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O6paweHue K yutarensam

YBaxkaemble KoJUIErU, Aoporue apy3ba!

HesameTHO nponeTeno neTo, MHOTME POAMTENW YCMenn Cbe3anTb CO CBOUMM
OTMpPbICKaMK B OTNYCK, 3a60/1€Tb, BEPHYTLCA YU BHOBb 06PaTUTLCA K BpadaM, YTo-
Obl ycneTb BbI3AOPOBETL 0 HaYana HOBOro y4ebHoro rofa. [1oatomy npuBbIHHOE
HaM 3aTULIbE KOHLA MIOHA — WIS CMEHWUIIOCh «@KTUBHOCTbIO» BTOPOW MOIOBUHbI
aBrycta (Korga Haluu nauMeHTbl U MX CEMbM BHOBb BCMOMHUWAM MPO TO, YTO Neaua-
TPbl MOMOTraloT B TPYAHbLIX CUTYaLUAX), @ Mbl U pajbl, MOTOMY YTO HET HUYEro nyylie
ANS UCTUHHOTO AETCKOro Bpaya, 4eM NomMoYb €LLE HECKO/IbKUM MasblllaM Uiu KOMy-
TO NoCTapLle BHOBb CTaTb 340POBbIMU U CHACTANBbLIMM!

M n3 aToro cneayet coBepPLIEHHO KOHKPETHbIM BbIBOA O TOM, YTO Nepej Havyaaom
HOBOro y4e6HOro u paboyero roga HaM BHOBb cliefyeT 3aHATbCA OOGHOBJIEHWEM
3HaHWM 1 HaBbIKOB, W A/151 3TOr0 Mbl C PaLOCTbIO NPUTOTOBUN A1 BaC HOBbIM HOMEP
Hawero xypHana. 1 UMEHHO NO 3TOM e NPUYNUHE U HOBLIN LUK «NeguaTtpuyeckux cy6b6om — BeOGUHapoB ANng negu-
aTpoB, KOTOpble MPOBOAUM KarkAylo cy660Ty M MOBTOPSEM Ha cneaylollen Hegene, — NoAroToBlEH UMEHHO C TaKUM
NMOLAXOAOM U OTKPbIBAETCH KaK pa3 2 CEeHTAOPS 3acefjaHUsiMK, MOCBALLEHHbBIMU TEMe Hanbosiee YacTo UHTepPeCyoLen
poauMTeNnen — KaK COXpaHuUTb GU3MYECKOE WM MEHTaNbHOE 340pPOBbE AETeEN, a O ceHTabps camMon «ropsyen» Teme
ANna neanaTtpoB — pecnupaTopHbiM MHbeKUMaMm. A eule 30 aBrycTta 6yaeT oHNanH KoHpepeHuus «Bpems XuTb», NOCBS-
WEeHHas BONpocaM BaKLMHONPODUNAKTUKM.

Mbl TpyaMMCS, YTOGbI HaLK NaLMeHTbl CMOMIU JOCTUYb HaUNyYLWero ypoBHS CBOEro 3J0POBbS U Pa3BUTUS, NOJTYYUTb
NMOMOLLb Hauy4Lero KayecTsa, NPU4YeM HE3aBUCUMO OT pPernMoHa CBOEro NpoxmnBaHusa. Ny Hac aTo To4HO nony4yutcs!

C yBaXkeHuewm,

raBHbIA pefaKTop }KypHana, akagemuk PAH, npodeccop, 3acnyXeHHbll fesTeNb HayKu PO,
3aBepyowan kKadbeapoi pakynbTeTCKO neanaTpumn neaguaTpuyecKoro

dakynbreta PHUMY um. H.U. Muporoea,

pykoBoautenb HUU neguatpum n oxpaHbl 340POBbS feTEN

HKL, N22 ®IrBHY «PHLUX um. akag. b.B. MeTpoBCcKoro»,

coBeTHUK BO3, uneH 6iopo Ucnonkoma MexayHapoaHOW NneAuaTpUYECKON accouuaLmm,
nacTt-npe3ugeHT EBponeiickon negunarpuyecKkon accoumnauuu (EPA/UNEPSA),

no4veTHbi npodeccop YHuBepcureta ®ogxa (Utanua),

NoYeTHbIN YieH neguaTpudyeckoro pakynbreta KoponeBckoro Kosuiegxa repanestoB Upnanaum
JNleiina CeiimypoBHa Hama3oBa-bapaHoBa

Dear colleagues, dear friends!

The summer has slipped away, many parents managed to go on vacation with their children, get sick, return,
and visit doctors again to recover before the new school year. Therefore, the usual calmy end of June — July was
replaced by the “activity” during the second half of August (when our patients and their families remembered that
pediatricians could help in difficult situations). And we are glad as there is nothing better for real pediatrician than
to help a few more kids or someone older to become healthy and happy again!

It results in very specific conclusion that we should again update our knowledge and skills before the start of
the new school and working year. Thus, we are happy to share the new issue of our magazine with you. For the
same, the new cycle of “Pediatric Saturdays” (as webinars for pediatricians, which were hold every Saturday, and
repeated next week) was prepared with this approach and opens just on September 2 with meetings dedicated
to the topic most frequently asked by parents — how to maintain the physical and mental health of children, and
on September 9, the most “hot” topic for pediatricians — respiratory infections. And on August 30, there will be
an online conference “Time to Live”, dedicated to the issues of vaccine prevention.

We work so our patients can achieve the best level of their health and development, get the best quality care,
and regardless of their region of residence. And we will definitely succeed!

Your sincerely,

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

Head of the Ped iatric Department of Pediatric Faculty of N.l. Pirogov Russian National Research
Medical University, Head of Pediatrics and Child Health Research

Institute in Petrovsky National Research Centre of Surgery,

WHO consultant, Member of the International Pediatric Association (IPA) Standing Committee Board,
the Past-President of the European Paediatric Association (EPA/UNEPSA),

Honorary professor of University of Foggia (Italy),

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

Leyla Namazova-Baranova
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KnnHunyecKkoe Ha6GnoaeHue ceMemHbIX
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O60cHOBaHHne. VIXTMO3bl — 3TO rpynna pPeakux reHeTU4ecKux 3aboseBaHuii C LUMPOKUM (EHOTUITMYECKUM CIIEKTPOM,
XapaKTepu3yIoLMXCsl Yallle BCero reHepanan3oBaHHbIM rMNepKepaTo3oM v LesylieHneM ¢ BapruabesabHon aputemon [1].
[narHo3 B 060/blINHCTBE C/yYaeB yCTaHaB/IMBAETCs cpal3y Moc/e POXKAEHUS Ha OCHOBaHWMW KJIMHWYECKUX [aHHbIX.
OcHOBOW nevyeHns ABASIIOTCS NPaBUIbHbINA yX0[ 3@ KOXKEH, PEryasipHOE ee yBaXKHeHMe, NpeaynpexaeHme nHpuympoBa-
Hns. OnucaHue KIMHUYEeCKUX cay4vaeB. B cTaTbe onncaHbl KIIMHUYECKNUE CrlyYyan BPOXKAEHHOIro MXTMO3a y IBYX Maslbyu-
KOB M3 0/JHOM CEMbM, POXKAEHHbIX C pa3HuLien 8 net. Ha MOMEHT poxxaeHUs1 y 060UX AETeN OTMEYaICh CXOXMUE KITUHU-
YecKue NMpn3HaKku 1 xapaktep TedyeHuss 3aboneBaHus. 3aKa4eHue. Y geTel B JaHHON CEMbe NPOosIBUIach reHeTUYECKMU
6/1M3Kas popMa BPOXKAEHHOIo MXTno3a. baarogapsi CBOEBPEMEHHO HAYaTOM KOMITIEKCHOM Teparnun v npaBnibHOMY yXO4y
oTMeYa/siachk CylleCTBEHHAas MO0XKUTEIbHash AMHaMUKa.

Knro4yeBble cnoBa: Koxa, BPOXAEHHbIN MXTUO3, HOBOPOXAEHHbIN PEOEHOK, KITMHUYECKUI Cyqan

Ans untupoBanus: NumeHosa H.P., Kawunpckas E.N., AnekceeBa A.B. KnuHnyecKkoe HabnogeHne ceMenHbIX Clly4aeB BPOXK-
[leHHOro uxTuo3sa. lNeguatpmnyeckas papmarkonorms. 2023;20(4):297-302. doi: https://doi.org/10.15690/pf.v20i4.2604

OBOCHOBAHME

MxTnos (anddysHas KepaToma, caypuas) — 3TO
reHeTu4eckn oO6ycnoBieHHOe HacneacTBeHHoe 3abone-
BaHWe, KOTOpOe xapaKtepusyetcs AP y3HbIMU runep-
KepaToTU4YECKMMM M3MEHEHUAMU KOMXKHOro mnokposa [2].
B ocHoBe naToreHe3a BPOMAEHHOIO WXTUO3a nexaT
M3MEHEHMWE CTPYKTYPbl KepaTuHa W €ero runepnpoayk-
ums. deHoTMnMyeckas reTeporeHHoCTb MXTMO3a SBNNA-
eTCcsl pe3ynbTaTOM MHOIOYMUC/IEHHbIX BApPUAHTOB TEHHbIX
MyTauMi, KOTOpble NMPUBOAAT K HapyLIEHUIO roMeocTasa
3EPHUCTOr0 M POroBOr0 CNOEB, BbI3blBas CTPYKTYPHbIE
M GYHKUMOHaNbHbIE HapyleHUs KOoxHoro 6apbepa [3].
Bce nxTno3sbl gensitca Ha ABe 60/bline rpynnbl: HECUHAPO-
MasibHble GOPMbI, OrpaHUYMBAIOLLMECS TONBKO KOXHbIMU
M3MEHEHUSIMU, ¥ CUHAPOMASbHbIE, KOTAa MXTMO3 ABNSET-
cs ogHMM M3 cumnTomoB [4, 5]. HYacToTa BCTpeYaeMocTH
BPOMX/[EHHOI0 MXTMO3a B NOMNyNsiLUMM 3aBUCUT OT reorpa-
PMYECKON 30HbI M COCTaBNSAET MPW BYNbrapHOM MXTUO3e
1 : 250-1000, npu X-cuenneHHom — 1 : 2000-6000,
npu namennsapHom — 1 : 300 000, npu MXTMO3MPOPM-
Hou apuTpoaepmmnn — 1 : 100 000 [6]. U3SMEHEHMS KOXKM
NosIBNSOTCH YXKe Ha 4-M MeC BHYTPUYTPOGHOIO pasBMUTUS.

BblpaxeHHble UBMEHEHUS B OpraHM3Me MoryT ObiTb Heco-
BMECTUMbIMU C KU3HbIO M 3aKaH4YMBaTbCA BHYTPUYTPOOHOM
rnéenblo UNu neTanbHbIM UCXOAOM B TEHEHWE Hedenn nocne
poxaenua [2, 5, 7].

KNMHWYECKMMU NPOSIBAEHUAMU UXTUO3a NOC/Ee pPoXae-
HUS ABNSAIOTCA TMNEepPeEMUpPOBaHHas, NOKPbITas TOHKOM Cyxomn
KENTOBaTO-KOPUYHEBOM MNEHKOM KOXa, KpynHomniacTMHYa-
Toe lWenyweHue, ryboKne TPewmrHbl pasnyHblX Y4acTKOB
KOXHOr0 NMOKPOBa, rMnepKkepaTtos, MOBbIEHHas cKiaagya-
TOCTb laJOHEN U CTOoM. B TAXenbIx cnyyasx y 601bHbIX UXTUO-
30M OTMeYaeTCs BbIBOPOT BEK (IKTPOMUOH) U ry6 (3Knadbuym,
«pPblGUM POT»).

OTaenbHO cneayet OTMETUTb Takoe Habniogaemoe
NPW POXKAEHUM COCTOSIHUE, KaK KONoAWMHbIM nnog. Pe6eHoK
poxaaeTcs B MJOTHO Mpueralowen K Koxe npo3payHomn
nneHKe, HaNnoOMUHaKWeEN BaKyyMHYyl0 ynakoBKy. pu noa-
CblXaHWW MNIEHKa Ha4yMHaeT pacTpecKuBaTbCs, CTArMBaHue
NAEHKOW KOXW BOKPYr rnas3 v ry6 Bbl3blBaeT UX BbIBOPOT
(aKTponMoH 1 aknabuym). Konnoanesass membpaHa 06blI4HO
oTCcnavBaeTcs B TedeHne 1-3 Hefl, AEMOHCTPUPYS Nexallmm
B OCHOBE TaMeNNSpHbIA UXTUO3 UIN BPOXKAEHHYIO MXTUO3HU-
dopmHyto apuTpogepmuio. Konnoguesas membpaHa CBS-

Nailya R. Pimenova, Elena I. Kashirskaya, Anastasiya V. Alekseeva

Astrakhan State Medical University, Astrakhan, Russian Federation

Clinical observation of familial cases of congenital ichthyosis

Background. Ichthyosis is a group of rare genetic diseases with a wide phenotypic spectrum, characterized most often by generalized
hyperkeratinization and desquamation with variable erythema [1]. In most cases, the diagnosis is established immediately after birth
on the basis of clinical data. The basis of treatment is correct skin care, regular moisturizing, prevention of infection. Case Reports.
The article describes clinical cases of congenital ichthyosis in two boys from the same family born 8 years apart. At the time of birth,
both children had similar clinical signs and the disease progression types. Conclusion. Children in this family showed a genetically
similar form of congenital ichthyosis. Due to timely initiation of complex treatment and correct skin care, there was a significant

favourable evolution.

Key words: skin, congenital ichthyosis, newborn child, case report
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g CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

3aHa C HapylweHnem 6apbepHON QYHKLIMM KOXM, C MOBbI-
LWUEHHOW TpaHcanuaepmanbHOM noTepen BoAbl. B cBA3M
C YEM BO3MOXHbIMU OC/IOKHEHUSAMM ABNAAIOTCA TMNOTEPMUS,
06€e3B0OXMBaHME W runepHaTpuemus, obbl4HO Tpebytoune
HabNOAEHUS U NleYEeHUss B MHTEHCMBHOM HeoHaTaslbHOM
otaeneHun [8].

[narHo3 B 60MbLWMHCTBE CllyYaeB CTaBWUTCS Ha OCHO-
BaHWW KIMHWYECKMX MPOSIBAEHWI, TaK KaK reHeTM4eckue
nccneaoBaHus He Bcerga 6biBaloT AOCTYMHbL. Ond noa-
TBEPKAEHNS AMarHO3a MOXKHO NPOBECTU MMCTONOrMYECKOe
nccnenoBaHMe KOXKU. JledeHne HOBOPOXKAEHHbIX C UXTUO30M
TpebyeT KoOMNAeKCHOro noaxoaa. OCHOBHbIMU NPUHLMNAMM
Tepanuu SBASIOTCA MNOAAEP)KaHWe BOAHO-3NEKTPONUTHOIO
6anaHca, perynsipHoe yBaaxHeH1e KOXKHOro MOKPoBa, pery-
NAUMSA TEeMNEePaTypHOro pexuma, KOHTPOSb MOCTYMIEHUS
C nuuien 6enka v npeaynpexaeHne MHPEeKLMOHHbIX OCOXK-
HeHun [7-10].

KJIMHUYECKHUHA NPUMEP

Mog HabnogeHneM Haxoannacb Cembsl, B KOTOPOW ABoe
[eTen cTpajatloT BPOXKAEHHBIM UXTUO30M. [TepBbi pebeHoK
poauncsa B 2014 r. OT 340POBbIX POAUTENEN, HE COCTOALMX
B G/M3KOPOACTBEHHOM 6paKe, M C MNepBbIX AHEN XM3HU
B CTauMoHape nony4an KOMMJIeKcHoe neyeHune. MaTb 06y-
Yyanacb NpaBUbHOMY YX04y 3@ KOXHbIM MOKPOBOM pebeH-
Ka. B Bospacte 1,5 mec pebeHOK B yAOBNETBOPUTENb-
HOM COCTOSIHMM OblN BbiMMCaH AOMOKW. B HacToswee Bpems
COCTOMT Ha y4yeTe y Jepmatoniora, ocyLecTBnsaeTcs perynsp-
HbIM yX0[ 3a KOXeW, NOCTOSTHHOE ee yBNaxHeHne. Manb4mk
pa3BMBaETCA COOTBETCTBEHHO BO3pacTy, Y4YMTCS BO 2-M
Kfacce WKOfbl U 3aHUMaeTCs CNopTOM.

Cnycts 8 neT KeHWWHa CHOBa BHOBb 3abepemeHe-
na. BHOBb poanaCs MalbiMK C BPOMKAEHHBIM WMXTUO30OM.
Pe6eHoK nonyyan Heo6xoauMmoe nevyeHne B CTauMoOHape,
nocne 4ero €O 3HaYUTENbHbIM ynyyweHuem Obln BbIMK-
caH goMow nog HabnwgeHue crneumManuctoB. N B nepBom,
1 BO BTOPOM C/lyqae reHeTnyeckoe obcneoBaHue He Npo-
BOAMNOCD.

Maument 1

Pe6eHok P., MyxcKoro nona, poxaeH B [BY3
«KNMHUYECKUIA POAMNBHBLIM AOM» T. AcTpaxaHu OT nep-
BOM 6GepeMeHHOCTH, NepBbIX CPOYHbIX POAOB, C Maccou
Tena 3900 r, onnHOM Tena — 55 CM, OKPYXKHOCTbIO ros0-
Bbl — 36 cM, oLeHKoW no wkane APGAR — 8/8 6annos
Ha 1-1 1 5-11 MMH COOTBETCTBEHHO. bepeMeHHOCTb NpoTeKa-
na Ha doHe apTepuanbHOM rMNepPTEH3MKU, OCTPON pecnupa-
TOpPHOM MHPEeKUMK B 18 Hefll. B poaax — npexaeBpemMeHHoe
N3NUTUE OKONOMNOAHBIX BOA.

CocTosiHMe mManbyuKa Npu PoXKAEHUM 6GbINO pacLeHeHo
KaK Tsxenoe, 06ycnoBAEHHOE NPOSBAEHUSIMN BPOXKAEHHO-
ro MXTMO3a, HEBPOJSIOrMYECKOM CUMNTOMATUKOM B BUAE YrHe-
TEHWA LeHTpanbHOM HepBHOW cuctembl (LHC). Ha 4-e cyT
U3HU U3 POAWMNBHOrO goma Obll NepeBedeH B OTAeNeHne
NCUMXOHEBPOIOrMYECKOro NPoduas AETCKOM FOPOACKOM Kin-
HU4ecKon 6onbHULbI N 1. Bbi6op oTaeneHuss obycnoBneH
HEBPONOrMYECKOM CUMNTOMATUKOM B BMAE NEPUHATaNbHOIO
nopaxkervuns LHC (nepuHatanbHaa aHuedanonatus, CUH-
4POM YrHETEeHUS).

CocTtosiHMe npu noctynneHuu Tsxenoe. pu ocmoTpe
Oblin BbISIBNEHblI CHUXKEHHAs [ABuratesbHas aKTMBHOCTb,
MbllWEeYHas rMnoToHus, runopednexkcuns. B npasoin TemeH-
HOW o6nactu onpegensanacb Kebanoremartoma pasmMepom
4,0 x 3,0 cm. O6pallany Ha cebsl BHUMaHWE BbipaXKeHHble
M3MEHEHUS KOXHbIX MOKPOBOB. KOXHbIM NaTONOrM4ECKUM
npouecc npeacTaBieH COCTOSHUEM IPUTPOLEPMUU, XapaK-
TepM30Baca KpynHonaacTMHYaTbiM WwenyweHmem. Ha tyno-

BMLLE, KOHEYHOCTHAX MU 0COOEHHO B €CTECTBEHHbIX CKagKax
KOXM TOKANU3yeTcs MHOXECTBO 3p03U1i U TpelnH. Ha nago-
HSX 1 NOAOLLBAX ABNEHUS rMnepKkepaTo3a. OTMeYeHbl 3KTPO-
MUOH U 3KNabuym (puc. 1).

Mpu ayckynbTauuMm Nerkmx oTMeyasnocb PaBHOMEPHO
ocnabneHHoe AblXxaHWe, XpUnbl He BbiCyWMBannchb. Yactora
OblXaTenbHbIX ABMXEeHUN — 48/MuH. Tpu aycKynbTauuu
cepaua — TOHbl PUTMUYHbIE, NPUTAYLLEHHbIE. YacToTa cep-
[IeYHbIX COKpalweHun — 134 ya./MuH. CTyn exxeaHeBHbIN,
KalunueobpasHbii. MoyeuncnyckaHme ceBoboaHoe, oo 15 pas
B CYTKM.

B ycnosusax AFKB N2 1 66110 NpoBeAEHO KOMMEKCHOEe
KNMHUKO-nabopaTopHoe ob6cneaoBaHne. KoHcynbTMpOBaH
nepmaTtonoroMm, AvarHos: «BpoxAaeHHbIM  UXTUOS3.
HecuHaopoManbHbIM  UXTMO3. AYyTOCOMHO-PELECCUBHbLIN
BPOXAEHHbIN UXTNO3. HebynnesHas BPOXAEHHAs UXTUO3MU-
GOpMHas 3puTPOAEPMUS .

o paHHbIM remorpammbl 6biM BbIIBAEHbl JIEMKOLU-
TO3 CO CABWIOM BJIEBO, aHEMMWS JIETKOW CTEMEHU TAXKECTM.
Mpy ynbTPa3BYKOBOM WCC/ieJOBaHWM OpraHoB GPIOLIHON
nosioCcTU NaTonorMmM He BbiIBNEHO. [pu axokapanorpadum
BM3ya/I3MpOBaioCb OTKPLITOE OBaslbHOE OKHO.

BbicTaBneH  KAWHWYecKui  amarHo3s. OCHOBHOMW:
«BpoxaeHHas nxTnosndopmHas IPUTPOLEPMUS».
ConyTtcTtBytlowmn: «Kedanorematoma npaBon TeMEHHOM
KocTW. HopmMoxpomHas aHemus nerkow crteneHu. Manas
aHoManusl pa3BMTUSA cepjla: OTKPbITOE OBajibHOE OKHO.
HepoctaTo4yHOCTb KpoBOOGpalleHus O CT.».

Pe6eHKy 6b1110 HA3HA4YeHO KOMMJIEKCHOE le4YeHune, KOTo-
poe BK/to4aso B ce65 ropMOHabHY0 Tepanutio NpeaHn30no-
HOM B [103MPOBKE 8 Mr B TedeHue 24 aHen ¢ nocneayoumm
CHUWXXEeHWEeM 103bl N0 2 M Kaxable 4—5 aHel. lopmoHanbHas

Puc. 1. BHewHnn Bna peberHka P. Ha 4-e CyT KU3HMU.
MaTonorvyeckuit npouecc NpeacTaBieH KpynHonIacTUHYaTbiM
wenyweHvem. Ha TynoBuLe, KOHEYHOCTAX U 0COBEHHO

B €CTECTBEHHbIX CKJTaKaX KOXM IOKaU3yeTCs MHOXKECTBO
3PO3UN U TPELMH. IKTPOMUOH U IKNABUYM

Fig. 1. The external view of the child R. on the 4th day of life. The
pathological process is represented by large-plate desquamation.
Many erosions and fissures are localized on the body, limbs, and
especially in the natural folds of the skin. Ectropion and eclabium



Puc. 2. BHewHnn Bua pebeHka P. Ha 42-e CyT U3HMU.

KoxkHble MOKpOBbI NpMo6penu po30Bbii LBET. Mcyesno
KpynHOMAacTMHYaTOe WenyleHue, aNMTenM3MpoBannch 3po3uu,
TPELLMHbI, PEFPECCUPOBAN ABEHUS IKTPOMMUOHA U IKabuyma

Fig. 2. The external view of the child R. on the 42th day of life.
The skin has acquired a pink color. Large-plate desquamation
disappeared, erosions and fissures were epithelized, the
phenomena of ectropion and eclabium regressed

Tepanusa npogoxKanach 38 gHel. MecTHoe nieyeHune 3aKio-
4yanocb B TMMrMEHNYECKON exeHEBHON 06pabOoTKE KOXHOIo
NMOKPOBa, MCMONb30BaHUKW CNpes Ha OCHOBE [AeKcnaHTe-
HOMa, Kpema C BbICOKMM cofepaHuvem nunuaoB (41%).
B ecTecTBeHHble CKNaAKWM 3aKnaAblBajinCb TEKCTWU/bHblE
OCHOBbI U3 TPUKOTAXKHOMO NoSI0THa (CandeTKK), Ha KoTopble
HaHocKNacb KOMMNO3MLMSA U3 BMOCOBMECTUMOro reneobpa-
3ylouero noanmepa-nonucaxapmnia U NeKapCTBEHHbIX nNpe-
napaTtoB, mMacna aBkanunta (xnopodunaumnt) u dyparuHa.
[ns ynydlweHns TPOGUKKM KOXHK, NpoLeccoB nponndepaumnu
3MNUTENNOLIUTOB, TOPMOXKEHUSA KepaTUHU3aLMM Ha3Havyancs
peTvHona auetat. C Lenblo KOppeKunn aHeMun pebeHoK
noflyyan npenapar »eneaa.

