosiHne. OcnoXHeHMe: Tpom603
6ploWHOro otaena aopTbl. AHEMMUS CMELLAHHOro reHesa.
Mwemusa mo3ra BCAeACTBME MEPEHECEHHOW achUKCUM
npu poxKaeHuu. BporkaeHHasi MHEBMOHMUS, Bbl3BaHHas Apy-
rMMK BO3GYAUTENSIMU (B aHaMHE3E)».

AnHamMuKa 1 ucxoabl

MNMocne nog6opa KOMOGUHMPOBAHHOM aHTMAPUTMUYECKOMN
Tepanuu B oNTUMasbHbIX 403aX (MponpaHoiion 3 Mr/Kr/cyT +
nponadeHoH 15 Mr/Kr/cyT BHYTpPb) NMPUCTYNbl YPeauInChb
40 1-5 B CYyTKM, UX ANUTENBHOCTb YMEHbLUMAACHL U COCTaB-
nana ot 1 go 10 MWH, KynupoBalMCb CaMOCTOATESNbHO.
Bblna nogo6paHa aHTMKOArynsiHTHas Tepanus u JOCTUrHyTa
uenesasi runokoarynsuus. B HeBponorumyeckom craTyce
HapacTaHWe aKTMBHOCTWU. JHTepasibHOe NUTaHue yceBauBan
CTabubHO, Kopmuacs o6oraleHHbIM TpyaHbIM MOSOKOM,
B Bece npubasnsn.

Manb4uK BbiMMcaH B Bo3pacte 1 mec 26 gHeW ¢ mac-
con 3106 r, YHCC — 110-130 ya./muH, 444 — 40/MuH,
Sp0, 6e3 gotaumn kucnopoga — 98-100% B ynoB/ieTBO-
pUTENBHOM COCTOSIHMKW. Ha ocmoTp npocbinancs, 3esan,
ABUratefnbHas akTMBHOCTb HapacTana, rpymaca nnada, rna-
3a OTKpbiBas. KoxHble MOKPOBbI 6/IEAHO-PO30BbIE C Mpa-
MOPHbIM PWUCYHKOM, YWUCTble OT CbiNK. MWKPOLMPKYNALUS
yaoBneTBopuTesbHasa. Typrop TKaHen HopmanbHbli. KOXHO-
reMopparMyeckuit CMHAPOM OTCYTCTBOBAJ. B nerkux gbixa-
HWe ocnabneHHoe, MPOBOAUIOCH BO BCE OTAE/NbI paBHOMEP-
HO. TOHbI cepaLa 3By4Hble, PUTMUYHbIE.

OBCYXAEHHUE U 3AKNIOYEHUE

HenoHOLWEeHHbIM ManbYuK NOCTYNUA B OTAENEHME HEOHATO-
normn MAIKB B Bo3pacTe NosiHbIX 16 C.)K. B CPEAHETSKENOM
COCTOSIHMM 3a CYET HEBPOJIOrMYECKOW CUMMNTOMATUKK B BUAE
YacTuyHoro yrHeteHusa oyHkumnn LUHC Ha doHe nepuHatanb-
HOro nopakeHus, TpoM603a, BPOKAEHHOW MHEBMOHMM, HEO-
HolWeHHOoCTU. MNogobpaHa aHTUMKoarynsiHTHas Tepanus, MaTb
06y4yeHa TEXHUKE MOAKOXKHbIX MHbEKUMK. PeB6EHOK roToBuCcs
K BbIMWUCKE, OJHAKO BO306HOBMW/IUCb MPUCTYMbl MapPOKCK3-
MaslbHOM TaxMKapamu, AMTENbHO MPOBOANMACS NOAGOP aHTH-
apuUTMUYECKOM Tepanuu. Y MasibyMKa BO3HUK TMMNOTMPEO3,
aCCOLMMPOBAHHLIN C MPMEMOM aMModapoHa, 4To notpeboBa-
10 3aMeHbl npenapaTa. AHAOKPUHOMNOroM nogobpaHa Aosa
ropMoOHasibHOM Tepanuu npenapaTamu TMPOKCHUHA. ANnTeNbHO
COXPaHSNNCh MapoKCcHU3MasibHble MPUCTYMbI, KOTOpbIE Nepu-
oauMyecKn TpeboBanu BBedeHus TpudocaaeHuHa. [locne
noa6opa aHTMapUTMUYECKOW Tepanuu NPUCTYNbl YPeauauchb,
WX OJUTENBbHOCTb YMEHbLUMAACh, KyNUMpPOBasWCb CamMoCTOsI-
TeNbHO. APUTMONIONOM PEKOMEHAOBAHO MPOAOCIKUTL aHTU-
apUTMHUYECKyto Tepanuio No nogobpaHHON cxeMe ambynaTtop-
HO. B HeBponorMyeckom craTyce HapacTaHWe aKTUMBHOCTW.
AHemMUsi KomneHcupoBaHa Ha ¢oHe Tepanuu. dusaunyeckoe
pa3BuWTUE NO LWKase NocTHaTanbHOro pocta Intergrowth Huxke
cpenHero (3—10-M UeHTUb) MO Macce, HMKe 3-ro LEeHTUNA
no anvHe. Pe6eHOK B Aa/ibHENLLEM B CTALIMOHAPHOM Ie4EHMMU
1 06¢cneaoBaHNK He HyKaacsl, BbiNMCaH AOMOW B yAOBETBO-
PUTENBHOM COCTOSIHMKM MOA HabnlAeHWe neavaTtpa, Kapauo-
nora, remaTtosiora, HeBposiora, 3HAOKPUHOsIOra.

Y HeOoOHOWEHHOro MajbiyMKa OTMevanacb BblCOKas
KOMOpP6MAHOCTb, KOTOpas notpeboBana yy4aCcTUsi MHOIMMX
cneunanmuctoB. CBOEBPEMEHHOE MNPOBEAEHUE CUCTEMHOM
TPOMOONIUTUYECKON Tepanuu n noabop NpoTMBOapUTMUYE-
CKMX MpenapaTtoB MO3BO/INM COXPaHWUTb PEBEHKY KM3Hb
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KPATKUE COOBLUEHUA

M C 6ONbLLIOK JOSIEN BEPOSTHOCTU U3beraTb MHBaNUAU3a-
UMK B AanbHenWwem.
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E.C. MaTtpoc, A.U. Kapuukasn

PHUMY mm. H.W. NMuporosa, MockBa, Poccuiickasa Penepauus

X-cuenaeHHbin numdonponandepaTuBHbIN
CUHAPOM, OCJIOKHEHHbIX
remodaroyutrapHbiMm TIMMPOrMCTUOLLUTO30OM
U 601e3HbI0 KpOoHa: KJIMHUYEeCKUU cnyyau

ABTOP, OTBETCTBEHHbI 32 NEPENUCKY:
Marpoc ExaTepuHa CepreeBHa, CTyA€HTKa 4-ro Kypca neanatpuyeckoro dparynsteta @rA0Y BO PHUMY um. H.U. Muporosa Munaapasa Poccun
Appec: 117997, MockBa, yn. OCTpoBUTAHOBA, 4. 1, CTp. 7, Ten.: +79006623417, e-mail: kate@matros.us

0O60cHOBaHue. X-cuernneHHblin aumponponnpepatuBHbii cuHagpom (XJ1M) — HacneacTBeHHoe 3abosieBaHMe, YacToTa
BCTpeYyaeMoCTH KOToporo coctaBnisieT 1-3 Ha 1 MJIH POXKAEHHbIX MaJlbYMKOB. KIMHUYECKUI cydain JeMOHCTPUPYeT pes-
Kyto KapTuHy maHmngectaymmn XJ1M 2-ro Tuna 6e3 npejLliecTBYIOLEero 3apaKeHus Bupycom dnwrtenHa — bapp. OnucaHme
KAuHn4YecKoro cay4as. Manbyuk [., 15 net, 6611 rocnntaan3upoBaH B Mopo30BCKYI0 AETCKYIO rOPOACKYI0 KITIMHUYECKYIO
60/1bHULLY C XKanobaMu Ha nXopaaKy, 60J1b B UBOTE, XUAKMI CTYy/, NOTEPI0 Macchl TeJa. B aHamHe3e: BTOPHUYHbIN remMo-
GarounTapHbIi CUHAPOM (PeMUCCHS), ocTpas y3/10BaTas aputema. bbin npoBegeH psig nccaeoBaHUi: yibTPa3ByKoOBOEe
nccegoBaHne opraHoB GPIOLLIHOM M0JI0CTH (renaTtoMerasauns, AMHaMUYeCKMe U3MeHEeHUs! KULIEeYHMKa: parMeHTbl TOHKOro
KULWEYHUKa paclUMpeHbl, CTEHKM MeCcTaMu YyTOJILLEHbI, MepucTabTUKa yCuieHa, CTEHKU MornepeyHo-0604049HON U HUCXO-
AsLen 0604049HON KMLIOK YTOJLEHbI 40 5 MM, Me3eHTepnasibHas IMM@ageHonaTns), PEKTOCUrMOUAOCKONUS (A3BEHHbIH
MPOKTOCUrMOUANT BbICOKOHM aKTUBHOCTHU COOTBETCTBYET 60/1€3HM KpOHa), BUOXUMUYECKNIA M KJIMHUYECKUIM aHain3bl KPOBU
(MpM3HaKU akTMBHOro remogaroymTapHoro CHMHAPOMa), KoaryjorpaMmma (BTOpUYHas rMNOKoarynsyus), muesaorpamma
(AaHHbIX 3a remMo61acTo3 UK ariacTM4ecKoe COCTOsIHME He [10J1y4eHO0). Bupyconoruyeckmim MOHUTOPUHI KpoBu (CMYV,
EBV, HHV-VI): otpuuatenbHbii. 1o pe3ynbTrataMm 1abopaTtopHbIX U MHCTPYMEHTa/IbHbIX MCCAe0BaHMi Oblin ycTaHOB/e-
Hbl peunanB remogaroynTapHoro cuHapoma, 6os1e3Hb KpoHa. PE6eHOK KOHCY/IbTUPOBaH PeBMaTo/IoroM, remMaTosiorom,
racTpo3HTEPOJIOrOM, FEHETUKOM, HEBPOJIOIOM, K/IMHUYECKUM HapMaKo/IoroM. YuuToiBas JaHHble aHaMHe3a, y naymeHTa
6b1/10 3arofo3pPeHo NnepBuYHOE UMMYHOAEPUUNTHOE cOoCcTosiHMe. [IpoBeAEHO MOJIEKYISPHO-TreHEeTMYeCKoe nccieoBa-
Hne (onpegeneHa geneuus, BKaoYarowas B cebs reH XIAP) u BepupunynpoBaH guarHo3 — rnepBUYHbIN UMMYHOAE(PUUNT:
X-cLUenneHHbINn TMM@onpoanpepaTuBHbii CUHAPOM 2-ro TUMa, BbINOJHEHA aa0reHHas TpaHcrnaaHTauns reMornoaruye-
CKuX CTBOJI0BbIX KNeToK (TICK). 3aknyeHue. [narHoctmka v nedeHune XJIM 1pebytoT MyabTUANCLUMIIIMHaPHOIO NoAX04a.
BaKHOCTb paHHern NocTaHOBKM AnarHo3a obyc/ioB/ieHa BbICOKMM PUCKOM Pa3BUTHUS BTOPUYHbIX OCJIOKHEHWH, YTO MOXKET
CyLIeCTBEHHO YXYALNUTb NMPOrHo3 3abosieBaHns. EAUHCTBEHHbIM 3Q(PEKTUBHBIM METOAOM Jie4eHMA OCHOBHOIro 3abo/ieBa-
HUs aBAsieTcs npoBegeHune annoreHHon TICK.

Knro4eBblie cnoBa: X-cLernieHHbIN AMMGonpoanpepaTMBHbIN CUHAPOM, reModaroynTapHbli TMM@GOrMCcTUOLMTO3, 60/1€3Hb
KpoHa, KnnHndecKknin caydan, Bupyc SnwrtenHa — bapp

Ans umtnpoBaumsa: Matpoc E.C., Kapuukasa A.W. X-cuenneHHbln nnmbonponndepaTtuBHbIi CUHAPOM, OCOXHEHHbIN

remodaroynTapHbiM TMMGOrMCTUOLIMTO30M U 6oNe3HbI0 KpoHa: KNMHUYeCKUi cnyyait. lNeanatpudecKkas papmakonorus.
2023;20(1):63-68. doi: https://doi.org/10.15690/pf.v20i1.2522

OBOCHOBAHME 03a, pefako Habnwgaetcs N1 U KOAMYEeCTBO HaTypalbHbIX

X-cuenneHHbln numdonponMPepaTtuBHbIN CUHAPOM
(XJ1M) — HacneaCTBEHHbIM UMMYHOAEPULINT, XapaKTepnay-
IOLLMMCA TAKENON MMMYHHON AUCperynaumMen n aTunmyHom
peaKkuuen Ha 3aparkeHue Bupycom IAnwTtenHa — bapp
(B3B), 4acTto npuMBOAMT K remodarountapHomy nMMmooru-
ctnoumnTogy (IM1I), aucrammarnobynMHeMmnn U ayToUMMYH-
Hon natonoruu [1, 2]. MHdunumposaHue BIb He aBnseTcs
o6s3aTenbHbIM Ang Hadana XJ1M [3]. CywecTtByloT 3 TMNa
XJM, otnnumnem XJ1M 2-ro tmna ot XJ1M 1-ro Tuna aBnsetcs
YyacTtoTa pa3BUTUS FeMOpPpParM4yeckoro KonauTa, KAMHUYe-
CKM M TMCTONOTMYECKM HAaMOMMHAIOLLErO BOCNANNUTENbHbIE
3aboneBaHns KuweyHunka (B3K) [4]. Ana XM 3-ro tvna
HexapaKTePHO pasBUTUE OYIbMUHAHTHOIO MOHOHYKIe-

KUnnepHblx T-KNeToK y nauMeHToB B HopMe [5].

Bnepsble cnyyan XJIM 6biaM onucaHbl B 1969 1. OOK-
TopoM MypTuno y ceMbu [lyHKaH, B KOTOPOM Masib4YMKM MNOrm-
6ann 0T UHDEKLIMOHHOrO MOHOHYK1e03a [6]. NNepBOHavYanbHO
60n1e3Hb Ha3Banu «CMHAPOM [lyHKaH», 0f4HaKO OGHapy*KMB
NOXOXKWE NPOABAEHUS B APYTMX CEMbSX U MOHSAB, 4TO B OCHO-
BE NIEXXUT reHeTu4eckum gedeKT, nepemmeHoBanu B XJ1M [7].
MaTtonorns BCTpeYaeTcs y JnL, MYXCKOro nona, npu 3Tom
npeacTaBUTENN KEHCKOro Mona, Kak npaBuio, SBAStOTCS
6eCCMMNTOMHbBIMW HOCUTENAMU, @ MUK MaHUbecTaummn 3a6o-
nieBaHns NpUXoanTCs Ha Bo3pacT o 5 net [1].

B ocHOBe KnaccuduKauun NexuT TUN FeHETUYEeCKOoro
nedekrta: XM 1-ro Tuna — myTauua reHa SH2D1, KOTopbIf

PEDIATRIC PHARMACOLOGY. 2023;20(1)
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KPATKUE COOBLUEHUA

KoaupyeT 6enok SAP, OTBETCTBEHHbIW 3a Nepeaavy curHana
aKkTMBaumn oT SLAM-noao6HbIX peLenTopoB BHYTPb KNETKY;
XM 2-ro Tna — MyTauusa reHa XIAP, KoTopbii sBnaseTcs
MHrMbuTopom Kacnas 3, 7, 9 U, cnegoBaTefibHO, UHIMOUTO-
pOM KNeTo4YHoW rubenu; XJIM 3-ro TMNa — myTauus reHa
MAGTZ1, KOTopbI OTBEYaEeT 3a ABMKEHNE CBOBGOAHbIX MOHOB
marHusa B Knetky [8-10]. Jeduuunt 6enka XIAP xapaxktepu-
3yeTcsd KJII0YEBOW TPUAA0N KIIMHUYECKUX MPOSABIEHUI, KOTO-
pas BKIOYaeT B ce6s BbICOKYO BOCMPUMMYUBOCTb K pas-
Butuio I, peumnanBupytolyto criieHoMeranuio (Hepeako
COMPOBOXAAeTca MxopafKkon M uutoneHnen) n B3K [11].
Oeduumnt XIAP MOXHO paccMaTpuBaTtbh KakK OAHY U3 reHe-
TUYECKUX MPUYUH HacneactBeHHoro B3K. Mpu XJM 2-ro
TMNa NMMAOOLMUTbI NOLBEPIKEHbI M36bLITOYHOMY anonTo3y,
3TUM OOBACHAETCH OTCYTCTBME pa3BuTusa numbom [12, 13].
HepaBHuWe pesynbtathl AeMOHCTPUPYIOT ponb XIAP Bo BpoX-
[EHHOM UMMYHUTETE U B HEraTUBHOWM perynauuu Bocnane-
Husa [12]. OgHaKko netanbHocTb oT [T npu XJIM 2-ro Tvna
HU¥e, 4yem npu 1-m tune [11].

OCHOBHbIMM 3afjla4aMu le4eHns 9BnsATCA ctabunnaa-
LUMA COCTOSIHMSA, JleYeHUe Pa3BUBLUMXCA OCJIOXHEHWUHA (MO
COOTBETCTBYIOWMUM MPOTOKONAM) U MpefynpexieHne pas-
BMTUA HOBbIX. [laumMeHTam pexKomeHAyeTcs NpoBefeHune
aNnoreHHoM TpaHCnIaHTaLnumn reMonoaTMYECKUX CTBOSTOBbIX
knetok (TFCK) [1, 14].

Llenbto paboTbl gBngetTca onucaHue nauuveHTta ¢ XJM,
ocnoxHeHHbIM [T 1 6one3Hblo KpoHa, 6e3 npealecTByto-
uero 3apaxenusa BIb.

KJIMHUYECKHUA NPUMEP

O nauueHTe

N3 aHaMHe3a XW3HU U3BECTHO, YTO PEeBEHOK OT nep-
BOW GepeMEeHHOCTH, NepBbIX CPOYHbIX pofoB. Macca Tena
npu poxagenmn — 3800 r, ganHa Tena — 57 cm. Poc
W pasBuBanCsd B COOTBETCTBMM C BO3PACTHbIMWM HOpMa-
MU. BaKkuuHauus npoBoAgMnacb MO HauWMOHanbHOMY

Ekaterina S. Matros, Alena I. Karitskaya

KaneHgapto go 2018 r., ganee — MeAULMHCKUM OTBOA.
HacneacTBeHHOCTb OTAroweHa no AMHMM otua (6poHX006-
CTPYKTUBHbIM CMHAPOM, CEHCMOWIM3auMs K anuaepmanb-
HbIM annepreHam).

AnnepronorMyecknMin aHamHes: aToOMUYECKUi depma-
TUT, CE30HHbIN PUHOKOHBIOHKTUBKUT, OPOHXManbHas acTma.
3NMAEMUONOTMYECKUI @aHaMHe3, B TOM YUCNe B OTHOLWEHMH
COVID-19, He oTArouleH, KOHTaKTa ¢ MHPEKLMOHHbIMKU 60JS1b-
HbIMW He 6b110. [loMaLIHNUX XMBOTHbIX HET. TpaBMbl 1 onepa-
LMK oTpULaeT.

Manbyuk [., 15 net. BrnepBble 6bin rocnutann3nposaH
B MOpPO30BCKYIO AETCKYI0 FOPOACKYIO KIMHUYECKYIO 6ONbHK-
uy (MArKb) B 2018 r. ¢ anarHo3om: «OcTpasn y3noBaTtas 3pu-
TeMa, BTOPUYHbIM remodarounTapHbli cUHAPOM». [losyyan
aHTMGaKTepmanbHylo Tepanuio, HeCTepPOUaHble MPOTUBOBOC-
nanuTenbHble NnpenapaTbl B TedeHne 10 agHen. Ha poHe neve-
HWA COCTOSIHME C MONIOMMTENBHON KIMHUKO-NabopaTopHOM
NIMHAaMWKOMN, y3noBaTas apuTema B cTajmu yracaHus. Ha 10-#
[EeHb rocnuTann3aLmu, yanTbiBas pa3BuTme BTOPUHHOIO reMo-
darounTapHoOro cMHApomMa (MpeanonoXMTENbHO, CBA3aHHOIO
C BUPYCHOM UHDEKLUMEN), MO HKUSHEHHbIM NOKa3aHUAM 6bl1a
HayaTa Tepanus [eKcameTa3oHoM W3 pacdeta 20 mr/m2.
HazHayeHbl MMMYHOINOBYNNHBI NS BHYTPUMBEHHOIO BBEAE-
HMA M3 pacyeTa 1 r/Kr, nepennBaHme CBEXe3amMOPOXKEHHON
nnasmbl (y4uTbliBas BTOPUYHYIO TMMOKOArynsumio, BbICOKYIO
yrpo3y KpoBoTeyeHus), aHTubaKkTepuanbHasa Tepanusa ueda-
NOCNOPHUHOM 3-r0 NOKONIEHUS C MHTMOBUTOPOM GeTa-nakTamas
(uedonepasoH + cynbbakTam). Ha poHe NPoBOAMMOTO Sieye-
HMS Oblla 4OCTUrHYTa CTabuan3auuns COCTOSHUSA: IMXopaaKa
KynMpoBaHa, Habniojanacb TEHAEHUMS K Hopmanun3auuu
remMaTofiorM4ecKnx U GUOXMMUYECKUX MOKa3aTenen KPoBH,
ypoBeHb heppuUTUHA 3HAUYMUTENBbHO cHU3uncs — ¢ 44 000 no
3000 mKr/n. Ha ¢oHe CHWXeHWs [o3bl U nocneayowen
OTMEHbI ieKcameTa3oHa OTMeYanuCb HapacTaHue ABAEeHWM
MHTOKCUKaLMKW, TPaH3UTOPHOE MOBbIWEHWE TemnepaTypsbl
Tena go 37,7 °C, apTpanruu, HapacTaHuMe BOCMaAUTENbHOM

Pirogov Russian National Research Medical University, Moscow, Russian Federation

Clinical Case of X-Linked Lymphoproliferative Syndrome
Burdened with Hemophagocytic Lymphohistiocytosis

and Crohn's Disease

Background. X-linked lymphoproliferative (XLP) syndrome is hereditary disease with the incidence of 1-3 per 1 million born boys. This
clinical case demonstrates a rare picture of XLP type 2 manifestation without prior Epstein-Barr virus. Clinical case description. Boy
D., 15 years old, was admitted to Morozovskaya Children's City Hospital with complaints on fever, abdominal pain, loose stools, weight
loss. The past medical history included hemophagocytic syndrome (remission) and acute erythema nodosum. We have performed
several studies: abdominal ultrasound (hepatomegaly, dynamic changes in the intestine: parts of the small intestine were enlarged
and walls were thickened, mass peristalsis, walls of transverse colon and descending colon are thickened up to 5 mm, mesenteric
lymphadenopathy), rectosigmoidoscopy (high-activity ulcerative proctosigmoiditis corresponds to Crohn's disease), biochemical
and clinical blood tests (active hemophagocytic syndrome), coagulogram (secondary hypocoagulation), myelogram (no data on
hemoblastosis or aplastic condition). Virological blood tests (CMV, EBV, HHV-VI): negative. Laboratory and instrumental tests have
revealed recurrence of hemophagocytic syndrome and Crohn's disease. The child was consulted by rheumatologist, hematologist,
gastroenterologist, geneticist, neurologist, and clinical pharmacologist. The primary immune deficiency disease was suspected in this
patient due to his medical history. Molecular genetic study was performed (deletion including the XIAP gene was revealed) and the
diagnosis of primary immune deficiency was verified: X-linked lymphoproliferative syndrome type 2. Thus, allogeneic haematopoietic
stem cell transplantation (HSCT) was performed. Conclusion. XLP diagnosis and management require multidisciplinary approach.
The early diagnosis is crucial due to the high risk of secondary complications development that can significantly worsen the disease's
prognosis. Allogeneic HSCT is the only effective treatment for the disease.

Keywords: X-linked lymphoproliferative syndrome, hemophagocytic lymphohistiocytosis, Crohn's disease, clinical case, Epstein-Barr
virus

For citation: Matros Ekaterina S., Karitskaya Alena I. Clinical Case of X-Linked Lymphoproliferative Syndrome Burdened with

Hemophagocytic Lymphohistiocytosis and Crohn's Disease. Pediatricheskaya farmakologiya — Pediatric pharmacology. 2023;20(1):63—
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aKTMBHOCTMW B aHan3ax KpoBM (NenKoumnTos, yckoperue COJ,
noBblleHne ypoBHA C-peakTMBHOro 6enka), 4To notpebo-
Ba/i0 Ha3Ha4YeHua AeKkcameTa3oHa U3 pacyeTa 1 Mr/Kr/cyT.
Bbina AOCTUrHYTa NONOMMTENbHAA KAMHUKO-nabopaTopHas
AMHaMKKa. Tepanusa MIOKOKOPTUKOCTEPOMAAMU MOMHOCTLIO
oTMeHeHa oceHblo 2019 r. B aHBape 2020 r. Manb4ymK 6bia
rocnuTann3npoBaH MOBTOPHO B OTAE/NEHME PEeBMaToNoruu
ONS KOHTPoNs abdEKTUBHOCTM Tepanuu U BO3MOXKHOW KOp-
peKumn. NpoBoanNOCL KOMMNIEKCHOE 06CcNe0BaHNe, AaHHbIX
3a peBmaTtuyeckoe 3aboneBaHue y NoAPOCTKa 06HapYKeHO
He 6bl710, B MEANMKAMEHTO3HOM Tepanuu He Hyxgancs, Obin
BbINWCaH AOMOW B YAOBNETBOPUTENIBHOM COCTOSHUM.

B deBpane 2022 r. nauneHT o6paTnicsa B NOMUKINHUKY
No MECTY XMTENbCTBA C anobaMu Ha NOBbILEHWE TEMMe-
paTypbl Tena MakcumanbHo Ao 39,5 °C, TOWHOTY, cnabocCTb,
ObICTPYIO yTOMASemMoCTb. Ha 3-u cyT HacToswero 3abonesa-
HUSI MOSABMAWCH Kallenb, NPeUMyLLEeCTBEHHO B HOYHOE Bpe-
M4, ofbllKa (CO cnoB pebeHKa, 3aTpyaHeH BAox). MNonyyan
Tepanuto rIKOKOPTUKOCTEpoMgamum U 6poHxoannatatopa-
MKW B dopMe MHransauuin. TakxKe npoBoguiacb aHTMOaAKTe-
puanbHas Tepanus KnapuTPOMULMHOM, aMOKCULMIIUHOM
C KNaBynaHOBOWM KUCNOTOW. B cBSA3M C cCoxpaHeHWeMm Bblle-
nepeyncneHHblx }anob ManbyuK 6bln FOCNUTaNM3UPOBaH
B NynbMOHoONOrM4yeckoe otaeneHne MANKB ¢ anarHo3om
«BHEOGONbHUYHAs MPaBOCTOPOHHAS cpeaHefoneBas MNHeB-
MOHMUS», KoTOpas Ha GOHe MPOBOAMMOrO NEeYEHUS PeHTre-
HOMIOrMYECKM paspelmnach, OAHaKO CoxpaHsanach nMxopaa-
Ka, 0TMeYanocb HapacTaHWe BOCMNanuUTeNbHOM aKTUBHOCTH
B KPOBMW (IeMKoumnTos, yckopeHne COJ, NoBbllEeHWE ypOB-
HA C-peaKTMBHOro 6enka). [lanee B CBA3W C pPa3BUTUEM
reMoAMHaMUYEeCKMX HapylweHU nauuMeHT 6bin nepeseneH
B OTAefleHne peaHuMaunM M MHTEHCUBHOM Tepanuu. Mocne
cTabununsaumnmn cocTosiHMA Obl HanpaBfieH B raCTPO3HTEPO-
NIornyecKoe oTaeneHne ¢ Lenbto ganbHenwero o6cneaosa-
HUS U NEeYEHUS.