Ha ¢doHe npoBOAMMOro nevyeHus oTMeyanacb MoSIOXM-
TenbHas AvHaMuKa. KoxHble MOKPOBbI NpuMobpenu po3o-
BbIl LBeT. KpynHonnacTuHYaToe WwenyweHne pa3peLlmnnocs.
3po3uK, TpeLLmHbl ucHea3nu. M’mnepkepaTos nagoHen u cTon
3HAYUTENbHO YMEHbLWWACS. FBNAEHNS IKTPONMOHA U IKNabu-
yMa paspewnnuce. Ha 42-e cyT npebbiBaHUs B CTalMOHa-
pe pe6eHOoK 6bln BbiNMKUCaH AOMOM B yAOBMETBOPUTENbHOM
COCTOSIHWMM Nog HabnaeHue neanatpa, AepMmartosiora u Kap-
AMOonora no MecTy XUTeNbCTBa C PEKOMEHAaUUAMHU (puUc. 2).

M3 KaTamMHe3a M3BECTHO, YTO B HacToslee Bpems
COCTOSIHME MalbyinKa yaoBneTBopuTenbHoe. Pe6eHOK Haxo-
AWTCS NOA AMCNaHCepHbIM HabnaeHWeM neguaTpa v aep-
MaTtofiora, NMPOBOAWUTCS MOCTOSIHHOE YBNA)KHEHUE KOXKMW.
dusunyeckoe M NCMXOMOTOpPHOE pa3BuTUE pebeHKa COooT-
BETCTBYET BO3pacTy (puc. 3).

MauyuneHTt 2

Cnycts 8 neT B AaHHOW ceMbe POAMNCS BTOPOK pebe-
HOK, ManbyunK. bepemeHHOCTb NpoTeKana Ha poHe aHeMuUH,
Muonuu, andodysHon Gubpo3Hon Mactonatum, AUdPy3Hon
CTpyMbl. PoxaeH OT cpoyHbiX pogoB ¢ Maccon 3680 r,
ONUHOM Tena — 53 CM, OKPYKHOCTbIO rofoBbl — 36 CM,
oueHKkon no wkane APGAR — 8/9 6annoB. CocTosiHMe
pebeHKa npu poxaeHun Taxenoe. OTMeYannCb KanHu4e-

Puc. 3. BHewHun Bug pebeHka P. B 8 net. CoxpaHsieTcs
BblpaXKEHHas CyXOCTb KOXHOIo NOKpoBa. [poBOANTCS MOCTOSAHHOE
yBIaXKHEHUE KOXM

Fig. 3. The external view of the child R. at 8 years old. Pronounced
xerodermia remains. Constant moisturizing of the skin is carried
out

CKMe MpOosiIBNEHUA BPOXK/AEHHOro MXTMO3a, CUMNTOMATUKA
yrHetenus LIHC.

M3 poaunbHOro goma nepeBefleH B OTaeneHue pe-
aHUMaLUuM U UHTEHCUBHOM Tepanuu ob6nacTHOW [OEeTCKOM
KNMHUYECKON 60nbHULUbI. pn NOCTYyNnneHUU COCTOsiHUE
Taxenoe. MNpu3Hakn BPOXKAEHHOINO UXTMO3a B BUAE CyXO-
CTW, HapPYLIEHWS LLeTOCTHOCTU KOXHOIO MOKPOBa Ha nuLe,
KUBOTE, TY/IOBULLE U KOHEYHOCTSAX, MMYBGOKUX TPELLMH KOXKMH,
reHepann3oBaHHOro KPYNHOMACTUHYATOro LWenyweHus,
3KTPOMNMOHaA, 3KNabuyma. CumnTomaTuka yrHeteHus LIHC
B BWAE CHUXXEHWS ABUraTenbHOM aKTMBHOCTU, MbllEYHOMN
rMNOTOHMK. CO CTOPOHbI BHYTPEHHUX OpraHoB — 6e3 0Co-
6eHHoCcTeN (puc. 4).

Mpn obcnepoBaHUM BbIBNEHbI JIEMKOLMUTO3 HEUTPO-
GUNbHOro xapakTepa, NoBbIlEeHWE YPOBHS LWEN0YHOW Poc-
daTasbl, Ha HeWpocoHOorpamme — MPU3HAKKU CHUXKEHUS
WHAEKCa PEe3UCTEHTHOCTM COMPOTMBIEHUA COCYAOB IONOB-
HOro Mo3ra, Npu yNbTPa3BYKOBOM MCCNeA0BaHWM BHYTPEH-
HUX OpPraHoB — MPU3HAKWM MUEN03KTa3nMM NpaBoOn MoY-
KW, NpW axoKapauorpadmm — OTKPbITOE OBasbHOE OKHO.
KoHcynbTMpoOBaH [AepMaTonoroMm, cAenaHo 3aKlo4veHue,
4YTO y pe6eHKa NMeeT MEeCTO HapylleHMe LeIOCTHOCTU KOX-
HOro MOKPOBa, COMPOBOXAaloLleecs rNyeGoKUMU TpeLm-
HaMW, KPYMHOMIACTUHYATbLIM LIENYLEHUEM, SKTPOMMUOHOM,
3Knabuymom.

Bbin BbiCTaBNeH KAUMHUMYECKUH amarHo3. OCHOBHOMW:
«BpoXKAEHHBbIN  MXTUO3. HecuvHApOManbHbIM  UXTU-
03. AYTOCOMHO-PELECCUBHBLIA BPOXKAEHHbIN WUXTUO3.
HebynnesHas BpoOXAEHHas WMXTMO3MPOPMHAsa 3pUTpoaEp-
Mus». ConyTcTBylOWMIA: «[TMenoaKkTa3ns npaBon MOYKM.
Manaa aHoManus pa3BWUTUSA CepjLa: OTKPbITOe OBasjibHoe
OKHO. HepgocTtaTo4HOCTb KpoBoOGpalleHus O CT.».

Ha 14-e cyT npebbiBaHMA B OTAENeHUU OBHapy»KeHbl
BOCMaNnTeNbHble M3MEeHeHWss B OO6LlIEM aHalnM3e MOo4M
B BWUaE NENKOUUTYPUKU, BaKTepuypun, npu 6aKTepuonoru-
4YeCKOM uccnegoBaHMm Movn — BbiceB Klebsiella oxytoca.
BbicTaBneH gnarHos: «MHbeKLMst MOYEBbLIBOASALWMX MyTEM».
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Puc. 4. BHelwHW BUA BTOPOro pebeHKa Ha 2-e CyT KU3HMU.
MpW3HaKK BPOXK/AEHHOIO MXTUO3a B BUAE CYXOCTU, HapyLIEeHUs
LLIeTOCTHOCTH KOXKHOTO NMOKPOBa Ha NuLe, XX1BOTE, TYN0BHLLE
M KOHEYHOCTSIX, FYyBOKMUX TPELLMH KOXHW, FeHepasn3oBaHHOIro
KPYMHOMAACTUHYATOrO WenyleHUs, 3KTPONUoHa, aknabuyma

Fig. 4. The external view of the second child on the 2th day of life.
Signs of congenital ichthyosis in the form of dryness, solution of
continuity of skin integuments on the face, abdomen, trunk and
limbs, deep skin fissures, generalized large-plate desquamation,
ectropion, eclabium

Puc. 5. BHelwHWI BUA BTOPOro pebeHKa B 3 MEC KU3HM.
CoxpaHseTcs BblpaXKeHHas CyX0CTb KOXHOMo NOKPOBa.
MpoBOANTCH NOCTOSAHHOE YBNAXHEHUE KOXMU

Fig. 5. The external view of the second child on the 3th month of
life. Pronounced xerodermia remains. Constant moisturizing of the
skin is carried out

MauneHT nosyyYan KOMGUHUPOBAHHYIO aHTUGaKTepHUab-
HYt0 Tepanuio no noBoay MHGEKLMU MOYEBbLIBOAALLMX NYTEN,
MeCTHOE JfleyeHue, KoTopoe 3ak/yanoch B 06paboTKe
KOXHbIX MOKPOBOB KPEMOM Ha OCHOBE [AeKcnaHTeHona,
TPelnH — KPEMOM, COAepalluM JEKCMnaHTeHON ¢ X1op-
rekcuamnHoMm, o6paboTKe MnepuaHanbHOM o6nacTv nocne
gedeKaunn u MoaoBbIX OPraHoB MOCAE MOYEUCMyCKaHWs
pacTBOPOM aHTUceNnTuKa, comepwaulero 0,1% yHaeLumne-

HOBOro amugonponunéetamHa n 0,1% nonvamumHonponuna
ouryanuga. OT ropMOHanbHOM Tepanuu Obl10 pelweHo BO3-
[lepaTtbcsl, NMOCKONbKY B Te4yeHuM 3aboneBaHua oTmeya-
Nnacb BblpaXKEHHas MONOXUTENbHAA AMHAMWKA Ha Tepanuu
TOMUYECKUMM CPEeaCTBaAMM.

Ha 26-€e CyT XM3HM C NOJIOKUTENbHOM AMHAMWUKON pebe-
HOK 6bl/1 NepeBE/IEH B OTeNEeHME NaTONOrMMU HOBOPOXKAEH-
HbIX JeTeN, rae NPooKaN NosyyaTb Je4eHHe.

Ha ¢oHe npoBoAMMON Tepanuum OTMedanacb MOJIOKMU-
TeNbHas [AMHaMMUKa: KPymnHoMJacTUHYaToe LWeNyleHne
U ABNEHUS TMNepKepaTo3a paspellnanch, TPELMHbI anuTe-
JIN3NPOBAJIUCh, 3KTPOMUOH M 3KNabuyM perpeccupoBaniu.
B Bo3pacTe 1 Mec *n3HU pebeHOK B yA0BAETBOPUTENbHOM
COCTOSIHUM GblN BbINMUCAH C PEKOMEHAALMAMM NOA Habnoae-
HWe neaunatpa U JepmMatosnora. B HacTosee BpeMs TaK e,
KaK U NepBbli, HAXOAMUTCS MO MOCTOSHHbIM HaGNOAEHUEM
fepmarosnora.

OBCYXAEHHUE

Ha cerogHsaWwWHWM geHb M3BecTHO 6onee 50 reHeTmye-
CKMX MyTalLWW, Nexaumx B OCHOBE Pa3BUTUSA Pa3/IMYHbIX
dopM wmxTMO3a. [0 AaHHbIM AUTEPATYPHbIX MCTOYHMKOB,
cyuwectByeT 60MbWOE KOMMYECTBO KacCUPUKaLUUA UXTU-
031MGOPMHbIX AEePMaTO30B, OCHOBAHHbIX Ha Pa3NMUYHbIX
KpuTepuax. B cOBpeMEHHbIX YCNOBUAX Hanbonee akTyasb-
HOM CYMTaETCs KIAMHUKO-TEHETMYECKas KnaccuobuKauums,
COrNlacHO KOTOPOW BbIAENSIOTCH HECMHAPOMAbHbIE GOPMbI,
NPV KOTOPbIX MaTONOrMYECKUIA MPOLIECC OXBaTbIBAET TO/IbKO
KOXY W ee NpuaaTKu, U CUHAPOMasbHble GOPMbl, XapaKTepu-
3ylolMecs NopaxKeHUEM He TOSIbKO KOXMU, HO U BHYTPEHHUX
opraHos [5, 11, 12].

B npeactaBNeHHbIX KAMHUYECKUX Cllydasx y 060MX
[leTeN Cx0Has reHeTnuyecKas MyTauns KIMHUYECKHU NPO-
fiIBUNachb B BUaEe peaKon GopMbl BPOXKAEHHOTIO UXTMO3a —
BPOXAEHHON MXTMO3MDOPMHON IPUTPOAEPMUM, KOTOpas
HacnegyeTcs MPeuMyLLeCTBEHHO MO ayTOCOMHO-peLec-
CUMBHOMY Tuny. B o6ou1x cnyvyasax guarHo3 6bin BbiCTaBiaeH
KJIMHWYECKMN, reHeTuyeckoe ob6GcnegoBaHWe He MPOBO-
IMNoChb.

M3BECTHO, 4TO TEYEHME N NPOTrHO3 3abosieBaHWS 3aBu-
CAT OT CBOEBPEMEHHO Ha4yaToOM KOMMIEKCHOW Tepanuu
M MPaBUIbHOrO yxofla 3a KOXHbIM MOKPOBOM. JleyeHune
MXTMO3a TpebyeT coyYeTaHUs TepaneBTUYECKUX METOAOB,
B OCHOBE KOTOPbIX JieaT YacToe KynaHue, yBnaxHeHue
OKpyXatolwen cpeabl, exXelHEBHOE NMPUMEHEHWE CMsrya-
OUMX CPENCTB MECTHOrO AeWCTBUSA U KepaTOIMTUYECKUX
cpeacTtB. PeTMHOMAbI, KaK MECTHble, TaK U CUCTEMHbIE,
ABNAIOTCA K/IOYEBbIM KOMMOHEHTOM JIEYEHUS MXTMO3a
M ucnonblytotea gecatunetuamu [13]. OHM ABNAIOTCS aHa-
floramu BUTamuHa A, KOTOpble 4EWCTBYIOT rMaBHbIM 06pa-
30M 3a CYeT «aHTUKepaTuHu3upylowero» adpdeKTa.
B *XM3HW MHOTUX NALUMEHTOB C TsXKenon GopMon UXTMO3a,
0COGEHHO C UXTMO30M Ap/IEKMHA U NAacCTUHYaTLIM UXTHUO-
30M, peTMHOUAbI Npou3Benu pesontoumto [14]. CuctemMHble
PETUHOWUAbLI, TAKME KaK 3TPETMHAT M ero akKTUBHbIA MeTa-
GONUT aUMTPETHH, AAlOT XOpolune pesynbTaTbl B IeYEHUHU
MXTMO3a, MOCKOJIbKY MOTyT u3bupaTenbHO AeNCTBOBaTb
Ha HapyleHus KepaTuHu3auuu [15]. MecTHoe neyeHue
3aK/04YaeTCs B €XEeOHEBHOM YB/IAXHEHUU KOXMK cpea-
CTBaMM Ha OCHOBe JeKcnaHTeHona. C uenbtio npodpunak-
TUKM MHOEKUMOHHBIX OC/IOXHEHWUW B MEPBbIE AHW Mocie
pOX/AEeHUS Ha3Ha4vyaeTcs aHTUGaKTepuanbHas Tepanus.
B Taxenbix cnyvyasax NPUMEHSIOTCS TIOKOKOPTUKOCTEPO-
Mabl ¥ TEHHO-WHXXEHEPHble GMONOrMyeckMe npenapaTbl.
bruonornyeckas Tepanus BKAOYaeT B cebs LWMPOKKHK
CNEKTP MPOAYKTOB, TAKMX KaK MOHOK/IOHAJIbHble aHTU-
Tena, HaleneHHble Ha cneundruieckme MeTKM, Hanpumep



daKTop HEKPO3a onyxonu anbda, UHTEPNENKNH-13, MHTEp-
NENKUH-17 n MHTepPNenKnH-23. FeHHas Tepanusa, a TaKkxe
HeJaBHUE OTKPbLITUA, Kacalowmnecs UMMYyHHOro npoduns
nauMeHTOB C UXTMO3OM, Aasn HOBYIO NOYBY ANS Nepenpo-
dunmpoBaHuns GMonornyeckux npenapaTos [16]. BaxkHbiMK
acrneKTaMu KOMMJIEKCHOro noaxofa fBASATCA nogaepa-
HWE ONTUMaNbHOM BNAXHOCTM WM TemnepaTypbl BO3Ayxa,
KOHTPOJIb MOCTYN/JEHUSA XUAKOCTU U 6enKka. be3sycnosHo,
[ETU C UXTUO30M LOMKHbI HAX0AUTbCA NOA AUCNAHCEPHBIM
HabnoaeHNeM CNeLmanmucToB C Lefblo YMEHbLUEHUS KOMK-
yecTBa 060CTpeHM 3aboneBaHuUs 1 ynyylleHns KayecTsa
HWU3HHK [7, 9].

CnepyeT OTMETUTb, 4TO B NPEACTaBAEHHbIX KTMHUYECKUX
chnyvyasix 6narogaps KOMMAEKCHOMY Jfie4eHMto, HayaTtoMmy
C NePBbIX CYTOK XM3HU, yaanocb nsbexaTb MHOEKLMOHHbIX
OCJIOXXHEHUN U [OOUTLCH 3HAYUTENIbHOW MONOXMUTENIbHON
OVHaMUKMN.

3AK/TIOYEHUE

MpencraBneHHoe KAWHUYECKOoe HabnwaeHuwe AeMOH-
CTPUPYET HacNeACTBEHHbIM XapaKTep BPOXAEHHOro UXTWUO-
3a, KOTOPbIN NPOSABWUIICS Y IBOMUX AETEN B OIHOW CEMbE.

HecoMHeHHO, BeaeHWe HOBOPOMK/AEHHbIX C MXTMO30M
TpebyeT KOMMJEKCHOro MNoaxoda C aKTUBHbIM y4yacTUeM
MeAMLIMHCKOro nepcoHana 1 4aeHoB cembi. MpuBeaeHHble
cllyd4au OTparkatoT BaXHOCTb paHHEW AMArHOCTUKWM, CBO-
€BPEMEHHOr0 NeYeHns M NPaBUIbHOTO YXOAa 3a KOXEW,
a TaKXXe MNCUXONIOrMYecKor MNOALEPKKM CeMeN C AeTbMM,
cTpajalowmMn JaHHOM NnaTonornen, 4To cnocobeTByeT 6na-
ronpuaTHOMY TeyeHuto 3aboneBaHUs U NO3BONSET NPodu-
NIAaKTUPOBATb OC/IOXKHEHMUS.

WHOOPMUPOBAHHOE COIJIACUE

MHdopmMUpoBaHHOE cornacue Ha UCMoib30BaHWe Meau-
LIMHCKMUX JaHHbIX MOYy4EHO OT MaTepu NaLueHToB.

INFORMED CONSENT

Informed consent for the use of medical data was
obtained from the mother of the patients.
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neBaHusl. Psg mexaHn3MoB aHTUIeNKeMnYecKoro gencteusi 'K n ¢akTtopoB pe3UCTEHTHOCTH K HUM 6yAYT pacCMOTPEHbI
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BBE[AEHUE

MiokoKkopTukonabl (MFK) ogHMMKM M3 nepBbiX Obinn
MCNoNb30BaHbl ANS e4eHUs NauMeHTOB C OCTPbIM JIUM-
dobnactHbiM nenkosom (OJ11) M Ao cux Nop SBAAIOT-
¢ 6a30BblM KOMMOHEHTOM WMHAYKLMOHHOM Tepanuu.
B 1920-x rr. ne4yeHne npeaHU3010HOM B TeyeHue 4 Hep
B MOHOpEXMMEe MNO3BOAMAO JOCTUYb PEMWMCCUU MOYTU
y 60% pneten ¢ OJ11 [1]. JanbHENWn NOUCK ONTUMaANb-
How Tepanuu OJ1J1, pacwmpeHre npeacTaBieHnn o 6uo-
XUMUYECKUX U MMMYHOBMONOMMYECKMX OCOBEHHOCTHAX
NEeNKeEMUYECKON KNeTKW MpuBENn K COBPEMEHHOMY
MHOFOKOMMNOHEHTHOMY ne4veHunto OJ1J1 ¢ BKAOYEHUEM
6-mepKanTonypuHa, meToTpeKkcarta, L-acmaparuHassbl,
BMHKPUCTUHA, uuTapabuHa, AayHopybuLMHa/OOKCOPY-
6uumnHa, unknodpochamuaa/mbochdammaa, Ho MK (npea-

1 Berlin-Frankfurt-Munster.

HU30/I0H U AEeKCaMeTa30H) Mo-MpPexHeMy ABASIOTCA OCHO-
Boun nedvenusa OJ1J1 [2]. Kpome TOro, anumuHauns 6aacTHbIX
KNeToK M3 nepudepmnyeckor KpoBW B OTBET Ha Tepanwuio
NPeAHM30/I0HOM SBASEeTCH BarKHbIM (GaKTOPOM MPOrHo3a.
Tak, B BFM'-opreHTMpoBaHHbIX NpoToKonax Tepanuu OJ1)1
nepsas Heflens UHAYKUMKW NpeacTaBnisdeT cobon MoHoTepa-
MU0 NPeaHN30/10HOM B CO4YETAHMU C OAHOKPATHLIM MHTpaTe-
KanbHbIM BBeAEeHMEM MeToTpeKcaTa. [auneHTbl, Y KOTopbIX
nosly4eH HeyaoBNEeTBOPMUTESNbHbIM OTBET Ha MPEeAHWU30JI0H
(abcontoTHOE 4yncno 61acTHbIX KNETOK B nepudepnyeckomn
KpoBu npesbiwaeT 1000/mMKn), cTpaTUdULUMPYIOTCS B rpynny
BbICOKOr0 pucKa (Hapsay ¢ APYrMMU KpUTEPUAMU — BO3-
pacToM, MHWLMaNbHbIM NEWKOLMTO30M, MpEBbIWAWUM
20 x 109/n, 06Hapy>eHnem TpaHcnoKaLmit t(9;22) v t(4;11))
U UMELOT Xy[Lne pe3ynbTaTbl TEpanuu.

Meri A. Shervashidze, Daria S. Smirnova, Timur T. Valiev, Kirill I. Kirgizov, Svetlana R. Varfolomeeva

N.N. Blokhin National Medical Research Centre of Oncology, Moscow, Russian Federation
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g CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

Pesynbrathl nevexnns OJ1/1 B HUW peTckon oHKonoruu
n rematonornn ®rey «HMUL, oHkonorun um. H.H. BnoxuHa»
MwuH3apasa Poccun noaTeepxaatoT HebnaronpusaTHoe nNpo-
FHOCTUYECKOE BJIUSHME HEYAOBNETBOPUTENLHONO OTBETa
Ha NpeaHU30/0H. TaK, Npu aHann3e 6eccobbITUMHON BblXKK-
BaemocTn (BCB) 122 peTert ¢ BNepBble YCTAHOBMEHHbLIM
avarHo3om OJ1J1 HeynoBNeTBOpPUTENbHbIN OTBET Ha 8-1 AeHb
Tepanuu NPeaHN30N10HOM oTMeYdeH y 9 (7,4%), n bCB B faH-
HOWM HebonblION rpynne 60MbHbIX cocTaBuna 47,1 = 9,9%
(MeamaHa HabntogeHns — 104,8 + 9,6 mec) (puc. 1).

B cnyyasax xopolwero otBeTa Ha MNPeAHU30M0H (CHU-
EeHWe 4ucna OnacTHbIX KNETOK B KPOBM A0 YPOBHA
meHee 1000/MKf), oTMedeHHoro y 113 (92,6%) 60MbHbIX,
BCB coctaBuna 88,8 + 3,1% (MeanaHa HabnioaeHWs —
109,9 £ 5,4 mec).

B nepBbix 3KCnepuMeHTanbHbIX paboTax no MnpoTu-
BoonyxonesBomy aencrteuio 'K nokaszaHo, 4TO KOPTU3OH
BbI3blBaeT perpeccuio numdocapKombl y Mblwen. B ganb-
HevweM 6biN0 MPOAEMOHCTPUPOBaHO, YTto K nogasnstoT
XM3HECNOCOBHOCTb 60MbWOro Yynucna onyxonen numdoona-
HOro npoucxoxaeHus [3]. bbino NoaTBEPKAEHO in vitro v in
Vivo, 4TO nUMdOUAHbIE KIETKU Hanbonee 4HyBCTBUTENbHbI
K I'K: B HUX HabniogaeTcs 3HaYnTEeNbHOE CHUKEHWE CUHTE3a
HYKNEUHOBbIX KUCOT M 6E/IKOB, 3a KOTOPbIM clneayeT rméenb
KNeToK [4].

lNepBOHayanbHO 6bINO BbiCKa3aHO MpeanosioXKeHue
0 TOM, YTO MEXaHU3M CHUXKEHUS U3HECNOCOOHOCTU 6nacT-
HbIX KNeTOK OCHOBaH Ha HapyleHWU IHEepreTM4ecKoro
obMeHa 3a CYET CHUXKeHWsa TpaHcnopTta u/unm docdo-
punupoBaHua roKo3bl [5]. OgHaKO coBpeMeHHble AaH-
Hble IEMOHCTPUPYIOT, YTO aHTUNenKemuieckuin adodekT MK
peanusyeTcs Yyepesd MHAYKLMIO anonTo3a M 6/10KMpoBaHue
nponudepaumm 6nacTHbiX MMMOOUAHBIX KNETOK. BarKHbiM
npenmMyLLeCTBOM anonTOTUYECKOro paspylleHnUs KNeToK
ABNseTcs TOT GaKT, 4TO 3TO He MPUBOAMUT K HaKOMIAEHWIO
NOrMBLIMX KNEeTOK B OpraHax Wau TKaHsaX 3a CYET UX 3u-

MWUHaUMK Makpodaramu. ANoNTOTUYECKUE KNETKM o6Gnajaa-
IOT MHTAKTHOM LMUTOMIa3MaTU4eCcKon MembpaHon, 1, CooT-
BETCTBEHHO, UX rnbenb, MHAyLUMPOBaAHHaA aenctBuem K,
He Bbl3blBA€T CUCTEMHOIO0 MMMYHHOIO OTBETA.