B oTaeneHnn oTMeyanocb HaauMyme KULEYHOro CHWH-
ApoMa B BMAE Pa3XKMUKEHHOro CTyfla C MPUMECHI0 KPOo-
BM M cnu3un. Mo pesynbrataM ynbTPa3BYKOBOro uccne-
noBaHua (Y3WM) opraHoB OGpPIOWHON MONOCTU BbIIBNEHbI
renatomeranus, AMHaMM4YeCKUEe U3MEHEHUS KULIEYHUKA,
Me3eHTepuanbHaa numdageHonatms. Mo gaHHbIM PEKTO-
CUTMOMAOCKOMUU A3BEHHBIN MPOKTOCUIMOUANT BbICOKOM
aKTMBHOCTW cooTBeTCTBYeT 60ne3HM KpoHa. B pganbHew-
WeM COCTOSiIHME C oTpuuaTeNbHON AMHAMWKOW B CBSA3MU
C pa3BUTMEM K/IMHUKO-NabopaTOpHOW KapTUHbl BTOPUY-
HOro remodaroumMtTapHoro cuHgpoma. OTmedanacb BTO-
pUYyHasa rMnokoarynsuusa, npoBefeHa KOppeKuus remo-
cTasa. Bupyconormyecknuim moHUTOpMHI Kposu (CMV, EBV,
HHV-VI): oTpuuaTenbHbIN.

YyuTtbiBas 2 anuM3oga BTOPUYHOrO remodarountapHoro
cuHapoma, TedeHune B3K, y naumeHTa 6611 3anogo3peH XJ1MM
2-ro TMNa. ManbyukK 6bln NepeBefeH B oTAeNeHne UMMYHO-
noruv HaunMoHanbHOro MEAULMHCKOIO UCCIeA0BaTENbCKOIr0O
LleHTpa 4EeTCKOM rematosiorMu, OHKOMOMMKU U UMMYHONOIMK
uMmeHn Omutpua PoravseBa (HMWL AFOW wm. Omutpus
Porauyesa) gns TI'CK.

dusukanbHana gUarHoCcTUKa

CocTofiHMEe pebeHKa cpeaHen TSKeCcTU, CO3HaHue
acHoe. [pn ocMoTpe BAMbIA, HAa BONPOCHI OTBEYas HEOXOT-
HO, MUTaHMe NoHUKeHHoe. PocTt — 165 cm, macca Tena —
50 Kkr, Temnepatypa tena — 38,5 rpaagycoB. MHAEKC Macchl
Tena — 18,37. YacToTa cepaeyHbix CoKpaleHun — 120—
150 ya./MUH, YacToTa AblXxaTeNbHbIX ABUXEHUN — 22/MUH,
Sp0, — 98%, apTepuanbHoe aasneHne — 85/55 MM pT. CT.

LIBET KOXHbIX MOKPOBOB 6GneAHbIA, OTMeYanucb Bocna-
NiUTeNbHblEe Nanyne3Hble 31EMEHTbI Ha rofieHAX, MOAKOXKHbIE

yMepeHHO 60/ie3HeHHblE UHOWALTPATbI, MACTO3HOCTb CTOM,
CKNIEPUT, XEWNUT, APKO-KpacHas Kanma ry6, yBenuMyeHHble
NoAYeNtoCTHbIE U LWenHble NuMmdoy3nbl. 3a Mecsl, noteps
Macchbl Tefia Ha 15 Kr.

[AnarHocTuyeckue npoueaypbl

Ha Y3W opraHoB 6GpiolIHOM NONOCTH: axorpaduyeckue
nNpU3HaKu renatomeranuu, AU PY3HbIX UBMEHEHWUI NapeH-
XMMbl NOAXKENYAOYHOW enesbl, JMHaMUYECKUX MUBMEHEHNN
KuweyHnKka (dparMeHTbl TOHKOro KuUlWeYyHWKa paclumpe-
Hbl, CTEHKM MeCTaMu YTO/LWeEHbl, NepUcTanbTUKa ycuneHa,
CTEHKM NOonepevyHo-060404HOM U HUCXOASLEN 060A0YHOM
KULWOK yTONLWeEHbI 40 5 MM, KPOBOTOK HE YCU/IEH), ME3EH-
TepuanbHon nuMmdbageHonaTuun, CTPYKTYPHbIX U3MEHEHUI
TOHKOW KULKW, TOJICTON KUWKW. HEBO3MOMXHO ObIJIO UCKITIO-
yntb B3K.

Mo pe3ynbTataM PEKTOCUMIMOMAOCKOMWUKU: IHLOCKOMU-
yecKas KapTuHa S3BEHHOro MPOKTOCUIrMOWAMTa BbICOKOM
aKTMBHOCTM coOTBeTCTBYEeT 60/1e3HN KpoHa. HEeBO3MOXHO
ObI10 UCKIOYUTE CBULL, MPSMOW KULLIKMK.

Mpn MarHUTHO-pe3oHaHCcHOM ToMorpadun (MPT) manoro
Tasa C BHYTPMBEHHbIM KOHTpacTUpOBaHWEM OTMeYaluCb
Anddy3Hble UHPUABTPATUBHbIE OTEYHbIE M3MEHEHUS MNps-
MOM KMLWKK, TazoBas NMMdpageHonaTus, acuuT, OTeYHble
M3MeHeHns abLoMWHaNbHOW, NepUNPoOCTaTUYECKON, Nepu-
aHaNbHOM MNOAKOXKHO-KUPOBOM KNETHaTKM.

MpoBefeHne a3odaroracTpoayofeHOCKONUU MO3BOMU-
10 BbIIBUTb AUCTasIbHbIM pedioKc-330dparuT, aHTpasbHbIR
racTpur.

Mo pesdynbtataM muenorpammbl: AaHHbIX 3a remobna-
CTO3 MM annacTuyecKoe COCTOSTHME NONY4YEHO He BbIfo.

B HMWL, AIFON um. Omutpua PorayeBa Oblna BbINos-
HEeHa KONIOHOCKOMMA: B 06nacTy Kynona CAenon KWWKK
W NeBbIX OTAEN0B TONCTOrO KMLWEYHUKa ONpeaensnncb MHO-
KECTBEHHble MyOOKME M NOBEPXHOCTHbIE A3Bbl C YUCTbIM
OHOM pa3mepamu 4o 1,5 cm B agnameTpe (KapTuHa 60J/1e3HHM
KpoHa B cTagnn 060CTPEHUS), 3HA4YUMbIX MUKPOBHUONorMye-
CKMX areHToB Npu nuccnegoBaHMm 6MONTaTOB HE BbISIBAEHO.
[MCTONOMMYECKM — XPOHWUYECKUN KOMWUT C BblpaxKEHHON
aKTMBHOCTbIO Ha YpPOBHE C/EMNOW KULKW W runepnnasven
MYKO30acCOoLMNPOBaHHON TMMGbOUAHON TKaHW, onpeaens-
NMCb KpunT-abcueccehl, BbIMOAHEHHbIE OOUbHBLIM FPaHyno-
LMTapHbIM UHDUABTPATOM.

Mpn MPT ronoBHoro mosra v MynbTUCMIUPaNbHON KOM-
NblOTEPHOW TOMOrpaduu ronoBbl: BEHO3Has aHrumoma
B IEBOM NOJyLIApMUK MO3XKEYKA.

C uenblo MoOUCKa reHeTuyeckoro gedeKkra nauueHTy
Obl1 NpoBeAeH XPOMOCOMHbIN MWKPOMAaTPUYHbBIA aHanus,
onpegeneHa pgeneuus, BKA4Yawowas B ceba reH XIAP.
Mo AaHHbBIM MMMYHONOrMYecKoro o6cnefoBaHus, BbINO-
HeHHoro Ha 6ase M/[IKB, oTMe4anocb CHUXXEHWEe OCHOB-
HbIX cy6nonynsuuin T-numdouuntoB (CD3t — 843 Kn/mKA,
CD4* — 504 kn/mkn, CD8" — 302 kn/mMKn) n NK-KneTok
(66 kn/mKn). Mo pe3ynbrataMm @PYHKUMOHaNbHbIX TECTOB
Ha 6a3e HMWL, ArOU: cHuxeHue akcnpeccun 6enka XIAP
B T-numboumntax (15%), B NK-knetkax (14,7%), CHUKeHue
nerpanynaumm NK-knetok (6,9%).

B KNIMHMYECKOM aHann3e KPoBM OTMeYanachb BblpaxeH-
Haa TpombBouuToneHus (48 x 109/n), aHemus (reMorno6uH
89 r/n), HENTPODUNbHbIN NENKOLMTO3 U NMdoneHus. B 6uo-
XMUMMUYECKOM aHannM3e KPoBK OblI0 BbISBAEHO MOBbIWEHWE
YPOBHA MNpoKanbUuUTOHWHA (8,41 Hr/mn), C-peaKTUBHOrO
6enka (ao 130 mr/n), runepbeppuTUHEMUS, TMNEPTPUrIMLIE-
puaemMus, runoanbbyMMHEMUS, CUHAPOM LIMTONM3a (NOBbI-
lWeHHbIN ypoBeHb AJTT n ACT) (cM. Tabnuuy).

B Koarynorpamme BbISIBiEHbI TMIOPUOPUHOrEHEMUSA —
0,88 r/n (Hopma 1,80-3,30 r/n), runokoarynauma no eak-
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Table. Patient's biochemical blood test over time

Mokasatenn Pe?‘f:'ea':‘::l"""ﬂ"'e 24.03.2022 | 25.03.2022 | 26.03.2022 | 28.03.2022 | 30.03.2022 | 04.04.2022
PeppUTUH, MKI/N 6-320 10783 9294 2580 660 512 449
Tpurnvuepuabl, MMOAb/N 0,45-1,7 0,95 - 2,22 2,19 - 2,27
AnbGYMUH, 1/n 35-52 23,4 23,5 26,92 27,87 34,2 331
ANT, EA/N 10-50 57,7 88,2 120 127 123,3 76,6
ACT, EA/n 8-45 115,8 99,4 137 78 41,8 28,8
NnAar, EA/n 110-248 586 465 346 305 - 171
CPB, mr/n 0-5 130,2 83 32,4 12 7,5 41

lpumeyaHune. ANIT — anaHuMHamuHOTpaHcdepasa; ACT — acnaptatamuHoTpaHcdepasa; JIAI — naktatgerngporeHasa; CPb —

C-peaKTHUBHbIN 6EN0K.

Note. ALT (AJ1T) — alanine transaminase; AST (ACT) — aspartate transaminase; LDH (JIAI') — lactate dehydrogenase; CRP (CPB) — C-reactive

protein.

TOpaM MNPOTPOMOMHOBOro Kommnaekca (NMPOTPOMOUHOBbLIN
nHaekc — 45,8% npun Hopme 78-123%), YMEPEHHbIN Aedu-
UMT nnasmuHoreHa — 37% (Hopma 58,1-130,6%) 1 aHTuU-
Tpom6buHa lll — 44% (Hopma 69,1-135,9%).

KnuHunyeckum guarHos

OcHOBHOM anarHo3: «[lepBUYHbIN UMMYHOAEDULMUT:
X-cuenneHHbln numdonponmdbepaTtUBHbIK  CUHAPOM
2-ro TMnan.

OcnoxHeHus: 6one3Hb KpoHa, remodaroumtapHbIn TUM-
dormctmoumnTos, yanosatas aputema.

ConyTcTBylOlWMe 3aboneBaHus: BHeOO/IbHMYHAsS npa-
BOCTOPOHHAS cpejHeaofieBass MHEBMOHUSA (pPEKOHBanec-
LLEeHT), BTOpMYHaAA KoarynonaTtus, OGpoHXMasbHas acTma
(aTonnyeckasa dopma, MHTEPMUTTUPYIOLLEE TEeYeHue, BHEe
060CTpEHHUS), aTONNYECKUIM EPMATUT, CE30HHbIN PUHOKOHb-
IOHKTUBUT, ractpoasodareanbHas pedriokcHas 601e3Hb
€ 330harMTom, XpOHUYECKUIM MOBEPXHOCTHbIN FaCTPUT.

AnddepeHymanbHas guarHocTuKa

MpoBoannacb guddepeHumanbHas gMarHocTKa ¢ remo-
6/1aCTOCTO3aMM, annacTMYECKUMMU COCTOSTHUSAIMKU, MNEepBUY-
HbIM remodarouuTapHbIM CUHAPOMOM, CUCTEMHbIMK 3a60-
NIeBaHUSIMU COEANHUTENBHON TKaHW U APYTMMU NEPBUYHbBIMMU
UMMyHoAebDULUMTaMK, OCNOKHEHHbIMU TEYEHUEM KONKUTA.

MeauuMHCKME BMeLllaTenbCcTBa

B MANKB npoBoaunacb nynbc-Tepanus IOKOKOPTHU-
KocTepouaamMu (fekcametas3oHom) mM3 pacueta 20 mr/m?2
C nocneaywumMm nepeBoaomM Ha TabnetupoBaHHyo Gopmy.
TaK Kak oTMe4Yanacb gucrammarnobynnHeMus, 6bliM Ha3Ha-
4YeHbl MMMYHOMO6GYAUHbI AN BHYTPUBEHHOINO BBEAEHUS
n3 pacyeta 1 r/Kr. BcBsA3M C BbICOKOM YrpO30M KPOBOTEYEHUS
W pas3BUTMEM BTOPUYHOM TMNOKOArynsiuumn pebeHKy ABaxabl
nposoaunacb TpaHchy3ns CBEXKE3aMOPOXKEHHON Ma3Mmbl.
Ha BTOpoe BBeAeHMe pas3Bunacb annepruyeckas peaxums
B BMAE KPanuWBHWLbl Ha KOXe BEK, He3HayuTelbHas NacTos-
HOoCTb. MHPY3MA Gblna ocTaHoBeHa, BBeaeHO 1,5 ma xno-
ponupamMuHa B/B CTPyMHO, MeaneHHo. MecanasuH B Aose
60 Mr/Kr (TabnetkM KuwevyHopacTBOpUMbIE ANS Npuvema
BHYTPb M MeCTHble GOpMbl B BMAE CYNNO3MTOPMEB) Obin
MCNonb30BaH B KayecTBe 6a3UCHOW Tepanuu Ana nogaep-
¥aHus pemmccumn 6onesHn KpoHa.

B HMWL OATOU wm. OmuTtpusa PoradeBa 6bina nponos-
XeHa Tepanus geKkcametaszoHoM 10 Mr/mM2 ¢ mocTeneHHoik
peayKunen OO3UMPOBKM B paMKax npoTtokona HLH-2004.
bbbl Ha3HayeH ceneKkTUBHbIM MHIrMBUTOp JAK-KMHa3 pyKco-

ANTUHUG 20 Mr/M2 (AnS NPOBUAAKTUKMA PeakLuu «TpaHc-
nnaHTaT nNpotmeB Xo3sunHa» (PTIX) 1 nogaBfieHUs Hexena-
TEeNbHbIX MMMYHHbIX peakuun). B cBa3un ¢ Hanmunem B3K
(6onesHb KpoHa) 6bi1a MHULUMMPOBaAHa MPOTUBOBOCMAN-
TenbHas Tepanus agaaMmymabom.

MpMHMMas BO BHMUMaHWE TSXKECTb TEe4EHUS OCHOBHOMO
3a60/1eBaHNsS U MMelolWmMecs Yy MauueHTa OC/OXKHEHUS,
6bl1n chopmMupoBaHbl NokazdaHua K TITCK. C pogutenamu
nauueHTa npoBedeHa nogpobHasa 6ecefa KaKk 0 npoBee-
HuM TI'CK, TaK 1 0 BO3BMOXHbIX OC/TOXXHEHUSAX (B TOM yucne
M 0 BOBMOXHOM pas3BUTUM NeTanbHOro ucxoaa). OT poau-
Tenen OblI0 NOAYYEHO MUCbMEHHOE MHOOPMUPOBAHHOE
[o6poBobHOE cornacue Ha nposegeHne TICK. Y manbyu-
Ka umeetca 10/10 coBmMeCTUMbIM AOHOP (Maagwnin 6par),
KOTOPbIA MO Aa@HHbIM MeToda MYNbTUMEKCHOW NMra3HoM
LEeNnHOM peakKuuMnm He MMeeT BbllleyKa3aHHOW aeneuuu.
B aBrycte 2022 r. nauMeHTy 6bl1a NpoBeAeHa anjnoreHHas
TrCK.

AnHaMuKa u ucxoabl

Bo Bpems HaxoxaeHns B MAMKE obuiee KanHU4YecKkoe
COCTOSIHME Ha ¢pOoHe NPOBOAUMOMN KOMMIEKCHOW Tepanuu
C HeKoTopbiM ynyylweHueMm. locne nepeBoja nNauueHTa
B HMWL, 4O um. Omutpua PoradeBa u nposegerHunsa TICK
pPa3BUINCHL CNeayloMe OCNOXKHEHUS: TAXeNbI BTOPUYHbIN
UMMYyHOZeDUUMT, npexoasiias runoraMmarnobynMHemus,
debpunbHas HenTponeHus (Ha doHe aHTMBaKTepuasbHOM
Tepanuu Ledennumom, BaHKOMULMHOM, aMUKaLMHOM pas-
pewwunacb). Ha ¢oHe npuema gekcameta3oHa oTMeYanuchb
3Nn304bl apTepuasbHON rMNEepPTEH3MK, B Tepanuio Jo6aBeH
amnoamnuH. C 10-ro gHa nocne TICK Ha6nogannch exe-
OHEeBHble NnoabeMbl TemnepaTtypbl A0 GebpuibHbIX LUDP
B COYeTaHMM C occanrnsaMu Ha GboHe NPUKMUBNEHUS TpaHC-
nnaHTaTta, 6bl1a U3MEHeHa aHTMbGaKTepuanbHas Tepanus,
Ha3HayeH meporieHeM. C Uenbio MOUCKa o4aroB MHOEK-
UMK 6bIN0 NMPOBELEHO WMHCTPYMEHTaNbHOE wWccnefoBaHue
B o6beme Y3W opraHoB 6GPIOWHOW MOMOCTHU, 3IXOKapAMo-
rpadvn, No pesynbraTam KOTOPbIX MNaTONOrMKU BbISBAEHO
He 6bino. Ang anddepeHumanbHON AUarHOCTUKU C MHODEK-
LMOHHOW/UMMYHHOM NIUXOPAAKOM B TeyeHue 3 OHen npo-
BOoAMacb npoba c MMIOKOKopTUKocTepornagamum 1 mr/Kr —
debpunbHas nuxopanKa 6bi1a KynpoBaHa.

Mpn noBTOpHOM rocnutTanu3aumm B OKTA6pe 2022 T.
COCTOSIHME MnauueHTa cTabunbHOe, OTMeYanocb pas3BuTUE
rMNOQYHKLUNKN TpaHCcnnaHTata no NeMKOUMTapHOMY U 3pU-
TPOMAHOMY POCTKaM (IEMKOMNEHUS U aHeMus), Hyxaancs
B PerynsipHon CTUMyNSLMK FpaHynouMTapHo-Makpodaraib-
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Figure. Patient D., 15 years old: clinical course, key events

HbIM KOJIOHMECTUMYNMPYIOLLMM GaKTOPOM C YAOBIETBOPU-
TeNbHbIM FEMaToIOrMYECKUM OTBETOM.

Beayuwas Bepcus runo@yHKLUK TpaHCNIaHTaTa no nen-
KOUMUTapHOMY U 3pUTPOMAHOMY POCTKamM — Mo6o4yHOoe Aen-
CTBME PYKCONUTUHMOA. TMMNODYHKUMA 3pUTPOMAHOIO POCTKA
Ha ¢oHe aepuumnTta B, Ha GoHe Tepanuu oTMevancs npu-
pocT remornobuHa o 95 r/n. [JocToBepHbIX NMpPU3HAKOB
PTIMX BbIABNEHO HE 6bIN0, BUAUMbIX 04aroB MHPEKLMU HET.
Bblpa6oTaHHasi TaKTMKa iedeHns No3Bonunia JOoCTUYb CcTa-
6MNN3aLMK COCTOSHMS NaLneHTa.

MporHos

[lporHo3 HeoAgHO3HayHbIM, TakK Kak TICK npowna
yCrelwHo, AOCTOBEPHbIX Npu3HakoB PTIMX He BbIBNAEHO,
BMAMMbBIX 04aroB MHGQEKLMKM HET, OAHAKO CUTyauuto OTH-
rouiaeT HaauyvMe y nauueHTa OC/IOXKHEHMN OCHOBHOMO
3aboneBaHuns (BTOPUYHBbIM remodarounTapHbli CUHAPOM,
6one3Hb KpoHa).

PekomeHayeTcs panbHenwee HabawogeHwe neguatpa,
remMaTonora, racTpo3HTeposiora, peemaTtosiora ¢ Lenbto paH-
HEro BbISIBIEHUS BO3MOXHbIX OC/IOKHEHUIN, Npeaynpex-
OEeHWUs pa3BUTUA pPeuMauBOB MMelWMxca 3aboneBaHun
M KOHTPONS 06LLEero CoCTOSHUSA

BpemeHHas wKana
XpoHonorus Te4eHuns 6one3Hu naymeHTa [l. n ee Kawoye-
Bble COObITUS MPUBEAEHbI Ha PUCYHKE.

OBCYXAEHME

XJIN gaBngetca KpanHe peakum MMMyHOAeDULUTOM,
0N pa3BMTMA KOTOPOro no 60/blier YacTu HeobxoauMo
3apaxeHune B3b, ogHako B nMTepaType OnucaHbl ciyyau,
Koraa passuTtuio XJ1I He npeawecTBoBasno 3apaxeHme aTum
Bupycom [4]. NMopo6Has cuTyaums npeacrtaBneHa B npuse-
[IEHHOM K/IMHUYECKOM Nnpumepe.

o AaHHbIM Hay4yHOW nMTepaTypbl, NPW OTCYTCTBUM
fle4YeHNs BbIKMBAEMOCTb TaKMX MaLMeHTOB cocTaBasieT
MeHee 20%, 60/blie NOIOBUHbI 60JIbHbIX Malb4UKOB NOruU-
6atoT B Bo3pacTte Ao 10 nert [1]. NpoBeneHne TICK nosso-
INNO CHU3UTb O6LLYIDO CMEPTHOCTb OT 3TOro 3abosieBaHuUs

c 75 0o 29% [15]. NauuneHTy . 6bI1 NO3AHO NOCTaBAEH
AnarHo3s (TonbKo B Bo3pacTte 15 neT), 0AHaKo CBOEBPEMEH-
HO HayaToe Sie4yeHne No3BOJMIO0 AOCTUYb NMOMOXKUTENbHOM
AVHaMUKMK.

[varHoctuka onucbiBaemoro 3aboneBaHus B psae cny-
YyaeB 3aTpyaHeHa BBMAY NOAMMOPOHOCTU €ro NposiBAEHUM.
Ona BepuduKauum guvarHo3a Heob6XoOMMO MOJIEKYISPHO-
reHeTu4yeckoe uccnegosaHue reHoB (SH2D1A, XIAP, MAGT1)
W onpeaeneHne BHyTPUKIETOYHOM aKcnpeccumn 6enkos SAP
n XIAP [16, 17]. MauneHTy OblN0 NPOBEAEHO YKa3aHHoEe
nccnegoBaHne, 0TMEYaNoCh CHUXKEHME IKCMpeccun Genka
XIAP B T- n NK-numdouuTax.

3AK/IIOYEHHME

OnucaHue nauuveHTa AEMOHCTPUPYET PEAKYyl KapTu-
Hy MaHudecTaumun XJIIM y manbyivka B BO3pacTe 15 ner
6e3 npejlecTByoWero 3apaxenua BAb. [lna npaBuibHoOM
NOCTAaHOBKM AMarHosa Heo6XOAMMO MpUBJieYeHUe chne-
LUManucToB pasHbix obnacten. C yyeToM pasBMBLUMXCS
y nauueHTa ocnoxHeHun TICK aBnsetca eanHCTBEHHbIM
3QPEKTUBHBIM METOAOM neyeHusa. Tak Kak XJ1M — 3aTo
HacneacTBeHHoe 3abofieBaHue, PEKOMEHAOBaHO obcene-
[oBaHWe 6paTbeB NauMeHTa, NpoBegeHNe CEMENHOIO KOH-
CYyNbTUPOBAHUSA W MpeHaTaNbHOM AMArHOCTUMKKU MpU BCEX
nocneayomx 6epemMeHHOCTIX MaTepu AN MCKIOYEHUS
POXAEHUSA APYrMX AeTen ¢ AaHHbIM 3a6oneBaHuem [18].

WHO®OPMUPOBAHHOE COIJIACHE

He nonyy4eHo 13-3a OTCYTCTBMS KOHTAKTa C MaLMEHTOM.
[aHHble 0 naumMeHTe 06e3/MYEeHbI.

INFORMED CONSENT

Not obtained due to lack of contact with the patient. The
data was depersonalized.

BbIPAXXEHUE NPU3HATEJ/IbBHOCTH

ABTOpbl  BblpaxkaloT nNpu3HaTenbHoCcTb JIio60BM
EBreHbeBHe JlapuMHOM, K.M.H., OOLEHTY Kadeapbl npone-
[EBTUKN OETCKUX BOne3Hen negumatpuyeckoro gakynbreta
PHUMY um. H.W. NMuporosa, a TaKKe KONNEKTUBY Nevalinx
Bpaven MAKE n HMWL ArOU nm. Amutpus Poravesa.

PEDIATRIC PHARMACOLOGY. 2023;20(1)

~
o
Pz
~
o
N
=
o
st
~
[\
N
o
N
~
[
=
[
=}
=
]
x
<
=
o
<
e
[
<
=
o
w
T
=
=
<
=
=
w
=



E SHORT REPORTS

KPATKUE COOBLUEHUA

ACKNOWLEDGEMENTS

The authors express gratitude to L.E. Larina, candidate
of medicine, associate professor of department of childhood
diseases propaedeutics in pediatrics faculty at Pirogov
Russian National Research Medical University and the
medical staff of Morozovskaya Children's City Hospital and
Dmitry Rogachev National Research Center.

BKJIAl ABTOPOB

E.C. Matpoc, A.N. Kapruukaa — aHanm3 nctopumn 6ones-
HW OMWCAHHOrO MauMeHTa, U3YyYeHWe Hay4YHOW nuTepaTypsbl
no 3a60/ieBaHUsAM, HanuMcaHue cTaTbMm.

AUTHORS’ CONTRIBUTION

Ekaterina S. Matros, Alena |. Karitskaya — medical
records analysis of the described patient, study of relevant
scientific literature, manuscript writing.

CMUCOK JIUTEPATYPbI / REFERENCES

1. Booth C, Gilmour KC, Veys P et al. X-linked lymphoprolif-
erative disease due to SAP/SH2D1A deficiency: a multicenter
study on the manifestations, management and outcome of the dis-
ease. Blood. 2011;117(1):53-62. doi: https://doi.org/10.1182/
blood-2010-06-284935

2. PonnenbTA.A., lOxayeBa [.B., MakoBa H.B. v gp. X-cuenneHHbin
numdonponndepatnBHbln cuHapom 1 w2 TMNoB // Bonpockl
remMaTtosiorMn/OHKOAOrMM M UMMYHONOMMK B neguaTpun. —
2016. — T.15.— N°® 1. — C. 17-26. — doi: https://doi.
org/10.20953/1726-1708-2016-1-17-26 [Roppelt  AA,
Yukhacheva DV, Myakova NV, et al. X-Linked lymphoproliferative
syndrome types 1 and 2. Voprosy gematologii/onkologii i immu-
nopatologii v pediatrii = Pediatric Haematology/Oncology and
Immunopathology. 2016;15(1):17-26. (In Russ). doi: https://doi.
org/10.20953/1726-1708-2016-1-17-26]

3. Schuster V, Steppberger K, Borte M. Manifestations of X-linked
lymphoproliferative disease without prior Epstein-Barr exposure.
Blood. 2001;98(6):1986-1987. doi: https://doi.org/10.1182/
blood.v98.6.1986

4. Aguilar C, Lenoir C, Lambert N, et al. Characterization of
Crohn disease in X-linked inhibitor of apoptosis-deficient male
patients and female symptomatic carriers. J Allergy Clin Immunol.
2014;134(5):1131-1141.e9. doi: https://doi.org/10.1016/j.
jaci.2014.04.031

5. LiFY,Chaigne-Delalande B, Rao VK, et al. Clinical utility gene card
for: X-linked immunodeficiency with magnesium defect, Epstein-Barr
virus infection, and neoplasia (XMEN). Eur J Hum Genet. 2015;23(6).
doi: https://doi.org/10.1038/ejhg.2014.179

6. Hambleton G, Cottom DG. Familial lymphoma. Proc R Soc Med.
1969;62(11 Pt 1):1095.

7. Purtilo DT, Grierson HL, Davis JR, Okano M. The X-linked
lymphoproliferative disease: from autopsy toward cloning the
gene 1975-1990. Pediatr Pathol. 1991;11(5):685-710.
doi: https://doi.org/10.3109/15513819109065466

8. Picard C, Bobby Gaspar H, Al-Herz W, et al. International Union
of Immunological Societies: 2017 Primary Immunodeficiency
Diseases Committee Report on Inborn Errors of Immunity. J Clin
Immunol. 2017;38(1):96-128. doi: https://doi.org/10.1007/
s10875-017-0464-9

9. Marsh RA, Madden L, Kitchen BJ, et al. XIAP deficiency: a
unique primary immunodeficiency best classified as X-linked
familial hemophagocytic lymphohistiocytosis and not as X-linked
lymphoproliferative disease. Blood. 2010;116(7):1079-1082.
doi: https://doi.org/10.1182/blood-2010-01-256099

10. Latour S, Aguilar C. XIAP deficiency syndrome in humans. Semin
Cell Dev Biol. 2015;39:115-123. doi: https://doi.org/10.1016/j.
semcdb.2015.01.015

WH®OPMALIUA Ob ABTOPAX / ABOUT THE AUTHORS

UCTOYHUK ®UHAHCUPOBAHUA
OTcyTCTBYET.