MEXAHU3Mbl AHTUJIEHKEMU4YECKOIO

AEACTBUSA INIOKOKOPTUKOUOB

Onpegensowmm atanom AN LUTOTOKCUYECKOro Aew-
CTBUA SBAsieTcA cBA3biBaHue K C MIOKOKOPTUKOUAHBIMU
peuentopamu (FP) B uutonnasme NeMKEMUYECKUX Kie-
TOK [6]. 9TM peuenTopbl MOryT o6pa3oBbiBaTb KOMMAEKC
¢ monekynomn 'K, KOTOpbIM TpaHcaouuMpyeTca B 94p0 KneT-
KW, peanusys cBon apdeKT NoCpeacTBOM TpaHCpPerynaumm
3KCMNPECCUU reHOB. TpaHcperynsaumen HasblBaloT BAUSHKUE
Ha aKTMBHOCTb MEHOB PEryNATOPHOM MOMEKYNbl, 3HaYu-
TeNbHO yaaNieHHOW OT MecTa TpaHcKpunuun. dddekTbl MK
MOryT 6blTb OCYLECTBAEHbI TaKKe Yepe3 HENOCPeACTBEH-
Hoe mexb6eNnkoBoe B3auMMoLencTBME W nopaBfieHne dak-
TOPOB TPAHCKPUMUMK, TAKMUX KaK aKTUBUPYIOWMI NpoTenH-1
(AP-1) nnu apepHbin dakTop Kanna-6u (NF-xB). O6a nytu
noAaBASAOT BblpabOTKY LUMTOKMHOB, BAUSIOT Ha 9KCMPECCHIO
pas3finyHbIX OHKOreHoB, Takux Kak Rb, p53, E2F, Bbi3biBas
OCTaHOBKY KNeTo4YHOro uuKkna B ¢pase G1 [6].

TpaHcKpunuMoHHbin dakTop NF-xB HaxoguTcs B LuMTO-
nnasme KAeToK B COCTaBe TPaHCKPUMLUMOHHO-HEaKTUBHO-
ro KOMMiekca ¢ ero uHruéutopom lkB-a. Mocpeacteom
BHEKNETOYHbIX CUrHaN0B Pas3/IM4HON NPUPOAbI MPOUCXOANT
akTnBauusa NF-xB, KoTtopass umHayuupyet npoteonuns IkB-a,
Bcneacteue yero NF-kB nmepemeltaetca B 94po, 3anycKas
npouecc TpaHCKpUNLUnK. Pe3ynstaTtoM TPaHCKPUNUMK SBAS-
eTCcs B TOM Yucne pecuHTes 6enka lkB-a u BHoBb 06pa3oBa-
HWEe TPaHCKPUMUMOHHO-HEAKTMBHOIO KomnneKkca ¢ NF-kB.
Peanuzauuns aHtunponudepatuBHoro agewcteua MK npo-
MCXOAMT KaK Yepesd MHAYKUMIO cnHTe3a IkB-a, Tak 1 nytem
HenocpeaCTBEHHOIO MHIMBMPYIOLWEro MeXX6EeNKOBOro B3aum-
MoAeNCTBUSA ¢ daKTopoM TpaHcKpunumm NF-kB.
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Puc. 1. becco6bITUMHAsA BbIXXMBAEMOCTb 60/1bHbIX OCTPbIM TMMGOBNACTHLIM JIENKO30M B 3aBUCUMOCTHK OT OTBETA Ha NPeaHMU30/10H

Ha 8- aeHb Tepanuu no npoTtokony ALL-IC BFM 2002

lMpumeyaHne. 1 — rpynna 60MbHbIX ¢ KoNMdecTBoM 6GnactoB meHee 1000/mMKn, 2 — rpynna 60/bHbIX C KONUMYeCcTBOM 6n1acToB 6osnee

1000/mMKn. BCB — 6eccobbiTUitHas BbIXXMBAEMOCTb.

Fig. 1. Event-free survival of patients with acute lymphoblastic leukemia depending on the response to prednisone on the 8th day

of therapy according to the ALL-IC BFM 2002 protocol

Note. 1 — group of patients with the number of blasts less than 1000/mcl, 2 — group of patients with the number of blasts more than

1000/mcl. EFS (BCB) — event-free survival.



Opyron muweHbto K aBngeTca TPaHCKPUMLMOHHbLIV
dakTop AP-1, ¢ KOTOpPbIM MPOUCXOOAUT HENOCPeACTBEHHOE
B3aumogenctene Monekynbl MK M B3aumHoe MHrMbupoBsa-
HWEe TpaHCaKTMBauuW Apyr apyra. 970 B3auMogencTeue
G6/IOKUPYET AanbHenwyto TpaHckpunumio AP-1 1 nponponu-
depaTtnBHbIX reHoB [P [7].

BHekneTouHbln K nonapaeT B KAETKy nyTem nac-
CMBHOrO TpaHcnopTa M3-3a CBOEro Hebo/NbWOro pasmMe-
pa v nunodunbHocTU. CBOGOAHLIM P 06pasyeT retepo-
KOMMAEKCbl C WanepoHHbIMKW 6efKkamu TenaoBOro LoKa
90 (hsp90) n 70 (hsp70) n KowanepoHoM MMMYHODUIN-
HoMm FK506 binding protein (FKBP) 52, KoTopble He06x0-
OWMbl 4N ONTUMaNbHOro CBA3bIBaHMA € MoneKkynon K.
Mocne cBaAsbiBaHua P guccounmpyet OoT CBOUX GenKoB-
LWanepoHoOB, pacKkpbiBas JoMeH P, 4To NpMBOAUT K a4ep-
HOM TpaHcnoKauun. F'P MmoryTt o6pasoBbiBaTb rOMOAUMEPbI
M B3aMMOAENCTBOBATb C 3NEMEHTaMMU NIOKOKOPTUKONA-
HOro oTBeTa, Bbi3blBas TPAHCKPUNLMUIO FTEHOB (TpaHCaK-
TUBALMIO), UM OHM MOTYT OCTaBaTbCs B BUAE MOHOMEPOB
M B3anmMogencTBoBaTh C pakTopamu TPAHCKPUNLWUK, TaKuK-
Mn Kak AP-1 unn NF-xB [8]. O6a mexaHM3Ma Bbi3blBalOT
KnnHnyeckue abdpekTol MK (@HTMNponndepaTnBHbIN, LUTO-
peayKTUBHbLIN) (pUc. 2).

XoTs 'K goctato4yHO JaBHO MCMONAb3YIOTCS B KayecTse
NPOTUBOBOCMANUTENbHbIX U NPOTUBOOMNYXONIEBbLIX CPEACTB
6narogaps cBoel CNoCcOBGHOCTU Bbl3blBaTb OCTAHOBKY Kile-
TOYHOrO LMKNa 1 rnbeNib KNEeTOK, TOYHbIM MEXaHU3M WX Aew-
CTBUWSA NPOJOIKAET U3y4yaTbCs. bbln BbIABUHYTHI ABE UMO-
Tesbl, 06bsAcHAWMe TK-MHAYLMPOBaHHYO TMbeNb KNETKM.
MNepBas 3aknoyaetcd B Tom, 4To K MHMLMMPYIOT anonTo-
TUYECKMIN KacKaf 4Yepes3 aKTMBaLMio TPAHCKPUMLMK TEHOB,
cneunduyHbIX A4Nna «peLenTopoB cMepTu» (peuenTtopbl Fas
(MHayKTOp anonto3a) n TNF — daKTopa HEKpO3a onyxosu),
B pe3ynbTaTe Yero akTMBMpPOBaHHble nuraHgamu P Hanps-

CTtepoua-cBsi3biBatoLwmin . [MIOKOKOPTUKOUA,
6€e0K nnasmbl .
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MYIO CBSI3bIBAIOTCH C 4MUC-aKTUBUPYEMbIMKU NocnefoBaTeNb-
HocTamn OHK (yyactkamu AHK, perynupyowmmmn akecnpec-
CUIO TeHOB, HaXoAALWMXCSH Ha TOM Ke XPOMOCOME), KOTopble
OYHKLUMOHUPYIOT KakK MPOMOTOPHbIE U 3HXAHCEpPHble ane-
MEHTbl. MHAYKUMS TPaHCKPUMNLMK NPUBOAUT K YCHUIIEHUIO
3KCMpeCcCcUM reHa (reHoB), Bbi3bIBAIOLLErO anonTo3, KOTOPbIN
reHepupyeT anonTOTMYECKUIM CUrHan W 3anycKaeT KacKkaj
[4]. OgHaKo A0 HacTosIWEro BPeMEHM He 6blI0 BbIIBAEHO
HW O4HOr0 NPOANONTOTUYECKOrO reHa B KayecTBe MULEHU
'K-onocpenoBaHHOM TpaHCKpunuun. B HacTosiwee Bpems
CYMTaETCs, 4YTO reHbl, MHayuupyemble K, OTBETCTBEHHbI
3a OrpoOMHOE KONMMYeCTBO NOBGOYHbIX IPDEKTOB, CBA3AHHbIX
¢ nevyervem lNK, a He 3a LMTOTOKCMYECKOE U UMMYHOCYMNpeC-
cuBHOe aencTeus [9].

Btopasi Teopus npeanonaraeT, 4To anonto3 WMHULMMK-
pyeTcs 4epes3 HeraTtMBHylO MOAYNSLMIO NpoBOCNanuTenb-
HbIX LMTOKMHOB MK TaK Ha3blBAEMbIX FEHOB BbIXKUBaHUS,
YTO MPOUCXOAUT 4Yepe3d MHIMbUpoBaHMUE TPAHCKPUNLUK,
a He TpaHcakTusauwmto [10].

Kpome TOro, ectb HeEKOTOpble AOKa3aTenbCTBa TOro,
4YTO anonTo3, MHAyUMpoBaHHbIM K, aBnseTca nuwb cnea-
CTBMEM OCTAHOBKM KNAETOYHOro UMKNa. MHOrue reHsbl,
Ha KoTOopble BAMSET fieyeHue MK, ABAAOTCA KPUTUHECKUMU
ANS peanu3alummn KNeTo4YHOro LMKaa, 0CO6EHHO A5 nepexo-
na ot G1 K S-dase. Ho ang noaaeprKaHUs KNeTo4HOro 1 TKa-
HEBOro romMeocta3a Heo6Xxo4MMbl KaK anonTos, Tak U Npo-
nudepaums. Ponb perynatopoB KAETOYHOMO LMKNA LUKAMHA
D3 1 npoTooHKoreHa c-MYC 6bi1a M3y4yeHa B UccneaoBaHum
nevcteua K Ha MoAMDULMPOBAHHOM KJIETOYHOW NUHUMK
CCRF-CEM T-nuHenHoro octporo nnmdo61acTHOro aemnKo-
3a yenoseKka M.J. Ausserlechner u coaBT. [pn MHKyGauun
Kknetok CCRF-CEM c¢ 'K oTmMe4anocb HakonjieHue KeTok
B G1-dpase B TeyeHne 36 4. [1pn 3TOM NPOUCXOANIO CHUMKE-
HWEe aKTMBHOCTM UMKnnHa D3 o HeonpegensieMblx ypoOBHEW.

LnTonnasma

Ounmepuzauuns

Aapo

TpaHcpenpeccus
o

Cawnt cBs3biBaHUs AP-1/NF-«xB

/

MHrM6rMpoBaHue NpoayKLUnUU LUTOKMHOB
AnbTepaLus 3KCNPeCCHU OHKOTEHOB
BnoKMpoBaHMe KIETOYHOTO LMKa

AnonTo3

Puc. 2. MoneKkynsipHo-6M0N0rM4eCcK1Me OCHOBbI KIIMHUYECKUX 3DDEKTOB MMIOKOKOPTUKOUA0B [7]

Fig. 2. Molecular biological basis of clinical effects of glucocorticoids [7]
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KJIUHUYECKUU CNTYHAHU

OAHOBPEMEHHO MOYTWM MOMHOCTBIO MOAABAANAcChb 3KCMNpec-
cus NPOTOOHKOreHa c-MYC, Lpyroro BaKHOro perynstopa
G1-dasbl M pocTa Knetok [11]. OcTaHOBKA KNETOYHOr0 LMK-
na cama no cebe MOXET CNyKWUTb anonTOTUHECKUM CUTHa-
NIOM, O0COGEHHO B BbICOKOMPOANDEPUPYIOLWMX OMYyXONeBbIX
KneTkax. Ele ogHMM MeXaHM3MOM OCTaHOBKM KNETOYHOro
UMKna noa aevicteueM MK aABnsetcs MHAYKLMSA 3KCNPECCUU
p21Wafl, 4To 66110 MOKA3aHO NPM PaKe IEFKOro U pake nps-
MOV KULWKW. pyrue perynatopbl kKnetoyHon dasbl G1, Takne
Kak E2F, p53 u Rb, TakKe 6bliM BOBeYeHbl B anonTtos,
obycnoBneHHbi K, 4TO euwe 6onblie CBSA3bIBAET KETOu-
HbIM LUMKA C 3anporpaMMMpPOBaHHOM KAETOYHOW CMEpPTbIO.
B COBOKYNHOCTWM 3TW AaHHble MO3BONAAIOT MPELNONOKMUTD,
4TO MHAYyUMpOBaHHOe MK npeKkpalleHne KNeTo4yHoro uuKna
onocpeaoBaHo penpeccuen GakTopoB BbIXKMBaAHUSA U NPO-
nudepaunn [12].

KpuTuyeckn BaxHaa ponb 6enkos BIM u BCL2, npu-
Haanexauwmx K cemenctsy BCL2, B NK-nHAyUMPOBAHHOM
anonTo3e JIEMKEMUYECKUX KNeToK Obia usydeHa D. Jing
n coaBT. [2]. MpoanontoTnyeckun 6enok BIM aBnset-
CSl BaXHbIM MeguatopoM uHayuupyemoro K anonto3a
B HOpMasbHbIX MMMPOLUTAX U NEMKEMUYECKUX KNeTKax,
Torga Kak aHTuanontotvyeckuin BCL2 obycnoBnuBaeT mx
yCTOMYMBOCTb. [ucbanaHc B cUCTEME MPO- M aHTManon-
TOTUYECKUX MpeacTaBuTeNnen 6enkoB cemenctBa BCL2
NPUBOAMT K aKTMBaLuun BAX, BcneacTBME Yero HapylwaeTcs
TpaHCcMeMOpaHHbIA NOTEeHLMaNn MUTOXOHAPWUM U MPOMUCXO-
OWT aKTMBaLMS Kacnas.

BonbWKHCTBO MUccnegoBaTenen 06HaPYKUAK, HTO, XOTS
OCTaHOBKa KNETOYHOro LMKa, Bbi3BaHHasA NpUMeEHeHWEM
LMTOCTaTMYECKUX areHToB, NOBbIWAET YyBCTBUTENbHOCTb
KneTok K 'K 1 noteHuupyeT anontos, cama no cebe oHa
He SBNSieTCA CUrHanom cmepTu. MoaToMy mManoBeposiTHO,
yto K-omocpefoBaHHbIM anonTo3 fABASEeTCH Wb chnej-
ctBreM K-MHAYUMPOBAHHOIO MpeKpaleHUs KIeTOYHOro
umkna [5].

Ewe ogHUM perynatopom nposindepatMBHOM aKTUBHOCTH
KNETOK SIBNSETCA KOHUEHTPaLns BHYTPUKIETOYHbIX MOHOB

CaZ*. MHOro41cneHHble UccneaoBaHus NoKasanu, 4To Mo6u-
nnsaumna Ca2* aBnaeTca KpUTUYECKUM 3TanoMm Ha nyTy anon-
TO3a B TUMOLUTaXx, KIeTKax umdombl U B-numbobnacrax.
Uccneposanue J.P. Gardner u L. Zhang nokasano, 4to 'K
mMoaynmpytoT romeoctas Ca2t B B-numdobnacTtax yenose-
Ka [13]. B HopmanbHbIXx B-KneTkax noBblleHWE BHYTPU-
KnetoyHoro Ca2* ChyMuT curHanom anddepeHLUpoBKH
4NS @aHTUTENOCEKPETUPYIOLLMX KNETOK, CEKPELIUM UHTEPNEN-
KnHa 2 1 Kneto4yHow nponudepaumm. MHrnbupoBaHue npu-
ToKa Ca2* ¢ nomoLbio 'K NoBbIlWaeT BOCMPUMMYUBOCTb 3TUX
KNeToK K anontody. Takum o6pa3om, notepsa CaZt moxer
CNYXKUTb CUTHANOM A5 KNETKM K 3amnyCKy anonToTUYECKOro
nytu [14].

MccnepoBanusa C.W. Distelhorst nokasanu, 4To ABa reHa,
KoaMpyloWwmx KaHanel Ca2*, aktusupytotcs K. OauH reH
KoAMpYyeT nypuHepruyeckuin peuentop (P2Xi), nencTsyto-
WMt Kak KaHan CaZ*. BTOpoi reH KOAMpPYeT WMHO3MTON-
TpudocdatHbin peuentop (IP3R), KOTOPbIK GYHKUMOHUPYET
Kak IP3-cBA3aHHbIl Ca2*-KaHan, 4To MPUBOAMT K CHUXKe-
HUIO BHYTPUKNETOYHOrO YpoBHSA CaZ™ 1 3aTeM K CHUMEHMIO
nponudepaTMBHON aKTUBHOCTU KNETKM [15].

FTEHETUMECKMUE ®AKTOPLI, AETEPMUHUPYIOLWUE

SOODEKTHI NIOKOKOPTUKOUAOB

PasBuTtne 6unonorndeckmx apodekto NK B opraHnusme
(KaK TepaneBTUYECKMUX, TaK WU HexenatenbHblX) UHAWBMU-
AyaNbHbl U AETEPMUHUPOBAHbI MHOXECTBOM (aKTOpPOB.
MHTepecHO, 4TO O6GHapy)XeHa CBA3b MHOIMOYUCAEHHbIX
nonMMmopdHbix ydyacTkoB B reHe 'P (NR3C1) ¢ nporHo3om
npv OJ1J1 (cm. Ta6nuuy). Monnumopduambl —627A/G, MHTPOH
2 +646C/G 1 9bT/C NR3C1 6binu cBA3aHbl ¢ 6eccobbl-
TUMHOWM BbIXXMBaeMocTbto npu OJ1/1 y nauneHToB AEeTCKOro
Bo3pacTa. O6HapyeHne reHotnna NR3C1 AG (1088A>Q)
[OCTOBEPHO aCCOLMMPOBAHO C KOCTHOMOS3IOBbLIM peLu-
IMBOoM — B oTauyume ot reHotuna NR3C1 AA npu OJIN1
y peten. [eneunmoHHbin nonaMmopodusam B NyTaTUOH-S-
TpaHcdepase TeTa-1 (GSTT1) accoumMmpoBaH C PaHHUM
otBeTom Ha 'K npu OJ1J1: y nauneHtoB ¢ GSTT1*0/0 paH-

Ta6nuuya. MporHocTM4yecKkue accoumnaLnm NoIMMopPGOU3MOB reHOB MIOKOKOPTUKOUAHbBIX PELLENTOPOB M pe3ynbTaToB fle4eHUs OCTPOro

nenko6nacTHoro nenkosa [17]

Table. Prognostic associations of gene polymorphisms of glucocorticoid receptors and results of acute leukoblastic leukemia treatment [17]

FeHeTnyeckue nonumoppuambl

NMporHocTuyecKoe u KIMHUYECKoe 3Ha4YeHne

NR3C1 (627 AA no cpaBHeHuto ¢ AG unun GG, MHTpoH 2 +646 CG
mnn GG no cpaBHeHuto ¢ CC 1 9b TT no cpaBHeHwuto ¢ CC unum TC)

NR3C1 (1088 Al npoTtus AA)

GSTTI (*O/0 no cpaBHeHUIo ¢ *A/A)

GSTP1 (kogoH 105 Val/Val unu Val/lle no cpaBHeHwuto ¢ lle/lle,
KoaoH 114 Ala/Ala no cpaBHeHuio ¢ Ala/Val unu Val/Val)

GSTM1 (HyneBOM MK HOPMasbHbII)

SNP B CNTNAP2, LEPR, CRHR1, NTAN1, SLC12A3, ALPL, BGLAP
1nAPOB

ACP1 (rs12714403 AA unun AG npoTtuns GG)
TYMS (2/2 no cpaBHeHuto ¢ 3/3 unun 2/3), VDR (rs2228570,

CC no cpaBHeHuto ¢ TT unu CT) n PAI-1 (rs6092, AA unu GA
no cpaBHeHuto ¢ GG)

BCB npwu OJ1]1 xy»e

MoBbIWEH PUCK KOCTHOMO3roBoro peunamea OJ1J1y naumeHToB
¢ reHotunom GSTM null

PaHHuWIM oTBET Ha NpeaHn30n0H npu OJ1J1 nyywe

MNoBblweH puck LIHC-peunamsa OJ11

Taxenble MHGeKUUKn y naumneHToB ¢ OJ1J1

AccoLMMpoBaHbl C pa3BUTUEM apTepuanbHOM rMNepTEH3UK
Ha aTane UHAyKuun pemuccun OJ1J1

Yalue pasBuTHE KIIMHUYECKU BblPaXKEHHOrO OCTEOHEKPO3a
npu OJ1N

Yale pa3BuTue octeoHekposa npwu OJ1J1

lNpumevaHune. BCB — 6eccobbiTuitHas BbixMBaeMocTb; OJ1/1 — ocTpbii nMMdo6nacTHbIM NenKkos; LHC — ueHTpanbHas HepBHasa cuctema.

Note. EFS (BCB) — event-free survival; ALL (OJ1JT) — acute lymphoblastic leukemia; CNS (LLHC) — central nervous system.



HWI OTBET Ha NPEeAHM30/I0H OblN Yalle, YeM Yy NaLMeEHTOB
¢ GSTT1*A/A.132. NMonumopdurambl B KogoHe 105 (lle/
Val) n kogoHe 114 (Ala/Val) rnytaTMoH-S-TpaHchepassbl
pi-1 (GSTP1) 6bin cBA3aHbl nNpeumylecTtBeHHo ¢ LIHC-
peunamsom OJ1J1 [14, 16].

MpoBoaMMbIE MCCNefOBaHWUS, aHanuM3upylowmne noau-
Mopdu3Mbl reHoB P, No3BONSAOT HE TONIbKO MPOrHO3M-
poBatb 3POEKTUBHOCTb MPOTUBOONYXONEBOW Tepanuu,
HO M BEPOSATHOCTb PA3BUTUS OCNTIOXKHEHUA MHPEKLMOHHOrIO,
CepAeYvHOo-cocyancToro, 06MeHHoOro reHesa.

3AK/IIOYEHHME

K 3aHMMaloT KA4YeByld MNO3ULMIO B KOMMIEKCHOM
Tepanun OJ1JT 3a cyeT ux MynbTUhAKTOPHOro aHTUNEnKe-
Muyeckoro aencteus. CornacHo BFM-opueHTMpOBaHHbLIM
nporpammam Tepanuu OJ1J1, HeyaOoBNETBOPUTENBHbBIN OTBET
Ha MOHOTEpanuio NPeaHU30/I0HOM B Te4YeHUe NepBoOn Heae-
SN MHAYKUMU SBNSEeTCs BaxKHenwum daKkTopom, No3BONs-
lowmnm ctpatuduumpoBaTtb naumMeHTa B rpynny BbICOKOro
pucKa. MNofo6HbIM Nogxo4 N03BONASET MPOBECTU MaKCUMaib-
HO PaHHIOI0 MHTEHCUDUKALMIO Tepanun 1 NOBbICUTb BbIXKU-
BaeMOCTb BO0JIbHbIX.

bnarogaps MonekynspHo-6MonorMyeckum n dapmako-
reHeTUYeCKMM nccnefoBaHusaM Obliv onpeaeneHbl Knye-
Bble MYTW aHTUNeKeMnyecknx addeKToB K, peannsyemblie
yepes AP-1, NF-kB, 6enku cemencrtsa BCL2 n BHyTpuKne-
TOYHbIV KanbLMeBbIM rOMeocTas.

[anbHenwee ndyyeHne MexaHM3MOB NMPOTMBOOMyXxone-
Boro gevncteus 'K n pacwmpeHve Halwux npeacraBneHum
0 (dapMaKOreHEeTMYECKNX OCHOBAx TOKCUMYHOCTU CTaHeT
6a3ncomM Ang oNTMMU3aumm U MHANBUAYanu3aLmm Tepanum
onn.
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PacnpocTpaHeHHOCTb BOcnaanTe/bHbIX 3aboneBaHui kuwedyHnka (B3K) pactetr Bo Bcem mupe. bonesHb KpoHa (BK)
M A3BEHHbIN KoauT (AK) xapaKTepu3yoTcsd XPOHUYECKUM MPOrpeanEHTHbIM TEYEHUEM, BbICOKOM YaCTOTOM OCJIOMHEHWI
M MOBbILLEHHBIM PUCKOM OrepaTuBHoOro Bmeluateabctea. [Jo 50% nauneHToB ¢ BK ymuparoT OT ee 0C/I0XKHEHWH, a HEeTBEPTh
naLmneHTOB HY»KAaeTCcs KaKk MMHUMYM B OAHOM onepaLimn B TEYEHUE XKN3HW. Y ntogen, cTpagarowmnx B3K, B 8 pas Bbilie puck
KOJIOPEKTa/IbHOro paKa v paka TOHKOM KuliKn. B 25% cnyvyaeB gnarHo3 B3K BbicTaBaseTcs B A4E€TCKOM Bo3pacTe. PaHHSS
MHTEHCUDULUMPOBaHHas Tepanusi OTAE/bHbIX rpynn nayneHToB Morsia 6bl 3HaYUTENIbHO CHU3UTb 4acTOTY OCJ/IOKHEHMI
M XMpypruyeckmnx BmeluatensctB. OgHaKo B HacTosiliee BPeEMS He CyLECTBYET JOCTOBEPHbIX MPOrHOCTUYECKMX KDUTEPUEB
HebnaronpusaTHoro ted4eHns B3K. Llesib faHHOro 063opa — oxapaKTepu3oBaTb Hanbosiee U3y4eHHble Ha AaHHbI MOMEHT
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BBEAEHUE JatoTca B KONM3KTOMMK, a 25% nauneHToB ¢ 60NE3HbIO
BocnanutenbHble 3a6oneBaHus KulleyHuKa (B3K) — KpoHa (BK) — KaK MMHMMYM B OHOW onepaunn B Te4yeHune
31O rpynna 3aboneBaHuUi, XapaKTepUIYIOLMUXCA XPOHU- ¥W3HU, 4YTO CYLLECTBEHHO BIMSET HA KQY€CTBO XXU3HMU [6, 7].

YECKUM MNPOrpeaueHTHbIM TevyeHUeM, HeOoBXOAUMMOCTbIO B3K, pe6ioTupyiollee B JETCKOM BO3pacTe, acCoOLMMPOBaAHO
LNUTENbHOM CTyneH4YaTon Tepanuu U BbICOKMM PUCKOM C NOBbILEHHBLIM PUCKOM BO3HUKHOBEHUS paKa »efyao4yHo-
OCNOXHEHUN U XMPYPrMYecKoro BMelwaTeNbCcTBa. KWLeYyHoro TpakTa [5].

3aboneBaeMocTb B3K HeyKnoHHO pacTeT BO BCEM MUpE, B HacTosillee Bpemsa B neguvatpum Ans AOCTUIKEHWS
B TOM 4ucne M B AeTCcKOM Bo3pacTe [1-3]. MMpumepHO pemunccnn B3K WwWKMpoOKO NpuMeEHSIOTCA MIOKOKOPTUKONUIbI,
B 25% cny4aeB B3K pgebiotupyer B Bo3pacte fo 17 net UMEIOLLME MHOXECTBO CEPbE3HbIX NOBOYHBIX 3 deKToB [3].
[3—5]. OKkono 10% peten ¢ A3BeHHbIM KonuTtoM (AK) Hy»- lNMpMMeHeHne 6MONOrMYECKON Tepanum B Ka4ecTBe NepBow
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characterized by chronic progressive course, high frequency of complications, and high risk of surgical treatment. Up to 50% of CD
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OB30P JINTEPATYPbI

JMHUKW AN MHOYKLUMKM PEMUCCUU MOXKET OblTb 3D dEeKTUB-
HbIM, HO OTCYTCTBME LOCTOBEPHbIX HEGNArONPUATHBIX NPO-
FHOCTMYECKUX KpUTEPHEB, B YaCcTHOCTU Npu AK, 3aTpyaHseT
OTOGOpP NAaUMEHTOB ANS paHHeW GUONOrMYecKon Tepanuu [8,
9]. CozgaHune noarpynn nauMeHTOB Ha OCHOBE HaAEMHbIX
NPeanKTOpPoB HebnaronpuaTHOro TevyeHus 3aboneBaHus
MOXET NOMOYb B padpaboTKe 60/ee CTaHAaPTU3UPOBAHHbIX
TepaneBTUYECKNX MOAXOA0B. BO3MOXHOCTb CTpaTUdULM-
poBaTb 3TW MOArPYMNMbl OTHOCUTENBHO PUCKA MPOrpeccu-
poBaHua 3aboneBaHWsi ¢ MOMEHTa MOCTAHOBKMW AuarHosa
MMeeT OrpoOMHOE 3HavyeHue ans pa3paboTKK NnaHa fneyeHuns
W ANS NTOHUMaHKSA COOTHOLIEHNS PUCKA W MONb3bl 3TUX METO-
[l0B nieyeHus.

B HacTosee BpeMs «3010TbIM CTaHAAPTOM» ANArHOCTH-
Kn B3K aBnsoTCA MHCTPYMEHTaNbHble MeToabl. OAHaKo MX
npUMeHeHWe B neguvaTpun orpaHMYeHHoO M3-3a psga Hepo-
CTaTKOB: MHBA3WBHOCTb, HEOGXOAMMOCTbL 06Lero 06e360-
N1BaHUg, NyvyeBas Harpy3ka. B nocnegHee Bpems gns gua-
FHOCTUKM 3a60neBaHUM KMLWEYHMKA YCNELWHO NpUMeHseTcs
BUAEOKancynbHas 3HLOCKONUSA, HO U ee NPUMEHEHME orpa-
HMYEHO Takumu daKTopamu, KaK BbICOKas CTOMMOCTb,
HEBO3MOXHOCTb 3abopa matepuana ans 6MONCcuMM U BO3-
MOXHaa 3agepxKa Kancynbl [4, 10, 11]. JlabopaTopHbie
nccnegoBaHMs NOMOratloT BbISIBUTb MaUMEHTOB, MoANexa-
WKX Yyrny61eHHOMY MHCTPYMEHTanbHOMY 06Cef0BaHuIo;
C NOMOLLbI0 NabopaTopHbiXx GUOMAPKEPOB Mbl MOXKEM OLie-
HUTb COCTOSIHWE MauMeHTa A0 U BO BPEMS NeyveHus, npea-
BapuTENbHO MPOBECTU AndbdepeHLManbHy0 AUarHOCTHKY,
OLLEHWUTb aKTMBHOCTb 3ab0fieBaHUA U PUCK OCNOMHEHWMN
[12-14]. Takum o6pas3om, nabopaTtopHoe obGcneaoBaHue
BaHO M JOSIKHO ABAATLCS HYaCTbl0 KOMMIEKCHOIO BEAEHMS
nauueHToB ¢ B3K [4, 14, 15].

LE/Ib UCCNEQOBAHUSA

Llenb aHHOro McCnefoBaHWs — aHanua anTepaTypHbIX
JaHHbIX O AMArHOCTUYECKOW, KIMHUYECKON M MPOrHOCTUYE-
CKOW LIEHHOCTH Ceposiormiecknx mapkepos B3K y aetei.

MATEPUAJIbI U METOAbI

ABTOpPbI NMPOBENM KOMIMIEKCHbIA 0630p CTaTen B aNeK-
TpOHHbIX 6a3ax PubMed, «3neKkTpoHHas 6ubnuoteKka», PUHLL,
Scopus, National Library of Medicine n Google Scholar
no uWHTepecylowen TemaTuke. bbino otobpaHo 50 pabor,
BK/OYAIOLWMX MEPBUYHbIE M BTOPUYHbIE MCCNeLOBaHMS,
0630pbl Ny6AMKaLMIM Ha M3yHaemytlo TemMy cpean B3pPOChbIX
nauneHToB M GyHAaMeHTalbHble PYKOBOACTBA MO AETCKOM
racTPO3HTEPOIOT UK.

Ceponoruyeckue mapkepbl B3K:

KnaccuduKauma u KpaTtkas XxapakTepucTuKa

PaznnyHble 6uomapkepbl B3K akTMBHO M3y4aloTcs B Teve-
HWe NocnegHuX AecaTuneTnuin. MageanoHbl GUOMapKepP AOMKEH
6bITb HEMHBA3MBHbIM, YyBCTBUTENbHbLIM, CNELUOUYHBIM U KO-
HOMMYeCKK abPeKTUBHbIM [14]. Ha cerogHsaWHUM AeHb Map-
Kepa, o6najatollero BCEMU BbllenepevyncieHHbIMU Kade-
CTBaMM, He CYLLECTBYET, M NO3TOMY NpPU BeLEeHWU NaLMeHTOB
¢ B3K cneumanucTbl pyKOBOACTBYIOTCS COBOKYMHOCTbLIO K/U-
HWKO-aHaMHECTUYECKMX [AaHHbIX WM Pe3ynsTaToB AOCTYMHbIX
METOLOB MHCTPYMEHTaNbHOM M NabopaTOPHON AMarHOCTUKM.

Ceponornyeckne mapkepbl, Kak u gpyrue naéopatop-
Hble MoKasaTenu, ABASTCA AOMONAHUTENbHBIM UHCTPYMEH-
TOM B NOCTaHOBKe AnarHo3a B3K v onpeaeneHunn nporHosa
3aboneBaHua [13]. BKnovyeHne B AMArHOCTUYECKMI anro-
PUTM AOMONHUTENBbHBIX CEPOSIOrMYECKUX MapKepoB MOr1o
6bl CNOCO6CTBOBATL Y/y4YlIEHWUIO PaHHEN anarHocTukmn B3K,
onpeaeneHunto GeHoTnna 3aboneBaHna U, COOTBETCTBEHHO,
NOBbILLEHNI0 IGPEKTUBHOCTU NEYEHUS.

B nocnefgHve pecaTunetus akTMBHO M3yvyaeTcs Posb
MMMYHOPEaKTUBHOCTH B GOPMUPOBAHWUM U MPOrpeccupo-
BaHuM B3K. Bce Gonbliee 4Yucno HabnoaeHnn nokasbiBa-
€T, 4To nauueHTbl ¢ B3K, akcnpeccupyolwme pasnunyHble
CeposiorMyecKkne MapKepbl B BbICOKMX TUTPax, ¢ 6ONbLIeN
BEPOSATHOCTbIO BYAYyT MMETb OCNOXHEHHOE TeyeHne 3a60-
NleBaHMa M MNOBbIWEHHbIA PUCK XMPYPrMYECKOro BMeLla-
TeNbCTBa, YeM nauueHTbl 6e3 aHTUTeN MAM C HWU3KUM
TMTpOoMm [16-20].

B KAMHWYECKOW MpaKTUKe OLLEHMBAIOTCH TUTPbl aHTU-
Ten K MNepuHyKAeapHblM HENTPOPUIbHBIM aHTUreHaMm
(PANCA) 1 MaHHaAHOBOMY MnofMcaxapuiy KIEeTOYHOW CTeH-
Kn Saccharomyces cerevisiae (ASCA). Bce M3BeCTHble
Ha cerofHs ceponoruvyeckme mapkepbl B3K MoxHO pa3sge-
NINTb Ha TPW FPYyNNbl: ayToaHTUTENa, aHTUTeNa K MUKPOGHbLIM
aHTUreHam v aHTUTEeNa K nenTngam (taén. 1).

Ba)XHO OTMETUTb, YTO CEPONOTMYECKME MaPKEPbI Yy NaLu-
eHToB ¢ 7K M3yyeHbl ropa3go MeHblue, 4eM Yy nauMeHToB
¢ BK. HecmoTps Ha noBbllEHHbIM B NocfiegHWe AecaTu-
NIETUS MHTEpEeC K MMMyHopeaKkTMBHOCTHU npu B3K, npu AK
Hanbofiee 4acTo M3y4aemblM CEPOSIONMYECKUM MapKepom
ocTaetcs pANCA.

MepuHyKneapHbie aHTUHENTPODUNbHbBIE

uuToniasmMaTMyecKue aHTuTena

(perinuclear anti-neutrophil cytoplasmic

antibodies; pANCA)

pANCA npegactaBnsitoT co60M rpynny ayToaHTUTeN, pea-
rMPYOWKUX C M30COMHbIMKM depMeHTaMu B LMUTONNa3-
Me HenTpodunoB. pPANCA ABNAIOTCA XOPOLO M3YYEHHbIMU
M NPU3HaHbl xapakTepHbiMK Ana AK — oH BbiaBAsfeTCA
y 60-70% 6onbHbIX [17, 19, 20, 31]. JaHHble aHTUTeNa
MMEIOT BbICOKYIO CNeLMPUYHOCTb, HO HU3KYIO YYBCTBUTENb-
HOCTb — NoyTHn y 25% nauuneHToB ¢ BK ¢ NeBOCTOPOHHUM
KOMMTOM U C CMMNTOMamK, cxodHbiMK ¢ AK, o6HapyKuBa-
foTCA NoBbllWeHHble ypoBHU PANCA [32], 4To orpaHu4nBaeT
BO3MOXHOCTU PANCA B anddepeHuUmnanbHON AMarHocTuke
B3K. Tutpbl pANCA n3MeHsA0TCA B 3aBMCUMOCTH OT aKTUB-
HOCTM 3aboneBaHua y nauumeHtoB ¢ AK [15, 28]; aTo
MOXEeT UCMNONIb30BaTbCHA AN MOHUTOPUHIA TeYeHUs 3a60-
NeBaHMa M OTBETa Ha Tepanuio, HO B TO Xe BPeMS roBOpuUT
0 HW3KOM MPOrHOCTUYECKOM MOTEeHLMane AaHHOM rpynnbl
aytoaHTuten. Cpean pANCA BbigenstoT NOArpynmnbl ayTo-
aHTUTeN, KoTopble MOryT OblTb 60/iee MHPOPMATUBHbLIMMU
npu anddepeHumnanbHon amarHoctuke B3K. Tak, ayToaH-
TUTena K HenTpodunbHoM NnpoTenHase 3 (PR3) BbigBNSAOTCA
y nauneHToB ¢ 9K B 15-40% cny4yaeB, Toraa Kak y nauu-
eHToB ¢ BK — B 0-10% [32]. CyliecTByOT nccnegoBaHus,
yKasblBalline Ha To, 4TO AuMarHoctuyeckui Tutp pANCA
Yalle onpegenseTcs B cay4anx Tsenoro tedeHuns 9K [13,
19]. Ho HecMOTpS Ha 3TO, BOMPOC O TOM, CBSI3aHbl I YPOB-
HM PANCA y nauneHToB ¢ AK c TsecTbio 3ab6oneBaHus,
ocTaeTcsa cnopHbIM [19].

AHTUTENA K IMUKOMPOTEUHY 2 aLlMHaPHbIX K/1ETOK
noaXxenyao4yHow xenesbl (anti-pancreatic
antibodies; PAB)

[NaBHbIM @HTUIEHOM AaHHbIX aHTUTEN ABNAETCH MMKO-
npoteunH 2 (GP2). GP2 npeacTtaBfieH Ha meM6paHe MUKPO-
CKnaa4yaTtbiXx KNeTok (M-KNeTok) nenepoBbix 6aswek. GP2
pacno3HaeTr U B3aumogencTByetr ¢ dumbpuamu (fimH)
6aKTepun n obecneymBaeT Ux GaroumTos, Takum o6pas3om,
M-KNEeTKM UrpatoT BaxKHYI pPofib B MyKO3aibHOM MMMYH-
HoMm oTBeTe [33]. boratble GP2 M-Knetku B 60/bLIOM
KONM4yeCcTBE PacrnonoXeHbl B TOHKON KULIKE, B TONCTON e
KUWKEe WX 3Ha4YUTeNbHO MEHbLIEe, YTO MOXET O6bACHATb
6onee BbICOKYlO aKcnpeccuto GP2 B cbiBOpPOTKEe y aeTen



Ta6nuua 1. Knaccudukaumsa 6uomapKkepoB BoCcnanuTeNbHbIX 3a60n1eBaHU KULEeYHUKa (aaanTupoBaHo ua [21-30])

Table 1. Classification of inflammatory bowel diseases’ biomarkers (adapted from [21-30])

BK, % K, % 3popoBble, %
pANCA <25 75 3
GAB 1,9 12,2 1,9
Anti-GM-CSF H/n H/A H/n
AyToaHTUTENaA GP2 34 20,4 0
PAB
Anti-MZGP2 H/n H/n H/n
Anti-SNRPB H/n H/n H/n
Anti-MAA H/n H/n H/n
Anti-avp6-1gG 21,1* 76,3* H/n
ASCA 40-80 0 <1
ACCA 29,1 29,9 16
ALCA 18 9,5 11
AHTUINIMKAHOBLIE aHTUTENa
AMCA 37,4 32 30
Anti-L 9,4 75 7
AHTUTENA K MUKPOBHbIM Anti-C 117 107 8
aHTUreHam
Anti-OmpC 18-24 11 5
Anti-12 56 <42 <15
Anti-cBirl 52 6-36* 8*
AHTUTena K C. elegans H/o H/o H/a
Anti-MAP 44%* o* 0*
Anti-cocktail MAP 57* o* 6*
AHTUTENA K Nnentuaam
Anti-TCP 61,7* 7,3% 2,8%

MpumeyaHme. BK — 6one3Hb KpoHa; AK — A3BeHHbIN KONKUT. H/A — HeT aHHbIX. <*>—y B3pOoCnbIX;y AeTen He ndyvanocb. pPANCA (perinuclear
anti-neutrophil cytoplasmic antibodies) — nepuHykneapHble aHTUHENTPOOdUbHbIE LMTONNa3dMatuyeckne aHtutena; GAB (goblet-cells
antibodies) — aHTMTeNa K 60KanoBuAHbIM KneTkaMm; Anti-GM-CSF (antibodies against granulocyte-macrophage-colony stimulating factor) —
aHTUTeNa K rpaHynounTapHo-mMmakpodbaranbHOMY KOloHMecTuMynupylolwemy daktopy; PAB (anti-pancreatic antibodies) — aHtutena K rnu-
KONPOTEUHY 2 auMHapHbIX KNETOK NoAXKenyaoyHom xenesbl; GP2 (glycoprotein 2) — rankonpotenH 2; Anti-MZGP2 (GP2 main zymogen’s
antibodies) — aHTUTena K OCHOBHOMY rMMKonpoTenHy 3umoreHa GP2; Anti-SNRPB (antibodies against human small nuclear ribonucleoprotein
polypeptides B and B1) — aHTuTena K 6enkam B n B1, accoumMmpoBaHHbIM C ManibiMW fiiepHbIMKU pUBGOHYKNeonpoTenHamu; Anti-MAA
(antibodies against malondialdehyde-acetaldehyde adducts) — aHTUTena K ManoHOBOMY Avanbiernay-aletanbaerngy; Anti-avpe-1gG (avpe-
IgG antibodies) — aHTUTena K uHTerpuHy avpe; ASCA (anti-Saccharomyces cerevisiae antibodies, ASCA) — aHTWTena K Saccharomyces
cerevisiae; ACCA (anti-chitobioside carbohydrate antibodies) — aHTuxuto6uo3naHble aHTuTena; ALCA (anti-laminaribioside carbohydrate
antibodies) — aHTMnamuHapuburosnaHsie aHtuTena; AMCA (anti-mannobioside carbohydrate antibodies) — aHTUMaHHOGMO3UMAHbIE AHTUTE-
na; Anti-L (anti-laminarin carbohydrate antibodies) — aHTunamuHapuHoBble aHTuTena; Anti-C (anti-chitin carbohydrate antibodies) — aHTu-
XMTUHOBbIE aHTUTeNa; Anti-OmpC (antibodies against outer membrane porin C of E. coli) — aHTuTena k nopuHy C mem6paHbl Escherichia coli;
Anti-12 — aHTUTENa K KOMNoHeHTam Pseudomonas fluorescens; Anti-cBirl — aHTuTena K 6aktepuanbHomy dnarennunty Clostridium cBirl;
aHTUTena K C. elegans — aHTuTena K Caenorhabditis elegans; Anti-MAP (Mycobacterium avium subspecies paratuberculosis antibodies) —
aHTUTEena K Mycobacterium avium subspecies paratuberculosis; Anti-cocktail MAP (multiple antigenic peptides cocktail antibodies) — aHTu-
Tena K COBOKYMHOCTM MHOXECTBEHHbIX aHTUreHHbIX nentuaos; Anti-TCP (anti-TCP antibodies) — aHTuTena Kk nentuay TCP.

Note. CD (BK) — Crohn’s disease; UC (1K) — ulcerative colitis. NA (H/a) — not available. <*>— in adults; has not been studied in children.
pANCA — perinuclear anti-neutrophil cytoplasmic antibodies; GAB — goblet-cells antibodies; Anti-GM-CSF — antibodies against
granulocyte-macrophage-colony stimulating factor; PAB (anti-pancreatic antibodies) — antibodies against glycoprotein 2 from pancreas
acinar cells; GP2 — glycoprotein 2; Anti-MZGP2 — GP2 main zymogen'’s antibodies; Anti-SNRPB — antibodies against human small nuclear
ribonucleoprotein polypeptide B and B1; Anti-MAA — antibodies against malondialdehyde-acetaldehyde adducts; Anti-av6-1gG — avp6-
1gG antibodies; ASCA — anti-Saccharomycescerevisiae antibodies; ACCA — anti-chitobioside carbohydrate antibodies; ALCA — anti-
laminaribioside carbohydrate antibodies; AMCA — anti-mannobioside carbohydrate antibodies; Anti-L — anti-laminarin carbohydrate
antibodies; Anti-C — anti-chitin carbohydrate antibodies; Anti-OmpC — antibodies against outermembrane porin Cof E. coli; Anti-I12 —
antibodies against Pseudomonas fluorescens components; Anti-cBirl — antibodies against bacterial flagellin of Clostridiumc Birl; aHTutena
K C. elegans — antibodies against Caenorhabditis elegans; Anti-MAP — Mycobacterium avium subspecies paratuberculosis antibodies;
Anti-cocktailMAP — multiple antigenic peptides cocktail antibodies; Anti-TCP — anti-TCP antibodies.
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¢ BK (aHTn-GP2-1gG — 97,9%) no cpaBHEeHUIO ¢ NauueHTa-
mu ¢ 9K [31, 34]. Pag aBTOpOB BbIAENAOT AOMNOJAHUTENBHO
aHTMTEeNa K OCHOBHOMY [IMKONPOTEUHY 3uMoreHa GP2
(MZGP2) [31]. Anti-MZGP2 6binv nonoxutenbHbiMn y 31%
nauneHToB ¢ BK u TonbKo y 4% nauyueHtoB ¢ AK [21].
Take 6bl10 06HapPYKEHO, YTO BbICOKWE YPOBHM anti-GP2
accouMnpoBaHbl C paHHMM HavyaoM 3aboneBaHus, ToTalb-
HbIM MOPa)eHWeM KuWeYHWKa, MNOoAB3AO0WHO-TONCTOKMU-
WeYyHoM noKanudauuen, 60nblen MPOoAOIKUTENbHOCTbIO
3a60n1€eBaHusA, NepuaHanbHblM NOpPa*KeHWeM, YMEPEHHOM
WY TSXKENON IHAOCKOMMYECKON aKTUBHOCTBIO M HaNUYneM
BHEKMULEYHbIX NposiBneHnn bK (nepBUYHbIM CKNepo3npyto-
WM XONaHMUT U MAMONATUYECKUI XPOHMYECKMUIA NaHKpea-
™T) [22, 31, 35].

AHTUTENa K rpaHynouuTapHo-mMaKkpodaraabHoOmMy
KonoHuecTumynupyouwemy ¢pakrtopy (antibodies
against granulocyte-macrophage-colony
stimulating factor; anti-GM-CSF)

GM-CSF vrpaet BaHylo pofib B noaaepaHunm GyHKUK-
OHa/IbHOMN aKTUBHOCTU MYKO3a/lbHOr0 UMMYHUTETA KMLIEY-
HWKa, OTCYTCTBUE UMM CHUXKEHME AAHHOIO LUMTOKMHA MOXET
UMEeTb OTHoweHWe K pa3sutuio BK [36]. CnegoBaTenbHO,
npoaykuuss aHtuten K GM-CSF aBnseTca XapaKTepHbIM
ceponormyeckum npuaHakom bK [36, 37].

AHTUTENA K 6G0KaNOBUAHBbIM K/IeTKam

(goblet-cells antibodies; GAB)

KonnyectBo 60KaNnOBUAHbLIX KNETOK yBennyMBaeTcs
OT TOHKOM K TONICTOM KWLWKe, COOTBETCTBEHHO, GAB fABN4-
loTcs cneuududecknm Mapkepom AK. GAB npoayumpy-
€T MYLUWH, KOTOPbIM BbINOMIHAET HECKONIbKO YHKLMWNI:
YBNAXHAET CAU3UCTYI0 060/I04KY KMULWEYHUKa, obneryas
npoaBUXKeHME Xumyca, obecneymBaeT Hecneunduye-
CKYIO 3allMTy OT NaToreHoB M Ccnoco6CTBYET NoAAepKa-
HUIO HOpMasbHOW GaKTepuanbHoOW GNOPbI KUWEYHUKaA.
K coxaneHuto, 3Tn aHTUTENA ABAAIOTCA MANOU3YHEHHbIMU
M OOCTOBEPHO WX CBSA3b C KAMHUYECKMM TedeHunem AK
He ycTaHOB/EHa.

M. Kovacs 1 coaBT. ycTaHoBWAK, 4TOo PAB 1 GAB sBnsi-
totca cneunduyHbimm ana B3K, HO MMeloT orpaHu4eH-
HYI0 4YYBCTBUTE/NbHOCTb; TaKXe He Oblna AoKa3aHa WX
CBA3b C KJIMHUYECKUM deHoTunom 3aboneBaHus [23].
Kom6urHaLns aTUX aHTUTEN C 06bIYHBIMU CEPOSIOTMYECKNMMU
MapKepaMmu MOBbIWAET UX YyBCTBUTENbHOCTb; TaK, PANCA
n GAB BmMecTe MMenu 4yBCTBUTENbHOCTb NpumMepHo 80%
nna 9Ky neten [23].