FINANCING SOURCE

Not specified.

PACKPbITUE UHTEPECOB

ABTOpbI CTaTbM MOATBEPAWIM OTCYTCTBME KOHODIMKTA
WHTEPECOB, 0 KOTOPOM HEOBXOAMMO COOBLLMNTb.

DISCLOSURE OF INTEREST

Not declared.

ORCID

E.C. MaTtpoc
https://orcid.org/0000-0003-4377-632X
A.U. Kapuukasna
https://orcid.org/0000-0002-0168-6011

11. Pachlopnik Schmid J, Canioni D, Moshous D, et al. Clinical
similarities and differences of patients with X-linked lymphoprolif-
erative syndrome type 1 (XLP-1/SAP deficiency) versus type 2 (XLP-
2/XIAP deficiency). Blood. 2011;117(5):1522-1529. doi: https://
doi.org/10.1182/blood-2010-07-298372

12. Rigaud S, Fondaneche MC, Lambert N, et al. XIAP deficien-
cy in humans causes an X-linked lymphoproliferative syndrome.
Nature. 2006;444(7115):110-114. doi: https://doi.org/10.1038/
nature05257

13. Worthey EA, Mayer AN, Syverson GD, et al. Making a defin-
itive diagnosis: successful clinical application of whole exome
sequencing in a child with intractable inflammatory bowel disease.
Genet Med. 2011;13(3):255-262. doi: https://doi.org/10.1097/
GIM.0b013e3182088158

14. Balashov D, Shcherbina A, Maschan M, et al. Single-
Center Experience of Unrelated and Haploidentical Stem Cell
Transplantation with TCRaf and CD19 Depletion in Children
with Primary Immunodeficiency Syndromes. Biol Blood Marrow
Transplant. 2015;21(11):1955-1962. doi: https://doi.
org/10.1016/j.bbmt.2015.07.008

15. Panchal N, Booth C, Cannons JL, Schwartzberg PL. X-Linked
Lymphoproliferative Disease Type 1: A Clinical and Molecular
Perspective. Front Immunol. 2018;9:666. doi: https://doi.
org/10.3389/fimmu.2018.00666

16. Marsh RA, Bleesing JJ, Filipovich AH. Using Flow Cytometry to
Screen Patients for X-linked Lymphoproliferative Disease Due to SAP
Deficiency and XIAP Deficiency. J Immunol Methods. 2010;362(1-2):
1-9. doi: https://doi.org/10.1016/j.jim.2010.08.010

17. KyabmeHko H.B., Bapnamosa T.B., MepcusHosa W.B. u ap.
MoneKynspHo-reHeTu4eckass AMarHocTMKa MNEepBUYHbIX WMMMYHO-
nePULUNTHBIX CcOoCTosiHUM // Bonpocbl rematonorum/OHKOI0rMu
n uMmMyHonatonormm B neanatpun. — 2016. — T. 15, — N2 1. —
C.10-16. — doi: https://doi.org/10.20953/1726-1708-2016-1-
10-16 [Kuzmenko NB, Varlamova TV, Mersiyanova |V, et al. Molecular
genetic diagnosis of primary immunodeficiencies. Voprosy gematolo-
gii/onkologii i immunopatologii v pediatrii = Pediatric Haematology/
Oncology and Immunopathology. 2016;15(1):10-16. (In Russ).
doi: https://doi.org/10.20953/1726-1708-2016-1-10-16]

18. BonoanH H.H., Kacatkun B.H., Uentnnn ILA. n ap. Crpaterua
MeOUKO-NCUXO0N0ro-coLmanbHoOm peabunutaumm neten
C reMatoniorMyecKUMM U OHKONOTMYECKUMM  3aboneBaHUs-
mu // OHkorematonormnsa. — 2015. — T. 1. — C. 7-15. — doi:
https://doi.org/10.17650/1818-8346-2015-1-7-15 [Volodin NN,
Kasatkin VN, Tseitlin GY, et al. Strategy of medical, psychological
and social rehabilitation for children with haematological and onco-
logical diseases. Oncohematology. 2015;10(1):7-15. (In Russ).
doi: https://doi.org/10.17650/1818-8346-2015-1-7-15]

CraTtbs noctynuna: 21.01.2023, npuHaATta K nevartu: 15.02.2023
The article was submitted 21.01.2023, accepted for publication 15.02.2023

Martpoc EkatepnHa CepreeBHa [Ekaterina S.Matros), appec: 117997, r. MockBa, yn. OctpoBuTsaHOBa, 4. 1, cTp. 7
[address: 1, b. 7, Ostrovityanova Str., Moscow, 117997, Russian Federation]; e-mail: kate@matros.us

Kapuukas AneHa UropeBHa [Alena I.Karitsckaya]; e-mail: alenakaritsckaya@yandex.ru



KpaTtkue coobueHun

https://doi.org/10.15690/pf.v20i1.2532 M) Check for updates

0.B. lopaeesal' 2, A.B. lo6poTokl, J1.P. CenumaaHoBal 2: 3, B.A. leeBa?

1 HMW neanaTpum v oxpaHbl 3a0poBba AeTteit HKL, N22 ®IrBHY «PHLIX um. akag. 5.B. MeTpoBcKoro,
MockBa, Poccuitckasa deaepauma

2 PHUMY um. H.W. Muporosa, Mocksa, Poccuiickas deaepaums

3 Nepsbiit MTMY uMm. U.M. CeyeHoBa (CeveHoBCKMIN YHMBepcHTeT), MockBa, Poccuiickas deaepauma

TpaH3UTOPHbLIN AePULUT NpoTEeUHa S
nocJjsie nepeHeceHHoro UHGEeKLUMOHHOro
npouyecca, ocJ1I0XXHEeHUAl U UCXOA:
K/IMHUYECKUN caiydaH

ABTOp, OTBETCTBEHHDIN 32 NEPENUCKY:
[JleeBa Banepusi AneKkcaHapoBHa CTyfeHT neauaTpuyeckoro dakynsteta @rA0y BO PHUMY um. H.W. NMuporoa Muuagpasa Poccun
Appec: 117997, r. MockBa, yn. OcTpoBuTSHOBA, AoM 1, e-mail: deevaler@yandex.ru

0O6ocHoBaHHne. QynbmnHaHTHas nypnypa (Purpura fulminans, ®I1) — 3To 0CTPbIH 6bICTPONPOrPECCUPYIOLLNI TPOMOO3 COCY-
Z10B MEJIKOro AnameTpa, PacrosoXEHHbIX NPEUMYLLIECTBEHHO Ha KOXXe KOHeYHocTel. MosHMeHoCcHas rnypnypa xapakTepu-
3yeTcsi BbICOKUM YPOBHEM CMEPTHOCTH. Y NMaLMeHTOB MOTyYT GbiTb CEPbE3HbIE MOCNEACTBUS, BK/IKOYas amnyTaLmmu 1 notepio
nasibLEB PYK M HOI MW JaxKe KOHEYHOCTEN B LieJIoM. OnnucaHue KAMHUYeCKOro cay4as. [1peicTaBNeH KIIMHUYECKMI Caydaii
pas3BUTUS Y 3-NIETHEr0 Maslb4MKa BCEICTBUE NMEPEHECEHHON MHPEKLMM TPAH3UTOPHOI0 AedurLmMTa MPOTEUHA S, OCIOKHEHHO-
ro uagunonatuyecKkon @I, Ha 7-e cyT nocse oCTPoro cpegHero otuTa. lporpeccupoBaHmne 3ab0eBaHNs Pa3BUIOCh B TEYEHNE
HECKOJIbKMX 4acoB. Y naumeHTa rnosiBUINCb reMoppParMyeCKMe 371€MEHTbI Ha KOXKE KOHEYHOCTEH, a B a/IbHEHMLLIEM — HEKPO3
TKaHen. lpoBoanmasi Tepanus crnocob6CTBOBasa OCTaHOBKE MaTo/I0rM4eckoro npouecca B Buge I, a Takxe npegorspa-
TUIa Pa3BUTHE TSIXKENbIX MHBANIMAUIUPYIOLLMX OC/IOKHEHUI Yy pebeHKa. 3akn4veHune. [JudpepeHumnansHas AMarHoCTuKa
M 1e4eHne AO/KHbI ObITb GbICTPLIMM M TOYHBIMM, TaK Kak pa3BuTine Pl nponcxoanT 3a CHUTaHble Yachl. [JuarHOCTMKa JO/KHa
BKJIK04aTb B CE6S PaCLUMPEHHYIO NaHEe b KOary/orM4eCKMx TECTOB M MHCTPYMEHTAJIbHbIX MCCIEA0BaHMI, YTO 0By C/10B/IMBAET
onpaBAaHHOCTb MyJbTUANCLMIIMHAPHOIO noAaxoAa B HabIt0Je€HUN NaLMEHTOB C HAapPYLIEHUSMM B CUCTEME reMoCcTasa.

KnwyeBble cnoBa: ¢pynibmuHaHTHas nypnypa, remoctas, ABC-cuHapom, Aemuuymnt npotenHa S, KIMHUYECKUI Ca1yqan

Ans untupoBanus: Topaeesa 0.b., Jo6poToK A.B., CenumasaHoBa J1.P., [leeBa B.A. TpaH3UTOPHbIA AedUUMT NnpoTenHa S
nocnie nepeHeceHHoro MHPEKLMOHHOro NPoLEecca, OCNOXHEHUS U UCXO: KNMHUYECKKIA cnydal. [TeguaTtpuydeckas papma-
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Transient deficiency of protein S after past infection process,
complications and outcome: clinical case

Background. Purpura fulminans (PF) — is an acute rapidly progressive thrombosis of small-diameter blood vessels located mainly on the
skin of the extremities. PF is characterized by high mortality rates. Patients can have serious consequences, including amputations and
loss of fingers, foots or even extremities in general. Clinical case description. A clinical case of developing transient deficiency of pro-
tein S complicated by idiopathic PF on the 7th day after acute otitis in a 3-year-old boy due to past infection is presented. The progression
of the disease developed within a few hours. The patient became hemorrhagic elements on the skin of extremities, and later — tissue
necrosis. The conducted therapy facilitated to stop the pathological process in the form of PF, and also prevented the development of
severe disabling complications in the child. Conclusion. Differential diagnosis and treatment should be fast and accurate, as the devel-
opment of PF occurs in mere hours. Diagnostics should include expanded panel of coagulological tests and instrumental examinations,
which determines the justifiability of a multidisciplinary approach in the patient management with disorders in the hemostatic system.
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KPATKUE COOBLUEHUA l SHORT REPORTS

OBOCHOBAHME

dynbMuHaHTHaa nypnypa (Purpura fulminans, ®M) —
3TO OCTPbIA BGbICTPONPOrPECCHPYIOLLMI TPOMBO3 COCYLOB
MENIKOro AuameTpa, PacrnonoXeHHbIX MPenMyLecTBEHHO
Ha KOXXe KOHeyHocTeW. B JoCTynHOM nuTepaType MOXKHO
BCTPETUTb TEPMUH «MOJTHUEHOCHAs nypnypanr.

Purpura fulminans BnepBble onucan Guelliot B 1884 .
KaK remopparnyeckoe 3aboneBaHWe, accoLMMpoBaHHoOe
Cc MHbeKuuamu nnmn pgaxe cencucom [1]. PI1 xapaKTepumay-
€TCs BHe3amnHbIM pa3BUTUEM BHYTPUCOCYANCTOro TPOM603a
W remMopparMyeckoro nHdapKTa Koxu, 6bICTPO NPUBOASALLE-
ro K AWCCEMUHUPOBAHHOMY BHYTPUCOCYAUCTOMY CBEPTbI-
BaHuWtO KpoBu (ABC-cnHapom) ¢ noTpebneHnem aHTUKoary-
NAHTHbIX GaKTOPOB M NpM3HaKaMu WokKa [2].

Bbiaensitot HeckonbKko BuaoB PI1.

* HeoHaTanbHasa Pl pazBuBaeTcs B peldynbrate Hacnea-
CTBEHHOro geduunTa eCTeCTBEHHbIX aHTUKOarynsHToB
(npotenH C n npotenH S) unu B pe3ynbraTe MyTaLui
B reHax, Koaupylouwux 3t 6enku. HacnepctBeHHas
HeoHaTanbHasa dopma C TaKenbiM geduunToMm 6enKa
C BcTpevaeTca npumepHo y 1 : 1 000 000 »xwuBo-
poxaeHuin [3]. PacnpocTpaHeHHOCTb HacneacTBEHHOro
geduumTta npotenHa S Heu3BeCTHa M3-3a PELKOCTU
W TPYAHOCTEN NpaBUIbHOW AMArHOCTUKK, OAHAKO cylle-
cTByeT uccnegoBaHue 3788 340pOBbIX LWOTNAHACKMX
[LOHOPOB KPOBM, KOTOPOE MOKasano pacnpocTpaHeH-
HOCTb HacneacTBEHHOro gedbuunTta npoterHa S B aua-
nasoHe ot 0,03 g0 0,13% [4].

* Wpunonatuyeckaa Pl peanusyeTcsd u3-za BPEMEHHOIO
LMPKYIMPOBaHWA B Nia3Me NepeKPeCcTHO pearnpyroLmx
ayToaHTUTEn K Bupycy Varicella zoster, Streptococcus
n 6enKky S, 4To, B CBOIO 04epeab, NMPUBOAUT K AUCDYHK-
LMW NPOTUBOCBEPTbIBAIOLWLEN CUCTEMbI; BCEMO ONUCaAHO
NMLb HECKOJ/IbKO COTEH cny4aes [5, 6].

e OcTpass WHPeKuMoHHaa dopma Pl pasBuBaeTcs
Ha dOoHe KOMMNIEKCHOro naTtoreHesa, acCoLMMPOBaHHO-
ro ¢ pasnunyHbiMn UHdeKunamu (Neisseria meningitidis,
Streptococcus pneumoniae, Haemophilus influenzae,
Capnocytophaga canimorsus, Staphylococcus aureus
nap.) [7]. Buenomy 15-25% naunmeHToB C MEHUHIOKOK-
KoBOW 6aKTepuemunen passuBaetca PI1 [6].
KnuHunyeckasa kaptuHa @I npoasnsetcs octpo. O6bI4HO

B Te4eHne 1-2 CcyT Ha KMCTHAX M cTonax, NOAbIXKKaXx, KOneH-

HbIX W JIOKTEBbIX CyCcTaBax, Ha Aroguuax, XuWBoTe, NuLe,

CNIU3UCTbIX 060MI04Kax pTa MOSBAAIOTCH MENKME LnaHo-

TUYHbIE Y4aCTKW M remopparuun, Kotopble B AafibHEWLWEM

HOCSIT C/IMBHOWM XapaKTep B BUAE OOWMPHBIX CUMMETPUYHBIX

KPOBOU3NUAHUIA. 3@ HECKONIbKO 4YacoB COCTOSHWE pebeH-

Ka yxydlwaeTcs, pa3BMBaeTCsd KapTMHa Konnanca W LWokKa,

Ha MecTe KPOBOWMINUAHMN 06pPa3yloTCs KPYMHble YYacTKM

HeKkpo3oB [1].

MonHueHocHaa nypnypa XapakTepu3yeTCs BbICOKUM
YPOBHEM CMEPTHOCTU, @ Y BbIKMBLUMX MaLMEHTOB MOryT
HabnohaTbCc Cepbe3Hble MOCNeACTBMA, BK/OYasa amny-
Tauuu 1 NOTEPIO NanbLEB PYK, HOT UK AaXKe KOHEeYHOCTewN
B Luenom [8].

MaTtonorns remoctasa MOXeT ObiTb accouunpoBaHa
C HanuMynem MyTauui B reHax GaKTOpoB CBEPTbIBAHUSA,
Hanpumep ¢ MyTaunen ¢aktopa V JlengeHa (FV Leiden, reH
F5)[9]. MyTauusa B reHe F5 ¢.1691G>A Bbi3bIBaeT pas/finiHble
naToNiorMmn Kak B reTepo3uroTHOM, TaK U B FOMO3UTOTHOM
cocTosiHUU. OgHMM M3 3aboneBaHuin gBnseTca TpoMbodu-
nns 2-ro TMna (ayToCOMHO-A4OMUHAHTHbBIM TUN HacnefoBa-
Hus, OMUM #188055). B pe3ynbraTe AaHHOW MyTaluMK pas-
BMBaETCs PE3UCTEHTHOCTb aKTUMBHOW dopMbl daKTopa V
K pacliennsiowemy aencTteuio npotenmHa C, 4To npuBoauT
K runepkoarynsiunn. FoMo3urotHoe U KoMnayHa-reteposu-

rOTHOE COCTOSIHUS BbI3blBAlOT AedunumnT daktopa V (TaKxe
M3BECTHOE KaK napareModuansi, ayToCOMHO-PELIECCUBHbIN
TMn HacnepoBaHusa, OMUM #227400). B Poccuun yacTtoTa
mMyTauuu FV Leiden (retepo3urota + romo3urota) coctaBns-
et ot 0,7 0o 2,8 % [10].

Hapsaay ¢ myTauunen JlenaeHa MyTauus B reHe NpoTpoM-
6vHa (G20210A) 9BNSETCA KNMHUYECKM 3HAYMMOMN, TaK e
KaK ¥ nonnMmopoduM3mbl B FeHax eCTeCTBEHHbIX aHTMKoary-
NIAHTOB — aHTuTpoM6uHa Ill (reH SERPINC1), npoTeMHOB
C (reH PROC) n S (reH PROS1) [11].

[eH ¢dunbpuHoreHa (FGB) KoaupyeT 6eTa-noavnenTua-
Hyl0 uenb 6enka ¢ubpuHoreHa — pacTBOpUMOro 6enka
nna3mMbl KPOBUW, KOTOPbIA OTHOCKTCS K rpynne rno6ynnMHoB.
Mon nencteuem dpepmeHTa TpomMbMHaA 3TOT GENOK CNOCo-
6eH npeBpawartbca B dMOpUH U 06pal3oBbiBaTb TPOMO.
3aMeHa aMMHOKWUCNOThbI F'yaHWHa Ha afleHWH B perynaTtop-
Hon obnacTtu reHa FGB (455G/A) accounnpoBaHa C NoBbl-
LUEHHOW KOHLIEHTpauuWen B nnasme KpoBu 6enka dubpu-
HoreHa [12].

®MN BcTpevaeTcs pefko, M3y4yeHa HeAOoCTaTO4YHO,
4YTO cOo3JaeT onpeaefieHHble TPYAHOCTU ANS AMArHOCTM-
KW M nevyeHns. MeamuUMHCKoe COO06LIECTBO HEAOCTAaTOYHO
ocBefjomMneHo 06 aTon npobneme. Mbl npeacTaBasgeM Ku-
HWYECKUMIM cnyvyan pa3BuTUS mamonaTtndeckon eIy 3-net-
Hero MajbymKa nocne nepeHeceHHom MHGEKLUHN.

KAUHUYECKUNA NPUMEP

O nauueHTe

Manbunk M., 3 net, 09.08.2022 nocTtynun B oTaene-
HWe oTopuHonapuHronornn OFbBY3 CmoneHcKon obnacTw.
HKanobbl Ha MOMEHT NOCTYMJIEHUS: OTEK 3a J1IeBOM YLIHOM
PaKOBUHOWN, runepemMus 3aylwHon obnactu, 601b B 1€BOM
yXe, NoBblleHMe TemnepaTypbl Tena go 38 °C.

AHaMHe3 }XU3HHU

Pe6eHOK OT nepBoN OGEPEMEHHOCTHU, MPOTEKaBLIEN
6e3 nartonornun. Pogbl Ha 41-1 Hea, camocToATeNbHbIE. Macca
Tena npu poxaeHnn — 4210 r, gaimHa — 55 cm. OueHka
no APGAR — 8/8 6annoB. BakuMHupoBaH B COOTBETCTBUM
C HaUMOHanbHbLIM KajeHjapem BaKuuHauuu ao 1 roga.
BcKkapmnnBaHue — cMelaHHoe. ANNepruyeckum aHam-
HEe3 — He OTAroLEeH.

Ha momeHT ocmoTpa: poct — 103 cm, Macca Tena — 17 Kr.

AHamMHe3 3a6oneBaHuUs

03.08.2022

PebeHoKk 3ab6onen OPBWU, umenacb KAMHWMKaA pUHUTA,
B CBA3M C 3TUM pOAMUTENM 06PaATMAUCL K Y4acTKOBOMY
neanatpy. AMGYnaTopHO Ha3HayeHa CUMNTOMaTU4YecKas
Tepanus, AN CHUXEHWs TemnepaTypbl — napaleTamon
120-250 mr pa3oBas go3a.

08.08.2022

PUHUT KynupoBasncsi, 0aAHaKoO Temnepartypa Tena noBbl-
cunacb fo 39 °C. NosiBunacb 60/b B IEBOM yXe.

09.08.2022

B 3aywHow o6nactn ¢ 1eBON CTOPOHbI NOSIBU/IUCL OTEK
W NMOKpPacCHeHKe, yliHaa pakoBMHa OTTOMbIPEHA, TeMNepaTy-
pa Tena — 38 °C. Peb6eHOK rocnutannM3anpoBaH B OTAENIEHUE
oTopuHonapuHronoruu (JIOP).

[Mpn ocMOTpe: KoXa € IeBOW CTOPOHbI B 3ayLIHOW ob6na-
CTW po30Bas, NepexoaHas cKknaaKka crnaxeHa. Mpu nanbna-
UMK 3aywHon obnactn cneBa yMepeHHas 60N1e3HEeHHOCTb.
dnyKTyauma oTcyTcTBYeT. bapabaHHaa nepenoHKa runepe-
MUpOBaHa, UHOUNLTPUPOBAHA.

HasHayeH KIMHWMYECKMI aHanuM3 KPOBKU Hapsaay ¢ onpe-
nenenvem C-peaktuBHoro 6enka (CPB). Pesynbrathl npea-
CcTaB/eHbl B Tab. 1.



Ta6nuua 1. Pe3ynbtathl KNIMHUMYECKOrO aHanu3a KpoBu 1 ypoBHsA CPB 3a nepuog ¢ 09.08.2022 no 23.08.2022
Table 1. The results of the clinical blood analysis and CRP levels for the period from 09.08.2022 to 23.08.2022

T SpuTpouuThl, Femorno6uH, FemaTtoKpwur, JNleiKouUTDI, TpomGoLUTHI, CPB,
1012/n /n % 10%n 10%n r/n

09.08.2022 5,05 121 38,0 17,9 265 166,6
10.08.2022 511 122 37,4 14,8 321 154,4
11.08.2022 4,67 111 35,0 17,5 253 86,7
12.08.2022 4,02 96 30,3 15,0 190 28,2
13.08.2022 3,74 93 28 9,03 228 10,48
14.08.2022 3,81 93 28,2 9,82 296 9,98
15.08.2022 3,78 92 28,2 9,09 277 10,19
18.08.2022 3,6 92 26,8 8,37 376 H/A
23.08.2022 3,78 92 28,3 6,24 346 H/L

lMpumeyaHme. H/[ — HET JaHHbIX.
Note. n/a — no data available.

Tepanuga: meponedem 340 mr 3 p/cyT B/B, IMHE30NU]
170 mr 2 p/cyT B/B.

Beyepom Temnepatypa Tena nogHumanacb go 37,6 °C.
ANnNeTuT XOPOLLMI, COH HOPMasbHbIN.

10.08.2022

YTpOM COCTOSIHME nauueHTa CTabuibHOE, MXOPafKu
He 6b1/10, 6€3 oTpuLaTENbHON AUHAMUKM.

BbinosnHeHa TMMNaHoNyHKLUMA. OCNOXHEHUI Noc/ie BMe-
lwaTeNnbCcTBa He 6b110. bakTepnonormyeckoe uccnegoBaHue
remMopparmyecKoro oTaensiemMoro He NPOBOAMIOCH MO TEXHU-
YECKMM MpUYMHaM.

Puc. 1. Paznuton nepBrYHbIA reMopparmiecknuin anemeHT
(10.08.2022)

Fig. 1. Diffuse primary hemorrhagic element (10.08.2022)

K Beuepy B 16:00 mama pebeHKa 3amMeTnna eAMHUYHbIN
3KXMMO3 Ha NleBOM roneHn pasmepom 1-2 cMm, pebeHOoK
6bln 6ecnokorHbiM. B 17:00 remopparnyeckue afieMeHTbl
NoSIBUINCb Ha NPaBoOK rofieHn B 06/1aCTh KONEHHOIO cycTa-
Ba (AMamMeTpoM Ao 2—4 cMm), a TaKKe Ha JIeBOW KUCTK (pas-
Mepom Ao 5-6 cm). B o6nactv nepBUYHOro o4ara Konunde-
CTBO MEJNIKMX reMopparnyecKmnx aN1eMeHTOB yBeNNYnMBanocChb
10 MOMEHTa, Koraa afieMeHTbl CIMANCh, 3aHMMas NoYTU BCHO
nepeaHiol NOBEPXHOCTb J1I€BOM FONIEHNU, NEepexoas Ha CTo-
ny. JleBas roneHb npuvobpena CUHIOWHO-6arpoBbIA LBET,
Ha oLLynb xonoHas (puc. 1).

JlnHe3onna oTMeHeH. AHTUGaKTepuanbHas Tepanus Npo-
fomkeHa meponeHemom 340 mr 3 p/cyT B/B KanenbHoO, BBe-
[AeH NpeaHn30noH 9 Mr — B 18 4, a B 24 4y — 20 Mr (CyTOYHas
fosa — 1,7 Mr/Kr).

MauneHT  ocmoOTpeH BpayoM-peaHnUMaTonorom.
TemnepaTypa Tena — 37,6 °C. HazHayeHbl UccnegoBaHus
B AMHaMuKe. Pe3ynbTaThl NnpeacTaBieHbl B Tabn. 1 v 2.

Manb4ynKka nepeBenuM B OTAENEHWE peaHuMauuu.
OcmMoOTpeH MHOEKUMOHUCTOM, XMPYProm, remaTosiorom
n HeBponorom. lNposogunace anddepeHumnanbHas aua-
FHOCTMKa C CenTuueMuen, MEeHWHIMTOM, MEHWHIOKOKe-
MHEN.

JlaGopaTopHbie U UHCTPYMEHTaJIbHble MeTO/ bl

uccnegoBaHus

01 09.08.2022

Pe3ynbtathl 06CnefoBaHns B AMHAMUKe NpeacTaBfeHbl
B Tabn. 1.

BbiaBneH nemkouutos — (nenkoumuTbl 17,9 X 109/11),
aHeMUs Nerkomn cteneHu, nosblweHne yposHsa CPb o 166,6
mr/n (0-5 mr/n).

lNpoBegeHa MynbTUCMMpPanbHas KOMMbIOTEPHAs TOMO-
rpadus (MCKT) ronosHoro mosra. BbisBneHo: ToTanbHoe
CHU}EHME MHEBMATM3aLMW SYEeeK NUPaMUIOK BMCOYHbIX
KOCTen ¢ 06enx CTOPOH, OTEK KNeT4aTKU OKONOoYLLIHOM 0bna-
CTu cneBa. BellecTtBo ronoBHOro mo3ra — 6e€3 NaTosIormm.