Kom6uHauma GAB ¢ ASCA/pANCA noBblliana 4YyBCTBU-
TEeNbHOCTb 3TUX CEpPOsiorMyecknx Mmapkepos npu bK (87,4%)
n 9K (79,6%); cneundunyHoctb coctaBuna 89,3 u 93,2%
cooTBeTcTBEHHO [23]. CnefgoBaTenbHO, AMarHocTUyecKas
ueHHocTb GAB npu B3K y getei orpaH1yeHHa.

AHTUTEna K 6enkam B u B1, accoyumpoBaHHbIM

C ManbiMK IAEPHBIMU PUGOHYKI€ONPOTEUHAMM

(antibodies against human small nuclear

ribonucleoprotein polypeptides B and B1;

anti-SNRPB)

SNRPB aBnsetcs rnaBHbIM KOMMOHEHTOM MasibIX 4EePHbIX
PUBGOHYKIEONPOTEMHOB M UrPaeT BaKHYIO POJib B CMIANCUH-
re npe-MPHK. Anti-SNRPB-IgG 13Ha4anbHO 6bin OnNUcaHbl
y NaUMEHTOB C CUCTEMHOM KpacHOW BOIMAHKOM (TaK Ha3bliBa-
eMbl aHTureH Cmuta — Sm). Y naumneHToB ¢ BK Habnogaetcs
nosbiweHune TMTpoB Anti-SNRPB-IgA. HYyBcTBMUTENBHOCTb anti-
SNRPB coctasnset 24,0%, cneundunyHocTb — 95%. OgHaKo
He Habnoaanocb 3Ha4YMmon cesa3un mexay anti-SNRPB 1 knu-
HUYyeckummn deHoTnunamu bK [22].

AHTUTENa K MaJloOHOBOMY AUanbAeruay-

auetanbaerunpy (antibodies against

malondialdehyde-acetaldehyde adducts; anti-MAA)

ManoHoBbIV Ananbaerng SBAseTcs NPOAYKTOM nepe-
KMCHOIO OKMUCNEHUS NUNMAOB, OH MNpeacTaBnsieT co6oMm
NPUPOAHBLIA MMMYHHbIN aAbloBaHT, y4acTBYOLWWN B pas-
BUTUKM ayToBOcnaseHus. ManoHOBbIN Ananbaerni MoxeT
Bbl3biBaTb MpPoOBOCNaNUTENbHbIE U MpodUBpOTUHECKHNE
peaKunu; uccnegoBaHmns Ha XMBOTHbIX MOKa3anu, 4to MAA
cnoco6eH reHepupoBaTb MPOAYKUWIO aHTUTEN W OTBET
T-KNeTok Ha 6enoK-HocuTenb, obecneymBass MexaHU3M,
NPUBOASALWMMA K CPbIBY MMMYHOJIOTMYECKOM TONEPaHTHOCTH
K COGCTBEHHbIM 6G€/IKaM, 4TO MOMET NPMBECTU K ayTOUM-
MYHHbIM peakuuam [38]. Paa wuccnenoBaHuin NOATBEPHK-
[JaloT NOBbIWEHHbIn ypoBeHb MAA y nauneHToB ¢ B3K —
KaKy aetewn, Tak ny B3pocnbix [38]. Anti-MAA-I1gG aBnstoTcs
BblcOKOcneundundHbiMn ang AK, 4To MOXKEeT NMomMo4Yb Ham
anddeperumpoBatb AK 1 BK (B Tom uncne n bBK Toncton
KULKH) [38].

AHTUTENa K UHTErpuHy av36

(avB6-I1gG antibodies; anti-avp6-I1gG)

MHTEerpmHbl npeactaBnaloT cob6oM peuenTopbl Kie-
TOYHOM MOBEPXHOCTW, COCTOSALME M3 O- U [B-CyGbeaunHuL.
MHTEerpmHbl y4acTBYylOT B K/JETOYHOM Mepegaye CWUrHasnos,
nponudepaLnn, KIeToOYHON aaresvv u Murpaumu, MoryT
uUrpatb KA4eBYlO ponib B natoreHesde AK, v cywecTtByloT
[laHHble, CBUAETENbCTBYOWME O MONOKUTENbHOM 3ddeKTe
6G/IOKMPOBAHUS MHTErPUHA, NPeAoTBpaLLaloLLEero onocpeno-
BaHHYO MHTErPUHOM MUrpauuio TMMOOLMTOB B CIU3UCTYIO
060/104KYy KulleYyHnKa [18, 24]. UHTerpuH avP6 orpaHuyeH
ANUTENMaNbHbIMU KIETKAaMW U UrpaeT posb B NoALEPKaHUK
PYHKUMIM anuTennanbHoro 6apbepa. Kpome 10ro, MHTErpuH
avPB6 MOXKeT aKTMBMpoBaTb TpaHchOopMUpyloLWMi daKkTop
pocTa PB1, 4To6bl MOAYIMPOBATb BPOMK/AEHHbIA MMMYHHbIN
OTBET B XENyAo4HO-KMLeYHOoM TpakTe [35]. Anti-av[36 npe-
MMYyLLECTBEHHO Habnoaanucb y nauueHTtoB ¢ AK (76,3%)
[35, 39].

AHTUIMIMKaHOBbIE aHTUTeNa

CeposiorM4YeCKMMMU  CbIBOPOTOYHLIMU  MapKepamy,
HanpaBNEeHHbIMW NPOTUB MUKPOGHbIX aHTUIEHOB, SBNAIOTCSH
aHTUINIMKaHOBbIE aHTUTeNa. Hanbonee M3yYeHHbIe U3 HMUX,
HecoMHeHHO, ASCA ¥ HegaBHO OMMCAHHble aHTUMaHHO-
6unosungHble (anti-mannobioside carbohydrate antibody;
AMCA), aHTunammHapubuosungHboie (anti-laminaribioside
carbohydrate antibody; ALCA), aHTuxuTOOGMO3MAHbIE (anti-
chitobioside carbohydrate antibody; ACCA), aHTUXWUTUHO-
Bble (anti-chitin carbohydrate antibodies; anti-C) n aHTu-
NlaMuHapuHoBble (anti-laminarin carbohydrate antibodies;
anti-L). [MuKaHbl g9BAsOTCA npeobnajalowmMmMm onuroca-
Xapuamu KNeTOYHOM CTEHKM GaKTepui, rpuboB M OPOXK-
*en. MpucyTcTBUE aHTUINIMKAHOBbLIX aHTUTEN — peaynabrar
B3aUMOLENCTBUSA MeEXKAY WMMMYHHOW CUCTEMOM MauueHTa
N TNUKO3WUIMPOBAHHBIMU KOMMOHEHTAMM KNIETOYHON CTEHKM
natoreHos [25].

Moyt Tpm yeTBepTM naumeHToB ¢ BK memoHcTpu-
pYylOT CEpPONO3MTUBHOCTb MO KpauWHEW mMepe Ha OoAHO
M3 LWECTU BbIEYNOMSAHYTbIX aHTUMIMKAHOBbLIX aHTUTEN
(He cuntaa ASCA). AHTUINIMKaAHOBbIE aHTUTENa MOryT
6blTb 0CO6EHHO BaxHbl Ana ASCA-HeraTtMBHbIX MaLMUeH-
T0B ¢ BK — 40,9% ASCA-HeraTMBHbIX NnegMaTpUYECKuUX
naumveHToB ¢ BK 6bilM MONOKUTENBHLIMW MO KPaWHEN
Mepe No OAHOMY APYroMy aHTUIIMKaHOBOMY MapKepy.
Takum o6pas3om, npeanonaraercs, 4TO 3TU HOBbIE aHTHU-
Tena MOryT AOMOSIHUTENbHO YNy4YlWUTb CEPONOrMYECKYIO
anarHocTtuky bK [26].



AHTUTEeNna K Saccharomyces cerevisiae (anti-

Saccharomyces cerevisiae antibodies; ASCA)

ASCA npegctaBnsitoT co60M aHTUTENa K MaHHaHOBOMY
6enKky S. cerevisiae n ABASIOTCA BblCOKOCNELNMOUYHBIM
CbIBOPOTOYHbIM MapkepoMm BK [20, 40]. BbicOkne TUTpbI
ASCA accoumnpoBaHbl C PUCKOM paHHero Ha4vana 3ab6o-
leBaHus, CTEHO3UpYyloWen u neHetpupyolen dopmamu
3a601eBaHNs U MOBLIWEHHBIM PUCKOM XMUPYPru4yecKoro
BmewaTtenbcTBa [17, 41]. HecmoTpsa Ha TO, YTO AAHHbIN
MapKep sBnseTcs 60/iee HaJeXHbIM NPeaAnKTOpoOM Hebna-
rONPUATHOrO Te4eHus 3aboneBaHuns, 4eM pANCA, OH TaKxe
MMeeT CBOM HepgocTaTKu. Bo-nepBbix, akcnpeccus ASCA
OTHOCUTENIbHO HW3Ka Yy MauMeHTOB C M3onnpoBaHHoM BK
TOoNcTOM KuwKK [41]. Bo-BTOpbIX, aKcnpeccusa ASCA pa3s-
Nn4aeTca B pasHblXx 3THUMYECKUX nonynauuax [42, 43].
B-Tpetbux, 25 n 30% naumMeHTOB MEHSIOT CBOW CEpPOIo-
rndyeckun ctatyc ASCA-IgA n ASCA-1gG cOOTBETCTBEHHO
B XOA4e Te4yeHus 3aboneBaHWa M B xoae Tepanuu [44].
OueBngHo, 410 PANCA n ASCA B COBOKyMHOCTM 6Gonee
nosiesHbl B auddepeHumnanbHon aunarHoctnke B3K, yem
KaXAblh U3 HWX B OTAENbHOCTWU, HO HWU3Kas YyBCTBUTENb-
HOCTb 3TUX MapKEpPOB OrpaHWYMBaAET MX KIMHWUYECKYIO
LLleHHOCTb. YcTaHoBNeHO, 4To getu ¢ bK, nmewowmne gua-
rHocTnyeckne TuTpbl ASCA, HyxaatoTca B 6onee paHHEM
XMPYPruyecKoM BMelaTeNbCTBE MO MOBOAY OC/OXHEHMM
3aboneBaHus [45].

AHTUTENa K 6aKTepuanbHomMy dnareimHy

Clostridium cBirl (anti-cBirl)

CBirl gaBnsetcss nepBbiM 6aKTepuanbHbIM aHTUIEHOM,
[OCTOBEPHO MHAYUMPYIOWMM BOCMNaneHue CIM3ncTton 060-
JIOYKM KulleyHuKa [18]. CBirl-cneundpuyHasa nuHmua CD4A*
T-KNeToK, nepecaxeHHas Mbllam € TAKeNblIM KOMGUHUPO-
BaHHbIM MMMYyHOAEDULIMTOM, MHAYLMPOBANa KOMUT y BCEX
Mbllen-peunnmneHToB [18]. MNpu U3MEPEHUN YPOBHA aHTU-
Ten npotuB CBirl B CbIBOPOTKAx 3TUX XUBOTHbIX Obl0
06GHapyXeHO, YTO NOBbIWEHHbIN TUTP aHTUbNarennnHa IgG
NOJSIOXKUTENIbHO KOPPENUPYET C YXYALIEHUMEM FUCTONOrMYe-
CKOM KapTuHbl B3K. Bniocneacteum 6biiv NpOTECTUPOBAHbI
CbIBOPOTKM nauuneHToB ¢ B3K Ha peaKTMBHOCTb MNPOTUB
CBirl — 6bln o6Hapy»keH 60J/iee BbICOKMM YPOBEHb aHTH-
CBirl y naumneHToB ¢ BK (y 50% npoTecTMpoBaHHbIX), Yem
y naymeHToB ¢ AK (6%). UMMyHHbIn oTBeT Ha CBirl Habnto-
nancs y naunenToB ¢ bK, Ho He ¢ AK; Ha ocHOBaHWKU 3TOroO
MOXHO NPEeAnoNOXWUTb, YTO aHTUdNarenIMHOBbIE OTBETHI
MOryT nomoyb B aAnddepeHumanbHon anarHocTuke B3K.
[o 66% neten c BK nmetot aHtutena K CBirl [46].

AHTUTEeNna K nopuHy C mem6paHbl Escherichia

coli (antibodies against outer membrane porin C

of E. coli; anti-OmpC)

Anti-OmpC npeactaBnger cobon aHTUTENO K OenKky
Hapy>XHoM mem6paHbl Escherichia coli. B nccnegoBaHumax
y geten anti-OmpC B KavyecTBe OTAENbHO B3STOr0 NoKasa-
Tens UMeN HU3KYI YyBCTBUTENbHOCTb Kak ans bK (24%), Tak
n ana AK (11%), a ypoBeHb JIOXKHOMOIOKUTENbHbIX Pe3Y/b-
TatoB coctaBnsin 5%. Tem He meHee, anti-OmpC BbIABUN
HEKOTOpOEe KoNn4yecTBo nauuneHToB ¢ B3K, koTopblie He 6binn
06HapyXeHbl APYrMMU CEPONOrMYECKUMU TecTamu [21].

AHTUTENna K KomnoHeHtam Pseudomonas

fluorescens (anti-12)

AHTUreHom ans anti-12 aBnaetcsa Mmkpo6bHas nocnenosa-
TenbHOCTb |2 Pseudomonas fluorescens. MMKpPOOpPraHn3ambil,
3Kcnpeccupyloume 12, nokannsoBaHbl B MOPaXeHHbIX y4acT-
Kax CM3ncTon 060M104KM y naumneHToB ¢ bK, a 6enok, Koau-
pyembin |2, aBnseTcs COOTBETCTBEHHO MULLEHbIO And anti-12

[27]. Y neten ¢ AK ypoBH#M anti-12 cyliecTBEHHO He OTAUYa-
NUCb OT TAKOBbIX y AeTen 6e3 BocnaneHus KulievyHuKa [16,
271.

AHTUTEna K Mycobacterium avium subspecies
paratuberculosis (Mycobacterium avium subspecies
paratuberculosis antibody; anti-MAP)
Mycobacterium avium subspecies paratuberculosis
(MAP) siBnsieTca BO36yauTenem 6GonesHu MoHe y Kopos,
NpPW KOTOPOW B TEPMUHANbHOM OTAENE NOAB3AO0LWHON KMLWIKK
M TONCTOM KUWKe 06pa3yloTcs HEKA3EO3Hble rpaHylembl.
MAP ©6bin BblAeNeH W KyNnbTUBUPOBAH W3 TKaHEW Kuliey-
HWKa y nauuneHToB ¢ BK; Takxe Tutp aHtTuTen kK MAP-
cneunduyecknm 6enkam (p35 1 p36) Gbin NOBbLILLIEH Y NALK-
eHToB ¢ BK [27]. OnHako MAP 6bin Bbli€NEH U Y 3[J0POBbIX
N0AEeN, NO3TOMY Ha AaHHbIM MOMEHT POSib 3TOr0 MUKpPOOpPra-
HM3Ma B aTMonatoreHese bK gocToBepHO He ycTaHOoBEHa.

AHTUTena K Caenorhabditis elegans

C. elegans — 370 HemMaTofa, LWMPOKO pacnpoCcTpaHeH-
Hasi B MOYBE; aHTUIEHbl 3TOr0 YepBS MOryT 6bITb CAy4YalHO
npornoyeHbl YenoseKoMm. Kak S. cerevisiae, Tak u C. elegans
MOFYT MNPOHMKaTb B CAW3UCTYIO O0BO0JIOYKY KMLEYHUKa
Yyepes NOBPEKAEHHbIN KUWeYHbIN 6apbep U nogBepraTbes
daroumtosy. Kak cneacteve, B-KneTku, cTaBluMe nnas-
MaTUYECKMMU KeTKamMu, CEKPETUPYIOT aHTuTena npoTuB
S. cerevisiae n C. elegans. COOTBETCTBEHHO MOBbIWEHHbIE
TUTPbl aHTUTEN NpoTuB C. elegans 06HapyKMBaKOTCS B CbIBO-
pOTKe KpoBM nauneHToB ¢ BK nan 9K [27].

AHTUTENna K nentuaam

AHTUTENa K nentuaam ABASIOTCH HaMMeHee U3YYEHHbI-
Mn 6nomapkepamn B3K. OnucaHbl 4 pasnuyHbix nentuaa
(TaK Ha3blBaeMbli KOKTEN/Ib MHOXECTBEHHbIX aHTUIEHHbIX
nentngos — multiple antigenic peptides cocktail; cocktail
MAP), KoTopble pearMpoBasjiv C CbIBOPOTKOM KPOBW Mauu-
eHToB ¢ BK B 44% cny4yaeB [27]. K. Mitsuyama 1 coaBT.
onucanu nentug TCP (paHee He onucaHHylo nocnegoBateb-
HOCTb @MMHOKMCNOT), KOTOPbIM cneundrnyeckn cBa3biBancs
C BbICOKMM MPOLEHTOM 06pa3LI0B CbIBOPOTKMU KPOBM Nauu-
eHToB ¢ BK (61,7%) [27]. OaHaKo cneundrnyecKkuin aHTUreH
ONS BCEX 3TUX aHTUTEN Ha JaHHbIi MOMEHT He MAEeHTUDMU-
LMpOBaH.

KnuHuyeckas ponb ceposiornyecKkux

mapkepoB npu B3Ky peten

BrnepBble ponb MMMYHHOro oTBeTa B natoreHesde B3K
W ero cBa3b ¢ deHoTMnamu 3aboneBaHns ObliM ONMUCaHbI
E.A. Vasiliauskas v coaBT. B 1996 1. [Nogo6Hoe uccnenosa-
HWe B neguaTpuyecKom KoropTte 6bi10 BNepBble NPoBeaeHO
M.C. Dubinsky v coaBT. B 2006 T.

B 2008 r. M.C. Dubinsky 1 coaBT. 6bI10 NpPOBEAEHO
nccnepgoBaHve B 601bWOM KOropte neanaTpuyecKkux naum-
eHToB ¢ BK (n = 795), B X01e KOTOPOro OLEEHUBANUCH Kaye-
CTBEHHbIE U KonnyecTBeHHble 3HavyeHns ASCA, anti-OmpC,
anti-CBirl n ANCA 1 nx B3aMmMocBs3b C TedeHuem 3abone-
BaHuA [16].

CBfA3b C IOKaNM3aLuMen NaToIorM4ecKoro npowecca

MccnepoBaHmsa yKasblBaloT Ha CBA3b IOKaAM3auumn npo-
Liecca B TOHKOM KULLKE C AMarHoCTUYeCKUMM TuTpammn ASCA
(oTHoweHKe waHcos (OLU) [95% noBepuTENbHbLIM MHTEPBAN
(aAml: 2,3 [1,6-3,2]; p < 0,0001) # anti-CBirl (Ol 1,5 [95%
N 1-1,2]; p = 0,03); nopakeHne TONCTON KULLIKK OXuAaa-
emMo accoummpoBaHo ¢ pANCA (Ol 2,8 [95% AU 1,4-5,4];
p < 0,004) [12, 13, 27]. ASCA-nonoxutenbHble NaLUMUeHThI,
B oTn4mne ot ASCA-oTpuLaTtenbHblX, ¢ 60/blied BEPOATHO-

PEDIATRIC PHARMACOLOGY. 2023;20(4)

NEAUWATPUYECKAA ®PAPMAKONIOIUSA / 2023 / TOM 20 / N2 4



REVIEW

OB30P JINTEPATYPbI

CTbl0 MMenun 3aboneBaHne NOAB3AOLIHON KULWIKKM UK noa-
B3AOLWHON KULIKKM M NPaBOro otaena TOACTON KULWKK (58%
npoTtme 18%, p < 0,001) [17, 31].

MoaB3aoLHas noKanmsauma 3aboneBaHus Yallle BCTpe-
Yyanacb y neguatpmyeckmx naunmeHToB ¢ bBK ¢ BbICOKMM ypoB-
HeM aHTUTen K GM-CSF (> 1,6 mkr/mn) [47].

CBfI3b C OC/IO}KHEHHbIM Te4eHHueM 3a60neBaHuUA

Hanvyne pguarHocTtuyeckmx TuTpoB  anti-OmpC
(p =0,0006) u anti-12 (p = 0,0034) gocToBEpPHO CBA3AHO
C OCNOXHeHHbIMK dopmamun BK, TakMMM KaK CTeHO3upy-
olwan 1 neHetpupyouas popmsol [16, 48] (Tabn. 2). CBA3b
C OC/NIOXHEHHbIMKU (GEeHOTUNaMU UMeeT He TONbKO Kaye-
CTBEHHOE O6GHapy)eHWe AaHHbIX aHTUTEN, HO W KoJuye-
CTBEHHblE 3HA4YeHWsa TUTPOB [16].

Bbicokne ypoBHM ASCA cBsi3aHbl ¢ 60/1ee paHHUM aebto-
ToMm BK #n 60onee 4acTbiM BO3HMKHOBEHMEM KaK CTEHO3MU-
pylolLlen, Tak u neHeTpupyiollern dopm 3aboneBaHus [16].
Cpeaun apyrux aHTUrnMKkaHoBbix aHTuTen ALCA u anti-L ume-
JIM CaMYI0 CUJIbHYIO CBA3b C OC/IOXKHEHUAMM [35].

Mpu nccnegoBaHMK KyMYNATUBHOIO BAWSAHUSA aHTUTEN
Ha Te4yeHne 3a6oseBaHUs 6blN0 YCTaHOBNEHO, YTO MO Mepe
YBENNYEHUS CYMMbl @aHTUTEN MOBLILAETCA YacToTa OCNOXK-
HeHHbIXx dopm [16, 48] (puc. 1). Y naumMeHToB, UMEIOLIMNX
aHTUTena 6onee 4eM K OAHOMY M3 Tpex aHTUreHoB, vallie
pas3BuBanacb CTEHO3UpytoLWas n/mnun neHetTpupytowas dop-

Mbl 3a60/1eBaHuKs, YeM Y NALMEHTOB C aHTUTENAMK TONbKO
K OAHOMY @HTUrEHY USIK UX OTCYTCTBUEM.

Hanuune aHtuten k GM-CSF y neten ¢ BK accouunnpoBa-
HO C 60/bLIEN BEPOATHOCTBIO PA3BUTUSA CTPUKTYP KULIEYHM-
Ka, TPEeOYIOLWNX XMPYPruyeckoro BMelwaTenscTea [49].

Ceponornyeckue MmapKepbl Kak NpeanKTopbl

HeGnaronpuATHOro Te4eHUsn saboneBaHus

Hanunune puarHoctnyeckux tmutpoB ASCA (ASCA-IgA),
anti-cBirl, anti-OmpC u anti-GM-CSF paccmaTpuBaetcs
KaK npeauKkTop nporpeccupoBanna bK o neHeTpupyowmx
1 cTeHo3upyioLlmx dopm [28, 50]. B Lienom Hanuume aHTuTen
K > 1 aHTUreHy paccmatpuBaeTcsi Kak He6naronpusaTHbIN
NPOrHOCTUYECKUI NPU3HAK; YeM BblpaXKEHHEE MMMYHHbIN
OTBET WY BbllLE TUTPbI, TEM BO/bLIE PUCK OCIOXKHEHWUI [16].

B apyrom nccnegosaHuu 66110 YCTAaHOBAEHO, YTO TUTPbI
ASCA-IgA/IgG, anti-cBirl, aHTMTena K rpaHynouuTapHo-
MaKkpodaranbHOMY KonoHWecTumynupyowemy daxktopy
n anti-OmpC aBngOTCa NpeaukTopamMu nepuaHanbHoro
nopakeHus, B To BpeMs Kak ¢ Tutpamu pANCA Takon cBaAsun
BbISIBJIEHO He 6bls1o [28].

KAWMHUYECKM 3HAYMMOW CBSI3UM IKCMPECCUU aHTUIU-
KaHOBbIX @HTUTEN M BHEKMULWEYHbIX MPOSABMEHUN, OTBETa
Ha KOpPTUKOCTEpPOMAbl, CEMENHOro aHamHe3da B3K, ypoBHen
C-peaKTnBHOro 6e/Ka Man akTMBHOCTM 3aboneBaHns o6Ha-
py»eHo He 6bIno [26].