01 10.08.2022

CoxpaHsaloTca NenKouMTO3 M BbICOKMW ypoBeHb CPB,
NMPOKaNbLUMUTOHUHOBbIM TECT OTPULLATENbHbIN.

YuyuTbiBas AaHHble GU3UKaANbHOIMO OCMOTPA, KJWHU-
YyeCKne MposiBAEHWUs Nyprnypbl, XxapakTep MOJHWEHOC-
HOroO pacnpocTpaHeHUsa reMopparMi4ecKom Chbinu, Nen-
KOLMTO3a CO CABUIOM BNEBO, NOBbIWeHWe ypoBHSA CPB,
Ha3HayeHa nomMbanbHaf MNYHKUMA A0S MCCnenoBaHUA
CMUHHOMO3roBOM XWAKOCTU. [MaTONOrM4YeCcKnx M3MeHe-
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SHORT REPORTS

~

KPATKUE COOBLUEHUA

Ta6auuya 2. MokasaTenun KoarynorpaMmmbl B AUHAMUKe
Table 2. Coagulogram parameters’ monitoring

Mokasartenu, pepepeHcHblie 3Ha4YeHUs
Aata MpoTpom6UHOBOE MHO AYTB ®u6pUHOreH D-aumep
Bpems (13-14,8 ¢) (0,9-1,1 ME) (20,0-30,0 c) (1,62-4,0r/n) (0,09-0,53 MKr/mn)
10.08.2022 11,1 1,05 26,9 1,7 > 20
11.08.2022 17,4 1,7 23,4 0,3 >20
12.08.2022 10,8 1,02 23,2 1,9 >20

MpumeyarHne. MHO — mexayHapoaHoe HopmMannM3oBaHHoe oTHoweHue; AMTB — aKTUBMpPOBaHHOE YacTUYHOE TPOMBOMNIacTUHOBOE BpeMS.

Note. INR — international normalized ratio; APTT — activated partial thromboplastin time.

HUWN B JIMKBOPE He BbIABNEHO. MeHWHreanbHble 3HAKMU

OTCYTCTBYIOT.
BbINoMHEHO YNbTPa3BYKOBOE AYMNJIEKCHOE CKaHWpoBa-
Hue (Y3C) cocyaoB HUMKHMX KOHEYHOCTEM — NaToNOrMu

He BbISIBNEHO.

B Koarynorpamme oTMeYasocCb MNOBbILEHWE YPOBHS
D-aumepa > 20 000 MKr/n (HopmanbHoe 3HayvyeHne 0-440
MKT/N), YKOpO4YEeHUE NpoTpoMbmuHOBOro BpeMeHu (MB), TeH-
AEHUMS K rMnepKoaryasuumn no BHyTPEHHEMY NyTU CBEPTbI-
BaHuga (Tabn. 2).

lMpoBegeHa KOHcynbTauus ¢ coTpyaHukamu HUU
neaMaTpunu U oxpaHbl 3popoBbs geten PHLX um. akag.
B.B. NMeTpoBcKoro MuHoGpHayku P®. PekomeHaoBaHO
NPOBECTWU AOMOSHUTE/IbHbIE WCCIEeA0BaHMSA: onpeaeneHne
aKTMBHOCTU npoTeuHa C, npoTtemHa S, aHTUTpPOMOMHa llI,
daKTopa BunnebpaHpa, onpegeneHne ypoBHA GUOPUH-
MOHOMepa, arperayuMm TPOMOOUMTOB C aAeHO3UHAMDOC-
dpatom (AAP), KonnareHom, pUCTOLMTMHOM, D-aumepa.
MccnepoBaHune nposegeHo B HWWM neguatpum M OxpaHbl
3[40poBbs AeTen (Tabn. 3).

Ta6nuua 3. lNokasaTtenun KoarynorpaMmmbl U arperatorpammbl 3a nepuog rocnutanusauun B PAKB 1 nocne

Table 3. Coagulogram and aggregatogram parameters for the period of hospitalization in Russian Children’ Clinical Hospital and after

Aarta
o~ o~ o~ ~ o~ o~ o~ PedepeHcHble
Noka3arenb §_ §_ § 8 § §_ g 3:::::::'
3 3 8 8 3 8 3 n3mepeHus
a a 3 4 a Q &
PaclmpeHHas Koarynorpavmma
MpoTpom6uH No KBuKy 51 116,0 106,0 103,0 97,0 92,0 103,0 70,0-120,0%
MHO 1,6 0,96 1,01 0,98 1,02 1,06 0,98 09-11
A4YTB 41 20,3 35,7 42,1 37,8 55,7 28,6-35,8¢
Tpom6rHOBOE Bpems 92,6 15,0 18,2 20,0 15,4 40,9 20,2 14,0-21,0c
PubprHoreH 0,6 1,69 2,44 2,81 3,09 2,58 2,82 1,62-4,01r1/n
D-oumep >20 H/0 5,593 4,496 0,44 0,09-0,53 MKr/mn
AHTUTPOMGHH Il 127 H/0 121,0 124,0 103,0 94,0 134,0 101,0-131,0%
MpoteunH C 82 H/0 H/0 143,0 122,0 84,0 105,0 65,0-127,0%
MpoTenH S 10 H/0 H/0 374 39,9 63,7 93,0 63,0-120,0%
®dakTop BunnebpaHpa 221 H/0 H/0 H/0 H/0 H/0 188,0 62,0-109,0%
Arperaumns TooMm60LUMTOB

TRAP-TecT 31 H/0 H/0 H/0 H/0 H/0 94,0 73,0-97,0
Afd-TecT 16 H/0 H/0 H/0 H/0 H/0 80,0 54,0-77,0
ACMWN-TecT 31 H/0 H/0 H/0 H/0 H/0 108,0 81,0-89,0
PUCTO-Tect 39 H/0 H/0 H/0 H/0 H/0 96,0 61,0-108,0
KOJl-tect 25 H/0 H/0 H/0 H/0 H/0 113,0 73,0-97,0

MpumeyaHne. MHO — mexayHapoaHoe HopMann3oBaHHOe oTHoweHue; AHTB — aKTMBMPOBaHHOE YacTUYHOE TPOMBOMNNIaCcTMHOBOE BPEMS;
TRAP-TecT — TecT ¢ TPOMGUHOM, oLleHKa 3pDEKTUBHOCTH Tepanum aHTaroHnuctamu GP lib/llla; AAP-Tect — TecT ¢ AAD, oueHKa apdeKTUB-
HOCTK Tepanuu Knonugorpenom (MnaBuke u ap.); ACMN-TecT — TecT ¢ apaxmu0HOBOW KUCIOTON, oLleHKa 3G PEeKTUBHOCTHU Tepanuu acnmpu-
HoM; PUCTO-TecT — TecT € pUCTOLLETMHOM, NO3BONIAET OLEHUTb YHKLMOHANbHYI0 aKTUBHOCTb GpakTopa GpoH BunnebpaHaa; KOJ1-tect — Tect
C KonnareHom, aktuBaLms TPOMBOLMTOB KONareHoM; H/0 — He onpeaensnu.

Note. INR — international normalized ratio; APTT — activated partial thromboplastin time; TRAP test — thrombin test, evaluation of the
effectiveness of therapy with GP lIb/Illa antagonists; ADP-test — test with ADP, evaluation of the effectiveness of clopidogrel therapy (Plavix
and others); ASPI-test — test with arachidonic acid, evaluation of the effectiveness of aspirin therapy; RISTO-test — a test with ristocetin,
allows you to evaluate the functional activity of the von Willebrand factor; KOL-test — test with collagen, activation of platelets by collagen;

n/a — not determined.




Puc. 2. lTemopparuyeckue anemenTsl (11.08.2022)
Fig. 2. Hemorrhagic elements (11.08.2022)

MpeaBapuTenbHbi AUArHoO3
OcCTpbii NEBOCTOPOHHUI CPEAHUM OTUT, OCIOXKHEHHbIN
MacTonaanbHom peakunen. PynbMrMHaHTHasA nypnypa.

AuHamuKa 1 ucxopabl

11.08.2022

JInxopaaKa OTCYTCTBYET, COCTOSIHUE TSXKEN0e No OCHOB-
HOoMy 3a60/1eBaHMIO, CaMOYyBCTBME CTpajaeT.

[Mpn 06cnegoBaHnm B AMHAMMUKE BbISIBIEHbI TMNIOGUBPHK-
HOreHeMUs, TMNOoKoarynaums no BHEWHEMY M BHYTPEHHEe-
My NyTW cBepTbiBaHUA. [Jeduunt npotenHa S. MNoBbIWEHbI
YPOBHU MapKepa BHYTPUCOCYAMCTOro TpoMb6o3a GUOPUH-
MOHOMepa — 61,69 MKr/mn (1,65-5,08 MKr/mi) u mapKepa
aKTuBaumu cuctembl GubpuHonusa D-gumepa. PesynbraThl
nabopaTopHoro o6¢cnegoBaHus npeactaBieHbl B Tab. 3.

HoBbIX remopparnyeckux aIEMEHTOB He Habnganochb
(puc. 2). Kak BUOHO Ha PUCYHKe, Ha KOXXe HWXKHEW YacTu

NIEBON HOMM Pa3MTON reMopparnyeckuin anemeHT Henpa-
BUbHOM GOPMbI, 3aHWMaloOWMn NOYTU BCIO MOBEPXHOCTb
NIEBOW rOfIEHM U CTOMbI, NYPNYPHO-4YEPHOrO LBETa.
MpoBefeHHas Tepanus:
° cBe)e3amMopoxeHHas nnasma (C3M) 170 mn/cyTt (10-
15 mn nnasMbl Ha KM Maccbl Tena);
e KpuonpeuunutaT 1 go3a Ha 5 Kr macchl Tena (3 EA)
B/B CTPYMHO Kaxable 12 vy;
° NpPeaHn30s10H 36 Mr/cyT (pacyeTHas Ao3a ~2 MI/Kr/cyT);
e 3tam3unat 12,5% 0,5 mn (62,5 mr) 4 p/cyT;
°© MeHaJWOoH 8 Mr/cyT B/M.
° 3HOKcanapwuH Hatpus 17 Mr/cyT NOAKOXHO;
e meponeHem 340 mr 3 p/cyT.
12.08.2022
CocTosiHME NauneHTa Tsenoe, Ho cTabunbHoe. JledyeHune
npexHee. lo3a C3I1 yBennyeHa go 30 mr/kr/cyt — 250 mn
2 p/cyT B/B KanenbHo. COCTOANCS KOHCUMAWYM O nepeBoje
nauueHTa, BKAoYaowmnin spaven us Orby3 n PAKB GrAoy
BO PHUMY um. H.W. NMuporosa.
13.08.2022
Pe6GeHok nepeBegeH no caHaBuauuu B POAKB PrAQy
BO PHUMY um. H.W. MNMuporosa B oTAeNeHUE remaTosiornu
n xummotepanuu N° 3 PAKB.

Mpu noctynnenuuu B PAKB

Mo ocHoBHOMY 3a60neBaHUI0 COCTOSIHUE CPEAHEN CcTe-
neHn TsecTu. Npun ocMoTpe: MHOXKECTBEHHbIE O4aru reMop-
parM4ecKoro NponuTbiBaHus, Haxogsawmecs Ha meananbHoOM
W natepanbHOM NOBEPXHOCTAX EBON rofieHun, nepexoasiume
Ha TbIIbHYO MOBEPXHOCTb CTOMbI; Ha Thbl/IbHON NOBEPXHOCTHU
JIEBOM KUCTU U MefualibHOW 4YacTu NpaBoOW MOLKOSIEHHON
AMKHW. Mpu nanbnauumn NnpucyTcTByeT 60N1e3HEHHOCTDb, My/b-
cauust Ha KOHEYHOCTSAX coxpaHeHa (puc. 3).

MpoBeaeHbl MNOBTOPHble nabopaTOpHble W  WHCTPY-
MeHTa/bHble uccnefoBaHus. PesynbraTbl NpeacTaBieHbl
BTa6bn. 1um3.

Y3W cocyaoB HUXKHEN U BEPXHEN MONbIX BEH: 6€3 OTK/0-
HeHun. Y3[C BeH HUMKHMX KOHEYHOCTEN: He onpeaensercs
NPUTOK 60MbLIOM MOAKOXKHOM BEHbl CMpaBa, KPOBOTOK —
oTcyTcTBYET. Y3M opraHoB 6ptolWHOM NONOCTU: renatocnne-
HOoMeranus.

MpoBefeHa KOpPPEKLUS Tepanuu:
°© MeporneHeM 3amMeHWNu Ha LedTPUaKCOH C cynbbaKTa-

Mom 50 Mr/Kr B/B Kaxable 12 y;
® [JOMNOMHWUTENbHO MNEHTOKCUMOUANMH 1 amnyna, coaep-

*auwas 100 mr npenapata Ha NaCl 250-500 mn

B/B KanenbHo 3a 1 p/AeHb;

Puc. 3. lemopparuyeckue anemeHTsbl (13.08.2022)
Fig. 3. Hemorrhagic elements (13.08.2022)
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KPATKUE COOBLLEHUA E SHORT REPORTS

Puc. 4. 3axxnuBneHue paHeBblX MOBEPXHOCTEN
Fig. 4. Cicatrization of wound surfaces

e pantenapuH HaTtpus 100 ME/Kr nogkoxHo 2 p/oeHb

Kaxkable 12 v;

° MeHaauoH 1 amnyna 10 mr 1 p/aeHb B/B CTPYMHO.

Ha 10-n peHb OT Havyana 3aboneBaHUs pacnpocTpa-
HEHME HEKPO30B KOHEYHOCTEM OCTaHOBWIOCH Gnarogaps
NPOBOAMMOMY JIeHEHUIO. TMMEepPeEMUS U OTEK YMEHbLUUIUCD,
Ha paHeBbIX NOBEPXHOCTAX NOSIBUINCL KOPKU (CTpynN) (puUc. 4).
[JnHamMuKa 3axuBNeHnsa — NnonoxuTenbHas (puc. 5).

23.08.2022

MauuneHT BbiNUCaH B Y0OBNETBOPUTENLHOM COCTOSIHUM.
PeKoMeHA0BaHO NPOAOMIKEHME Tepanun HU3KOMONEKYNsp-
HbIM renapuvHom (HMI') go 6 mec v HabnogeHue y remato-
nora.

26.09.2022

MpoBegeHo o6cnepoBaHne manbyinka B HUM negua-
TPUM U OXpaHbl 340POBbS fAeTel. [laHHble KoaryaorpamMmmbl
B npeaenax pedepeHCHbIX 3Ha4YeHU. YpoBeHb npoTerHa S

Puc. 5. Micxon nepBUYHOro reMopparnyeckoro anemeHTa yepes 4 mec
Fig. 5. Outcome of primary hemorrhagic element in 4 months

noaHsanca Ao 93%. Npu MONeKynNsipHO-reHeTUYEeCKOM nUccne-
[lOBaHUKW o6HapyXeHa MyTauus B reHe daktopa V (MyTauus
NlenpeH) R534Q G>A (reTepo3urota), a TaKxe MoJMMop-
$un3m B reHe pubpuHoreHa FGB455 G>A (reteposurora).

KnuHuyeckuin guarHos

D68.5 dynbmuHaHTHas nypnypa. [puo6GpeTeHHbIN
neduunt npotemHa S. BTopuyHaa Koarynonatus. TpomM603
BEH /IEBON BEPXHEN U HUKHUX KOHEYHOCTEN.

MporxHos
bes 0o/mKHOro nevyeHnsa u HabnaeHmsa y cneymanmctoB
NPOrHO3 HeEGNAronNPUATHbIN.

BpemeHHas wKana
XpoHonornsa passutus 601e3HU, ee KtoYeBbIE COObITUSA
M NPOrHo3 Ana nauneHTta M. npeacTtaBneHbl Ha puc. 6.

OBCYXAEHHUE

Purpura fulminans gBnseTca onacHbIM ON9 W3HU
3aboneBaHnem, B pedynbrate KOTOporo Bo3HWKaeT [BC-
CUHAPOM. BepoaTHOCTb neTanbHOro mMcxoda OT AaHHOro
3ab6oneBaHusa 6e3 naToreHeTU4ecKon Tepannun oCTaTovHO
BbicOKa. [Ang peduunta npotenHa C cywectByeT naTore-
HeTM4yecKaa Tepanusa npenapatoMm CenpoTuH. B atom npe-
napaTe UCMNoNb3yeTca KoHUeHTpaT npoTtenHa C. Onsa neve-
HUA gebuumnTa NpoTEMHaA S He CYLLECTBYET OYMLLEHHOro
KOHLleHTpaTa. Mcnonb3ytoTea nna3mMa M aHTMKoarynsHTHas
Tepanus. Mo3ToMy B AaHHOM cllydae naTtoreHeTuyeckas
Tepanua — 3to C3[1, Kpuonpeunnutat u HU3KOMONEKYNap-
Hble renapwuHbl.

B gaHHOM KAWMHMYECKOM npumepe npeacTtaBieH cny4van
NOCTUHPEKLMOHHOM (ManonaTndeckomn) dopmbl PIy manb-
ynka 3 neT. [laHHOE COCTOSIHME pPa3BMNOCb Ha 7-W [EHb
nocne Havyana WHPEKLMOHHOro 3aboneBaHus. BeposaTHo,
pa3BuTMe uauMonatmyeckon P npou3owno u3-3a TpaH-
3UTOPHOro geduunTa npoteMHa S Ha PoHe ob6pa3oBaHUSA
NnepeKpecTHO-pearvpyroLmMx aHTUTeN K NpoTenHy S nocne
3apaxeHus MHOEKLMOHHbIM areHToM.

B cBoem ctaTbe J.J. Thompson u coaBT. [5] paccka3biBa-
0T O MOXOXeM cnyvyae aedbuunta npoTenHa S: aeBoyka 3 net
3abenena BETPSAHOM OCMOW, Ha 6-W AeHb NOsSIBMAACb CbiMb
Ha Horax ¢ pa3BuTnem ®I1. OHM NPEANONOKMAN, YTO Y NaLIU-
€HTKM BblpaboTanuncb aytoaHTutena IgG K npoTenHy S.
ABTOpPbI OCHOBbLIBAIOT CBOM MPEAMNONOXKEHUS Ha runoTtese,
4YTO MEeXAy aHTUreHamu Bupyca BETPSHOM OCMbl U MPOTEN-
HOM S MOMET cyllecTBOBaTb MUMMUKPKS, 4TO BEAET K NosiB-



OCTpbI N€BOCTOPOHHUNM YctaHoBNEH MNepesoa B PAKB.
cpeaHui oTuT nepuumnt [MaToreHeTu4ecKas
OPBM ¢ MacTonanbHoM peaKuuei npotenHa S Tepanus
‘ MporHo3
He6naronpUATHbIN
| 03.08.2022 08.08.2022 09.08.2022 10.08.2022 11.08.2022 12.08.2022 13.08.2022 23.08.2022 (6e3 Ha6noaeHns
cneyunanncToB
1 nevyeHuns)
Bonb B 1eBOM MosiBnenne dynbMUHAHTHas BbinucKa.
yxe remopparun4eckunx nypnypa [anbHenwee
3/1EMEHTOB Ha6oaeH1e
y cneuuanvucTos

Puc. 6. MNMauneHT M.: KntoyeBble coObITUS TEHEHNUS 3a60neBaHUs
Fig. 6. Patient M.: clinical course and key events

JIEHWIO @ayTOAHTUTEN K NPOTEUHY S. ITU aHTUTENa NPUBOAST
K YBE/IMYEHUIO BbiBEAEHMS MPOTEMHA S U3 CUCTEMbI KPO-
BOOGPALLEHNS, YTO CHUMKAET ero ypoBeHb W aKTMBHOCTb
NPOTMBOCBEPThLIBAIOLLEN CUCTEMBI [5].

B MupoBoOI nutepaType onucaHbl noxoxue cnydaun P
[5, 9]. PaszButMe 3abosieBaHUA MPOUCXOAMSIO Ha 6-7-1
[IeHb Mocne NposiBAEHWS NePBbIX MPU3HAKOB MHPEKLMOH-
Horo npouecca. Bospact nauneHToB coctaBnsn 3 n 5 net.
MposiBNeHUs remopparMyecKkmx 3NeMeHTOB BblIM Ha KoXe
Hor. Umencsa geduumt npotemHa S.

Bce Bo3MoOXKHbIe cnydyan pa3BuTusa P gonxKHbl GbiTb
CBOEBPEMEHHO [AMArHOCTMPOBAHbI C WCMOJIb30BAHUEM
paclWMWpPEHHOW MaHenn TecToB AN OLEHKM COCTOSHWS
CUCTEMbI remMocTasa, NMPOTMBOCBEPTbLIBAIOLLIEN CUCTEMBI,
YPOBHSA OCTpoda3Hbix GE/IKOB, MOJIEKYNAPHO-reHeTn4ye-
CKMX, UMMYHOIOTMYECKWUX M MHCTPYMEHTallbHbIX METO-
0B uccnefoBaHWs. Ba)KHO He orpaHuyMBaTb AMArHoO-
CTUYECKUI MOUCK «CKPWHWUHTOBbIMWU» UCCIEAOBAHUSMMU.
Heo6xoanumMo npuBfeKaTb K AMArHOCTUYECKOMY Mpo-
Leccy pasfinyHbiXx cneunanucToB: neguvatpa, remato-
nora, MHOEKLMOHWUCTa, HEBpoOJora, XuMpypra, reHeTuka.
MynbTMnpodeccuoHanbHblM NEPCOHaANM3UPOBaHHbIM NOA-
X0 UrpaeT BaXKHYyt0 poJib B CBOEBPEMEHHON AMarHoCTUKe
NaToNOrMYECKUX COCTOSAHUI Y AeTEN.

CBOEBPEMEHHOE Ha3Ha4YeHMe NaToreHeTU4YecKon Tepa-
NMUKM NO3BOJIUT CTAabUIM3NPOBATL TAXKENOE COCTOSHWUE, Npe-
[0TBPaTUTb pa3BUTUE COCYAMCTbIX KatacTpod U MHBaANUIU-
3auUMio NaLUMEHTOB B AasibHENLIEM.

3AK/IIOYEHHUE

PazBuTMe TPOMOOTUYECKUX COObLITUIA Yy AeTel B HacTo-
dllee BPeMs He sBASeTcs pefakum cocTosHueM. OgHaKo
nanonatnyeckaa dopma PN — pegkoe ayTOMMMyHHOe
3aboneBaHne, BO3HMKaloLWee BCNeacTBUe MHPEKLMOHHOTO
npouecca, B pe3dynbrate KOToporo o6pasyoTcs NepexkpecT-
HO-pearvpylolMe aHTuTena K npoTerHy S, 4To MpUBOAMT
K TPOMOOTUYECKMM COObITUAM. [laHHOEe COCTOSHME NMauueH-
Ta AABASETCS CMOXKHbIM A9 AMArHOCTUKMU U MOXET MPUBECTH
K HenpaBW/IbHOMY WTOTY BECb AMArHOCTUYECKUM MOUCK.
AnddepeHunanbHaa AMarHoOCTUKa U Te4eHne AOJKHbl ObiTb
ObICTPbIMM WM TOYHbIMM, TaK Kak pasButue P npoucxoant
3a CcuYMTaHble Yachl. [103TOMY MyNbTUAMCLMMIAMHAPHBIN NOA-
XOA SABNAETCS HEOOXOANMbBIM A5 IeYEHUS Y NOSTOKUTENbHO-
ro ucxoga 3aboneBaHums.
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PHUMY um. H.U. NMuporosa, MockBa, Poccuinckas deaepaums

femoauTUYecKaa aHeMuUsd
Bcneacrteue peduuurta
rnoKo30-6-pocharaerngporeHasnol,
OC/I0OXXHEeHHaA XeNMYHOKaMeHHOM
00J1e3HbI0: KJIMHUYECKUMU cniyyaun

ABTOp, OTBETCTBEHHbIN 32 NEPENUCKY:
BnynoBa Onbra AnekcanapoBHa, ctyaeHTka ®rAQY BO PHUMY um. H.W. MuporoBa MuHaapaBa Poccuu
Appec: 117997, Mocksa, yn. OcTpoBUTAHOBA, A. 1, Ten.: +7 (495) 434-05-43, e-mail: olga.bludova27@yandex.ru

BBegeHune. [lepuumnt roKo30-6-pocoatgernaporeHasbl — ofHa M3 Hanbosiee HYacTblX 3H3UMONaTUM, MPUBOASLIMX
K remonn3y. OKoso 2% npoueHToB HaceneHus Poccuickon deaepalmn UMeT JaHHY0 naTonoruio. KnmHudeckui cayvan
AEMOHCTPUPYET TaKoe OCJIOKHEHMNE AaHHOro 3abosieBaHUs, KaK KeJlYHoKaMeHHas 60/1e3Hb. OnucaHue KJIMHUYEeCKo-
ro cay4as. llayneHt B., 17 net, HabawogaeTcs y rematosora rno roBogy aHemuu BCIeACTBUE AeduumTa roK030-6-
pocpatgerngporeHasnbl. B 2019 r. o6HapyKeHbl KOHKPEMEHTbI XEeAYHOro ny3bipsi. [1py 0cMOTpe OTMeYaeTCss UKTEPHUYHOCTb
KOXKHbIX MOKPOBOB M CKJep, nNpu naabnauyum — 60/Ie3HEHHOCTb B NpaBoM noapebepse. [pn MarHUTHO-PE30HaHCHOM
XoslaHrmonaHkpearorpapuu: JBa KOHKpeMeHTa B ANCTallbHbIX OTAEe/1aX X0/1e40Xa, KaMHN YKe/TYHOro ny3blpsi, paclumpeHue
06LLero Ne4eHO4YHOro 1 fy3bliPHOro NPOTOKOB. B 06LieM aHann3e KpoBu: rMnepxpoMHasl MakpouuTapHas aHeMus 1erKon
cTeneHn. B 6MoOXMMUYECKOM aHam3e KPpoBU: r’MnepounanpybuHemMmsl, mMpeUMyLLECTBEHHO 3a CYET NPsSIMoK ¢ppaKLmu, nocse
2-x cyT rocnutanudayun. lpoBeseHa 3HAOCKONUYECcKas JIMTOIKCTPaKLUMS M3 xone[oxa. HasHadYeHa MeqMKaMeHTO3Hast
Tepanus. OTMeYaeTcs MooKUTEIbHasi AMHaMMKa B KOHTPOJIbHbIX MCCefoBaHUsX. [laymMeHT BbincaH B yA0BIE€TBOPUTE Tb-
HOM coCTosiHMM Ha 10-e cyT. 3aKaYeHue. AjeKBaTHas AMarHoCTMKa U BepHas TaKTUKa JIeYeHUs crnoco6CTBYIOT 61aro-
MPUSITHOMY Mcxoay 3a6osieBaHuUs.

Knro4eBble cnoBa: xen4HoKameHHas 60/1€3Hb, AePULNT r10K030-6-pocoataernaporeHasbl, FreMoInTUYECKas aHeMUS,
X0J1€J0X0/INTUA3, KIIMHUYECKMI CalyYan

Ansa yntupoBaHus: bnyposa O.A., Hyinko A.M., NlapuHa J1.E. lemonntnuyeckas aHemus BcneacTene aeduLnTa roKo30-6-
docodaTtaernaporeHasbl, OCN0XHEHHANA KeN4YHOKaMeHHOW 60Ne3HbIO: KIMHUYECKUIM cnyYvan. lNeguatpudecKas papmakxo-
norus. 2023;20(1):77-80. doi: https://doi.org/10.15690/pf.v20i1.2521

BBEJEHME

[nioKko30-6-docdataernaporeHasa aBASETCA OOHUM
M3 KyeBbix GepMeHToB neHTo3odocdaTHOro nyTwu.
OH ob6ecneymBaeT peakLmo Npeobpa3oBaHUA MIOKO30-6-
dpocdaTta B 6-dochornoKoHar, B Xxo[le KOTopor ob6pasyroTcs
nse monekynsl HAAPH, HeobxoanMble Ansi BOCCTaHOBNEHMUS
rnyTaTmMoHa, obecneymBatoero paboTy aHTMOKCUAAHTHbIX
cuctem [1].