Ta6nuua 2. NpoueHTHOE cooTHOLWEeHWe deHoTMNoB 60ne3Hn KpoHa cpeamn cepono3UTUBHBIX U CEPOHEraTUBHbIX NaLUeHToB

(apanTupoBaHo M3 [48])

Table 2. Crohn’s disease phenotypes rate among seropositive and seronegative patients (adapted from [48])

ASCA, % Anti-CBirl, % Anti-12, % Anti-OmpC, %
P=0,46 P=0,36 P=0,003 P =0,0006
Anti- Anti- . . Anti- anti-
ASCA+ ASCA- CBirl+ CBirl- Anti-12+ Anti-12- ompC+ OmpC-—
HeocnoxHeHHas BK 65,9 73,9 68,1 12,8 54,4 76,6 51,1 76,5
MepraHanbHble NnopaxkeHus 12,9 10,8 12,8 10,8 14 10,9 12,8 11,4
fewerpupylowan/ 21,2 15,3 19,2 12,1 316 12,4 36,1 12,1
cTeHo3upytowasa bK
lMpumeyarHne. BK — 6onesHb KpoHa.
Note. CD (BK) — Crohn’s disease.
YacTtoTta pa3snuyHbix ¢popm BK, %
O (N =199)
=
o
S 1n=262
£
©
«©
=
g 2 (N =194)
o
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B CreHoaupyioulas dopma

O MeHetpupyowas popma

O HeocnoxHeHHble GopMbl 3a60eBaHUs

Puc. 1. HacToTa HEOCNOXHEHHbIX U OCNIOXHEHHbIX GOpM 60M1e3HM KpoHa npu pasnuyHbix cymmax aHtuten (P < 0,0001) [16]

Fig. 1. Incidence of uncomplicated and complicated forms of Crohn’s disease at different antibodies levels (P < 0,0001) [16]
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Puc. 2. HacTtoTa xMpypruyeckoro BMeLwaTenbCTBa y NauMeHToB € pasinyHon CyMMOK aHTuTen [16]
Fig. 2. Rates of surgeries in patients with different antibodies levels [16]

B eauHWYHbIX MccneaoBaHMaxX Yy aeTer 6bi10 yCTaHOB-
neHo, 4to PAB n GAB He 6blnn cBsA3aHbl C KAMHWUYECKON
KapTUHOW, MeAMKaMeHTO3HON Tepannen nin Heobxoanmo-
CTblO XMpypruyeckoro sMmelwarensctea npu bK nnm 9K [23].
[oaToMy 3Tn aHTUTENA MMEIOT ANArHOCTUYECKYIO LIEHHOCTb
WUCKJIIOYMTENBbHO B COBOKYMHOCTM C APYrMMU Ceponoruye-
CKMMW MapKepamu [26].

B uccnenoBaHUMM NPOrHOCTUYECKOW LIEHHOCTWU aHTUTEeN
npu B3K y B3pocnbix 6bI0 YCTAHOBMIEHO, YTO BbiiBAEHWE
cneumMduUYecknx ceponormyeckmx mapkepos B3K 3Hauwu-
TeNbHO MPEBbIWANO NOKa3aTenn UX pPacnpoCTpPaHEHHOCTH,
4YTO FOBOPWUT O TOM, YTO 3TU MapKepbl YXe CYLIeCTBYIOT
B CbIBOPOTKE KPOBW O6O/bHbIX [0 MOCTAHOBKM [MarHosa
M MOryT 6blTb MCMONb30BaHbl B KayecTBe o06cnefoBaHus
«M0A03pUTENBHbIX» NauneHToB [20, 29]. CnegoBartenbHO,
yacTtoTa BbiiBneHns B3K MoxeT OblTb NoBbileHa 3a cyeT
paclnpeHunss NnoKasaHui ANns Cceponornyeckoro ob6eneno-
BaHWA. AHaNOrM4yHbiX UCCNegoBaHWM B NeauMaTpuyecKux
KoropTax, K CoXafleHuto, He NPOBOAMNOCH.

[paHuLa Mexay ceponortyeckuMmM MapKkepaMm Kak npe-
OWKTOpaMK He6NaronpuaTHOrO TeYEHUS M KaK MapKepamu
OCJIOXHEHHbIX GOPM YCNOBHA, Tak Kak peHoTnn B3K — noHsa-
THe HENOCTOSHHOE, KOTOPOE MOXKET MEHATLCS B Xoae 3abone-
BaHKWA. B nepBomM cny4yae Mbl rOBOPUM O NaLMeHTax, KoTopble
Ha MOMEHT MOCTAaHOBKM AMarHo3a M Ha MOMEHT Mccneno-
BaHWS MUMEIOT HEOCNOMKHEHHbIN PEHOTUMUYECKUIA BapuaHT;
BO BTOPOM )K€ C/lydae Mbl MMEEM B BMAY NALMEHTOB, KOTO-
pble Ha MOMEHT WCCNeAOBaHWUS YKe WMEIOT OC/IOKHEHMUS
UK U3HaYanbHO MMeIT HebnaronpuaTHbIM peHoTmn B3K.

CBfA3b C 4AaCTOTOM XUPYPru4eCcKoro BMellaTe/ibcTBa

YactoTa XMpypruyeckux BMellaTeNbCTB 3HAYUTENbHO
yBennymBanachb (p < 0,0001) no mepe Bo3pacTaHUs cyMmap-
HOro KosinyecTBa aHTuTen [16, 48] (puc. 2). Ecnv roBoputb
06 OTaeNbHbIX aHTUTeNax, TO CyLEeCcTBYIOT aHHble, yKa3blBa-
lolLMe Ha TO, YTo AnarHoctTuyeckui TuTp ASCA accounmnpoBaH
C HeobXoAMMOCTbIO XMpypruyeckoro BMmelwartenbctsa (OLU
[95% OM]: 2,31 [1,74-3,06], p < 0,0001; n = 1128) [21, 50].

NauneHtam ¢ ASCA-NoONOXUTENbHBLIM CTAaTyCOM TaKXXe
Yaule TpeboBanach nneolekanbHasa pe3eKkumus (36% npotuse
13%, p < 0,05) [9].

Cpeaun aHTUrMKaHoBbIX aHTUTen ALCA 6binu accouumu-
pOBaHbl C XMPYPruyecKnUm BMeELIaTeNbCTBOM, CBA3aHHbLIM
¢ bK [26].

SAKJ/TIOYEHHUE
Ha faHHbIM MOMEHT MMmeeTcs Masio Hay4HbIX pPabor,
13y4aloLux CBA3b CEPOJIOrMHYECKOro cTaTyca 1 TedeHns B3K

y neTei. PestomMupysi aHHble NPoaHann3MpoBaHHbIX Ucche-
[0BAHWI, MOXHO KOHCTATMPOBAaTb, YTO, KaK U BO B3POC/bIX
KoropTax, BbICOKas CTeNeHb UMMYHONOMMYECKON peaKTuB-
HOCTM y NeanaTpUYEcKUXx NaLmueHTOB COMpseHa ¢ arpec-
CUBHbIM 1 OC/IOXHEHHbIM TedeHnem B3K. Kaxkaoe 13 Bbllle-
OMUCaHHbIX @HTUTEN MO OTAENLHOCTA UMEET OrpaHUYEeHHbIN
noTeHLuMan, OfHAKO WCMofb30BaHMe KOMGWHALMUIA cepo-
NIOTMYECKUX MAPKEPOB MOMET 3HAYMTENbHO MOBbLICUTh WX
KJIMHWKO-AMArHOCTUYECKYIO LIEHHOCTb.

Mcnonb3oBaHue UMMYHOMOAYNATOPOB M/WAK GUONOTH-
YecKMx npenapaTtoB Ha paHHWX cTaauax B3K MoxeT 6biTb
onpaBAaHHO A8 MalueHTOB C 6ojiee BbICOKUM PUCKOM
6bICTPOro NporpeccupoBaHunsa 3a6onesaHus. Yrny6neHHoe
M3yYeHue ceposornyecknx mapkepos npu B3K cpena-
€T BO3MOMHbIM MCMONb30BaHWe WX B KayecTBe OAHO-
ro U3 KpUTEpUeB, onpeaensiolMx nporHo3 3a6onesaHns
M TaAKTUKY BeAeHMa MNalWeHTOB, CnefoBaTeslbHO, MOX-
HO GyAeT BbIABAATL TeX [eTei, KoTopble, CKopee BCero,
BbIUIPaOT OT PAHHEro MHTEHCUGbULMPOBAHHOMO feYeHUs
M M36eryT no6oYHbIX 3GGEKTOB OT Tepanuu rMOKOKOp-
TUKOWAAMU, OCNOXHEHW 3a60neBaHus, XMPYPruyecKoro
BMellaTeNbcTBa M nocfieonepaLmoHHbIX PUCKOB.
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ONPEAENEHUE FPD xapakTepuadyeTcs LWMPOKOW BapuabenbHOCTbIO
Mnodpocdartaszung (FPP) — nporpeccupyollee KIMHUYECKUX MNPOSIBIEHMMA WM MNPOrHO3a Ans nauueHta —
HacneacTBeHHOe MeTabonumyeckoe 3abosnieBaHue, OT NIErKOro TEYEHUS C HE3HAYUTENbHbIM NMOPaXKEHUEM KOCTel
BbI3BaHHOE AePULNTOM TKaHeHecneLMPprUYeCcKon LWwenoy- WU UCKIOYUTENIbHO 3y60YENtOCTHOM CUCTEMbI A0 TSAXENbIX
Ho docdaTasbl (THLLD) B pe3ynbtate myTaluu B reHe GOpM C BbipaxeHHbIMU gedopMaLMaMn CKeNeTa, NopaxeHu-
ALPL. BonesHb MOMET MNPOSBUTbCA BHYTPUYTPOOHO, €M HEPBHOW CUCTEMBbI, IETKKX, MOYEK, NPUBOASALLMX K UHBANU-

B AeTCTBE WM BO B3POC/OM BO3pacTte. PaHHUIM BO3pacT AM3aLunn U CMEPTH, B TOM YUC/IE BHYTPUYTPOOHOM [1].
neb6toTa 06bI4HO CBSA3aH ¢ 60/1ee TAKeNbiM, a NO3AHUN —

C Nerkum TeyeHneMm 3aboneBaHusl. CHUKEHUE aKTUBHO- 3TUOJIOFUSAA U NATOFEHE3

¢t THLL® B nepByto ovepeb NPosSBASeTCa HapyLleHUeM [PD pa3BuBaeTca B pe3dynbrate MyTauuu B reHe ALPL,
MWHEpanmM3aumn KOCTEM M pa3BUTUEM pPaXMTUYECKMUX Koaupytouwem ¢epmeHT THLLD. leH ALPL pacnonaraetcs
N3MEHEHUN. Ha KOpPOTKOM nne4ye 1-# xpoMocombl (1p36.12), BKAOHaeT



12 9K30HOB; n3BecTHO 6oniee 400 myTaumn. BonbWKHCTBO
nedeKToB NPeACcTaBNiEHO MWUCCEHC-MyTauusMKU, HO BCTpe-
YyatoTcs TaKKe Aeneuun U MHcepuun, MyTaumm co CABUIOM
paMKK CYUTbIBaHUS (in-frame) n MHTPOHHbIE MyTaLUM.

Tawenole @GopMbl OGP BO3HMKAKT, KaK npaBuio,
npyW HaNM4YUM FTOMO3UIOTHOM MM KOMMAYHA-reTEPO3UroTHOM
MyTauuun B reHe ALPL (OMIM *171760), nerkne ¢bopmbl —
BCNEACTBME TeTEPO3UroTHOM MyTalMWM JAHHOrO reHa. 3to
onpeaeneHHble MyTauuW, AN KOTOPbIX AOKa3aHO 3Hauu-
TeNbHOEe BNMSHME Ha ¢yHKuMo 6enka. THLU® akcnpeccu-
pyeTcsl Ha MOBEPXHOCTU KNETOK KaK roMoauMmep, noatomy
HEKOTOPble TeTePO3UroTHble MyTaLMW MOTryT MPUBOAUTb
K [JOMWHAHTHO-HEraTMBHOMY 3dOdEKTY, CHMXKAA aKTWUB-
HOCTb BCEro romogumepa. Hanumume myTtauum aaxke B 04HOM
annene cnoco6HO NpoBOLMPOBATbL Pa3BUTUE GONE3HU.
MNMopaBnstouwee GONbLWMHCTBO TFETEPO3UrOTHBLIX HOCUTENEN
He MMEKT CUMNTOMOB 3a60/IEBaHUS.

Hanb6onee wnayyeHHas o¢yHkuua THLLD 3akntoyvaetcs
B ob6ecnevyeHnn npouecca GoOpMUPOBaAHWUS TMAPOKCHaNa-
TUTa — OCHOBHOIO MWHEPAsIbHOr0 KOMMOHEHTA KOCTHOM
TKaHW.

THLL® KaTtanuaupyet oTwenneHne ¢ocdaTta ot psaja cyo-
CTpaToB, PYHKLMOHANLHO Hanbonee BarKHbIMU U3 KOTOPbLIX
ABNAOTCS HeopraHuyeckuit nupodocdat M NUpPUAOKCasb-
5-¢ocdat. THUWD reHepupyeT ageHoO3WH M3 ageHO3UHMO-

HodochaTa B HeMpoHax AopcasbHbIX KOPELWKOBLIX TaH-
rnves [1]. AaeHO3MH o6najaer aHTUHOUMUENTUBHbLIM
NEeNCTBUEM, UrPAET KIIOYEBYIO POJSib B Nepeaaye CUrHanoB
60nu; ero aedUUMT NPOBOLIMPYET CUIbHbIE GOMN B KOCTSX
M MbllLax y nauyneHToB ¢ FOD (ponb Apyrux cybecTpaToB
B natoreHese He u3yyeHa). lpu oTwenneHnn docdaTHOM
rpynnbl OT HeopraHuMyeckoro nupocdocdarta Npu yyacTuu
THL® BbicBOGOXKAAKOWMICA docdaT CBA3LIBAETCS C KaJlb-
umMem c GopMUPOBaAHMEM KPWUCTaNIOB TMApOKCHanaTtuTa,
HEO6XOAMMbIX ANS YBENWYEHUS MWHEPaNbHOM MNOTHOCTH
KOCTHOW TKaHMU.

Mpn FP® HeopraHnyecknin nupodocdart He paclie-
NNSEeTcs, ero KOHUEHTPaLWs BO BHEKIETOYHOM KMAKOCTU
3HAYUTENbHO YBENMYMBAETCS, @ KpUCTaNlbl rMapoKcuana-
TUTa He o6pasyloTcd. ITo NPUBOAUT K HapyleHuto dop-
MWPOBaHUS KOCTHOM TKaHW W CKENETHbIM AedopMaLmaM.
Hakannuatowuincs B nnasme M TKaHAX HEOpraHM4yecKui
nupodocdat, B CBOO 04epelb, ABNASETCS CUIbHbIM UHTUOK-
TOPOM MMWHepanusaluu, 4YTo elle 6onee ycyryGnseT Hapy-
lieHMe npouecca GopMupoBaHUs KocTen. Kpome Toro,
HeopraHuyecknn nupodocdart, COeaANHAACb C aMOPOHbIM
dochaTom Kanbuusa, obpasdyeT KpucTanibl nupodocdarta
KaNbLUMs, KOTOPble MOTYT OTKNaAblBaTbCs B MOYEYHON TKAHU
(BbI3bIBAS HePOKabLMHO3) UK CycTaBax (ABAASCb NPUUK-
HOM KPUCTaNIMYECKOro apTpuTa U NnceBaonoaarpbl).
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with Hypophosphatasia

Hypophosphatasia is rare genetic disease caused by tissue-nonspecific alkaline phosphatase deficiency due to the mutation in
the ALPL gene. Disease can manifest in utero, in childhood or in adults depending on its form and severity. This article presents
modern data on the epidemiology, etiology, and clinical signs of hypophosphatasia in children, covers in details differential
diagnostic search, and gives guidelines for its evidence-based treatment. Without timely treatment the prognosis of the disease
is unfavorable in most cases. Such patients require follow-up by multidisciplinary team of physicians. The only effective method
of treatment is enzyme replacement therapy with asfotase alfa. Symptomatic therapy is also crucial as well as physiotherapeutic
procedures and therapeutic exercise programs (at rehabilitation stage).
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

MnoMunHepanu3auns KOCTeN rpyaHOM KNETKM NPUBOANT
K MHTpaHaTallbHOMY HapylEeHW0 pPa3BWUTUSA Nerkux (BTO-
PUYHOWM rMnonaasunu), YTo o6ycnoBANBaET Pa3BUTHE Ablxa-
TEeNbHOW HEeaoCTaTOYHOCTU, Onpeaensis NPorHo3 y HOBO-
POXAEHHbIX U AeTen rpyagHoro Bospacta. [pyron BaxKHOWM
dyHKumMen THLLSD asnsaetca perynMpoBaHue NOCTYNNEHUS
BUTamuHa Bg B rofloBHOM MO3T nyTeMm oTllenenns docda-
Ta oT NupuAoKcanb-5-pocdarta. 3T0 cNOCOOGCTBYET NPOHMUK-
HOBEHWIO MUPUAOKcaNa yepe3 remaTosHuedann4yeckui
6apbep B LEHTpaNibHY0 HEPBHYIO CUCTEMY, FAe MPOMUCXO-
VT NOBTOPHOE npucoeamMHeHne docdarta K NMPUAOKcanto
c ob6pas3oBaHMeEM nupuaoKcanb-5-pocdata. lMocneaHum
ABNAETCS KOPAKTOPOM MHOMMX HENPOTPaHCMUTTEPOB,
HanpuMep CepOTOHMHA, JoMamuHa, raMma-amuMHOoMacns-
HOW KMUCNOTbl U Ap., ero AeduunT B LIEHTPaAlIbHOW HEpPB-
HOM cuUCTEME MPMBOAWMT K Pa3BUTUIO CYAOPOr, KOTopble
KynupytoTcs BBEAEHMEM MUPUAOKCUHA. Hanuune cymopor
npu FP® aBngerTca NPOrHOCTUYECKMM MpPU3HAKOM 6osee
TSXENOro TEeYEeHUs M BbICOKOM BEPOSTHOCTM NIETaNbHOro
ucxoga [1, 2].

ANUAEMHUONIOrUsa

ToyHaa pacnpocTpaHeHHOCTb 3abosieBaHUs ocTaeTcs
HEW3BECTHOM M MOXET BapbUpoBaTb B 3aBUCUMOCTH OT NOMYy-
naumMn, metofa oueHkn u popmbl FOD. ITHUMYecKasa rpynna
C CaMblM BbICOKMM ypoBHEM 3abonieBaemoct [®D — 370
MeHHOHUTbl B MaHnTobe, KaHaga. CoobuaeTcs, 4To B 3TOMN
nonynaumm 1 n3 25 yenosek HeceT MyTauuio ALPL v npumep-
Hoy 1 13 2500 HOBOPOXKAEHHbIX UMeeTCs ieTanbHaa popma
[DOD. PacnpocTpaHeHHOCTb Taxenbix dopm PP oueHmnBa-
etca B 1 Ha 100 000 poxaeHun B KaHage. MonekynspHoe
nccnegoBaHMe NoKasaso, YTo YacToTa TaXKenbix popm [OD
B EBpone coctaBnseT 1 Ha 300 000, HO ymepeHHble GopMbl
[Pd, no pesynbTatam TOro e UccneaoBaHus, BCTpevatoTes
B 50 pas vaule. [laHHble O pacnpocTpaHeHHOCTM B Poccuu
OTCYTCTBYIOT, OIHAKO NpeanonaraemMas 4actora nosiBAeHUS
Taxenbix dopm — 1 Ha 100 000 [2-4].

OCOBEHHOCTU KOAUPOBAHMUA

Nno MEXXAYHAPOAHOM CTATUCTUYECKOM
KNACCUDUKALIUU BONIE3HEN U MPOBJIEM,
CBAA3AHHbLIX CO 310POBbEM

E83.3 HapyweHne obmeHa docdopa n dpocdartasbl
Mnodocdarasnsg

KNIACCUDUKALIUA

B 3aBucumocTn oT BpeMeHu paebiota PP Bhigensator
cneaytouwme Gopmbl:

° nepuHaTanbHas (pa3BUTME CMMMTOMOB BHYTPUYTPOOGHO

WM NPU POXKAEHNN);

° MageH4yecKas, Uan uHPaHTuAbHag (A0 6-Mecsa4yHOro

BO3pacTa);

e JeTcKasd (6 mec — 18 neT);
e B3pocnas (ctapwe 18 ner).

Kak npaBuno, popma 60/1€3HM ONpPeaensaeT U TAXeCTb
TEYEHUST — OT CaMOro TSXKENOoro Npu nepuHatanbHon dopme
[10 OTHOCUTENBHO JIEFKOro NPU B3pOC/OM.

OTnenbHOM dopmMon aBnsieTcs ogoHTorMnodocdarasus,
npu KOTOpoKn HabnogaeTcs TOIbKO NopaxeHne 3y60B [1].

K/NIMHUYECKASA KAPTUHA

MepunHatanbHass ¢popma (MHOrga HalbiBaemas Mnepu-
HaTa/lbHOM NleTaNbHOM) XapaKTepU3yeTCs CambiM TSXKESbIM
TEYEeHUEM, BbICOKOW NIETaNlbHOCTbIO, MOXET [AMarHoCTUpO-
BaTbCS MpeHaTaNbHO NPU YNbTPa3BYKOBOM WCCeA0BaHUK
BHYTPUYTPOGHOIro pe6GeHKa WM cpasy Mnoc/e POXKAEHMS.
Y HOBOPOXAEHHbIX OTMEYAIOTCS:

°  rMNOMWHEpann3aLmsa cKeneta c YKOpoYeHUEM KOHEYHO-
cTen u TsenoiMu gedopmaumnsamu pebep, No3BOHOYHU-
Ka, FPyaAHON KNETKMU;

° runonnasusa nerkux, AbixaTenbHas HeA0CTaTO4YHOCTb,
HEeO6X0ANMOCTb KUCIOPOAHOM MOAAEPHKKM;

® BbIparKeHHas MblleYHas rMnoToOHKUS, BAIOE COCaHue;

° pBOTa, Aerngparauus, TMxopagKka, aHopeKcus, 3anopbl;

° MeMO6paHO3HbIN Yeper,;

® BHYTpUYepenHoe KPOBOUINUSHUE;

° Ccyaoporu (BUTamMuH-Bg-3aBUCHMbIE);

° MuenodTU3Has aHemus (BEPOSTHO, BCNEACTBUE YMEHb-
weHns o6bema GYHKLMOHMPYIOLLEro KOCTHOro MO3ra);

° 3ajepxKa pocTa, nnoxaa npubaBKa Macchl Tena;

° runepKanbLuypus;

° HedpOKanbLMHO3;

® nepefioMbl, BO3HUKLLIME BHYTPUYTPOGHO.

Mpn MHPaHTUABHONH popMe TaKKe OTMEYaeTCs TsXKe-
Noe TeYeHue, xapaKTepHbl:

° BbIpa)keHHas rMNOMMHEPaNM3aLmMs KOCTHON TKaHW;

® BbIpa)KeHHble CKeneTHble JedopmaLMn, CXOXKME C TaKo-
BbIMW NPU NepuHaTasbHOn GopMe;

° runonnasusa nerkux, AbixaTenbHas HeAoCTaTO4YHOCTb,
Tpebytowas KUCI0POLHON NOLAEPKKMY;

° MOBbIWEHHas HepBHO-pedeKTopHas BO36YAUMOCTb,
BMTaMUH-Bg-3aBUCHUMbIE CYAOPOTH;

®  MblleYHas rMnoToOHMUS;

° runepkanbumemus u HedbpoKanbLMHOS;

® oTCTaBaHWe B GU3M4ECKOM U MOTOPHOM Pa3BUTUM;

°  601M B MblLWLAX K KOCTSX;

Y neten c nepuHaTaabHOU U UHPAHTUIILHOKH popmamMm
601e3HM HenpaBunbHOe GOPMUPOBaHME KOCTEW 4epena
3a4acTylo NPUBOAWUT K KPAHMOCMHOCTO3Y W MNOBbIWEHMIO
BHYTPMYEPENHOro AaBneHus, YTO MOXKeT NoTpeboBaTb Hewn-
POXMPYPIrUYECKOro NeyeHums.

B paHHeM Bo3pacTe neTanbHbli UCXOZ Yalle BCEro HacTy-
naeT B pesynbrate TSXenow rmnoMuvHepannadauun KocTen
cKeneta, obycnosnuBaowen gedopmMaunn rpyaqHON KIETKM,
rMNONIa3unio NErKMX, AblXxaTeNbHYI0 HEAOCTATOYHOCTb.

Mpn getTckoi popme oTMedvaeTca 6osiee Gnaronpuat-
Hoe TeyeHue. PaxuTuyeckne gedopmauun ckeneta (Yawe
no Tuny genu valgum) pa3BMBalOTCS NOCTENEHHO U Bapbupy-
0T MO CTEMNEHM BbIPAXKEHHOCTH, 41K HUX XapaKTePHbI:
® paxuMTU4YecKoe noparKeHue KOHeYHOCTeN B BUAE YKOPO-

yeHus u gedopmaumm;

® KPaHWOCWMHOCTOS;

° MOBTOPHbIE NEPENOMBI,

° 60K B KOCTSX U MblLULaX;

® CKOBaHHOCTb ABUXXEHWI B CycTaBax;

° 3ajepxKa Havana xoAbObl U «yTUHas» MOXOLKa;

® yMEeHbLUEHWE rPyAHOM KNIETKM B 06beME 3a CHET YKOPO-
yeHus pebep;

® oTCcTaBaHWe GUIMYECKOro U MOTOPHOIO Pa3BUTHS;

° Henporpeccupylollas mmonartus;

° runepkanbuMemuss u HedbpOKanbLMHO3 (pexe, Yem
npu nHdaHTUNLHOM dopme);

° npexaeBpeMeHHOE BblNageHne BPEMEHHbIX U MOCTOSH-
HblX 3y60B 6€3 KpoBOTEYeHMs C HeCcHOPMUPOBAHHBIMU
nnm cdopmMUpPOBaHHBIMU KOPHAMM (MHOrAa C NpU3HaKa-
MW HapYKHOM pe30pOLunmn LEMEHTA U AEHTUHA KOPHS).
Tak)e MMeloTCs AaHHble, YTO Npu coyeTaHun FPd

C TSXKeNon HEBPOJIOTMYECKON naTtosiornen, Hanpumep AUM

y OeTel, COCTOSHME MOXeT ObiTb OWMOO0YHO pacLeHEeHo

KaK TSXenblh 0CTeonopos, 4TO NPUBOAMUT K HEMPaBUIbHON

TaKTUKe nevyeHus [5].

Ona B3pocnoi popmbl TPD xapaKTepHbl ncesaone-
penombl, a TaKXe MHOroKpaTHble MJ0X0 3arKMBatolune
nepenomMbl KOCTeW, Hepefko Tpebylolne XMpypruyeckoro



BMelaTenbeTBa. MpenmyLecTBeHHO NopaXKalTCcs HUKHUE
KOHEYHOCTH, BO3HMKAIOT YKOPOYeHne n gedopmarmn anuH-
HbIX TPy64aTbIX KOCTEN, MOXO4Ka NauMeHTOB HapyLweHa, pocT
CHWXXeH. Hepefko o06Hapy»KMBalTCH XOHAPOKAabLMUHOS,
nceesgonogarpa v aptponatuun, CONPOBOXAAEMble CUMb-
HOM 60/blo, MPUBOASLLME K HAPYLUEHUIO TPYAOCNOCOBHOCTH
W MHBaNMAn3aLmm.

Ecnu BbinageHue 3y60B (C UHTAKTHbIM KOPHEM) SIBNISIETCA
€AMHCTBEHHbIM NposiBieHMemM 60Ne3HW, yCcTaHaBMBaeTCs
anarHo3 ogoHrorunogocgarasum [1, 6-16].

AUATHOCTUKA

[wnarHo3 PP ycTaHaBNMBaETCA Ha OCHOBaHWKU COBO-
KYMHOCTW KMHWMYECKMX AaHHbIX, pe3ynbTatoB naéopartop-
HbIX M MIHCTPYMEHTasIbHbIX UCCNE0BAHNUI, @ TaKKe MOJIeKy-
NAPHO-reHETUYECKOro aHanunsa.

Kputepuu yctaHoBNeHUa auarHosa
OunarHo3 Frpd moxkeT 6bITb NOATBEPIKAEH Ha OCHOBAHUM:

®  XapaKTepHbIX KTMHUYECKUX NPOSBAEHUI B BUE PAXUTU-
YECKMUX U3MEHEHWUW CKeneTa, HEBPOOrMYECKHUX, Ablxa-
TeNbHbIX PaCCTPOMCTB, MOBPEKAEHUS NMOYEK, 3a4EPKKHU
pocTa 1 pa3BuUTUS;

® CTOMKOrO CHUXXEHUS YPOBHS aKTMBHOCTH Leno4Homn doc-
daTtasbl (LLUP) (c yueTom BO3pacta U nona nauueHTa)
NpW OTCYTCTBMU APYrUX BOSMOXKHbIX MPUYUH CHUMKEHUS
aKTUBHOCTH;

®  XapaKTepHOW PEHTreHONOrMYECKON KapTUHbl HapyLleHus
dopMMpOBaHMA M poCTa KOCTENM — paclMpeHus meTa-
$n30B, HEPABHOMEPHOCTU OCCUPUKALMK, YHaCTKOB Mpo-
CBET/IEHUS, NPOELMPYIOLLMXCA OT 30H pocTa B Avabdu3bl,
WUCTOHYEHMS ¥ TMNOMUHEPANU3aLMM KOCTHOM TKaHMW.
OnddepeHunanbHaa guarHoCTMKa NPOBOAWUTCA C APY-

TMMW AUCNNa3MAMMU KOCTHOM TKaHM, a TaKKe ¢ 60NE3HAMM,

NpoTEKaWNMKN C paxMTUiecKnmun gedbopmaunsamuv n/mnm

ocTeomMansumen.

Kano6bl n aHamHe3
[Mpn cbope aHaMHe3a 1 XKanob cneayet o6paTUTb BHUMa-

HWe Ha cnegyloLme }anobbl U aHaMHECTUYECKNE COBbITHSA:

® OTArOLWEHHbIM CEMENHbIV aHaMHe3 (CXO4Hble CUMMTOMbI
y poAHbix 6paTbeB W cecTep npobaHga, 61IUM3KOPOA-
CTBEHHbIN 6paK);

° 3ajepxKa pocTa, nnoxas npubaBKa Macchl Tena;

e pedbopMaumn ckeneTa;

° 3ajepKKa MCUXOMOTOPHOrO Pas3BUTHUS;

® CHUXEeHWe NepeHOCMMOCTU GU3NYECKUX Harpy30K;

® cNnabocCTb B KOHEYHOCTSAX;

®  WU3MEHEeHWEe NOXOAKH;

® ©0NEe3HEHHOCTb B MblWLLaxX, KOCTSX U cycTaBax;

° npexaeBpeMeHHOe BbinajeHne 3y60B.

dusukanbHoe o6cnepoBaHue
[lpy ocmoTpe HeobxognMMO o06paTUTb BHUMaHUE
Ha OCHOBHblE KIMHUYECKNE NposiBeHns [P d:
° OTCTaBaHue GU3NYECKOro 1 MOTOPHOIO Pa3BUTHS;
° paxuTuyeckue gedbopmaLmu CKeneTa;
° pedopMaumu Yepena;
® yMEHblEeHWE FPYAHON KNETKM B 06bEME 3a CHET YKOPO-
yeHus pebep;
®  MblleYHas rMNOTOHKUS;
® CKOBAHHOCTb ABMXXEHWW B cycTaBax;
° 3ajepXKa Havyana xoabObl U «yTUHas» NOXoaKa.

Jla6opaTopHblie AUarHOCTUYECKUE UccnieoBaHUA
B na6bopaTopHOM AMArHOCTMKE UCMONb3YIOT onpejese-
HMe aKTUBHOCTH Le/I0YHOH pocdaTa3bl U NOKa3aTenen

Kanbunin-¢pocgpopHoro oomeHa (Kanbymh, pocgop, BUTa-

mMuH D, napatupeomuaHbIi rOPMOH).

* Bcem naumeHTam npu noao3peHun Ha MPd pexkomeH-
[I0BaHO npoBeaeHne obuwero (KJIMHUYECKOro) aHaiu-
3a KPOBM C LENbI0 OLEHKM GOpMy/bl KPOBM WMCXOAHO
M B JafbHENLIeEM B AMHAMUKe Ha doHe Tepanun acdo-
Tazon anbda [17]. YpoBeHb y6eAUTENIbHOCTU PEKo-
MeHaauuin — C, ypoBeHb AOCTOBEPHOCTU AOKa3a-
TenbcTB — 5.

Mpun nopo3peHnn Ha MPP Bcem nauueHTam Heo6XoANMO
onpeaensiTb aKTMBHOCTb LENoYHOM docdartasdbl B KPOBU
KaK OCHOBHOrO AMarHOCTMYECKOro GMOXMMMYECKOro Map-
Kepa ABYKpaTHO ¢ UHTepBanom 1 Hep [18]. YpoBeHb yGe-
AUTENbHOCTU peKomeHaauun — C, ypoBeHb J0CTOBEp-
HOCTU pAoOKasaTenbcTB — 5. OnpegeneHne akKTMBHOCTHU
Lieno4yHon dpocdarasbl B KPOBM MPOBOAMUTCHA CTaHAAPTHLIMMU
MeTtoaamu. Mpu TPD BLIABASIOT CHUXKEHWE AKTUBHOCTH
lenoyHon docdaTtasbl HUKE HUIKHEW TrpaHULbl HOPMbI,
npu 3TOM MHTEpNpeTaLns pe3ynbTaToB 06593aTelbHO AOMK-
Ha MNMPOBOAWTLCS C Y4YETOM BO3pacTa WM Mnoja nauueHTa,
a TaK)e MCnonb3yeMoro peakTuBa W ero pedepeHCHbIX
3HayeHun [19].

Kpowme Toro, BaXHO MCKIOYUTb Apyrne dakTopsbl, Cro-
CO6Hble MOAYNMpoOBaTb aKTMBHOCTb WenovyHon docdaTtasbl
KaK B CTOPOHY CHUXXEHMS (TMNOTUPEO3, MHTOKCHMKaLMS BUTa-
MuHOM D, HapyweHus npasBun 3abopa 06pa3L 0B KpPOBM
W [p.), TaK ¥ NOBbIWEHUS (PaxuT, rmnepnapaTMpeos, 60/1e3Hb
MNeneTta, 3ab60n1eBaHUA KeN4eBbIBOAALMX NyTen 1 ap.) [1].

Bpay gomkeH y6eantbcs B KOPPEKTHOCTU NpeocTaBs-
eMblx nabopaTtopuen pe3ynbLTatoB U3MepeHUs aKTUBHOCTHU
depmenTa [20].

* BceM nauuMeHTaM C HU3KUM YPOBHEM aKTMBHOCTHU
weno4yHon docdartasbl NOKa3aHO NPOBELEHMNE MOJIEKY-
NAPHO-TEHETUYECKON ANArHOCTUKK (ONpeaeneHne myTa-
unn B reHe ALPL) ¢ uenbto BepuduKaumnm guarHosa [18].
YpoBeHb YyGeauTeNbHOCTHM pekomeHaauun — C,
ypoBeHb [OCTOBEPHOCTM pAOKasaTenbCcTB — 5.
MoneKkynsipHO-reHeTU4ecKass AuarHocTMKa nomoraet
BepUbMLUMpPOBaTb AMArHo3, 0HaKO CTaHJapTHbIE METO-
[bl TEHETUYECKOW [AMArHOCTMKM WMMEIOT OrpaHuyeHus,
ny 10% naumeHToB ¢ PP myTauuun He BbiISBASIOT [21].
YacTbix MyTauun ana reHa ALPL He onucaHo, No3ToMy
Heo6xoaMMO MPOBEAEHUE MOMHOIO aHanm3a reHa ALPL
MEeTOOM MPSAMOro CEKBEHMPOBAHUSA. Ha ceroaHsawHum
JeHb O6HapyxeHo u onucaHo 6osee 400 myTauuu,
B OCHOBHOM MMCCEHC-BapuaHTbl (74%) [15], BeayLlimx
K 0e6ioTy 3aboneBaHns B pa3HOM BO3pacTe U C pa3How
CTEMNeHblo TAXECTU. TaKKe onucaHbl KpynHble aene-
LMK M MHCEPLMM B reHe, AETEKUMIO KOTOPbIX NPOBOAAT
¢ nomollbio MLPA (MynbTUNNEKCHas NurasHas peakuums).
3aboneBaHne MOXeET nepefaBaTbCA MO ayTOCOMHO-

AOMWHAHTHOMY WM peLeccuBHOMY Tuny. bonee TsxKenble

KNMHUYEeCKMe GeHOTUNbI (MepUHATasbHbIN 1IETA/IbHbLIM / MAa-

[EHYECKUIN) HacnepylTcsd no ayTOCOMHO-peLecCUBHOMY

TMny, 6onee nerkve GoOpmbl MOryT 6biTb Bbi3BaHbl AOMMU-

HaHTHO-HeraTMBHbIM 3addexkTom (AHI).

MyTauumu, Bbi3biBatowme [AHO, nokanndoBaHbl B Tpex
JOoMeHax: 06/1acTu CBSA3biBaHWS romMoaMmepa, aKTUBHOM
canTe M KpayH-gomeHe. CnepgoBaTtesbHO, MyTauus, pac-
NoJIOXKEHHas 3a npeaenamMu 3TUX AOMEHOB, He MPOSBAsA-
et [AH3 [22]. YacTo BCcTpevawowmmcss BapuaHT ¢.571G>A
(p.Glu191Lys) asnsetca GYyHKUMOHaNbHbIM MOAMMOPOU3-
MOM, UCCNefoBaHus in vitro NoKasann OCTaTOYHYI aKTUB-
HOoCTb depmeHTa 68% u otcytcTBme AHI [23]. Heobxoammo
OTMETUTb TaKMKE W BbICOKYIO BapuMaGenbHOCTb PEHOTUMU-
YeCKMX NposiB/ieHn 3aboneBaHus (anfiefibHylo reteporeHx-
HOCTb), T.€. OHU U T€ e MyTauuun B reHe ALPL MOryT umeTb
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pasnnyHble GEeHOTUNNYECKUE NMPOABAEHNS Y Pa3HbIX HOCK-

Tenen gaxe BHYTPWM oAHOM cembM [23]. Ha cerogHsiwHum

AeHb HeT ybefuTeNbHblX AaHHbIX, MO3BOASAOWMX NpoBe-

CTHU XECTKYIO KOppensaumio Mexay MyTauusamMu U TSKECTbIo

3a6oneBaHus. O6wnpHaa deHoTUNMYecKas U3MEHYMBOCTb

onucaHa [Ana HocuTenem C OAWHAKOBbIMWU TEHOTUMNaMMW,

NO3TOMYy BblpaXeHHOCTb 3dPeKTa MyTauunm HeobXxoauMo

paccMatpuBaTb B COBOKYMHOCTM C Pa3iMyHbIMKU AOMOHM-

TeNbHbIMM GaKToOpamMn — 3NUreHETUYECKUMU U daKTopamu

BHellHeln cpeabl [24]. Taknm 06pa3oM, NoCTaHOBKa AMarHo-

3a He MOKEeT OCHOBbLIBATbCH WUCKIIOYUTENBbHO Ha aHanuse

MyTaumin reHa ALPL, HeobxoaMMa KOMIIEKCHas OLEeHKa

KJIMHUYECKUX 1 NabopaToOPHO-UHCTPYMEHTaNbHbIX AaHHbIX.
Hanunyine ogHoM myTauuu B reHe He SIBASIETCS CTPOrnm

OCHOBaHWEM AN19 NOATBEPKAEHMS AN UCKNIOYEHUS ANarHo-

3a. Ecnm myTaums BbiiBNeHa B reTepo3uroTHOM COCTOSIHUM,

HEeO6X0ANMMO MPUHMMATb BO BHWMaHWe ee TUMN U BAUSHUE

Ha QyHKUMIO 6enKa.

e C uenblo OLEHKM KanbLMeBOro o6MeHa NpoBOAAT
nuccnefoBaHne ypoBHA O6LWEro U WMOHM3MPOBAHHO-
ro Kanbuus B KpoBu [17]. YpoBeHb y6eAUTENIbHOCTHU
peKomeHaauuii — C, ypoBeHb JOCTOBEPHOCTHU iOKa-
3aTenbcTB — 5.

e [1ns oueHKM KanblLmn-dochopHOro obMeHa Bcem naum-
€eHTaM ¢ nofo3peHnemM Ha FPD npoBoaAT nccnegosaHne
YPOBHSA HeopraHuyeckoro docdopa, 25-OH BuUTamMu-
Ha D, napaTupeouaHoro ropmoHa B KpoBwu [17, 18].
YpoBeHb y6euTenbHOCTU pekoMmeHaauun — C, ypo-
BEHb JOCTOBEPHOCTU fOKa3aTenbCcTB — 5.

e BceM nauveHTaM C KAMHWYECKMMM Npu3Hakamu [OP
C LeNblo OLEeHKU QYHKLMU MOYEK NPOBOAAT nccnenoBa-
HWE YPOBHS KpeaTUHMHA, MOYEBUHbI B KPOBW; C LIE/bIO
CBOEBPEMEHHON AMAarHOCTUMKKM HedpoKanbLUMHO3a —
uccnefoBaHMe COOTHOLWEHUA  KallbUWii/KpeaTUHUH;
B3pOCAbIM nauueHTam ¢ FPd c uenblo oueHKU yHK-
UMW MOYEeK — onpefeneHne CKOPOCTM Kiyb6o4yKOBOK
dunbTpaunn [17]. YpoBeHb y6eAUTENIbHOCTU PEKO-
mMeHaauun — C, ypoBeHb JOCTOBEPHOCTU fAOKa3a-
TenbcTB — 5.

e BceM nauveHTaM C KAMHWYECKMMM Npu3Hakamu [OP
C LIe/bl0 OLEHKM COCTOSHUSA MEeYeHU UCXOAHO U B Aasb-
HenweM Ha ¢poHe Tepanun acdoTa3on anbda NnoKasaHo
onpeaeneHne akTMBHOCTWM acnaptataMuHoTpaHcdepa-
3bl, alaHMHaMWHOTpaHcdepasbl, YypoBHA CBOGOAHOIO
M CBSI3aHHOro 6unnpybuHa B Kposu [17]. YpoBeHb y6e-
AUTENbHOCTU peKomeHaauuin — C, ypoBeHb [OCTO-
BEPHOCTU AOKa3aTeNbCTB — 5.

e Bcem nauueHTam ¢ nofgo3peHveM Ha Pd c uenbto
UCKOYEHNS TMNepKanbLMypunm pEKOMEHA0BaHO NPOBO-
AWTb UCCNefoBaHWe YPOBHS KanbLmMs B MoYe (06a3aTenb-
HO MPW HaMMYUKU TUNEPKanbLUMEMUU U/WAKN NPU3HAKOB
HedpoKanbUnHO3a) [17]. YpoBeHb y6eAUTEeNbHOCTHU
peKomeHaauuii — C, ypoBeHb JOCTOBEPHOCTHU AOKA-
3aTenbcTB — 5.

e [launeHTam ¢ nogo3peHnem Ha PP ¢ gnarHocTMyecKon
Lenblo NokaszaHo nposeaeHve uccnegoBaHusa docdo-
aTaHonamuHa (P3A) moumn [17, 18]. YpoBeHb yb6enu-
TEeNbHOCTU PeKoMmeHAauuin — C, ypoBeHb fOCTOBEP-
HOCTHU filOKa3aTeNbCTB — 5.

WHcTpyMeHTanbHble AUArHOCTUYECKNEe
uccnegoBaHus

e Bcem nauueHTam c nogo3peHuemM Ha [P®d nokasaHa
peHTreHorpahus nopaxeHHoM 4acT KOCTHOMO cKeneta
(peHTreHorpadun yepena, rpyaHoOn KAETKW, ANUHHbIX
TPYGYaTbIX KOCTEN BEPXHUX WM HUMKHUX KOHEYHOCTeH,
BKJIIO4Asi KOCTM KWUCTW, KOJNIEHHbIN CycTas, Ny4Ye3anscT-

Hbl CyCTaB M Ap. B 3aBUCUMOCTHU OT KJIMHUYECKON CUTY-
aLuK) ¢ Lenblo OLEHKU COCTOSAHUSA KOCTHOWM TKaHu [18].
YpoBeHb yGeauTeNbHOCTU peKomeHpauun — C,
ypOoBE€Hb [OCTOBEPHOCTU [JoOKa3aTelbCTB — 5.
XapaKTepHble peHTreHorpaduyeckne M3MeHeHUs KOCT-
HOW TKaHu BKOYaloT gedopmanmn u yKkopoyeHue Tpy6-
YyaTblX KOCTEMW, OCTEOXOHApaibHble BbIPOCTbl AJMHHBIX
TpybyaTbiXx KOCTeM — wWwnopbl boyanepa. MoXHO Bbis-
BUTb paclUMpeHne 30H pocTa, HEPaBHOMEPHOCTb 30HbI
BpPEeMEHHOM KanbunbuKaummn n paclumpeHve metadmnson
C YyepefoBaHMEM Y4acTKOB OCTEONOpO3a M OCTEOCKJie-
po3a. TaKk Ha3blBaeMbl€ «A3bIKW NAaMeHW» UK NPOCBET-
NIeHUs1, KOTopble NPOoeLMpPYIOTCS OT 30H pocTa B AMadu3bl,
otnnyatloT FPP ot paxuta u/mnn metadmnlapHom 0CTeOo-
avcnnasvn. KocTHbIM BO3pacT, Kak npaBuio, oTcTaeT
OT nacnopTtHoro. lpu uccnefoBaHUKM vepena BbISBAS-
0T TMNOMWHEPANN3aLMI0 KOCTHOM TKaHM (Mem6paHo3-
HbIM Yepen), KPAaHMOCMHOCTO3bl U CUMMNTOM «NanbLeBbIX
BAaBNIEHUM» — XapaKTepHblM NMpuU3HaK, Habnogaemblin
Ha peHTreHorpaMmax npu NOBbILWEHWUN BHYTPUYEPEMHO-
ro AaBneHus. Y B3pocC/blX NaLMeEHTOB MOryT BbIIBAATHCA
XOHAPOKanbLKWHO3, NCeBAONEPENOMbI U MCeBAoNOarpa.
MNauneHtam ¢ FPP npu Heo6XOAMMOCTU AMArHOCTUKMU
naToNorM4ecKMx NnepesomMoB, OTeKa KOCTHOrO MO3ra,
KOHTPOAA COCTOSIHUS CYCTaBOB MOKa3aHo npoBejeHue
MarHMTHO-PE30HAHCHOW TOMOrpadunM KOCTHOM TKaHMU
C KOHTpacTupoBaHueM [17]. YpoBeHb y6eAUTENbHOCTHU
peKkomeHaauuii — C, ypoBeHb JOCTOBEPHOCTHU AOKa-
3aTenbcTB — 5.

Bcem naumeHTam ¢ nopgospeHueM Ha PP c 5-net-
Hero Bo3pacTa MNPOBOAAT PEHTFEHOAEHCUTOMETPUIO
4N OLEHKM MWHEepanbHOM MNAOTHOCTU KOCTHOW TKaHM
[18]. YpoBeHb y6eauTenbHOCTU pekoMmeHaauum — C,
YPOBEHb JOCTOBEPHOCTHU JOKa3aTenbcTs — 5.

[ns BbiaBneHnsa HedpoKanbLMHO3a — NPOBELEHUE Yiib-
Tpa3BYKOBOro uccnegoBaHuns novek [17, 18]. YpoBeHb
y6eauTenbHOCTU peKomeHpaauun — C, ypoBeHb
[OCTOBEPHOCTU fA0Ka3aTeNbCcTB — 5.
AnekTpoaHuedanorpaduns, B TOM 4ucie aMmnauTygHO-
UHTErpMpoBaHHas 3NeKTpoaHuedbanorpadus, aNeKTpo-
3Huedanorpadms ¢ BUAEOMOHUTOPUHIOM, PEKOMEHLIO-
BaHa NauueHTam ¢ Nogo3peHnem Ha PP ¢ Hannynem
HEBPONOrMYECKON CUMNTOMATUKU NS BbISBNEHUS 3MNK-
NIENTUYECKON aKTUBHOCTM [25, 26]. YpoBeHb y6eam-
TeNbHOCTU peKoMmeHAauuin — C, ypoBeHb fOCTOBEP-
HOCTHU fiOKa3aTeNbCcTB — 5.

Mpn HanMynn y naumeHta C Nogo3peHnem Ha PP
KPaHWOCMHOCTO3a, HEBPONOrMYECKOM CUMMATOMATUKM
C LeNblo AMarHOCTMKM NaToN0MMK YepenHblX WBOB, Npo-
rpeccupylolmx U3MeHeHun 6enoro BelecTBa mosra
noKasaHa HenpocoHorpadumsa u/ManM KOMMbIOTEPHas
Tomorpadus ronoBHOro Mo3ra / peHTreHorpabusa Bcero
yepena B 04HOM naun 6onee NPOEKLMUAaX U/UNKN MarHUTHO-
pe3oHaHcHas Tomorpadus ronoBHoro mosra [26-30].
YpoBeHb y6eauTenbHOCTU pekoMmeHaauuin — C, ypo-
BEHb JOCTOBEPHOCTU AAOKa3aTenbcTB — 4. [1p1 BO3-
HUKHOBEHWWN NOAO3PEHMM HA HANWYKe y NauneHTa NoBbI-
WEHHOro BHYTPMYEpPENHOro AaBneHuns LenecoobpasHobl
BbINOMHEHME NO6Oro AOCTYNHOro MeToha HempoBM3Y-
ann3aumu, a TaKXKe KOHCy/bTalus Bpada-Henmpoxupyp-
ra. [Jo HacToslero MOMeHTa «30/0TbiM CTaHAAPTOM»
B AMarHOCTMKe MOpaKeHWW YepenHbix LWBOB ABMASETCS
KoMnbloTepHas Tomorpadus. OHa No3BONSET HE TONIbKO
TOYHO BePUOULMPOBATL MOPAXKEHHbLIN LWOB, HO U OLe-
HUTb Apyrue nNpudHakn GOpPMUPYIOLLENCH KpaHWoLuepe-
6panbHOM AUcnpornopumm (MCTOHYEHNE KOCTEN Yepena,
PUCYHOK «MNanbLEeBbIX BAaBneHWin»). NHbopMaTUBHbBIM



NPW BbINOIHEHUU KOMMNbIOTEPHOM TOMOrpadun asnsetcs
BbliBNeHWE KanbuubUKauMmn y4acTKOB TBEPAON MO3ro-
BOW 060JI04KM, YTO TaKKe NatorHoOMOHWYHO ans FPo.
CylecTBEHHbIM MWHYCOM pPaguvONOrMYecKUx MeTodoB

OMarHOCTUKKM sBNsieTca nydeBas Harpyska. C uenbilo ee

YMEHbLIEHMS NauueHTam paHHero Bo3pacTa BO3MOXHO

BbIMO/IHEHWE HeWpocoHorpadumn ¢ BUIyanusauuen yepen-

HbIX WBOB W onpeaeneHMeM auvactada MexAay KOCTAMM

yepena. pyM HEBO3MOXHOCTM BM3yanu3aLuu YepenHoro

WBa NM60 BbIBEHUM 3HAYMTENLHON aCUMMETPUKN MEXKaY

napHbIMKW LWIBAMKU PEKOMEHAOBAHa KOHCy/bTauusa Bpadva-

Henpoxupypra.