Oednunt rnwoKko3o-6-dochdataerngporeHasbl —
X-cuenneHHoe 3aboneBaHuWe, NPUBOASLLEE K CHUMKEHWIO
aKTUMBHOCTM MMIOK030-6-bocdataernaporeHasbl B 3pUTPO-
uMTax. [aHHas 3aH3umonatua Habnwogaetca y 400 maH
yenoBek B mupe. Ha Tepputopum Poccuickon denepaumm
yacToTa BCTPeYaemMoCTM COoCTaBAsieT npumepHo 2% [2].
Oednunt rnoKo30-6-pochataerngporeHasdbl  MNpPUBO-
OWUT K CHUXEHMWIO YPOBHSA BOCCTAHOBJIEHHOrO [NyTaTuo-
Ha, 4TO, B CBO O4Yepedb, NOBbIWAET MPOOKCUAAHTHbIN
3DbEKT HEKOTOPLIX IEKAPCTBEHHbIX NpenapaToB, TOKCK-

HOB ¥ MHpeKUMW. B pesdynbtaTe o6pasytoTcs npeuunutarhl
remornobuHa (tenbua lenHua), KoTopble 3MMUHUPYIOTCA
CeNnes3eHKom, U B Ma3Ke nepndepuyecKkomn KpoBu NosBASIOT-
CSl «<HaAIKyCaHHblE» 3PUTPOLIUTHI, B AaSIbHEWLLIEM OHM MOABEP-
ratotcsi BHyTpMcocyanctomy remonusy [3]. femonutmuyeckune
KPW3bl HOCAT 3NN30ANYECKUI XapaKTep, HO MPU HEKOTOPbIX
dopmax 3aboneBaHns MOryT NPUHUMATb XPOHUYECKOE Teye-
HUWe, YTO MPUBOAMT K PA3SIMYHBLIM OC/IOXKHEHUSAM. K TaKoBbIM
MOYHO OTHECTM annacTUYeCKUe KPpH3bl, MOparKeHne neyeHu
N KEeN4YeBbIBOASLWMX MyTEN, XONIECTas, KeN4YHOKaAMEHHYI0
60/1€3Hb 1 remocuaepos [4].

HKenyHokameHHasa 60ne3Hb — XpOHWYecKoe 3abo-
NeBaHWe C TEeHETUYECKOW MnpeapacrnonoXKEeHHOCTbIO,
npuM KOTOPOM MPOUCXOAUT 06pasoBaHME KOHKPEMEHTOB
B eN4YHbIX NyTax. EV npeawecTByeT BO3HUKHOBEHME GUNN-
apHOro cnaf)a BcneacTBne MeTaboMYECKUX HapyLLIEHUI
(nepeHacblllEHNE KENYU XONECTEPUHOM MU BGUINPY6GU-
HOM) WM HapylweHUs OTTOKa Xen4du (06Typaumsa xenye-
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BbIBOASALLMX MyTeKn), 4TO MOXeT NpuBecTU K dbopmupoBa-
HMIO eNYHbIX KaMHeW [5]. KOHKpeMeHTbl nogpasaenstores
Ha cnejylowmne TUMbl: XONecTePUHOBbIE — K3-3a NepeHa-
CbILWEHUA XeNn4n X0NeCTeEPUHOM, NMUTMEHTHbIE (YEpPHble) —
obpasylolmecs npu XpOHUYECKOM reMosin3e BCreacTBUe
NOBbIWEHNUA YPOBHA HeNpsMoro o6ununpybuHa, a TaKxe
CMellaHHble [6]. B OCHOBHOM uX (GOpMHUpOBaHWE OCy-
WEeCTBNAETCH B EeNYHOM Ny3bipe, 4TO He COMNpoBOXAa-
€TCA KAUHWUYECKMMU nNposiBneHnaMn. OfHaKo Murpauus
KOHKPEMEHTOB B XeN4YHble MPOTOKU COMPOBOXAAETCH WX
o6Typaunen M pa3BuUTUEM XOJflaHrUTa, XONefoxonuTnasa,
naHKpeaTuTa 1 XXeN4HoW KONuKK [7].

KJAUHUYECKUIA NPUMEP

O nayueHTe

MauwneHT B., 17 net, o6patmncs B NpuemMHoe oTaeneHme
MopO30BCKOM AETCKOW FOPOACKON KIMHUYECKOW 6GONbHU-
Ubl C *xanobamu Ha 6011 B NpaBoM nogpebepbe, TOWHOTY,
ENTYLWHOCTb KOXK U cKnep. U3 aHamMHesa: HabnogaeTcs
y rematosiora no noBoAy BPOXAEHHOW reMOSIMTUYECKON aHe-
MWW, BbI3BAHHOW HELOCTATOYHOCTbIO GepMeHTa rMoK030-6-
dpochataerngporeHasbl, nosayyaer Tepanuio BUTaMWHOM E
n donmeBomn kKucnoton. B pekabpe 2019 r. npoxoaunn cTauym-
OHapHOEe fleYeHne B CBA3KU C Pa3BUTUEM FEMOUTUYECKOTO
Kpu3da nocne nepeHeceHHon OPBW. lMpu ynbTpa3ByKoBOM
nccnegosaHuun (Y3M) opraHoB 6piolLIHOM NOIOCTH BbisiBNeE-
Hbl KOHKPEMEHTbI }eN4yHoro ny3bips. BbicTaBneH anarHos:
«<KenyHokameHHaa 6one3Hb 6e3 xoneuucTtuta, 6eccum-
NTOMHOE TeyeHue». HazHayeHa Tepanus ypcoae30KCUXO-
neBon Knucnoton no 250 mr 1 p/cyT Ha NpoTaXeHUn 6 Mec,
naktynoza 10 mn 1 p/cyT, noBTopHoe nposeaeHune Y3U
OpraHoB OpPIOLWHOM MONOCTM Yepe3 noaroga ANs OLEHKK
[MHAMUKKN COCTOSHUS.

®dusunkanbHaa AUarHoCTUKa

[aHHble 06bEKTUBHOIO OCMOTpPa: OTMeYaeTCqa UKTepKny-
HOCTb KOXHbIX MOKPOBOB W BUAWMbIX CIIU3UCTbIX o6ono-
yeK. [pn nanbnaumun »uBoTa BbiFB/EeHa 60/1€3HEHHOCTb
B NpaBoOM nonpe6epbe; CUMMNTOMbI pa3gpaxeHnqd 6pIOLIJMHbI
W Ny3blpHble CUMNTOMBbI OTpULaTeNbHble. [Te4yeHb BbicTynaeT

Olga A. Bludova, Yaroslav M. Chuyko, Luibov E. Larina

n3-noj Kpas pebepHon ayrn Ha 2 cM. LiBeT MoYK: HachbILLEH-
HO-XEeNTbIN.

[AnarHocTuyeckue npoueaypbl

YyunTbiBas }anobbl, faHHble aHaMHe3a U 06bEKTUBHOIO
ocMoTpa, 6bI10 Ha3Ha4YeHo NpoBefeHne MarHMTHO-pPes30-
HaHCHOWM xonaHrnonaHkpeartorpaduu. Mpu uccnegoBaHuu:
XONeAox paclwupeH, B AUCTabHbIX OTAenax oTMevatoTcs
2 KOHKpeMmeHTa pa3amepoM 4,5 1 2,0 MM; 06N NevyeHoY-
HbIV M NY3bIPHbLIA MPOTOKKW PaCLUMPEHbI; B }XENYHOM Ny3bipe
B3BECb C MEIKUMU KOHKPEMEHTaMM (CM. PUCYHOK).

B o6wem aHannide KpOoBM: rMNepxpomMHas MaKpoLu-
TapHasi aHeMus NIerKON CTEMNEHU TSKECTU, PETUKYNOLMTO3.
B 6MOXMMUYECKOM aHanuM3e KPoBW: CUHAPOM LMTONN3A,
CUHAPOM XofiecTasa, runepounupybnHemus, npeumylle-
CTBEHHO 3a CYET NpsAMON dpaKuuu, nocne 2-x CyT rocnu-
Tanuzauuu, ob6ycnoBieHHas HalMYMeM X0necTaTUYecKoro
KOMMOHEHTa (CM. Tabnuuy).

KnuHuyeckuii guarHos

BbicTaBneH KAMHUYECKUIA AnarHo3.

OcHoBHoM: «wKenyHokameHHas 60n1e3Hb. X0neaoxonuTnas.
Manunnut. bunnapHasa runepTeH3ns».

ConyTcTByOWMI: «AHEMWUS BCNEACTBME HEAOCTATOYHO-
CTHW FNIOK030-6-pocdartaernaporeHasbi».

MeauuUHCKHUE BMellaTenbCcTBa

Ha 5-e cyT rocnutanusauum GbiN10 BbINOAHEHO XUPYP-
rMyeCcKoe BMellaTeNbCTBO — 3JHAOCKOMNMYECcKas nanui-
NOCHOUHKTEPOTOMUSA C JIMTOIKCTPaAKLUMER K3  xonegoxa.
MeankameHTOo3Hasa Tepanus: apotasepuH 40 mr B/B 3 p/cyT,
5 gHen; amnuuunanvH + cynbb6aktam 1 én B/B 3 p/cCyT,
5 aHen.

AuHamuKa u ucxoabl

Mpu NPOBEAEHUN KOHTPOSbHbLIX UCCefoBaHui oTMeYa-
nacb Nono¥uTenbHas AMHamuKa. MauueHT BbinucaH Ha 10-e
CYT B YAOBNETBOPUTENILHOM COCTOAHMW. HasHadeHa Tepa-
nua: ypcozesoKcuxonesas Kucnota 500 mr 1 p/cyT Kyp-
camu no 8 Hej C ABYXHEAENbHbIM NepepbiBOM, NaKTyl03a

Pirogov Russian National Research Medical University, Moscow, Russian Federation

Hemolitic Anemia due to Glucose-6-Phosphate
Dehydrogenase Deficiency Burdened by Cholelithiasis:

Clinical Case

Background. Glucose-6-phosphate dehydrogenase deficiency is one of the most frequent enzyme defects leading to hemolysis.
About 2% of Russian Federation population have this pathology. This clinical case demonstrates such complication of this disease
as cholelithiasis. Clinical case description. Patient B., 17 years old, is followed up by hematologist for anemia due to glucose-
6-phosphate dehydrogenase deficiency. Biliary calculi were revealed in 2019. Skin and scleral icterus was noted during examina-
tion, as well as soreness in the right hypochondrium during palpation. Magnetic resonance cholangiopancreatography has shown
two calculi in the distal parts of the ductus choledochus, gallstones, dilatation of the common hepatic and cystic ducts. Complete
blood count: hyperchromic megalocytic anemia. Biochemical blood test: hyperbilirubinemia (mostly direct one) after 2 days of hos-
pitalization. Endoscopic lithoextraction from ductus choledochus was performed. Drug therapy was prescribed. Positive dynamics
were mentioned at control tests. The patient was discharged in a satisfactory condition on the 10th day. Conclusion. Adequate
diagnosis and adequate management promote favorable disease outcome.

Keywords: cholelithiasis, glucose-6-phosphate dehydrogenase deficiency, hemolitic anemia, choledocholithiasis, clinical

case
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Ta6nuua. JTabopaTopHble NoOKasaTenu naumMeHTa B AMHaAMUKe 3a BPeMs rocnutanusauunm
Table. Patient’s laboratory parameters over time during his hospitalization

Mokasarenb Hopma 1-e cyTt 2-e cyT 4-e cyT 6-e cyT 8-e cyTt 10-e cyT

Femorno6uH, r/n 130-160 121 115 98 96 94 102
O6Wwmi 6UNMPYGUH, MKMONb/N 0-21 123 123 354 390 291 99
Mpsamon 6UNnpy6uH, MKMOJb/N 0-3,4 13 24 291 291 121 80
Henpamon 6unnpy6uH, MKMONb/n 0-16,5 110 99 62 99 165 125
ANT, En/n 10-50 19 - 88 285 430 324
ITT, Ea/n 2-42 - - 298 199 190 -

LlenoyHasa docdaTtasza, Ea/n 52-171 124 - 193 176 169 186

MpumeyaHme. AIT — anaHMHaMuHoTpaHchepasa, [T — ramma-rnytamuntpaHcdepasa.
Note. ALT (AN1IT) — alanine transaminase, GGT (I'TT) — gamma glutaminetransferase.

PucyHOK. MarH1THO-pe3oHaHCcHasa xonaHrnonaHkpeartorpadus.
PaclwupeHue ny3bipHoro (1) 1 06Liero ne4eHo4Horo (2) NpoTOKOB.
KoHKpeMeHTbI B xoneaoxe (3)

Figure. Magnetic resonance cholangiopancreatography. Dilated
cystic (1) and common hepatic (2) ducts. Calculi in ductus
choledochus (3)

paHHEeNn AMArHOCTMKE W CBOEBPEMEHHOMY NEYEHWIO €ero
OCnoXHeHun. Mpu perynapHom npoBeaeHun obcnepoBa-
HWUM 1M cOBNIOEHMN PEKOMEHAALMN OTMeYaeTcs 6aaronpu-
ATHbINA UCXOa.

WHOOPMUPOBAHHOE COIJIACHE

He nonyy4eHo 13-3a OTCYTCTBMUS KOHTAKTa C MaLMUEHTOM.
[aHHble 0 NauneHTe 06e3/1MYEHbI.

INFORMED CONSENT

Not received due to no contact with the patient. The data
was depersonalized.

BKJIAJ4 ABTOPOB

O.A. bnygnoBa — c60p AaHHbIX, 0630p HAaYYHbIX MNy6Kn-
Kauui no Teme cTaTbW, MPOBEAEHWE aHanuW3a [aHHbIX,
pa3paboTKa AM3anHa cTaTbW, HanNMcCaHWe TeKcTa PYKo-
nucu.

A.M. YynKo — c6op AaHHbIX, 0630p Hay4HbIX Ny6nnKa-
LM Mo TeMe CTaTbM, MPOBELEeHWe aHann3a AaHHblX, pa3pa-
60TKa An3arHa cTaTbu, HanMcaHue TeKCTa PyKOMUCH.

J1.E. lapuHa — npuHMmana y4actue B peaakTupoBaHum
PYKOMUCK U YTBEPKAEHUN OKOHYaATENIbHOrO BapuaHTa cTa-
TbM ANS Ny6AUKaL UK.
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KNMHUYeCKUHN cnyyam cuHaApoMa
AHrenbmaHa y gByX cu6¢coB

ABTOp, OTBETCTBEHHbIN 3@ NePenuckKy:

LLlytkoBa Anna OpbeBHa, KaHAMAAT MeAMLMHCKUX HayK, AOLEHT Kadeapbl rocnutanbHon neanatpum Gro0Y BO «[TpUBOMKCKUIA UCCNEA0BaTENbCKHU
MeAULMHCKNIA yHuBepcuTe™ MuH3apasa Poccun

Appec: 603024, HuxHuit HoBropoga, nn. MuHuHa u Moxapckoro, 10/1, Ten.: +7 (831) 465-66-72, e-mail: a_shutkova@mail.ru

0O6ocHoBaHue. CuHapom AHresbmaHa (CA) — 310 pejKoe reHeTu4ecKoe 3abosieBaHNe, XxapaKTepuayroLjeecs TSXKea0M YyMCTBEH-
HOWM OTCTaJIoCThbiO, FPYOOH 3a4EPIKKOM pevyeBoro pa3BUTHUS, IMLEBLIMU AU3MOPOUAMU, HAPYLLEHUAMU ABUraTeIbHON aKTUBHOCTH,
rnoBeeHnss, CHa, GOPMUPOBaHUEM 3NUNEMTUYECKMX MNPUCTYNOB. [laTonorns oTHOCUTCS K 60€3HAM F€HOMHOIr0 MMMPUHTUH-
ra. lpn cnHapome AHresnbmaHa BblAENIAIOT YEThIPE BO3MOXHbIX MexaHu3Ma pOopMUpOBaHUS NaTosornu: Aeneyus permoHa
15q911.2-q13 Ha 15-/ xpoMocome MaTepPUHCKOI0O NMPOUCXOXKAEHUS, MyTaUuusi reHa youkBuTUH-mrassl (UBE3A) B 1oKyce 15q11.2
Ha 15-11 XxpoMocome MaTepPMHCKOIro nPOMUCX0XKAeHUs, OHOPOANTENbCKas Ancomus pernoHa 15ql11.2-q13 oTLOBCKOIro rnpouc-
XOXKAEHUS, AePEKT LieHTpa UMNPUHTMHra. OnMcaHue KIMHUYecKoro cay4as. [IpejcTtaBieHa KIMHUYecKas KapTMHa CUHApPoMa
AHresnbmaHa y AByX cM6CcoB-6/M3HeloB (Manb4yuK E., geBoyka B.), Habawgaowmnxes B '6Y3 HO «[JeTcKkasi ropofcKas KianHude-
ckas 6osbHULa N° 1» r. HuxxHero HoBropoga. Zlet ot noBTOPHON 6epeMeHHOCTU AUXOPHabHON AUaAMHMOTUYECKOM [BOMHEHN,
npexaeBpeMeHHbIX poAoB Ha cpoke 30 Hed. ImeeTcs OTSAroleHne akyLwepCcKo-6M0oI0rM4ecKoro U nepmnHaTaibHOro aHamHesa
B BUJeE yrpo3bl BbIKUAbILIA Y MaTePU B TeYeHMe JaHHON 6epeMeHHOCTU, Hallndms acuKkeum B pogax y oboux geten. 3abosieBaHue
Yy 060MX NaLMEHTOB UMEET KAaCCUYeCKoe TeYeHUe B BUAE 3a4EPKKN GOPMUPOBAHNUS CTaTUYECKUX QYHKLMM, rpy60# 3aepiK1
UHTENINIEKTYalbHOr0 U PEYEBOIro Pa3BUTHUS, NMPUCOEANHEHUS MOBEAEHYECKMX U ABUraTe/IbHbIX HapyLUeHW B BUAE CTEPEOTUITIH,
Tpemopa, atakcuu, MNPUCTyrnoB HEMOTUBUPOBAHHOIO CMexa, HapyleHMW CHa, HaJM4usi XapaKTePHbIX JIMUEBbLIX AU3MOPOUA.
[aHHbIV AuarHo3 noATBePKAeH MOJIEKYISIPHO-rEHETUYECKUM METOA0M (06HapyxeHue MyTaLmm B 9k3oHe 7 reHa UBE3A y manb-
4YnKa n B 3K30Hax 6 u 7 reHa UBE3A — y neBoyku). lpeactaBaeHbl 0COBEHHOCTU Tepannn 3rnMaenTMYEeCKMX MPUCTYNoB y 060MX
nauneHToB. 3akalyeHume. [lpecTaBIeHHbIN KIMHUYECKMI CayYan JEMOHCTPUPYET TUMUYHYIO KIMHUYECKYIo KapTuHy CA y AByX
cubCoB, MOATBEPIKAEHHYIO MOIEKYSIPHO-rEHETUYECKUM MCCejloBaHUEM. Teparnusi OTKIIOHEHUI npeAcTaBseT 60/1bLINe CI10XK-
HocTu. OnucaHHbIM nayneHTam TpebyloTesi MOCTOsIHHas MPOTUBOCYAOPOXKHas Tepanusi, HablgeHne HeBpoora, rncuxoreparnes-
Ta, 3aHATUS C JloronegomM-gedeKTonorom. lonHas KoppeKkyms JaHHOro CUHAPOMa HEBO3MOMXHaA.

KnioyeBbie cnoBa: feTu, cnbChbl, CUHAPOM AHresbMaHa, MyTaumns reHa youKBUTUH-TMrasbl

Ansa yntnpoBanus: CypaeBa Y.C., MaTtacosa 0.M., MoHaxoBa A.B., lWWytkoBa A.lO., Tyw E.B., AubiwumHa E.E., Cycnosa M.A.,
Xaneukas 0.B. KnuHnyeckuin cnydan cuHapoma AHrenbmMaHa y AByx cubcoB. lNeanatpuyeckas ¢papmakonorus. 2023;20(1):81—
91. doi: https://doi.org/10.15690/pf.v20i1.2527
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Angelman syndrome in two siblings: clinical case

Background. Angelman syndrome (AS) is rare genetic disease characterized by severe mental retardation, gross developmental speech delay,
facial dysmorphia, disorders of motor activity, behavior and sleep, epileptic seizures manifestation. Pathology refers to diseases of genomic
imprinting. There are four possible mechanisms of pathology development in Angelman syndrome: 15q11.2-q13 deletion on the chromosome
15 of maternal origin, mutation of the ubiquitin ligase (UBE3A) gene at the 15q11.2 locus on the chromosome 15 of maternal origin, uniparental
disomy of the 15q11.2-q13 region of paternal origin, imprinting center defect. Clinical case description. Clinical picture of Angelman syndrome
in two twin sibs (boy E., girl V.) observed in Children’s City Clinical Hospital N° 1 in Nizhny Novgorod is presented. Children from consecutive
pregnancy with dichorionic-diamniotic twins; preterm birth at 30 weeks. There was burdened obstetric-biological and perinatal history due to
the threatened miscarriage during this pregnancy and due to asphyxia of both children during delivery. The disease has classical course in both
patients: static functions development delay, gross developmental speech and intellectual delay, behavioral and motor disorders (stereotypy,
tremor, ataxia, episodes of unmotivated laughter, sleep disorders), presence of typical facial dysmorphia. This diagnosis was confirmed by the
molecular genetic study (boy — mutation in exon 7 of the UBE3A gene, girl — mutations in exons 6 and 7 of the UBE3A gene). Features of epileptic
seizure therapy in both patients are presented. Conclusion. The presented clinical case demonstrates typical clinical picture of AS in two sibs
confirmed by molecular genetic study. The therapy of this syndrome is very complicated. The described patients require constant anticonvulsant
therapy, observation of neurologist, psychotherapist, working with speech pathologist. Complete correction of this syndrome is impossible.
Keywords: children, siblings, Angelman syndrome, ubiquitin ligase gene mautation.
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KPATKUE COOBLUEHUA

OB0OCHOBAHME

CuHapom AHrenbmaHa (CA) — 3TO peaKoe reHeTuye-
CKoe 3aboneBaHne C HeMeHAEeNUPYIOLWUM TUMOM Hacneao-
BaHWS, OCHOBHbIMW KAMHUYECKUMMU NPOSBAEHUSMU KOTO-
poro ABASAIOTCA TAXenas yMCTBEHHas OTCcTanocTb, rpybas
3ajepKKa peyeBoro pa3BUTUS, XapaKTepHble 0COBEHHO-
CTU deHoTuna B BUAE NULEBBLIX AN3MOPOUIN, HEOObIYHbIE
M3MEHEHUS MOXOAKW M noBeaeHus, dopMupoBaHue anu-
NenTUYECKUX NPUCTYMNOB.

UcTtopuyeckaa cnpaBKa. B 1965 r. 6puMTaHCKUM
neanatpom Mappu AHrenbmaHom (1915-1996) 6bina npea-
CcTaBJ/leHa KIMHMYeCKas KapTUHa UBMEHEHUI Y TPEX He CBS-
3aHHbIX APYr C APYrom AeTen, xapaKTepudoBasLiascs rpy-
60W 3aePKKON B MCUXOMOTOPHOM pPa3BUTUMK, OTCYTCTBUEM
peyu, HapyweHUsaMU ABUraTtelbHOM M 3MOLMOHaNbHOM
aKTMBHOCTH, a TaKXKe 0COBEHHOCTAMM nLa ¢ MOCTOSAHHOWM
CTpaHHOM WKpoKon ynbibkon. Cam lMappun AHrenbMaH nopg-
4yepkuBan, 4yto Habnlogaemble UM AeTU MOMU Gbl UMETb
pasnnyHble NPUYKUHBI 3a4EPKKU B Pa3BUTUK, HO MPU 3TOM
nmenu cxoaHble GeHOTUMMYECKME 0COBEHHOCTH, YTO HaTan-
KnBano Ha MbIC/lb O eAMHOM reHe3e HapylieHun [1, 2].

[aHHble yepTbl nnua Mappu AHrenbmaH nosgHee yBu-
nen B my3ee KactenbBekkno B BepoHe Ha KapTuHe XVI B.
Kuctu OxoBaHHu PpaHyecko KapoTo «[lopTpeT manbymKa
C PUCYHKOM» (MK «[TOPTPET ManbymKa ¢ KyKnow»). Ha Kap-
TUHe Obll M306parkeH pPebeHOK CO CTPaHHOM LMPOKOM
rnyrnoBaTon ynblGKOW, AeprKallni B pyKe PUCYHOK Mapwuo-
HETKWU. JJaHHbIN daKT NOCAYXKN TOTHKOM K TOMY, 4TO Fappu
AHrenbmaH ony6anKoBan B MeAULIMHCKON nTepaType onu-
caHve HabnhaeMblX UM NaLUeHTOB, Ha3BaB UX 3@ 0COOEH-
HOCTV NOBEAEHUS U BHELIHEro BnAa «4eTu-KyKnbh (“puppet
children”). iBymsa rogamu nosxe B.D. Bower n P.M. Jeavons
NPEeANOXUAN HOBbIN TEPMUH AN ONWUCAHWMA TaKuMx 60/b-
HbIX — «CMHAPOM CYaACTIMBOW KyKnbl. 3atem B 1978 T.
F. Halal n J. Chagnon npuMeHnnu TepMUH «CUHAPOM CHacT-
JIMBOM MapuoHeTKW» (“marionnette joyeuse”) ans onucaHus
3TOr0 NaTON0rMYECKOro COCTOSAHUSA.

B pnanbHenwem 6bi10 peleHo, 4YTo A1 0603HaYeHuUs
[aHHOro CMHAPOMa 60/1ee KOPPEKTHO B OTHOLIEHUMU 60b-
HbIX U UX CEMEN UCMNOJIb30BaTb UMEHHO TEPMUH «CUHAPOM
AHrefibMaHa», @ He «CMHAPOM CHaCTAMBOM KyKNbl» UKW «CUH-
[IPOM CHaCTIMBOM MapUOHETKM» [3].

Anuaemuonorusa. ToYHbIX AaHHbIX O pacnpocTpaHeH-
HOCTU cuHAPOMa AHrenlbMaHa Kak B Mupe, Tak n B Poccun
He cyulecTByeT. HekoTopble uccnegosarenu (fopuxaHosa 3.K.,

Hukonaesa E.A. 1 coaBrT., 2021) yka3blBatoT, YTO AaHHOE 3a60-
NleBaHue BcCTpeyaeTcs ¢ yactoton 1:10 000-1:20 000
HOBOpPOXAeHHbIX [3]. Cpean ManbyuMKOB U [AEeBOYEK CUH-
[pom AHrenbMaHa BcTpeyaeTcs NpMMeEpPHO ¢ OAMHAKOBOWM
4aCcTOTOMN.

3tuonorua M naroreHe3. CuHApOM AHrenbmMaHa
OTHOCUTCS K rpynne 60/e3Hel TEHOMHOIro MMMPUHTHHIA.
UMMNPUHTUHT ABNSETCS HOPMAasbHbIM SBMEHWEM Y MJEKO-
nutalowmx 1 obecrneynBaeT pa3BUTUE IMOPUOHA M Mna-
LEeHTbl B mnpolecce amMbpuoreHesa, a TakxKe anddepeH-
LMPOBKY KNETOK M TKaHel nocTHaTalbHO. B HacTosllee
BpeMsi B reHome 4YenoBeKa UAEHTUPULMPOBAH pPsij reHoB
(okono 70), KoTopble paboTalT MO MPUHLMMY FTEHOMHOIO
UMMNPUHTMHIA. Takue reHbl HamgeHbl Ha 1-3, 5-7, 11,
13-15, 18-20 1 22-11 ayTocoMax, a TaKXe B psae NOKycoB
X-xpomocoMmbl [4]. TfeHeTUKM npeanonaratT Hanuyme 6onee
100 UMNPUHTUPOBAHHbLIX TEHOB B FrEHOME YeloBEKa.

[naBHOW OTAMYUTENIbBHOW OCOBEHHOCTBIO MUMMPUHTHU-
POBaHHbLIX FEHOB ABMAETCA HepaBHOLEHHAs aKTUBHOCTb
annenen, UMetoLmMx OTLLOBCKOE MM MaTepUHCKOe Mpounc-
XOXAEHWE, T.e. ONpeeeHHble reHbl MOTYT NPOSBASATbL CBOE
[encTBUE (AKCNPEeCCUPOBaTLCH) UK BbiTb «BbIKIOYEHHBIMU»
(He aKcnpeccupoBaTbCs) B 3aBUCMMOCTH OT TOTO, HAX0AATCH
OHM B annene, AoCTaBLIEMCS OT MaTeEPU MK OT OTLA (MOHO-
annenbHasa 3Kcnpeccus). IKCNPECCUS TaKUX FTEHOB MOXET
TaK)e OblTb PA3HOM B Pa3/IMyHbIX TKAHAX UKW pasnnyaTbes
B 3aBMCMMOCTM OT Neproja oHToreHesa.

OTMEY€EHO, YTO UMMNPUHTUPOBAHHbIE FeHbl pacnosoxe-
Hbl B XpOMOCOMax rpynnamu, nivm knactepamu. B knacte-
pe CylecTBYeT UEHTP WMMMPWUHTWHIA, NPeacTaBASIOWMN
co6on ocobyto nocneposatenbHoctb AHK. Ecnun aToT
yyacToKk AHK noaBepraeTcs METUAMPOBAHUIO, TO UMMPUH-
TUPOBaHHblEe TeHbl TpaHCcKpuobupytotcd. N HaobopoT —
npu OTCYTCTBMM METUIMPOBAHMUSA AaHHble FeHbl MHAKTHU-
BUpYlOTCS. Hapsaay ¢ aTUm perynsaums aKCnpeccun reHos
MOXET OcCylWecTBAATbCA O6narogaps cneunpuyeckon
nocfieloBaTeNlbHOCTU HYK/JIEOTUAOB B Npefenax Knacrte-
pa, KoTopas 3aBUCKUT OT CTPYKTYPbl U XxapaKTepa OpraHu-
3auum xpomaTuHa [4, 5]. Takum o6pal3om, anureHeTnye-
CKWE MexaHW3Mbl BAMAIOT Ha aKTUBHOCTb TEX MM MHbIX
UMMPUHTUPOBAHHbLIX TEHOB 6e3 U3MEHEeHWs MepBUYHOWN
nocnegosartenbHoctn [AHK. Heo6xoaMmMo OTMETUTD,
4YTO UMMPUHTUHT T€X UK UHbIX TEHOB BO3HWKAaeT B rame-
Tax ellle 10 Onao/l0TBOPEHMS.

BblgenstoTt 4 npmnynHbl pazsutus CA (puc. 1).
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Puc. 1. BapvaHTbl fedeKToB Ha 15- XpomocoMe Npu CMHAPOME AHrenbmaHa

Fig. 1. Defects variants on chromosome 15 in Angelman syndrome



1. [deneuwns pernoHa 15q11.2-q13 Ha xpomocome mare-
PUHCKOro npoucxoxaeHuns (6onee 70% cnyyaes).
Mpu faHHOM BapuaHTe HapyLWeHUs umeeTcs BbinageHue
reHeTM4eckon WMHbopMaLKUK, PacrnoNOXKEHHOW B peru-
oHe 15g11.2-g13 Ha mMaTepuHCKOM XpomMocome, Toraa
KaK OTLLOBCKas XpomMocOMa He NoBpexieHa, HO reHbl
aHanornyHoro y4vactka 15-W XxpomMocOMbl SBASAIOTCH
BbIK/IOYEHHbIMUK (HE 3KcnpeccupytoTes). Mpu gaHHOM
BapuaHTe HapylleHWH OonucaHbl MaKCUMasabHO Bblpa-
KEHHbIE KIMHMYECKMEe CUMNTOMbI 3ab60eBaHus.

2. MyTauma reHa y6uUKBUTUH-nuUrasel (UBE3A) B nokyce
15911.2 Ha 15-"1 XpomMOCOME MaTepUHCKOro Mpouc-
xoxaeHua (okono 20-25% cnyvaeB). l'eH UBE3A pac-
NONOXeH B TOM e obnactn 15q911.2-q13 v oTBevaeT
3a CUHTE3 pepmeHTa YOUKBUTUH-NUrasbl. JaHHbIn dep-
MEHT B HOpMeE y4yacTBYeT B cuHTe3e 6enka Ube3a, otBeT-
CTBEHHOro 3a GpyHKLMOHMPOBAHNE HEMPOHOB rOSI0OBHOIO
Mo3ra.

3. OmHopoauTenbckas aucomua pernoHa 15911.2-q13
OTLLOBCKOro npoucxoxaeHus (5-7% cnydaeB). B atom
cny4yae 6onbHoM ¢ CA HacneayeT ABe OTLLOBCKME XPOMO-
COMbI, B KOTOPbIX YKa3aHHbIM pernoH 15-n XxpomMoCcoMmbl
WHAKTUMBUPOBAH U HE 3KCMPECCUPYETCS, @ MaTepUHCKas
XpOMOCOMa OTCYTCTBYET.

4. [JedeKT ueHTpa UMNPUHTUMHra (oKono 3% cny4aes).
B aTtom cnyvyae npoucxoguT aHOMallbHOe METUAWUPO-
BaHWe reHOB Ha MaTepMHCKOM XPOMOCOME B pernoHe
15911.2-q13, » paHHble reHbl CTAHOBATCA (PYHKLMO-
HaNbHO HEaKTMBHbLIMKU MPU UCXOLHOM OTCYTCTBMM 3IKC-
npeccuu aHanorMyHoro permoHa ¢ oTuoBcKom 15-1 xpo-
MocoMbl [3, 6-8].

B cnyyae ecnu MHaKTMBMPOBAHHOMN SBNSIETCA MATEPUH-
CKasi XpomMocoMa, a MaToNOrMYyeCKUe M3MEHEHWUs TaKoro
)K€ XapaKTepa, 4YTO OnucCaHbl Bblle, NMPOUCXOAAT B TOM
e camoM y4yacTtke 15911.2-g13 oTUOBCKOW XPOMOCOMbI,
TO0 dopmupyetca cuHapom [lpagepa — Bunnu, nmetowmn
apyrve deHoTunmuyecKkne nposisneHuns, Hexxenu CA.

Heo6xo4MMO OTMETUTb, YTO MpPU BCEX YeTbipex Bapu-
aHTax reHeTM4yeckux HapyweHun npu CA B uTOre nepe-
cTaeT paboTatb reH UBE3A, NOCKONbKY Hapsify C yKas3aH-
HbIMW HapyLWeEeHUIMU Ha MaTEPUHCKOW XPOMOCOME y4acTOK
15q911.2-q13 Ha OTLLOBCKOM XPOMOCOME MHAKTUBUPOBAH.

[eH UBE3A B HOpMe 3KCMNPecCcUpyeTcs BO BCEX TKaHSX,
HO B LEHTpanbHOM HepBHOW cucteme (LHC) moxeT npo-
ABNATb cebs MMEHHO MaTepuHCKas Konus. Peldynbtatom
paboTbl 3TOr0 reHa SBASEeTCA NPoAyKUMA depMeHTa YyOuK-
BUTWUH-NUra3bl, KOTOpas OTBETCTBEHHA 3a NpUcoeanHeHue
K npeaHa3HayeHHbIM K yTunusauun 6enkam cneunduye-
CKOro 6enKka-MeTKn YyOUKBUTUHA. OTMeYeHHble YOUKBUTU-
HOM MPOTEWUHbl CTAHOBATCSH 3aMETHbIMU ANS KNETKU U pac-
LWEennsoTCs A0 HETOKCUYHbIX NMPOAYKTOB M yTUAUIUPYIOTCS
B npoTeocomMax. AgeKkBaTHas paboTta YOUKBUTUH-IUrasbl
dopmMUpyeT CMHaNToreHes, NpoLecc co3peBaHns HEMPOHOB,
noaaepXuBaeT NNacTU4YHOCTb HEPBHOM CUCTEMbI M HOP-
ManbHbI YPOBEHb HeWpoMegMaTopa ramma-amumHomacns-
HoM Kncnotbl (FAMK).

Mpu oTcyTcTBMM 3Kenpeccun reHa UBE3A pepMeHT yOumK-
BUTWUH-NMra3a He CUHTE3UPYETCH M HapylwaeTcs HOpMaib-
HbIM NpoLecc yTMAnM3aunm NpoTeMHOB B HEPBHOM CUCTEME,
YTO NPUBOAMT K Aerpajaumun HempoHoB. CneacTBMEM 3TOrO
aBnseTcs popmMuMpoBaHue BeayLWero KNIMHUYECKOro CUHAPO-
Ma npu CA — rpy6oi 3a4epKn NCMXopeveBoro u MOTOPHO-
ro pa3BuTuS.

MyTaumen B nokyce 15q11.2-q13 MOXHO OGBACHUTb
W Apyrue HeBponoruyeckune HapylweHuns npu CA. CHUKeHne
cuHTesa AMK, HapyweHue pab6oTbl TAMK-epruyeckux
peuenTopoB NPUBOAUT K GOPMUPOBAHUIO AMUNENTUYECKUX

npucTynos. B psge wnccnegoBaHUMM MOKasaHo, 4TO AMC-
dYyHKUMKM reHa UBE3A npuBOAAT K M3MEHEHWIO CUHTE3a
MenaToHMHa B HOYHOE BpPeMs, YTO Bbl3blBaeT HapylweHue
LMPKaAHOro putMa u n3MeHeHue rybuHbl CHa, XapaKTep-
Hoe ans CA [9].

Mpn co3gaHuM 3KcnepumeHTanbHon wmoaenu CA
C MHaKTuBauuen reHa UBE3A Ha MaTepPUHCKOM XpoMocome
y NOAOMNbITHLIX MblWEN pa3BUANCL U3MEHEHNSA MNOBELEHUS,
HapyleHWe CcHa, ABWUratenbHOW aKTMBHOCTU, GOPMMPO-
BaHWSA HaBblKOB 0O6YyYeHWs, MPUCTYMbl CYAOPOr, CXOAHble
C TaKoBbiMW Yy 60nbHbIX ¢ CA. Mopdonornyeckun y aKkcne-
PUMEHTaNbHbIX XUBOTHbIX Obl/IM OGHAPYXKEHbl 3HAYUTENb-
Hble HapyleHWs co3peBaHWs HEMPOHOB B rMNMNoOKamne
M HeoKkopTeKce [7].

Y nauuneHtoB ¢ CA npu NpoBefEeHUN MarHUTHO-pPe30-
HaHCHOM TpaKTorpad®un BbIABAAIOTCA HapyWweHWs CcTpoe-
HUSI TPAKTOB, COEAMHSIOWMX 30HY CEHCOPHOW YCTHOW peyun
BepHWKe ¢ 30HOM MOTOPHOW YyCTHOW peyun bpoka. [Apyrue
accoumnaTMBHbIE TPAKTbl TaKXKe MOTyT UMeTb AedeKTbl CTPO-
eHus 6enoro BelecTsa. ITM HapyweHUs 0OBACHSAOT rpybyto
3a4epPXKKY pe4yeBoro pasBuTua y nccaegyemMblix naLmMeHToB.

Hapsiay ¢ aTMM yKa3biBaeTcs, YTo HapyweHus cHa npu CA
MOrYT 6blTb CBA3aHbI CO CHUXEHUEM PEepPPUTHUHA CbIBOPOTKH.
[eno B TOM, 4TO B MICKOMOM JIOKyce psiaoM ¢ reHom UBE3A
HapylaeTcs aKkcnpeccusa reHa HERC2, OTBETCTBEHHOMO
3a perynsumio MetabonmM3ma Kenesda 3a CYET CHUMKEHUs
OMO4OCTYNMHOCTN €ro B KulweyHuKe. KoppeKuns ypoBHS
CbIBOPOTOYHOrO Kenesa y 60nbHbix ¢ CA B psige uccnego-
BaHWM NpMBena K ynyyleHno Ka4ecTBa CHa U YMEHbLUIEHUIO
WHAEKCa CMOHTaHHbIX ABMXeHUM BO cHe [9, 10]. Takxke
HapyweHus cHa npu CA cBA3bIBaIOT C AePEKTOM IKCNpeccum
reHa GABRG3 — KaK 3a c4yeT MyTalMuM B caMOM reHe, Tak
1 B CBSA3M C HapylweHnem pabotbl GABA-A-peLenTopoB 1U3-3a
OTCYTCTBUSA depMeHTa YOUKBUTUH-TUTasbl. ATU U3MEHEHUS
NPUBOAAT K HapyweHUIo PYHKLMOHMPOBAHUS TanamMoKop-
TUKanbHbIX CBA3en. Pedynbtatom aBnsetcs GopMmpoBaHme
3ANMNENTUYECKOM aKTUBHOCTU M HapyLIEHNE apXMTEKTOHUKMU
CHa [11].

KnuHuyeckue nposBneHus npu CA

Oco6eHHOCTH peHOTHNA

Ona peten ¢ CA xapaKTepHbl cneayoliMe 0Co6eHHO-
cTn deHoTMna: MuKpobpaxuuedanus, 3a4acTyto C NIOCKUM
3aTblIKOM, TMNONNa3nsg cpefHen 4acTu nuua, BbiCTynato-
LWas HUXKHASA YentocTb (MPOrHaTus), MaKPOCTOMMUS, LUMPOKKE
MEX3y6Hble MPOMEXKYTKW, FMy6OKO MnocaeHHble rnasa,
3a0CTPEHHbIM N0A60POAOK. Y HEKOTOPbLIX 60/bHBIX OTMEYaeT-
CSl TUNOMNUIMEeHTaLUMUs KOXMK, rnas, BO0C, Koraa AeTy Bblrns-
[T CBETNIee CBOMX poanTenew. MNpu poxaeHnn y Takux aeTemn
He HaxoAsT OTKJIOHEHMI B MacCO-pPOCTOBLIX MoKaslaTensx,
a HeaoCTaTOYHbIA MPUPOCT rosI0Bbl CTAHOBUTCA 3aMETHbIM
GnMXKe K KOHLY NepBoro roga 1M60 Ha BTOPOM rofdy XU3HW.
Ha nepBOM roaly KM3Hu TaKKe MOryT oTMevaTbCs TPYAHOCTH
BCKapM/IMBaHWUA (CTOMKOE BblTaJlKMBaHME A3blIKOM COCKa
MaTepu MM COCKM) U HapylleHWe MOTOPWMKM KULLEYHWKA,
COMnpoBOXAatollleecs cpbirMBaHnaMu 1 3anopamu [3, 8].

KorHntusHbie u noBeeH4YeCKUe OTKIOHEHUS

Bo BTOPOM MOMYrOAMM HU3HW HauMHaT GOPMUPOBaTh-
CA KOTHUTUBHbIE W MOBENEHYECKME OTKIOHEHUS, KOTOpbIe
B Aa/ibHeNllEeM CTaHOBATCA BeayLMMu. MocTeneHHo Hapac-
TalT MbllEYHAs TUNOTOHWSA, PaBHOMEPHOE MOBbIlLIEHUE
CYXOMMWIbHbIX pedIeKcoB, OTCTaBaHne B MOTOPHbLIX U peye-
BbIX HaBbIKax, fafiee MOXEeT MPUCOEAMHATLCS Kocornasue.
Mocne roia }U3HWU PErucTpuMpyloTca xapaxkTepHble ans CA
NPU3HaKK: MOCTOAHHAA HEMOTUBMPOBAHHAsA Yibl6Ka, Npu-
CTYMbI cMEXa.
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a SHORT REPORTS

KPATKUE COOBLUEHUA

OTcTaBaHMe B MCUXOPEYEBOM WM MOTOPHOM pPasBUTUM
06bI4YHO ABNSETCS 3HAYUTENbHBIM. MccnegoBatenn 0TMeYator,
4YTO aKTUBHas peyb MOXKET ObITb HE pa3BMTa COBCEM WU Npea-
CTaBNATb COO0OM OTAESbHbIE CNOBa IM60 — KpanHe peaKo —
[BYXC/0BHble ¢pasbl. [lacCuBHbIM cnoBapb 00bIYHO 6OJbLIErO
o6beMa, YeM aKTUBHbIW. [1pK 3TOM NporpeccupyroLLen NoTepu
yXKe NPUOBPETEHHBIX K MOMEHTY Aeb6toTa 3abonieBaHns MOTop-
HblX HaBbIKOB He MpoucxoauT. B cTaplwem Bo3pacTe HeKo-
Topble 60MbHblE MOryT 06WAaTbCA C MOMOLLbO HEGObLLIOrO
Habopa KeCToB. 3afeprKKa MOTOPHOro Pa3BMTUS 3aKioya-
eTca 06bl4HO B No3aHEM GOPMMUPOBAHMM HABBLIKOB CTOSHUS
M camocTosiTeNbHOM XxoAbbbl. epuog oT BepTUKanM3aLmu
pebeHKa Ao NosiBNeHUs Xoabbbl 6€3 NOAAEPHKKN MOXKET ObITh
O4Y€eHb ANUTENbHBIM W NpeBblwaTth 12 Mec. BO3MOXKHO OTCyT-
CTBME CaMOCTOATEIbHON x0AbObI [3].

[ns 60nbHbIX ¢ CA XapaKTepHO TaKXe M3MeHeHWe NoBe-
[LeHUs B BUAe runepanHamMmnyeckoro cuHapoma. Takue getm
NMOCTOSIHHO HaxoAsATCsA B ABMXEHUK, 6epyT n oTbpacbiBatoT
npeaMmeTbl, 6ecLenbHO nepemMeltatoTcs oT 06beKkTa K 06b-
eKTy. KpaiiHe TpyaHO NpuBAeYb UX BHUMaHKE K Yemy-1nbo.
YacTon 0COBGEHHOCTbIO ABASIETCA BJieYeHWe AeTen K Boae
WM XPYCTALWMM NpegMeTam, onucaHa MoBbllEeHHas 4yB-
CTBUTENbHOCTb K Xape. XapaKTepHbl AN NauMeHTOB Tak-
e aTaKTuyecKas MoxofKa (Ha LWMPOKO paccTaBfiEHHbIX
HErHYLWWMXCA HOrax, C COrHYTbIMWM B JIOKTEBbIX CycTaBax
PyKamu) 1 CTEPEOTUMNUM B BUAE BESMAXOB PyKaMu U XNOMKOB.
Mo Mepe nporpeccupoBaHusa 3aboseBaHUsA NOsSBASETCA
Tpemop B KOHeYyHocTaX. Y naumeHToB ¢ CA TakKe onucbiBa-
0T anpakcuio B pyKax, a y psaa 60/bHbIX — 0COB6EHHOCTb
B BMUAE ABUKEHWUW pPbIBKaMK.

MMeHHO 3a XapaKTepHble OCOBGEHHOCTU ABUraTesb-
HOW aKTMBHOCTM B COYETaHUMU C HEMPOWU3BOSIbHLIM CMEXOM
M NOCTOSIHHOW YNbIGKOW daHHas naTtoforus W nojay4vuna
Ha3BaHWe «CUMHAPOM CYACTAMBOM KyKMbl» WUAM «CUHAPOM
CYaCTIMBOM MapUOHeTKW». ONncaHbl TaKKe AECTPYKTUBHbIE
dopmbl NOBeEHUS, TaKMe KaK BblaMpaHue BOAOC, Camono-
BpeXaeHue, BO3SHWKHOBEHWE KOTOPbIX OOBSACHAT runep-
BO36yAMMOCTbIO, MOMBITKOW MNpMBAEeYb K cebe BHUMaHue
unn nedeKToM KOHTpons ABMKeHun [3, 6, 8—10].

HapyweHue cHa

B nutepatype onucaHbl pa3nuyHble paccTpPoMcTBa cHa
y nauneHToB ¢ CA. 3T0 MOryT ObITb YMEHbLEHWE MPOAOS-
WUTENbHOCTM CHa, HapylweHWe 3acbiNaHus, yKopoyeHue
da3zbl 6bICTPOro cHa, yBenmMyeHne CnoHTaHHOW ABuratenb-
HOW aKTMBHOCTM BO CHe. TaKe oTMeyaeTcs, YTo ANa AaH-
HOMO CMHAPOMa XapaKTePHO yBeNnyeHue anu3ogoB 6oap-
CTBOBAHUSA Ha NPOTAXKEHWUM HOYM MPU OTCYTCTBUU AHEBHOM
coHnnBocTU. C BO3pacTom y psaa NauMeHToB nosBaAseTcs
TEHAEHUMS K yIy4WEeHUI0 HOYHOTO cHa [11].

Anunencus
Anunencus OTHOCKUTCA K HacTbIM NaToIOrMYECKUM COCTO-
aHuam npu CA. Ewe npu mn3dyyeHun leHpu AHrenbmMaHom
nauuneHTos ¢ CA 6bl1u BbiIBEHbI UIBMEHEHUS HA NEKTPOIH-
uedanorpamme (33 B BMAE BbICOKOW NpPeacTaBiEHHOCTH
[enbTa-BONHOBOW aKTUBHOCTU. [lanbHenwme nccnegoBaHus
NOATBEPAMIN HANMYME INUNENTUYECKUX OTKNOHEHMI Ha D3I
y TaKux 601bHbIX. 3T J3M-naTTepHbl HGbIAN BKAKOYEHDI B AMa-
rHocTnyeckme Kputepun CA. 310 MoryT 6biTb [12]:
o anddysHas NPoJOKEHHAsA PUTMUYHAsA TeTa-BOAHOBas
aKTUMBHOCTb € YacToTon 4—6 'y, amnantyaomn ao 200 MkB
B COCTOSIHUM aKTUBHOIo 604pCTBOBaHMUSA. [JaHHble n3me-
HeHWsi O06bI4YHO MNepecTalT PerucTpupoBaTbCcs nocne
12-neTHero Bo3pacTa;
°  pUTMUYHaa BbicOKoaMnauTyaHasa (4o 500 MKB) genbra-
aKTMBHOCTb B NepefHux oTaenax yactotom 2—3 I, 4acTto

C BKJIIOYEHWEM CNaNKOB M OCTPbIX AeNbTa-BOJH, KOTOpble
PErncTPUPYIOTCA NPU COXPaHEHHOM CO3HaHUKU U NPOLON-
YKaloTcs BO BPEMS CHa;

® HaJuyue B 3afHUX OTAENaX MeASIEHHbIX TETAa-BOJIH 4acTo-

Ton 3-4 Ty, amnauTyaon He 6onee 200 MKB B Yepeno-

BaHWW CO CNavKaMu v OCTPbIMU BOSIHAMM, B HEKOTOPbIX

clly4asnx BO3HMKaOWMX NPU 3aKpblBaHUK rnas.

TaKKe oTMeYeHO Hannyune y 60nblNHCTBA 60/bHbIX ¢ CA
elle ogHoro 33l-naTTepHa B BMAe 3y64aTon AenbTa-aKTUB-
HocTK (notched-delta) — Kak B COCTOSIHMM 60APCTBOBaAHMS,
TaK 1 BO BpeMs CHa.

Cynoporu dpopmupytotcst y 80-95% 60nbHbIX ¢ CA npe-
UMYLLECTBEHHO B nepBble 3 roga *M3Hu. Mpunagku MoryT
ObITb PA3/IM4YHOr0 XapakTepa, HanpUmMep MUOKNOHUYECKHE,
reHepannM3oBaHHble TOHMKO-KJIOHUYECKME U aTOHWUYECKHME,
abcaHcbl, GoKanbHble NpUCTYNbl U T.4. Bo MHOrMx cnyya-
fX OTMeYaeTcsi coyeTaHWe pasfiMyHblX TUMOB MPUCTYMOB.
TaKKe HepeaKn y Taknx 60bHbIX debpunbHble cyaoporu [3].

Heo6x0aMMO OTMETUTb, YTO y pa3Hbix nauuveHtoB ¢ CA
MOryT ObITb MaKCMMallbHO BO3MOXHOE KOMYECTBO MNepe-
YUCNEHHbIX Bbllle CUMMATOMOB NMGO HENOMHbIN MX Habop,
YTO CBA3bIBAIOT C OCOBEHHOCTSIMW HacnefoBaHUs 3abone-
BaHWS B TOM WMAM MHOM KIMHUYECKOM cnyvyae. Hanpumep,
npy“ OAHOPOAUTENIbCKON OTLLOBCKOW AMCOMWMM MO 15-1 Xpo-
MOCOME WM MPU U30MPOBAHHOM MyTauuu reHa UBE3A
Ha MaTePUHCKON XxpoMocome y 60/bHbIX ¢ CA 3HaYUTENbHO
pexxe HabnogaloTcs MM BOOOLLE OTCYTCTBYIOT MUKpOLLe-
danva 1 rMnonuUrMeHTauus M MMeKTC MEHee BbIparKeH-
Hble MHTeNNeKTyaNbHble HapyweHus. MNpu geneumn Bcero
pernoHa 15q11.2-q13 otMevatoTca Hanbonee BbipaxeHHas
3alepXKKa B MNCUMXOPEYEBOM Pa3BUTUM U MaKCUMasbHbIV
Habop ocTaNbHbIX PEHOTUNUYECKMX MPU3HAKOB M CUMMTO-
MoB [9].

Bce knuHuyeckne npusHakmn CA B 3aBUCUMMOCTH
OT YacTOTbl BCTPEYaeMoCTH Obliv pasgeneHbl Ha Tpu rpyn-
Mnbl M OblIM NPEANOXKEHBI KaK KPpUTEPUU AaHHOro 3aboneBa-
Hua C.A. Williams, H. Angelman 1 coaBT. B 1995 1. [13, 14].
MocTosiHHbIE MK 0693aTeNbHble Npu3HakK CA BCTpeyatoTes
B 100% cnyyaeB, YacTble — 60nee 4yem y 80% nauueHTos,
nononHutenbHble — y 20-80% 60nbHbIX. K NOCTOAHHbBIM
npu3Hakam 3ab60neBaHns OTHOCATCS BbiparkeHHas 3a4epK-
Ka B MCUMXOMOTOPHOM U peyeBOM Pa3BUTUK, BMIOTb 4O NON-
HOrO OTCYTCTBUS 3KCMPECCUBHOMN peyn TM60 MUHUMANbHOIO
MCNONb30BaHWSA CNOB W OBLEHUS KecTaMu, aTakcus, Tpe-
MOpP KOHe4yHocTew, cneunduyeckne oco6eHHOCTH noseae-
HMS (TMNEepPaKTUBHOCTb, CTEPEOTUNUU B BUAE pa3MaxuBa-
HUS PYKaMM, YacTbll HEMOTUBUPOBAHHbLIA CMeX, TPYAHOCTb
yAeprKaHus BHUMaHKS). YacTeimu npu3aHakamu CA sBnstoTcs
nocTHaTanbHas MuKpouedanus, anunencus ¢ 4e6oToM npe-
MMYLLECTBEHHO B paHHeM Bo3pacTe (40 3 NeT), anunenTu-
yecKkue nameHeHus Ha d3l. K JONONHUTENbHBIM KpUTEPHUaM
OTHOCAT Takue (GeHOTUNUYECKUE MPU3HAKKM, KaK NIOCKWUM
3aTbl/IOK, HapyWweHUs BCKapMAMBaHUS, BbICOBbIBaHWE A3bl-
Ka, runepcanusauus, 601bWON POT C LUMPOKMMU MPOMENKYT-
KaMn mexay 3y6amu, NporHatuam, Kocornasue, rmnonur-
MEHTaLMA KOXK U BONOC, X0Ab6a C NMPUMNOAHATLIMU Nievamu
M NONYCOTrHYTbIMU B NIOKTSX PyKamu, HapyLleHUs CHa, NoBblI-
WeEeHHbIN MHTEPEC K BoAe, Mnoxas NepeHOCUMOCTb apbl.

Hapsigy ¢ aTuM BbIAENsoT KpUTEPHUK, KOTOpble MOTyT
NPUCYTCTBOBATb Yy 60/bHbIX, HO UX OTCYTCTBME HE OTpuLaeT
anarHos CA. K HMM OTHOCATCS HOpManbHOE TeYeHue nepu-
HaTanbHOrO Nepuoaa, HopManbHas OKPYXHOCTb FOMOBbI
npW POXKAEHUMU, OTCYTCTBUE BblpaxKeHHbIX MOPOKOB pa3Bu-
TUS, O4EBMAHAsA 3ajeprKKa pasBMUTUS HaduHas ¢ Bo3pacTa
6-12 mMec B coYeTaHUM C OTCYTCTBMEM NpPOrpeccupytoLem
noTepu yxe NpuobpeTeHHbIX HAaBbLIKOB K MOMEHTY aebioTa
3a6oneBaHus. [1pyM aTOM OTCYTCTBYIOT OTK/IOHEHUS B MeTa-



60/IMYECKUX, FeEMATONOMMYECKMX U BUOXMMUYECKUX MUCChe-
[OBaHUAX, CNOCOGHbIE OOBACHUTL 3a4EPXKY B PasBUTUM.
Hapsigy ¢ aTum no pesynsrataM KOMMNbOTEPHON TOMorpadum
W/WIn MarHMTHO-pe30HaHCcHoM Tomorpadun (MPT) rofioBHO-
ro MO3ra CTPYKTYpHble MBMEHEHUS OTCYTCTBYIOT MO0 peru-
CTPUPYIOTCA KOPTUKanbHas atpodus ymepeHHOW cTeneHu
WY NPU3HAKKU JeMUenuHmu3aumnu.

MoneKkynsipHo-reHeTMYeCcKas aguarHoctuka CA

Ona noaTBepAeHUs cuHApoMa AHrenbmaHa nepBo-
Ha4yaNbHO MNPOBOAMTCHA aHanu3 MeTunmposanua [OHK
Ha 15-n xpomocome B pernoHe 15q11.2-q13. Ha atom
JTane AMarHoCTMKKM wuccneayetcsa npoMoTopHas ob6nacTb
reHa SNRPN (manoro saepHoro pu6oHyKieonpoTerMHa nosu-
nentnga N) ¢ nomMoOWbio NOAMMEPA3HON LEMHON peaKkLuu.
Ons CA xapaKTepHO OTCYTCTBME METUIMPOBAHUSA U OTLLOB-
CKOro, ¥ MaTePUHCKOro annens. Byactu cinyvyaes HapyLleHUs
METUANPOBAHUS He OBGHapyXXMBaeTcsl, 4TO, TEM HE MeHee,
He ucKn4vaeT y pebeHka CA, Tak KaK MOXeT OblTb Bapu-
aHT 3a6oneBaHus, 06ycnoBNeHHbIN MyTaumen reHa UBE3A
6€e3 HapyleHUs MeTuAnpoBaHus. B aTom cnyyae npoBoOauT-
cs aHanM3 nocnepoBartenbHocTen reHa UBE3A. [1ns oGHa-
PYXXEHUS OTLLOBCKOW O4HOPOAWUTENLCKOW AMCOMWU MpuUMe-
HSeTCH MeToA C MCMOIb30BaHWEM NOAUMMOPGHbBIX MapKepPoB
OHK. MonekynsipHo-reHeTuyeckoe wuccnegosanne B 90%
cny4yaeB noMoraet NnoaTBepAnTb Hanndne CA, HO NPUMEPHO
y 10-15% 60nbHbIX, UMetOLLMX xapaKTepHbin deHoTmn CA,
BepubMLMPOBaTL MONEKYNAPHO-FEHETUYECKME HapyLIEeHMs
He yaaeTcs [14].

MpuHUMNBI TEPanuK

OcHoBHble HanpaBnexus Tepanum CA 3akfvaloTcs
B OpraHu3auuu pexkuma, NOCUHAPOMHOW MeAMKaMeHTO3-
HOW Tepanuu 3NUNENTUYECKUX MPUCTYNOB M HapyLeHUn
CHa B COYeTaHMM C OKa3aHWEeM MCUXOSIONMYECKOW, Noro-
neauMyecKomn, opToneanyecKon MOMOLM, MEPONPUATUSMU,
HanpaBfIEHHbIMX Ha CoLMasbHyl0 agantauuio NauMeHToB.
Ha nepBom roagy »KM3HuM Heo6XxoauMM NoA6GOP MHAMBUAYANb-
HOMO pPeXMMa KOPMIEHUS C MPEANOYTUTENbHBIM COXPaHEHW-
€M FpyaHoOro BCKapmansaHms. Npu BblpaxKeHHbIX 3aTpyaHe-
HUSX MPU KOPMEHWM FPYABIO MEPEXOAAT Ha BCKapMmaMBaHue
yepes COCKY C MHAMBMAYaNbHbIM NOAGOPOM CheLnanbHOM
COCKM C y4€TOM CKOPOCTM MOTOKa CTPYM U3 HEE U CKOPOCTHU
cocaHua mnageHua.

C MOMeHTa BepTuMKanu3auuum pebeHka HeobXxoauMo
opraHuMsoBaTtb 6e30nacHoe NPOCTPaHCTBO ANA NepeaBuxe-
HUS, 4TOObI M36eXaTb TPaBM y TaKMX NaLMEHTOB C YYETOM
HapyLWweHWs KOOpAMHALUMKW U OCOBEHHOCTEN ABUraTenbHOM
AKTUMBHOCTHK. ATO MOTYT 6bITb 0Cc06asi KOHOUrypauusa u dop-
Ma mebenu 6e3 OCTPbIX YrN0B, paLMoHaibHOe pacnonoxe-
HWe ee W xopolas yctonymBocTb. O6s3aTenbHO cobnoge-
HWEe TUrneHbl cHa: GOpMUPOBaHME NPaABUILHOIO pPeXUMa
CHa, co3fjaHue puTyana 0TXo4a KO CHY.

Jloroneguyeckasa u negarorMyeckas KOppeKkuus peye-
BbIX HapylweHWM HanpaBfieHa Ha GopMMpOBaHWEe HeBep-
6anbHOro O6LLIEHUS TaKUX AETEN C OKPYKaOLWNMK.

MegankameHTo3Hble MeToabl Tepanuu npu CA BKAtO-
YaloT KOHTPONb 3NWUNENTUYECKUX MPUCTYMNOB, KOPPEKLMIO
HapyLWeHWN CHa 1 runepakTMBHoCcTU. OTMeYaeTcs, 4To Hau-
6onbwyto 3POEKTUBHOCTL MPU INUIENTUHECKUX MPUCTY-
nax MoOryT MMeTb BasiblnpoeBas KUCNoTa, NeBeTupaueram,
6eH304MasennHbl — KakK B MOHOTEpanuu, Tak v Npu wmx
coyeTaHuu. Mpu MUOKIOHMYECKMX NpUCTynax u abcaHcax
MOXeT O6biTb 3QPEKTUBHBIM 3TOCYKCUMMUA. OnucaH TakK-
e XOPOLWMWK pe3ynbTaT Npu KOPPEKUMU INUNENTUYECKUX
NPUCTYMNOB C UCMNONb30BaHMEM KOMOWUHALIMM 3TOCYKCMMMUaa
n Tonupamarta. APPeKTUBHbI KOMOMHALMK BanbMpoeBOn

KUCNOTbl C NneBeTMpaLeTamMoM MAW 3TOCYKCUMWAOM NM6O0
npPUMEHeHWe neBeTupaLeTama C 3TOCYKCUMMMAOM. TakKe
B HEKOTOPbIX CNy4yasx BO3MOXHa MOHOTeEpanusa aTUMK npe-
napatamu [15].

OcTtaeTcs gUCKyTabenbHbIM BOMPOC, Kakue npenaparbl
LenecoobpasHee MCMNonb30BaTb 419 KOPPEKUMKU Hapylle-
HMI cHa y paeten ¢ CA. CyuiecTByeT YeTKass B3aMMOCBA3b
TSXKECTU INUNENTUYECKMX MNPUCTYNOB M HapyLIEeHWH cHa.
Taxenoe TeyeHwe 3NUAENTUYECKUX MPUCTYMNOB COMPOBO-
Kaaetcs 6onee BblparKEHHbIMWM HapylleHUsiMKU cHa (ppar-
MEHTMPOBAHHOCTb CHa, MPEPbIBUCTLIN COH). Banbnpoesas
Kucnota n 6eH30a1MasenmnHbl cnocobHbl BAMATb Ha ryGuHy
CcHa. B psige vccnefoBaHui M3yyaeTcs BAMSIHWE Banbmnpo-
€BOM KMCNOTbl Ha CKOPOCTb CHMHTE3a M YPOBEHb Menaro-
HWHa M XxapakTep cHa y nauueHToB ¢ CA. O4HOBpPEMEHHO
C 9TUM OTMEYEeHO HapacTaHWMe WMHCOMHWMYECKMX Hapylle-
HUIM Npu npueme 6GeH3oanasennHoB y aeten ¢ CA, Tak
KaK mMuopenakcupyowmnin addeKT aTux npenapatoB npwu-
BOAMN K YBEMYEHMIO YacTOTbl 3NM3040B OOGCTPYKTUBHOIO
anHoa cHa. Lenecoobpa3HbiM B OTHOWEHWUU MeLUKaMEH-
TO3HbIX CPEACTB AN9 KOppeKuun HapyweHun cHa npu CA
cyMTaeTCs NpUMeHeHMe MenaToHMHa U TeTPaLMKINYECKOro
aHTuAenpeccaHTa MMpTasanuHa B COYeTaHWW ¢ MeTogamu
nosegeH4yeckon Tepanuu [11].

M3BecTHO, 4YTo aTuonornyeckon tepanun CA He cylle-
ctByeT. OgHaKo uMetoTcs pedynbTaTbl IKCMEPUMEHTaSb-
HOIMO NPUMEHEHUS Ha Mbllax ¢ BOCNPOU3BEAEHHbLIM Y HUX
CA aHTUCMbICNOBbLIX ONUFOHYKNEOTUAOB, CMNOCOOHBIX YCU-
NUTb 3Kcnpeccuto reHa UBE3A Ha OTLIOBCKOM XpOMOCOME.
B aKcnepumeHTe npenapart, cogepKallnin aHTUCMbICI0BOK
O/IMFOHYKNEOTUA, BBOAUICSH MHTPaALLEPEOPOBEHTPUKYISPHO.
Y }MBOTHbIX ObII0 MOKA3aHO YBENYEHNE IKCNPECCHUn haH-
HOro reHa B HepBHOM cucTeme Ha 74%, conpoBoXxaatolle-
ecs ynyyweHueM psga noBefeHYeCKMX U No3HaBaTesbHbIX
GYHKLUMI, KynnpoBaHueM cygopor [16].

KJAUHUYECKUI NPUMEP

O nauueHTe

B [leTCKOM ropoACKOW KAMHU4YEeCKOW 6onbHuUe N2 1
(OFKB N2 1) r. HmkHero HoBropogaa ¢ poxaeHus HabntoaatoT-
cs 6nmM3Helbl, ManbyuK E. n geBoyka B., 2012 roga poxae-
Hus. [leTn poxaeHbl OT YeTBepTon 6epeMeHHoCTU. MepBas
6epeMeHHOCTb 3aKOHYMNacb MeaULIMHCKMM abopToM, a BTO-
pas U TpeTbs — CamMOMNpPOM3BOJbHbIM BbiKMUAbILLEM. [JaHHas
6epeMeHHOCTb, caMocTosTe/NbHasA, NpoTekana Ha ¢oHe
yrpo3bl NpepbiBaHusa B 16 Hen. et poananchb OT NepBbixX
npexaeBpeMEeHHbIX camMocTosATeNbHbIX poaoB B 30 Hep
aAnxopuanbHOM AMaMHUMOTUYECKOM OBOWHEW, B TOJIOBHOM
npeanexaHuu, ¢ 06BUTUEM NYNOBKHbI BOKPYT LLIEW BTOPOro
pebeHKka. CeMenHbI aHaMHe3 No HacleACTBEHHbIM 3a60-
NeBaHUsAM He oTaroweH. Macca tena npu poxaeHum o6omux
neten — 1500 r, OKPYXKHOCTb ronoBbl — 26 cM, ANMHa Tena
Manbymka — 43 cMm, aeBoykn — 40 cm. OueHka no APGAR
y o6oux aeten — 6/7 6annoB. CocTosiHNe AeTer Mpu POXK-
[IeHWW TKenoe 3a cyeT rnyeoKoM He3PenocTu, achUKcum,
HEeAOHOLEHHOCTU, CUHAPOMA AblXxaTeslbHblX PACCTPOWCTB.
Mepnoa HOBOPOXK/AEHHOCTHU y 6/IM3HELIOB NpoTeKan Hebna-
ronpuaTHo. llocne poxaeHus B TeYeHue MNepBbiX [ABYX
HeaeNb WU3HU AeTU HaxoAUNIUCb B OTAENEHUM peaHuMaLun
¢ AanarHosom: «llepuHaTaNbHOE TMMNOKCUYECKU-ULLIEMMYE-
cKoe noparkeHue LUHC, ocTpbIvi nepmos, CUHAPOM yrHETEHNUS
C TpaHchOopmaLMeENn B CUHAPOM MbILLEYHOW AUCTOHWUW, CUH-
[IPOM BereTo-BUCLEpPanbHbiX HapylleHWh cpeaHen crene-
HW TAXECTU, CUHAPOM AblXxaTeNbHbIX paccTponcTB». C 3-ro
no 9-1 IeHb }XWU3HU B CBA3M C HEAPDEKTUBHOCTbLIO CAMOCTO-
ATENbHOr0 AbIXaHWS M HaJIMYMEM YacCTbIX anHO3 AEeTU Haxo-
[WINUCb HA UCKYCCTBEHHOM BEHTUNSALMKU NETrKUX B pPeXxuMme
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E SHORT REPORTS

KPATKUE COOBLUEHUA

KloBe3a. [anee nauueHTbl Npu cTabuansalmm COCTOSHMA
Oblv nepeBefeHbl B OTAENEHWE NaTONOrMU HOBOPOXKAEH-
HbIX M HedoHoleHHbIXx aeten AFKB N° 1, roe nonyyanwu
nedyenue. MNMpu gMHaMU4YECKOM HaBAAEHUN, MOMUMO Nepu-
HaTanbHOro nopaxkeHus UHC wn cuHapoma AbixaTenbHbIX
PacCTPOMCTB, y NALMEHTOB 6blNN BbISB/IEHbI aHEMUSA HEeAo-
HOLWEHHbIX IEFKOM CTEMEHU TAXKECTH, YHKLMOHANbHOE pac-
CTPOMCTBO KEeNyAO4YHO-KULIEYHOr0 TpaKTa C CUHLPOMOM
CpbIrMBaHUM, AMCOYHKUMA OGUAMApPHOro TpakTa Ha ¢oHe
aHomannn ¢GopMmbl KenyHoro nysbips. Ha ¢doHe nposo-
AWMOM MOCHHAPOMHOM Tepanuu MMenacb NONOXKUTeNbHas
AVWHaMWKa B BUAE YMEHbLWEHWS CPbIFMBAHWM, HOPMasu-
3auun npubaBKM B Macce Tena, HapacTaHUs CMOHTaHHOM
ABUrateNbHOM aKTUBHOCTH, YNYYLIEHUS MbILEYHOrO TOHYyCa.
B BOo3pacTe ogHoOro mMecsiLa getu 6bin BbiMMCaHbl B YA0B-
NeTBOPUTENBHOM COCTOSIHMM NOA ambynaTopHoe Habnwge-
HWe y4aCTKOBOro negnatpa u HeBposora.

B panbHenwem obpallanu Ha cebs BHUMaHKE creayto-
e 0COB6EHHOCTU HEPBHO-MCUXMYECKOrO PasBUTUA aeTen
B paHHeM Bo3pacTe. Pasnnyns B cpokax GopmMMpoOBaHMA
NCMXOMOTOPHbIX HaBbIKOB y 6/IM3HELIOB B NepBble TpU roga
YKMU3HM OTCYTCTBYIOT. [0N10BY AETU HaYanun agepxatb ¢ 6 Mec,
cupetb — ¢ 10 mec, BcTtaBath — ¢ 1,5 neT, xoauTb € Noa-
LEePKKOMN 3a 2 pykM — ¢ 2 fieT, a camocToaTenbHas xogbba
nosiBMAachb TONbKO nocne 3 NeT. ANeMeHTbI ryleHns NosiBu-
IMCb BO BTOPOM MOJTYTOANM }KU3HM M OblNI BbiPaXKeHbl cnabo,
HeaKTUBHO, NeneTHas peyb NosiBMAach Nocne roga, cnosap-
Has peyb B BUAE €AMHMYHbBIX YNPOLEHHbIX CNoB — C 2 NeT.
O6palleHHyl0 peyb AEeTUM MOHUMaNM 4H4aCTUMYHO, Ha ObITo-
BOM YPOBHE, MPEUMYLLECTBEHHO 06LWAACh C OKPYKatoWwnMm
eCTaMM, HaBblKM caMOO0bCNyKMBaHUS K 3 rogam He cohop-
MUpPOBaHbl. Heo6xoAMMO OTMETUTb, YTO MPWU MOSBAEHUU
CaMOCTOATENbHON X0A4bbObl CTana 3aMeTHa HEeYK/IOXKECTb,
HENOBKOCTb MOXOAKM, WaTKOCTb Npu Xxoabbe.

C Bo3pacTa 5 net pa3BuTUE Kaxaoro pebeHka MMeno
CBOW OTINYUTENbHbIE YepTbl. Manb4yuK E. o6palleHHyto peyb
NoHWMaeT Ha 6bITOBOM YPOBHE, BbINOHAET MPOCTbIE NPOCh-
6bl, NPOU3HOCUT OKOoNo 10 cnoB, MHOMO C/OroB, HaBbIKK
camMoo6CnyXunBaHna He chOpMUPOBaHbI, K Bo3pacTy 9 neT
€CT CaMOCTOSITENbHO, MONb3YETCA BUAKOM WU JIOKKOW, NbeT
n3 KpyxkKu. Cectpa B. K 5 rogam noHMmaeT o6paLleHHYO
peyb Ha ObITOBOM YpOBHE, MPU 3TOM 6ONee KOHTaKTHa,
BbINOMHAET NPOCTbIE MHCTPYKLIMKM, yHacTBYET B Urpax geTen,
Cc 8 neT ecT cama, nbiTaetca cebs 06CyKmMBaTb (oLeBaeT-
Cl C MOMOLbI0O B3POCHbIX, NMbiITAaeTcs OAeBaTbCs cama).
Mpun 3TOM aKTUBHasA peyb NOSHOCTbIO OTCYTCTBYET.

Y manbyunKa E. ¢ 4 neT HabnogaoTca HapylweHus B BUae
NOBEPXHOCTHOIO 6ECMOKOMHOI0 CHa € YacTbiIMKU NPOBYKAae-
HUSIMW, TPEMOP FOSIOBbI U PYK, YCUIMBAIOLWMIACS NPU HeJo-
CblNaHWK, a TaKXe MNpu 3MOLMOHANIbHOM BO36OYXAEHUH,
cTana 4YeTKo 3aMeTHOM aTaKTuyecKas NoxogKa. Y 4eBo4ku B.
¢ 5 net aTakcus npu xoab6e, B 6,5 neT K KIMHUKE NpUcoean-
HWAUCb CTEPEOTUNUK B BUAE MOXNONbIBAHUS pyKamu, Tpya-
HOCTW MpwW 3acbiNaHunu, NpU NPOOYKAEHUN — TUNEPKUHESDI
B BMUAEe TpemMopa KUCTEN, ronosbl.

Hapsiay ¢ aTum y o60mx aeten oTMevyannucb 0CO6eHHOCTH
ABUratefnbHOM aKTMBHOCTU — x0Ab6a Ha WMPOKO paccTas-
NEeHHbIX HOrax C COrHYTbIMM B JIOKTSIX PyKamu, WaTKOCTb
NMOXOAKM, CTEPEOTUMHBIE ABUMEHWSA PYK, @ TAKXKe CMOHTaH-
Hble MPUCTYMbI CMexa.

B Bo3pacTe 1,5 neTy manbyunKka E. BnepBble BO3HUK Npu-
CTyn € BHe3anHblM NageHuWeM, pasBefeHUeM PyK B CTOPO-
Hbl, NOBOPOTOM rOJIOBbI BNpPaBo, 3anpoKuibiBaHUEM r0N0-
Bbl, MUOK/IOHUSIMMU B KOHEYHOCTSX 6€3 MOoTepu CO3HaHUS,
MOCKONbKY peakuus pebeHKa Ha OKpyxatolee BO Bpems
npucTyna 6bina coxpaHeHa. Y cecTpbl B. BnepBble npucTyn
3aperucTpupoBaH B Bo3pacTe 2,5 neT BO BpeMs 604pCTBO-

BaHWA B BUAE MNpPEKpalleHns [BUraTe/lbHOM aKTUBHOCTH,
4YacTblX MOPraHWM C JIETKUM KWMBKOM rOJI0Bbl U Ty/N0BULILA
B KOHLE NapoOKCcHU3ma.

dusuKanbHaa AUarHocTuka

Ha ceHTabpb 2022 r. Nnpy 06bLEKTUBHOM OCMOTpE y 060-
MX MauMEHTOB BbiiBNEHbl GEHOTUNUYECKNE OCOBEHHOCTU
B BUAE LUMPOKMUX MEXK3YOHbIX NPOMEKYTKOB, PacxoasLLero-
Csl Kocornasusi, MuKpobpaxuuedanuu, NporeHnun, Makpo-
cTomMuK. Y manbyuKka E., B oTinyme ot AeBoYKM B., Ha Koxe
umenucb 2 NAaTHa useta «kode ¢ MOIOKOM», BbICTYNaloLW MM
3a0CTPEHHbIN NOAGOPOAOK.

HeBposiornyeckuii ctatyc masb4nka E. Peyb B Buae npo-
cTbix cnoB (8o 10) n cnoroB, o6palleHHyt0 peyb NoHUMaeT
4aCTMUYHO, BbINOMIHAET NPOCTble UHCTPYKLUMU. CTepeoTunum
B BWAE MOXN0MbIBaHUS B NaA0WHN, YNbIGYMBOE BbiparkeHne
nnua, anuM304bl HEMOTMBMPOBAHHOIO CMeXa COXpaHsoTCs.
HaBblkM camMo06CNyKMBaHUSA, ONPATHOCTU He chOpPMMPO-
BaHbl. XOAWUT CaMOCTOATENbHO, YacTo nagaeT. OKPYKHOCTb
ronosbl — 52 cM. TOHYC MbIlWL, YMEPEHHO NOBbLIWEH, CUM-
METPUYHBIN, CYXOXWbHble pedneKcbl oxuBneHol, D = S.
[MoxoAKa aTaKTuyecKas, Ha LWMPOKO paccTaBiEHHbIX HOrax,
oTMeYaeTcst TPEMOP PYK M rON0Bbl NOCTOSAHHbLIN, yCUNMBAET-
csl Npu HegocbinaHnn. OTMeYeHbl MMOKIOHUK B pyKax, InLe.

HeBponorudeckuit ctatyc AeBOYKU B. JKcnpeccuBHas
peyb OTCYTCTBYET, O6palleHHY0 peyb NOHUMAET YaCTUYHO,
BbIMONHSAET MPOCTble MHCTPYKuMK. CTepeoTunuu B BuUAE
nox/ionbiBaHWs B NafolK, ynbl64MBOE BblpaxeHue nuua,
3NM304bl HEMOTUBMPOBAHHOIO CMexa COXPaHATCS.
HaBblkM camMoo6CnyXnBaHus, oNPSTHOCTH cHOPMUPOBAHDI
4aCTMYHO, eBOYKa cama MnblTaeTcs 0AeBaTbCS, ECT JIOXKKOWN,
NbeT U3 YallKK, NblTaeTCcs 04eBaTbCs C NOMOLLbIO B3POC/bIX.
X0oAuT camocTosATeNbHO, NagaeT pefko. OKPYKHOCTb rofiIoBbI
51 cm. TOHyC MblIlWL, YMEPEHHO MOBbIWEH, CUMMETPUYHbIN,
CYXOXUNbHble pedneKcbl oxuBneHbl, D = S. loxogka aTak-
TMYeCKasl, Ha LIMPOKO pacCTaBfIEHHbIX HOrax, oTMevyaetcs
TpEeMOop pyK nNpu 6ECNOKONCTBE, YCUAMBAETCS NP HEAOCHI-
naHWu, MMOKJIOHUI HE OTMeYaeTcs.

MpeaBapuTenbHbIi AUArHo3

C y4yeToM npeacTaBieHHbIX OCOOGEHHOCTEN (EHOTU-
na B COYETAHUW C IANUAENTUYECKMMMU MNPUCTyNnamu, rpy-
60N 3aEePKKON NCUXOMOTOPHOIO Pa3BUTUSA Y 0O60OUX AeTen
K BO3pacTy 7 neT 6bla1 NPeAnoNioxXeH CUHAPOM AHrenbMaHa.

[AnarHocTuyeckue npoueaypbl

[JeTam 6binn NpoBeAeHbl cnegylolme o6cneoBaHus.

MPT ronoBHoro mosra y masb4uKa E. B Bo3pacTte 2 neT
(2014 r.): nNpU3HaAKM 04aroBOro MOCTTMMNOKCUYECKOrO
M3MeHeHns 6eNnoro BelwecTBa 06HbIX U TEMEHHbIX JONEN,
NPU3HAKM YMEPEHHO BbIPAXEHHOrO paclWuUpeHns cyb-
apaxHouaanbHbIX KOHBEKCUTASbHbLIX MPOCTPAHCTB JIOOHbIX
M TEMEHHbIX obnacTen, NMPU3HAKU MUKPOKWUCTbI LWMLIKO-
BMAHOMN Kenesbl, naTepoBeHTpUKynoacummeTpus (S > D),
HenonHoe cpaleHne MCTKOB MpOo3pavyHOM Neperopoaku
¢ dopmupoBaHmem nonoctu Bepre.

MPT ronoBHoro mo3sra y AeBOYKU B. B Bo3pacTe 2 neT
(2014 r.); nNpU3HaAKM 04aroBOro MOCTTMMNOKCUYECKOrO
M3MeHeHns 6enoro BewecTBa 06HbIX U TEMEHHbIX JONEN,
NPU3HaKW YMEPEHHO BbIPAXEHHOro pacwupeHnsa cyba-
paxHouaanbHbIX KOHBEKCUTallbHbIX MPOCTPAHCTB JIOGHbIX
M TEMEHHbIX o6nacTen.

Buaeo-33I-moHnTOpUHr Manbinka E. (2014 r.): 3ape-
rMCTpUpoBaHa anNuAenTMPopMHas aKTMBHOCTb C BbICOKUM
MHOEKCOM, BO BPEMS UCCNEA0BaHUS PerncTpupytotcs cyb-
K/IMHUYECKME NMPUCTYNbl — 3KBMBANEHTbI AMUAENTUHECKUX
NPUCTYMNOB.



Buaeo-33l-moHntopuHr geBo4yku B. (2015 r.): 3aperu-
cTpMpoBaHa anunenTMdopMHas akKTUBHOCTb C BbICOKUM
WMHOEKCOM, BO BPEMS UCCNIEA0BaHUS PErncTpupytoTcs cyo-
KJIMHUYECKME MPUCTYNbl — 3KBUBANEHTbl ANUNENTUYECKUX
NPUCTYNOB.

MoneKynsipHo-reHeTu4ecKkne MeToAbl AUAarHOCTUKM.
[eTam npoBefeHbl TapreTHoe CeKBeHWpoBaHue (MaHenb
«HacnencTBeHHble anunencuun» B nabopaTopun MOeKy-
napHon natonorun «feHomen», r. MOCKBa) U CEKBEHMpPOBA-
HWe 3aK3oMa (HayyHo-uccrnefoBaTelbCKUM KIIMHUYECKUR
WHCTUTYT neavatpun um. akaa. t0.E. BenbTuweBa, nab6o-
paTopus KAMHUYECKON TFEHOMWKKU M OGUOUHPOPMATUKM,
r. Mockga).

MoneKynsapHO-reHeTu4ecKoe UccaefoBaHue Masb4u-
Ka E. WccneposaHa naHenb «HacnencteseHHble Gopmbl anu-
nencumn, anunentuyeckne aHuedanonatum» y Manbyuka E.
(2047 r., Bo3pacTt 7 neT). Mpn Noncke myTauui, accoLUn-
POBaHHbIX C HacneLCTBEHHbIMU GOpMaMK aNuUNencuun, anu-
nenTuyeckon aHuedanonatnu, a Takxe ¢ ApyrMMun Hacnega-
CTBEHHbIMW 3ab60/IeBaHUSIMM CO CXOAHbIM GEHOTUMNOM,
NnaToreHHbIX MyTaL Wi He BbISIBNEHO.

CeKkBeHMpoBaHMe 3aK3oma y manbiuka E. (2021 r.,
BO3pacT 9 /ieT): BblIBNEH paHee He OMWCaHHbI B nuTe-
paType BapuaHT B reTepo3UroTHOM COCTOSHUWM B 3K30HEe
7 reHa UBE3A, npuBoAsilMM K 3aMeHe TnyTaMWHOBOWM
KUCNOTbl Ha rnyTaMuH B 292 nonoxeHuu (p.Glu292GIn).
BbiiBNEHHbIM BapuaHT He BCTpeyaeTcs B 6ase AaHHbIX
nonynauMoHHbIX YacTtoT gnomAD [17, 18], pacnonaraet-
Cf B KOHCEpBATMBHOM caMlTe, OKa3blBaeT NaTOreHHbIv
addeKT Ha reH UBE3A. Tak Kak reH UBE3A noaBepraertcs
rEHOMHOMY UMMNPUHTUHIY C NPEUMYLLECTBEHHON cneundu-
YEeCKOM 3KCNpeccuen MaTepPUHCKOro annens, To AN yToy-
HEeHWs NaTOreHHOCTU BapuaHTa peKoMeHA0BaHa NpoBepKa
ero yHacnefgoBaHus OT mMaTepu (CEKBEHMPOBAHMWE «TPUO»
no metogy CaHrepa). [laHHblM METOA MCMNONb3yeTca nocne
NONHOI0 CEKBEHWPOBAHUA 3K30Ma U NpeanonaraeT NoUcK
Y POACTBEHHUKOB pebeHKa TaKOM XKe, KaK Uy Hero, mytauum
ON9 NOATBEPKAEHUS €€ KIMHUYECKOM 3HaYMMoCcTH B dop-
MUpOBaHuKn 3aboneBaHuns. Ecan y poacTBEHHMKOB (poau-
Tenen) oGHapyXMBaeTCs Ta Xe MyTauus, 4To u 'y obeneay-
emMoro pebeHKa, TO CcYUTaETCH, YTO MMEHHO OHa fBMNacb
NPUYNHOWM pas3BUTUA KuMetlowenca natonornn. O6bIYHO
ob6cnepytoTes pebeHoK (MpobaHa) U ero poauTeNn (sTPUO»).
B cnyyae CA Heo6XxoAMMO NPOBOAMTb CEKBEHWPOBaHWE
no CaHrepy y o6oux geTen U Ux MaTtepu, Tak Kak MyTauuu
reHa UBE3A npu CA mMoryT HacneaoBaTbCs TO/IbKO C MaTte-
PUHCKOW 15-11 XpOMOCOMOWN.

MonekynsipHo-reHeTu4eckoe ucciefoBaHne [JeBoY-
Kn B. WccnepoBaHa naHenb «HacneactBeHHble $oOpMbl
anuNencun, anunentuyeckme aHuedanonatum» y AEBOYKM
B. (2047 r., Bo3pacT 7 neT). [pM noucke MyTauui, acco-
LIMMPOBAHHbIX C HacneACTBEHHbIMX dOpPMaMu ANUNENCHUH,
anunenTMyeckon aHuedanonatuum, a TaKkKe C ApYyrumu
HacneLCTBEHHbIMM 3aboneBaHUs MU CO CXOAHbIM GEHOTH-
noMm, BbISIB/IEH PaHee He OMUCaHHbIM B InTepaType BapuaHT
B reTepo3nroTHOM COCTOSIHUM B 3K30He 6 reHa UBE3A, npu-
BOASALWMI K aMUHOKUCNOTHOM 3aMeHe p.Glu269GIn (3aMeHa
rNyTaMMHOBOW KUCNOTbl Ha FyTaMWH B MONOXeEHUU 269).
CornacHo 6a3e faHHbIx YHMBepcuteTa MaH4yecTtepa, agpyras
cxoAHas MyTaumsi B 9K30He 6 onucaHa Kak BO3HMKLWas de
novo y nauueHToB ¢ CA (3ameHa rnyTaMMHOBOM KWUCAOTbI
Ha MUUKMH B 269 no3nuunn 6enka — p.Glu269Gly). B cBasu
C 3TUM BapuWaHT HaWAEHHOM y NauMEeHTKU MyTauuu Heob-
XOAMMO CYMUTaTb BEPOSATHO NaToreHHbIM Ans passutusa CA.
Heo6XxoaMMo ynomsHyTb, YTO BCE HaWAEHHble NPU CeKBe-
HupoBaHun JHK MyTaumm (HyKneoTuaHble nocnegoBaTenb-
HOCTM) MO 3HAYUMOCTH Ana dopmMupoBaHusa 3aboneBaHus

pasfensitoT Ha naToreHHble, BEPOSATHO MaToreHHble, He-
onpefeneHHoro 3HayeHus, BeposTHO A06POKa4YeCTBEH-
Hble, JOO6POKa4YeCTBEHHbIE. BEPOSITHO NaTtoreHHble — 37O
Te MyTaLWW, KOTOpble MOTyT paccMaTpuBaTbCa Kak NpuymHa
pas3BUTUSA AHHOIO reHeTuYecKoro 3abonesaHus [18].

CeKBeHUpoBaHne 3K30Ma y leBo4Kkmn B. (2021 r., Bo3pacTt
9 n1eT): BbIIBNEH paHee He ONUCaHHbIN B IMTepaType Bapu-
aHT B reTepo3nroTHOM COCTOSIHMMU B 3K30He 7 reHa UBE3A,
NPUBOAALLMA K aMUHOKMCIOTHON 3aMeHe p.Glu292GIn —
aHanornyHom MyTauuu, HanaeHHOW paHee y 6paTa. TaK e
KaK M MaibyuKy, AEBOYKE PEKOMEHAOBaHa NpoBepKa yHac-
NlefoBaHmna MyTauumn oT MaTepu.

B pexkabpe 2021 r. B Hay4yHo-uccnegoBaTebCKOM
KNMHUYECKOM  WMHCTUTYTE neguaTpum  UM. akKaj.
O.E. BenbTuieBa 0601M AETAM M X MaTepH Obl10 NpoBeae-
HO CEKBEHMpOBaHue «Tpno» No metody CaHrepa. Y Bcex Tpo-
nx o6cnefoBaHHbIx Npu nccnegoaHun HK 13 6uomartepu-
ana BblIBIE€H BapunaHT HYK1eOoTUAHOM NocneaoBaTenbHOCTH
NC_000015.10:8.25371309C>G NM_000462.3:¢c.874G>C
p.Glu292GIn B reHe UBE3A B retepo3urotHon dopme.
Taknm 06pa3om, MOXKHO cYMUTaTb JOKA3aHHbIM, YTO MyTaLus
B 3K30He 7 reHa UBE3A B BWAe aMWHOKWUCIIOTHOM 3aMeHbl
p.Glu292GIn nmeeT MaTepUHCKOE NMPOUCXOXKAEHWE U SBNS-
eTcsl naToreHHon Ans pa3sutus CA 'y AaHHbIX NALUEHTOB.

KnuHunyeckum guarHos

Ha ocHoBaHWW XxapaKTepHblX GEHOTUMUYECKUX MpuU-
3HAKOB (MWKpoOpaxuuedbanus, LWUPOKUE MeX3ybHble
NPOMEXKYTKU, MaKpPOCTOMMUS, MNPOreHus, pacxoasweecs
Kocornasue, BbICTyMaloWwmM 3ao0CTPEHHbIM NoA60POA0K)
B COYETaHWM ¢ rpybow 3afeprKKoM MCUXMYECKOrO U pevyeBo-
ro pasBuTUS, 3aepPKKon GOpMUPOBaAHNS BEPTUKaNU3aLnm
M CaMOCTOATENbHON X0A4b6bl, ANUNENTUYECKUMIU NPUCTYNa-
MU, HapyLLEeHUSMU NOBEAEHUS U ABUKEHUS (CTEPEOTUMNNM,
6ECNPUYMHHBIN CMEX, aTaKCus, TPemMop) U OBHapyKEHMU-
eM MyTaluu reHa youKBUTUH-Uradbl UBE3A (B 3K30HEe 7
y AeTen ny matepu) o6ouM naumeHTam Obln BbiCTaB/eEH Ana-
rHO3: «CMHAPOM AHrenbmaHa: CUHAPOM 3af4EPXKKK B MCUXO-
pevyeBOM Pa3BUTUK, aTaKTUYECKUI CUHAPOM, CTEPEOTUMNM,
WHCOMHMU. [eHeTUYeCcKas annnencus».

AunddepeHymanbHas guarHocTuKa

OnddepeHumnanbHyto gnarHoctuky CA Heo6xoaMMo npo-
BOAUTb C Pa3AUYHbIMU FEHETUYECKUMM CHHAPOMAMU CO
CXOAHbBIMU KIIMHUYECKUMU NpOosABAEHUAMHM [3].

Mpu cuHapome PeTTa TaKXe MMeEKT MecTo CTepeo-
TUMUK B BUAE «MOIOLWMX» OBUKEHUIN PYK, perpecc ncmxo-
MOTOPHOIO M peyeBOro pasBuTUs, HO, B oTanyne oT CA,
npu aToM 3a607€BaHUN OTCYTCTBYIOT 3Nn304bl 6€CNPUYNH-
HOro cmexa, BO36YXAEHHOr0 U PafoCTHOrO MOBEAEHMS.
HacneposaHue cuHapoma Petta X-cuenneHHoe, AOMM-
HaHTHOE, NaToreHHble MyTaLu K 0OGHaPYKMBaKOTCH B IOKyCe
Xq28 reHa MECP2.

AnunenTuyeckas aHuedanonatus 2-ro TMNa xapakrte-
puayetcs agMPPYy3HOM MbILLEYHOM FMMOTOHUEN C POXKAEHMUS,
OTCYTCTBMEM 3PUTENbHOIO KOHTaKTa, pa3BUTMEM 3anwunen-
CUM C 4aCoB WAW AHEN YKM3HW, OTCYTCTBMEM CMOHTAHHO-
ro cmexa. PasBvBaeTcs faHHas natonorus B pesynbrate
MyTauuun B nokyce Xp22 reHa CDKL5, nmeet X-cuenneHHoe
AOMUHAHTHOE HacnefoBaHMe.

Ana cuHgpoma KpucTnaHcoHa xapakTepHbl odTanbMo-
nneruns, perpecc NCUMXOMOTOPHbIX HaBbIKOB B 6onee cTap-
wem Bo3pacTe. [eTn nepecTtaloT CaMOCTOATENbHO XOA4MTb
npumepHo ¢ 10-neTHero Bo3pacTta, y Manb4yMKOB OTMeYaeTcs
6onee TAXKENaa KNMHUKA, HEXeNn y AeBoYeK. 3abonesaHne
06ycnoBNeHO MyTauuen B JIOKyce X-XpoMocombl Xq26.3
reHa SLC9AG6, HacnegoBaHue X-CLENJIEHHOE.

PEDIATRIC PHARMACOLOGY. 2023;20(1)
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KPATKUE COOBLUEHUA H SHORT REPORTS

MeauuMHCKHUEe BMeLlaTebcTBa

C y4eToM Hanuuuns anunenTUYecKmnx NpUcTynos nNpoBo-
aumncsa noabop MpOTUBOCYAOPOXKHOW Tepanuu. Y maibyu-
Ka E. He oTmevanocb YeTKOro TepaneBTUYECKOro adpdeKTa
npM MOHOTEpPANWW BalbNPOEBOM KWCOTOW, OKCKapbase-
NMMHOM M neBeTupaueTamom. lNpu NpuMeHeHnn oKckapba-
3ennHa B BoO3pacTe 2 /JeT 0TMeYanocb NPUCOEeAMHEHNE
ANUNENTUYECKUX MPUCTYNOB MO TWUMY HEraTUBHOIO MWO-
KJIOHyCca, B CBfI3W C 4YeM [aHHblM npenapat TaKxe Obin
oTMeHeH. [anee B Bo3pacTe 2,5 ner npu NpuUMEHEHUH
BaNbNpoOeBON KMCNOTbI 25 MI/Kr/CyT B COYETaHWUM C 3TOCYK-
CUMUAOM B f03€e 15 MI/Kr/CyT BOSHUKIIO YPEXEHME MPUCTY-
noB c nocneaywwmm GopMMPOBaHUEM MeANKaMEHTO3HOWM
pemMuccun ¢ Bo3pacTta 6 net. Y cecTpbl ¢ MOMeHTa aebio-
Ta npucTynos Ha ¢OHe NpuemMa npenapata BalbMNpoOeBOM
Kncnotbl 25 Mr/Kr/CyT B COYETaHUM C neBeTupaueTamom
30 MI/Kr/CcyT TaKXe 0TMeYanoch ypexeHune NnpucTtynoB n nx
KynupoBaHue ¢ Bo3pacTta 5,5 ner.

Kpome Toro, oetn nonyyanu Kypcbl peabuanTaLMOoHHbIX
3aHATUI C NegaroroM-aePeKTonorom, roronegomM-gedeKTo-
JIOrOM C YacToToM 2—3 pa3a B roj.

AnHaMuKa 1 ucxoabl

Ha MOMEHT onucaHuns AaHHOrO0 KAMHWYECKOro ciy4yas
B Bo3pacTe 10 neT y geTen coxpaHsaeTcs rpybas 3ajeprK-
Ka B MCMXOpPe4yeBOM Pas3BWUTUKU. Manb4yMK NMOHUMAET Mpo-
CTble€ MHCTPYKLMK, OBPaLLEHHYIO peyb NMOHMMAET YacTUYHO,
Ha 6bITOBOM ypOBHE, C/I0OBapHbIM 3anac CcoCTaB/fiieT OKOoJ0
10 cnoB, cnoBapHbI 3anac He YBeIMYMBaEeTCH, HaBblKK
caMoo6Cny)KMBaHUA He pa3BuTbl. Ha doHe meanMKamen-
TO3HOW PEMMUCCHS INUNENTUHECKMX MPUCTYNOB OTMeYaeTcs
HEKOTOpOE y/yylleHWe HOYHOro CHa, YMEHblUEeHWe Bbipa-
YEHHOCTU Tpemopa pyK, ronosbl. 33l (2022 r.): anunen-
TMYEeCKas aKTMBHOCTb He peructpupyetcs. CoxpaHstoTcs
aTaKTUYecKas MoxoAKa, aNM30/bl HEMOTUBMPOBAHHOIO CMe-
Xa, CTEPEOTUNMM B pyKax. Y AE€BOYKM UMEETCS aHaorMyHas
AVMHaMMKa COCTOSIHMS, HO, B OT/IMYME OT 6paTa, aKTMBHas
peyb y Hee OTCYTCTBYET M Pa3BWTbl HEKOTOPbIE HaBbIKK
CamMo06CNyXMBaHMA (€CT M MbET U3 YallKKM cama, NbiTaeTcs
0AeBaTbCs C MOMOLLbIO B3POCbIX).

MporxHos

MporHo3 npu CA 'y AaHHbIX NaLMEHTOB ABASETCA Hebnaro-
NPUSATHBIM, TaK KaK 04eHb HU30K peabuMTaLMOHHbIA NOTEH-
Lan UMEILLMXCS MHTENNEKTYalbHbIX M PeYEBbIX HAPYLLIEHNN.
BrnaronpuaTHbIM B ONMCaHHON KIIMHUYECKOW CUTyauun cHnTa-
eTCcs MEANKAMEHTO3HOE KYNupoBaHWe NPUCTYMNOB 3nunencum
CO CTOMKOWM peMUCCUEN — K HACTOSLLEMY MOMEHTY Y Masibyu-
Ka B Te4yeHue 4 neT, y AeBOYKM B TedyeHune 4,5 ner.

BpemeHHas wKana
XPOHONOIrMSA pasBUTUS M KJlOYEBbIE COObITUS BGONE3HM
060KMX NaLUMEHTOB NpeacTaB/iEHbl Ha puc. 2 1 3.

OBCYXAEHMUE

B paHHOM paboTe npeacTaBieHa KiaccuyecKas Kap-
TnHa CA y aByx cnbcoB. KnnHnyecKkasi KapTuHa 3abonesa-
HWS COrnacyeTcsl C KaCCUYECKUMU KPUTEPUSMU AAHHOMO
CUHApPOMa, NpeasioxXeHHbiMu B 1965 r. [13, 14]. U3 nocTo-
SIHHbIX MPW3HAKOB Y MaLMEHTOB MPUCYTCTBYET BblpPaXKeH-
Has 3ajepXKa B MNCMXOMOTOPHOM W PEYEBOM pPa3BUTHM.
OTMeyYaeTcsa xapaKTepHbIM ANUTENbHbIM Nepexon (OKOoIo
1 roga) oT BepTMKanmM3auum o GpOopMMPOBaAHUSA CaMOCTOS-
TenbHOM X0AbObl. [leBo4Ka umMeeT 60Jiee BbipaxeHHoe Hapy-
lUEHWE PEYEBOro PasBUTUS MO CPABHEHUIO C MasbyYMKOM,
XOTS MEHee TaKesfble HapyleHus couuManu3auvv B Buae
GOopMUPOBAHNS HEKOTOPbIX HABLIKOB CaMOOGCYKMUBaHUS.
OTCyTCTBME IKCMPECCMBHOM peyn YaCcTUHHO KOMMEHCUPY-
eTCcsl MCMOoNb30BaHWEM KecToB. [loBeaeHYecKne M aBura-
TeNbHble HapyLWeHUs (HACUNbCTBEHHbIV CMEX, CTEPEOTHMMUM,
Tpemop), aBnsoumnecs o6s3atenbHbIMU KIIMHUYECKUMU KPU-
TepusMu 3a60/1eBaHUS, TaKKe NPUCYTCTBYIOT.

M3 [ONoNHWUTENbHbIX KPUTEPUEB, MOATBEPKAAIOLLMX
HanMyne AaHHOro CMHApPOMA, y AETEN MMEKTCHS MUKpoLe-
danusa, anunencus, CoNpoBoOXKaaloLWascs aNMNenTUYECKUMHU
n3mMeHeHnsamu Ha I3l N3 gononHuTenbHbiX Kputepnes CA
y 060u1X AeTen OTMeYaloTCs xapaKTepHble YepTbl ivua (nepe-
YUCNEHbI BbILWE), OXKMBIEHWNE CYXOXMbHBIX PpedeKCoB.

BbiiBNeHHble M3MeHeHuss Ha MPT ronoBHoro mosra
B BMAE aTPODPUYECKUX MBMEHEHUIN KOpPbl HE MpoTMBOpeYar
Hanmuuio CA, TakK KaK €T MMEIOT OTArOWEHHbIA MepuHa-
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Puc. 2. Manbuuk E.: XpoHonorus passutna 601e3HU U KtoyeBble COObITUSA

Fig. 2. Boy E.: clinical course and key events
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Puc. 3. [leBo4Ka B.: xpoHonorus passutnsa 601€3HU 1 KNtoYeBble COObITUSA

Fig. 3. Girl V.: clinical course and key events

TallbHbIi aHaMHe3 B BUAE HEOHOLIEHHOCTU U NepuHaTab-
HOrO FMMNOKCUYECKU-ULLEMUYECKOTO noparkerus LIHC.

Hanunune CA 'y naumMeHToOB NOATBEPHKAEHO MONEKYNAPHO-
reHetTuyeckn. OCo6eHHOCTbIO AAHHOTO KMHUYECKOrO Chy-
Yyas aABnsieTcs oGHapy)KeHWe pasIMyHbiX BapuMaHTOB naTo-
JIOTMYECKUX MyTaLM B reHe YOUKBUTUH-nUrasbl (UBE3A)
y OeTen: y ManbynKa TONIbKO B 3K30HE 7, @ Y JEBOYKU —
B 3K30Hax 6 W 7, Npu4yem AaHHble MyTauun reHa UBE3A
ABNSAOTCS paHee He ONUCaHHbIMU B UMetoLMXCca 6a3ax AaH-
HbIX. HE0BX0AMMO NOAYEPKHYTb, YTO Y 0O0OMUX AeTen obuien
ABNSETCS nartonornyeckan mytauma Glu292GIn B ak30He 7
reHa UBE3A v 10Ka3aHO ee MaTepUHCKOe HacnegoBaHue,
4yTO noaTBepxaaeT Hanuume y aeten CA. Bropasa myTtauusa
reHa UBE3A B 3Kk30He 6 (Glu269GIn) HanaeHa TONbKO
y 0eBOYKKU. [laHHasa MyTauus, Mo 3aK/YEeHUIO0 TeHETUKOB,
OLIEHMBAETCH KaK BEPOSATHO naTtoreHHas ansa pa3sutus CA.
CornacHo nutepaTtypHbIM AaHHbIM, O0Kono 10% nauueH-
ToB ¢ CA MMeloT naToreHHble MUCCEHC-MYTaLMKW B A@HHOM
reHe B BWAEe 3aMeHbl BCErO JiMlib OJHOW WUIN HECKONbKMUX
aMUHOKKUCNOT B 6enke UBE3A [19]. MOXXHO NpeanonoxuTb,
4YTO HEKOTOPbIE PA3/IMiNSA B KIIMHUYECKON KapTnHe 3abone-
BaHUA y cMBCOB B BUIE 60nee rpybblx peyeBbiX HapyLLUEeHNK
y IEBOYKM MO CpaBHEHUIO ¢ 6GpaTOM MOryT GbiTb 06YCNOB-
NIeHbl HAIMYMEM Y HEE MYTaLIMM cpady B [BYX 3K30HaX reHa
UBE3A.

3AK/IIOYEHHME

OnucaHHbIM  KAWUHWUYECKUN chyvyam [AeMOHCTpUpyeT
TUMUYHYIO KJIMHMYECKYID KapTuHy CA y aByX cM6COB, noa-
TBEPKAEHHYIO MONEKYNSAPHO-TEHETUHECKUM UCCeA0BaHuM-
eM. Tepanus OTKIOHEHWI NpeacTaBaseT 60/blune CNOXHO-
cTu. MNpeacTaBneHHbIM NauneHTam TpebytoTcsa NOCTOsSHHAsA
NPOTUBOCYAOPOXKHaAs Tepanus, HabnwogeHue HeBponora,
ncuxotepanesTa, 3aHATUS C noroneaomM-gedeKToNorom.
MonHasa KoppeKLMs JaHHOIO CUHAPOMA HEBO3MOXKHaA.

WHO®OPMUPOBAHHOE COINIACUE

OT poauTenss nauueHTa nosy4yeHo NUCbMEHHOe MHbOP-
MUPOBaHHOE A0GPOBOJIbHOE corfnacve Ha ny6aMKauuio
pe3ynbTaToB ero o6¢cnegoBaHna U nedenuns 12.11.2022.

INFORMED CONSENT

Patient’s parent has signed informed voluntary consent
on publication of diagnosis and treatment results (signed on
12.11.2022).

BbIPAXXEHUE NPU3HATEJ/IbBHOCTH

ABTOpbl CTaTbM BblparkaloT MPM3HATENBHOCTb Jedya-
wemy Bpady nauueHtoB C.A. CnvpuvHOM W 3aBeaylouen
HeBponoruyeckum otaeneHnem bY3 HO «[leTckasa ropoa-
CKasl KNnHMYyecKasa 6onbHuua N2 1» r. HuxkHero HoBropoaa
0.B. KoHypwuHo#.
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'.) Check for updates

BO3 npeanoxuna co3gartb COBET MO YCKOPEHUIO
pPa3paboTKMU HOBbIX BaKLUH OT TYOepKyne3a

eHepasibHbli AupeKkTop BcemupHOM opraHusauuu

3apaBooxpaHeHns (BO3) Teapoc AoxaHom lebperecyc
npusBan MMPOBOE COOOLWECTBO YCKOPUTb pas3paboTKy
HOBbIX BaKUWH OT TybepKynesa. B xome cBOero BbICTY-
nneHns Ha [JaBoccKoM GopymMe OH coobuun o naaHax
CO3JaHUsA coBeTa, KOTOPbI 3aHANCS Obl peleHnem 3Ton
3ajaym.

[ebpenecyc HanoMHWUA, YTO UMeloLWasnca cenyac NULeH-
3MpoBaHHas BaKLMHa OT TybepKyne3a BCG 6bina co3gaHa
100 net Hazaa. 1o ero MHeHulo, MeXayHapogHOMYy CO06-
lecTBy cneayeT M3Bnevyb YPoKM M3 naHgemun COVID-19:
BaKLIMHY NMPOTUB KOPOHaBMpyca yAanocb Moay4ntb GbICTPO,
TOorga Kak paboTta HaJ HOBbIMU U 6onee 3PGEKTUBHBIMU, HEM

BCG, BakunHamu oT Ty6epKynesa, HayaBLUasacs 4ecAaTuneTms
Hazag, oTcTaeT.

B HacToAwWmMM MOMEHT BeaeTcs paboTta Hag 16 BakuMHa-
MW-KaHAnAaTamMu, U OHa MOXET OblTb YCKOPEHA C y4acTUEM
npaBuUTENbCTB, BU3HECA, HAayYHbIX KPYrOB W FpaKAaHCKOro
obuectea. B BO3 nosacHuAKM, 4TO COBET MO YCKOPEHUIO
pa3paboTKM BaKUMH OT TyGepKynesa npusBaH 06neryntb
NIMLLEH3NPOBaHKE U NPUMeEHEHUE 3ODEKTUBHbIX HOBbIX BaK-
LIMH, cnoco6CcTBOBATh B3aMMOAENCTBMIO MEXAY MHBECTOPA-
MU, MEXAYHapOoAHbIMWU OpraHu3auusmMu U NpaBuUTeNbCTBA-
MM, 4TOObI NpeoaoneTb 6apbepbl B UX pa3paboTKe.

UcToyHuK: https.//news.un.org/en/
story/2023/01/1132552

FDA pacluuvpuio noKa3aHUAl K Ha3Ha4YeHHUI0
nepopajibHOro UHrMouTopa ssHyc-KuHa3sbl 1

npaBfieHWe MO CaHWTapHOMY Ha[30py 3a KayecTBOM

nULLEBBLIX NPOAYKTOB 1 MeankameHToB CLLUA (FDA) pac-
LUMPKUIO MOKa3aHMsl K Ha3HA4YeHW0 MepopanbHOro WHru-
6utopa sHyc-knHasbl 1 (JAK1) abpouuntuHmba (Cibingo)
015 NevyeHus atonmyeckoro gepmatuta (AT), BKIOYMB B HUX
NoApPOCTKOB B Bo3pacTe oT 12 A0 17 neT ¢ pedppakTepHbIM
AT/l cpefHen U TAXKEeNon CTENEHMU, Y KOTOPbIX 1Ie4eHue apyru-
MW CUCTEMHbIMMK NpenapaTamu HeIPDEKTUBHO UK NpUMeE-
HEeHMe 3TUX TepaneBTUYECKMX METOOB HelenecoobpasHo.

PacwwupeHve nokasaHui npenapaTta 6bI10 OCHOBaHO
Ha [aHHbIX PaHAOMM3UMPOBAHHOIO MNAauLeb0-KOHTPOIUPY-
€MOro KauHuyeckoro uccnegosanus dasbl Il JADE TEEN,
B XO[e KOTOPOro Yy4YeHble OUEHMBANM YNyyllEeHWUS B MOKa-
3aTenax crteneHun 3aboneBaHus, 3yaa U CTEMEHWU TAKECTH,
OYMLLEHUS KOXM, BKJIOYAs 06LLYI0 OLEHKY mMccnegoBaTens
(IGA), nHAEKC nnowaam U TaxKecTn ak3embl (EASI) u yuc-
JNIEHHYIO WKany oueHKkK nukosoro 3yaa (PP-NRS), Ha ¢oHe
npuema abpountuHmba 100 mr n 200 Mr no cpaBHEHMIO

¢ nnauebo y NoApOCTKOB C YMEPEHHON M TAXKenon dbopmon
AT/l B BO3pacTe oT 12 o 18 neT, KoTopble nonayyann GoHo-
BOE Jle4eHMe MeCTHbIMM npenapatamu. YactoTa oTBeTa
IGA O nnn 1 Ha 12-# Hea: 39% npu NPUMEHEHUU abpouu-
TMHKOGa B gose 100 wmr; 46% npu npueme abpounTUHMGa
200 wmr; 24% npu npueme nnaue6o. Yactora otBetoB EASI-
75 Ha 12-1 Hepn: 64, 71 v 41% cooTBeTCTBEHHO. [lons y4acT-
HMKOB, gocTurwnx PP-NRS co cHMKeHMeM Mo KpanHen mepe
Ha 4 6anna no cpaBHEHWIO C UICXOAHLIM YPOBHEM Ha 2-¢ Hepa:
13, 25 1 8 COOTBETCTBEHHO.

AGPOLUTUHNG paHee Obln 0A0OPEH TONLKO AN NeYeHus
B3pOC/bIX B Bo3pacTe 18 neT un ctapwe. BmecTe ¢ ynagaum-
TUHUMGOM OH SIBNSIETCSH €AMHCTBEHHBLIM MEepPopanbHbIM UHIU-
6utopom JAKL, og06pEHHBIM AN MPUMEHEHNS NOAPOCTKa-
MKW B Bo3pacTe oT 12 go 17 net ¢ pedbpaKkTepHon dopmon
AT/l cpeaHen 1 TSXKeNon CTENEHM.

UcTo4HUK: https.//www.medscape.com/
viewarticle/988145