HanmeHee WHOOPMATUBHBLIM MNPU KPaAHMOCUHOCTO3E
METOAOM HENpPOBM3yann3dauuu ABASETCS MarHUMTHO-pe3o-
HaHcHaa Tomorpadusa, Kotopas He MO3BOASET BbISBUTb
NOPaXKEHHbIV LWOB, HO C MOMOLLbIO KOTOPOM MOXHO OLLEHUTb
NoSIOXKEHWEe MUHAANMH MO3XKEeYKa OTHOCUTENbHO 6ONbLIOIO
3aTblIOYHOr0 OTBEPCTUS, CONYTCTBYIOLLME HaPYLEHNUS NNK-
BOPOAMHAMUKK, aedopMaLmio NTMKBOPOCOAEpKallux npo-
CTPaHCTB (}KeNyAo4KM MO3ra, LMCTEPHbI OCHOBaHMUS Yepena
M cybapaxHoufanbHble NpocTpaHcTBa). HemanoBaxKHbIM
KPUTEPUEM OLEHKM KIMHWYECKOro COCTOSHWMS MauneHTa
ABnseTcs HempoodTanbMONOrMYECKMI CTaTyC — BbiSB/e-
HWe OoTeKa AMCKa 3puTeNlbHOro HepBa. Hapko3 — no noka-
3aHMAM.

e [laumeHTam c nogo3peHnem Ha PP crapwe 5 ner
npu OTCYTCTBMM MPOTUBOMOKA3aHUM C LIENbI0 OLEHKHU
dYHKUMKN AbIxaTenbHOM CUCTEMbl MPOBOAAT onpejaene-
HMe bYHKLUMK BHELWHero AbixaHua [18, 31, 32]. YpoBeHb
y6eauTenbHOCTU peKkomMmeHaauun — C, ypoBeHb
AOCTOBEPHOCTHU AOKA3aTeNIbCTB — 5. BO3MOXKHO npo-
BeAeHWe NybCOKCUMETPUN MO NMOKa3aHUAM.

e [laumeHTam ¢ MHPaHTUNLHOM dopmorn PP npu Heob-
XOAUMOCTU MPOAOSIKEHUS PECNUPATOPHON MOAAEPIKKM
nocsne octpon Gasbl (T.e. NPU HENONHOM OTBETE Ha Tepa-
nuio) pekoMeHaoBaHo obcnefoBaHne ANs NOATBEPKAE-
HUSI/UCKIOYEHUS TpaxeobpoHxoMansauMm — npoBeje-
HUE TPaxeobpPOHXOCKONUK (BUAEOTPaxXeoBbpPOHXOCKOMMN)
M KOMMbOTEPHOM TOMOrpadun opraHoB rpyaHoOM noso-
CTU (KOMMblOTEPHOM TOMorpadun rpyaHOW MOJSIOCTH
C BHYTPMBEHHbIM GOMOCHBIM KOHTPACTUPOBAHUEM,
MYNbTUNIAHAPHON U TPEXMEPHOW PEKOHCTPYKLMEN) [26,
33]. YpoBeHb y6eauTenbHOCTU peKoMmeHgauuim — C,
YPOBEHb JOCTOBEPHOCTHU JOKa3aTenbcTB — 5.

e Bcem nauueHTam c nogospexHvem Ha Pd npu nep-
BMYHOM CTOMAaTONOrMYeCcKOM o6CcnefoBaHUMU NPOBOAAT
KOHYCHO-Nly4eBYIO TOMOrpaduto namM naHopamHyto TOMO-
rpaduo 4venocten AN OUEHKM MWHeEpasibHOW MoT-
HOCTM W CHUWXEHWUS YPOBHS aNnbBeonsipHOM KocTu [18].
YpoBeHb y6eauTenbHOCTU peKkoMmeHaauuin — C, ypo-
BEHb JOCTOBEPHOCTU OKa3aTenbCcTB — 5.

e HeobxoaMMo paccMoTpeTb NpoBeAeHne 6MOMNCUU KOCTH
npu NocTaHoBKe AnarHoza PP v npu nnaHoBOM Beje-
HUKM Ha dOHe Tepanuun, B OCHOBHOM Y B3POC/bIX NaLu-
€HTOB, eC/In Ha He0B6X0AMMOCTb AAaHHOIrO NCccaeLoBaHuUs
yKa3blBalOT MapKepbl MeTabo/iM3Ma KOCTHOM TKaHu [17].
YpoBeHb y6eauTenbHOCTU peKkoMmeHaauum — C, ypo-
BEHb JOCTOBEPHOCTU fOKa3aTenbCcTB — 5.
[MpoBOANTCA C OCTOPOXKHOCTbLIO, HA YCMOTPEHME Bpaya,

B OCHOBHOM Y MaLMEHTOB C AOMNONHUTENbHBIM PUCKOM Nepe-

IOMOB, HanpuMmMep ¢ XpOHUYECKON 60NEe3HbIO NOYEK, YacTbl-

MU nepenomMamu B aHaMHe3€e UAN 04eHb HU3KUM MHAEKCOM

Maccol Tena.

MccnepoBaHne Ha ¢oHe Tepanuum acdoTtaszon anbda
MOXeT 6blTb MONe3HbIM Npu HEOBXOAMMOCTM onpeaene-
HUSE 9PDEKTUBHOCTM Tepanumn B OTHOLLUEHUN Ka4YeCTBEHHbIX
N CTPYKTYPHbIX XapaKTEPUCTUK KOCTHOM TKaHW. Bo3MoOXKeH

pUCK nepenomMa B 06iacTn B3ATUA Guontata. Henb3a npo-
BOAMTbL nepej Tectamu MO UCCnefoBaHUIo MOOUIBLHOCTH
nauuneHTta. OueHKa LOKHa NPOBOAMTLCS OMbITHLIMU CNELN-
annctamMmu.

UHble gnarHocTuyecKkune uccnepoBaHus
KoHcynbraynm n Ha6nogeHme cneLuaancToB

* [lauuneHToB ¢ MPP Heob6Xx0ANMMO BECTU MYNbTUANCLUNIN-
HapHOW KOMaHAOM cneuuanncToB C Le/bld OKa3aHwus
Ka4yeCTBEHHON MeaMLMHCKOW nomouwu [18]. YpoBeHb
y6eanTenbHOCTU peKomeHpauun — C, ypoBeHb
AOCTOBEPHOCTU AOKasaTenbcTB — 5. Beuay Toro
41O 3aboneBaHne xapaKTepu3yeTcs nopaxKeHNeM MHO-
rMX OpraHoB W cuctem, TpebyeT KOMMIEKCHOW Tepa-
MUK, 4TO AUKTYET HEOBXOAMMOCTb COBMECTHOrO Beje-
HUSA NauueHTa cneunannucTamum pasHblix npodunew,
nauneHTam ¢ PP, umerowmnm HapyweHns oyHKLUUM
COOTBETCTBYIOLWMX OPraHOB M CUCTEM, MOKa3aHbl nep-
BWYHblE W MOBTOPHbIE KOHCYNbTaLMK Bpava-reHeTu-
Ka, Bpaya-HeBposora, Bpadva-Hempoxupypra, Bpada-
3HAOKpMHONOra, Bpaya AETCKOro 3HAOKpMHONOra,
Bpaya TpaBmartosiora-optonega, Bpava-ctomarosnora,
Bpaya-Hedposora, Bpava-nynbMOHONOra, Bpaya cyp-
fonora-oTopuHoNapuHronora, Bpaya-odranbmonora,
Bpava-neguatpa/Bpadvya-HeoHaTtosnora/Bpadya-tepa-
neBTta / Bpaya ob6Wen MpakTUKK (CEMENHOro Bpaya),
cneumanucta no MeauuMHCKOM peabunutaumu (Bpada
no MeaguLUHCKON peabunutauuun / Bpadvya GU3MYECKOM
W peabuInTauMOHHOM MeauuMHbl / Bpada no seyeb-
HOW GU3KyNbTYpe / Bpayva-dusunoTepanesTa Uau ap.),
a TaKXe Bpayen apyrux cneuuanbHocTen. KpaTHOCTb
KOHCy/NbTaLMi onpeaensercs UHAMBUAYaNbHO C y4eToM
BO3pacTa U TAKeCTu 3aboneBaHus.

* T[launmeHTaM C KJIWUHUYECKUMKU npu3Hakamu [PP
M Npu HEOBXOAMMOCTM POLACTBEHHMKAM / 3aKOHHbIM
npeacTtaBuUTENS M NPU AUArHOCTUKE MOKa3aHa KOHCYNb-
Tauua Bpaya-reHeTMka ¢ npoBefeHMeM MeauKo-reHe-
TUYECKOrO KOHCYNbTUPOBaHUS (M NpoBeAeHne HeobXo-
AMMOro o6cnefoBaHus No ero peKomeHaaunm) ¢ Lenblo
MHbOPMHUPOBaHKA O 3a60/1IeBaHUN, Pa3bACHEHNS reHe-
TUYECKOrO pUCKa Mpu AWarHOCTMKE M B [anbHenwem
Nnpu pelieHnn BonpocoB aeTopoxaeHus [34]. YpoBeHb
y6eanTenbHOCTU peKomeHaauun — C, ypoBeHb
AOCTOBEPHOCTHU l0Ka3aTeNnbcTs — 5.

e Bcem nauumeHTaM ¢ nogo3peHueM Ha FPD cnepyet
NPOBOAUTL B-MUHYTHbIN TECT X0A4bObl C LENblo OLEHKHU
ABuUraTeNbHON akTMBHOCTK [18]. YpoBeHb y6eaUTenb-
HOCTU peKomeHpauun — C, ypoBeHb JOCTOBEPHOCTHU
AOKasaTenbcTB — 5.

AndpdepeHymnanbHasa guarHocTuKa
KnuHuyeckne nposieneHns P Heobxoanumo andode-
peHuMpoBatb C APYrMMU AUCNNa3UMAMU KOCTHOW TKaHW,

a TakXe c 60/1e3HAMU, NPOTEKAOWNMU C PaxXUTOM W/Unun

ocTeoMansiLMen, B TOM Yucne:

e  BUTaMUH-D-4edUUMTHBIN paxuT;

e Tybynonatuu, NpoTeKaloLlme ¢ paxuTU4eCKUMN U3MEHE-
HUSIMW KOCTen (B nepBytlo o4vepedb runodocdaremuye-
CKUI paxuT);

° noyeyHasa octeoancTpodus;

° KNenaoKpaHuanbHas gucnnasus;

°  MAMOMNaTUYECKUI IOBEHUIbHbBIA OCTEOMOPOS;

® HeCOBEepLUEHHbIN ocTeoreHes (Tabn. 1).
MpexaeBpemeHHoe BbinageHue 3y60B npu MPd audde-

PEHUMPYIOT ¢ TPAaBMaTUY4ECKUM BbIBUXOM 3y6a, CUHAPOMOM

NanunoHa — Jledespa. lNpexaeBpeMeHHOe BbiNageHne

BpPEeMEeHHbIX 3y60B, a TaKXXe paHHee BbiNajeHne wnun yaane-

PEDIATRIC PHARMACOLOGY. 2023;20(4)

NEAUWATPUYECKAA ®PAPMAKONIOIUSA / 2023 / TOM 20 / N2 4
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Ta6nuua 1. [JnpdepeHuymanbHas guarHoctTmka runogpocoparasmm
Table 1. Hypophosphatasia differential diagnosis

MoKasatens SRR mnodocdarasusa Paxur ®docodar-guader HecoBeplueHHbI ocTeoreHes
LLlenoyHasa ¢ocdaTaza B KpoBU l 1 T Hopma
Mupunpokcanb-5-pocdat B KPoBU T l l Hopma
docdhoataHoNaMuH B MoYe T | l Hopma
Kanbuuit/docdop 1 MAn Hopma | l Hopma
MapatropmoH | wan Hopma 1 T Hopma
ButamuH D Hopma | i Hopma

HWe MOCTOSAHHbIX 3y60B MOXET ObITb PAHHWUM (MHOT4A eauH-
CTBEHHbLIM) Npu3Hakom [P®. Mpu 3TOM xapaKTepHO Bbina-
fleHne 3y6oB 6e3 KpoBoTeyeHus. 3y6bl npu PP umetor
chnepywoumne mMopdoMeTpuieckne OCOBGEHHOCTU: MONOCTb
3yb6a yBeNuyeHa, KOpHEeBble KaHaibl pacluupeHbl, oTMe-
YyaeTcq runonnasug LemeHTa 3yba. PaHHAa noTeps 3y60B
COMPOBOXJAETCH CHUXKEHUEM BbICOThI a/1bBEONSPHON KOCTU
(0COBEHHO HUXKHEN YentocTu). MocToSHHbIE 3yObl YacTo NPo-
pesbiBaloTCcs ¢ runonnasven amanu [35, 36].

JIEMEHME

KoHcepBaTuBHOE Nle4eHune

MaTtoreHeTn4yeckas Tepanus

MauneHTam Cc NOATBEPXAEHHbIM AnarHosom [PD
MPU HaNWYUU CKENETHbIX NPOSBAEHWUM U Ae6OTOM B Nepu-
HaTasbHOM Mepuoje U B IeTCKOM BO3pacTe NpoBoadAT dep-
MEHTHYIO 3aMecTUTeNbHyl0 Tepanuio acdoTa3on anbda
[18, 35, 37, 38]. YpoBeHb y6eaAUTENIbHOCTU PEKOMeHAa-
uui — C, ypoBeHb JOCTOBEPHOCTU A0KA3aTeNbCTB — 4.

Ha cerogHfIWHWA AeHb €4WHCTBEHHbIM MaToreHeTuye-
CKMM MeToaoM nedvyeHuns FOD genaetca anurenbHaa odep-
MEHTHas 3aMecTUTeNlbHasi Tepanus NeKapCTBEHHbIM Mpe-
napaTtom acdoTasa anbda, KOTOpbIM NpeacTaBnseT cobown
4yeNIoBEYECKUM PEKOMOUHAHTHbIM TKaHeHecneunpuyecKkun
XUMepHbIN Fc-geKka-acnapTaTHbIW MIMKOMPOTEUH LLENOYHOM
dpocdaTtasbl. Ha doHe neyeHus y naumMeHTOB AOCTUraeTcs
NONOXKUTENbHAs AMHAMUKA MO TaKUM MPU3HaKaM, KaK ypoB-
HU BUOoXMMMYeCKUX cybecTpatoB THLU® (HeopraHuyeckoro
nupodocdata n nupupgoKcanb-5-docdara), MUHepanu3sa-
LUMS KOCTHOM TKaHW, CTPYKTypa KOCTEW, POCT, Mblle4yHas
cuna, NnotpebHOCTb B KUCNOPOLHOM NoadepKe, 60neBom
CUHAPOM, TONIEPAHTHOCTb K GU3UYECKUM Harpy3Kam.

KnuHnyeckaa addeKTUBHOCTL M 6e3onacHoCcTb acho-
Tasbl afbda NPoLEeMOHCTPUPOBAHA B OTKPbITbIX HEpaHo-
MU3WPOBaHHbIX UCCIEA0BAHMUAX C y4acTUEM 69 nauneHToB
(B OCHOBHOM C JETCKOM U MHaHTUIbHON dopmamu [DD).

Y nauuneHToB Ha poHe neveHuns achdotason anbda oTme-
4yeHa MOJIOXKUTeNbHasa PEHTreHosiorMyeckas [AuHamuKa
Ha NPOTAXKEHUN NePBbIX 6 MeC Tepanuu (OLEHKN +2 — 3Ha-
4yuTenbHOE ynyylleHue; +3 — TMOJHOe WUAW MOYTU MOoNHoe
BOCCTaHOBJIEHME); NO AAHHbIM GMOMNCUU KOCTU KOHCTaTUPO-
BaHa NONOXUTeNbHaa AMHaAMWKa NoKasaTenen MuUHepanu-
3aLMKn KOCTHOM TKaHU (ToNWMHa ocTeonja, OTHOLWeEHWE 06b-
eMa ocTeonja n 06beMa KOCTHOM TKaHU U BPEMS 3aePHKHU
MUHepanmM3auMn KOCTHOW TKaHW, yBelM4eHue nokasaTtens
pocTa, NpUbAnXKatoLerocs K Bo3pacTHon Hopme). MNpu npum-
MeHeHun nauueHTamu acdoTtasbl anbda NPOAEMOHCTPUPO-
BaHa WX Nly4yllas BbIXXMBAEMOCTb MO CPABHEHWIO C rpynmnow
MCTOPMYECKOrO KOHTponsa: 95% npotmB 42% B BO3pacTe
oAHoro rofa, 84% npotmB 27% B BO3pacTe 5 neT cooT-
BeTCTBEHHO (p < 0,0001 B momenu KannaHa — Me#nepa).
Mo cpaBHEHUIO C rPynMnon UCTOPUYECKOTO KOHTPOSIS, B KOTO-
pow BbIXKN TONbKO 1 nauueHT n3 20 (5%), Hy>Kaatowmxes

B UCKYCCTBEHHOW BEHTUNSALMU NETKUX, B TPynne noay4vyato-
WKMX Tepanuio U HYXJaloWKXCA B UCKYCCTBEHHON BEHTWUNA-
LMW NEerkux Bbxunm 76% (16/21) naumMeHToB.

Ha ¢doHe nevyeHuss achotason anbda (1 rog u 6onee
depmMeHTHOM 3aMeCTUTENLHONW Tepanuu) y IeTeEN B Bo3pac-
Te oT 2,5 [0 7 neT oTMe4vanacb MonoXuTenbHaa AMHaMUKa
COCTOSIHUSI CTOMATO/IOTMYECKOro ctatyca (TKaHen napo-
[LOHTa/IbHOrO0 KOMMJeKca) — cTabunnsauus BpPeMeEHHbIX
3y60B C MOABUXKHOCTBLIO 1-# CTENEHU, HECMOTPSA Ha Hanunyune
peueccumn AeCHbl B 061aCTh 3TUX 3y6O0B.

PekomeHfoBaHHasa cxeMa NpuMeHeHus achoTasbl alb-
da — 2 Mr/Kr maccbl Tena noAKOXHO 3 pasa/Hepn nubo
1 Mr/Kr macchl Tena noLKoxHo 6 pas/Hes. O6beM BBOAUMO-
ro 3a 1 UHbEKUMIO IEKapPCTBEHHOMO npenaparta He LOSIKEH
npesblwatb 1 M. MNpn He06X0AMMOCTU BBELEHUSA 6ONbLUErD
ob6bema [enaloT HECKONIbKO MHbEKLUI B pa3Hble MecTa.

Han6onee yactble HexenaTenbHble SBEHUS — MECTHbIE
peakuuu, CBSi3aHHble C BBeAeHWeM npenapaTa, KoTopble
Habnoganuce y 73% nNauueHTOB B paMKax KJIMHUYECKUX
nccnegoBaHun. BonblWKMHCTBO peakuui co CTOPOHbI MecTa
UHBEKLUN — NIETKME, CaMOOTrpaHUYMBaloLLMecs U He NPUBO-
[AT K OTMeHe Tepanuu (Tabn. 2).

CumnTomaTnyecKasi Tepanus (taéna. 3)

o [lpu PP He peKOMEHAOBAHO PYTUHHOE Ha3Ha4deHwe
npenapaTtoB rpynnbl «ButamuH D u ero aHanoru»: ero
M3ObITOK MOMEeT Bbl3BaTb WU YCyryGuTb runepKasib-
LMeMUIO, TUnepKanbLMypuio U HedpoKanbLnHo3 [18].
YpoBeHb yGeauTeNbHOCTU peKomeHpauun — C,
YypOBEeHb [OCTOBEPHOCTU f[oOKa3aTelbCTB — 5.
Mpenapatbl rpynnbl «ButamuH D 1 ero aHanorn» moryt
Ha3Ha4aTbCs B Clyyasx NoATBepXKAeHUs ero feduunta
W NpU PEryASpHOM KOHTpone ypoBHSA 25-0OH ButamuHa D
B KPOBM.

* B Havane nevyenus acdortasomn anbda NpUMeEHSIOT npe-
napaTbl KanbUua AN KOPPEKUWMW TUNoKanbLUeEMUU
nauveHtam ¢ NP, y Kotopbix oHa Habnogaetcsa [18].
YpoBeHb yGeauTeNbHOCTU peKomeHpauun — C,
YypOBEeHb [OCTOBEPHOCTU [OKa3aTe/bCTB 5.
[MNoKanbLunemMus MOXeT HabnlogaTbCcq B Hadvane Tepa-
nuun acpoTazomn anbda.

* HeobxoAMMO COBMIOAEHNE ANETBI C HU3KUM COAEPIKAHU-
€M KanblM§ Hapsagy ¢ yBenMyeHueM o6beMa BbinvBae-
MOW XMAKOCTU C LieNblo YMEHbLUEHUS rUMNepKanbLUypum
nauneHtam ¢ F'PP, y Kotopbix oHa Habnwogaetca [18].
YpoBeHb y6eauTeibHOCTU pekoMmeHaauuin — C, ypo-
BEeHb JOCTOBEPHOCTU JOKa3aTeNbCTB — 5.

e [laymeHTam c FOP He peKoMeHA0BaHO Ha3HavyeHue npe-
napaToB M3 rpynnbl 6ucdocPoHaToB BO M3BEKAHME yCy-
ryéneHns runoMuHepanusauum kocten [18]. YpoBeHb
y6eauTeNnbHOCTU peKomMeHpaauun — C, ypoBeHb
OOCTOBEPHOCTU fJoKasatenbcTB — 5. [Ipenaparthbl
13 rpynnsl 6ucdocdoHaToB ABNAIOTCA CUHTETUHECKUMMU



Ta6nuua 2. HexxenaTenbHble 9BeHUsA Ha poHe Tepanuun acdoTason anbda v NPUHLKUNLI KoppeKumu (no [17])
Table 2. Asfotase alfa adverse events and its correction (according to [17])

HexxenatenbHoe fiBNeHue MOHUTOPMHT U pEKOMEHAALUU

® PerynspHbii MOHUTOPUHI

MecTHas peakLus B MecTax e CobntoaeHne TEXHUKN BBEAEHUA — UHDBEKLIUA MNOAKOXHO, poTaLma MeCT BBEEHUS

BBeJeHus npenaparta ® B cnyvyae yMepeHHoW/cpeiHEN CTeNeHU BbIPaXXEHHOCTU BO3MOXHO NPUMEHEHNE aHTUTUCTaMUHHbIX
CPefcTB CUCTEMHOIO AENCTBUSA

PerynapHbii MOHUTOPUHI

Nunoanctpodusa
e CobnoaeHne TEXHUKU BBEAEHUS — UHBEKLIMS MOAKOXHO, poTaLmsa MecT BBEAEHMUS

KOHTpOAnb AneTbl (TOHUXEHHOE CoAepKaHue KanbLus)

KOHTpO/b ypOBHSA NapaTMpeonaHOro ropMoHa B KpOBM, YPOBHSA 06LLEr0 U MOHU3UPOBAHHOIO KasbLins
funep-/runokansLmemMuns B KPOBMU, ypOBHS HeopraHuyeckoro pocdopa B KPOBK, nccnegoBanue yposHsa 25-0OH ButamuHa D B KpoBKM
MoxkeT noTpeboBaTbCs BBEAEHWE B PaLMOH NpenapaToB KabLMg, a TaKKe npenapaTtos rpynneol
«ButamuH D n ero aHanorv» npu ux jeduvuure

PernctpupoBancs B KIMHUYECKUX UCCNESOBAHUAX Yy NALMEHTOB Ha Tepanuu achoTtasoi anbda
MOHWUTOPUHI UCXOAHO, Kaxable 3 Mec B NepBbIi roj, Aanee Kaxable 6 mec Ao 3 neT U Kaxkable 12 mec
nocne 3 net

KOHTpOAb AUCKa 3pUTENbHOIO HEpPBa

OueHKa HEBPONOrMYECKOW CUMNTOMATUKK

KomnbloTepHas ToMorpadus ronoBHoOro Moara / peHtreHorpacdus Bcero Yepena B ogHoM unu 6onee
NPOEKLMSAX U/UAK MarHUTHO-pPe30HaHCHas TOMorpadus rooBHOMO MO3ra Npu NOA03PEHNUM Ha
pa3BWTHE KPaHMOCHHOCTO3a

PelweHne Bonpoca 06 onepaTMBHOM JieYeHUU NPU NOATBEPKAEHUU KPAHMOCUHOCTO3a

KpaHnocuHocTo3

® PernctpupoBascs B KIMHUYECKUX UCCNEL0BAHMAX Y NAUMEHTOB Ha Tepanuun acdoTalon anbda

YnbTpa3ByKOBOE UCCeoBaHUE NOYEK U KalbLMi-KpeaTUHMHOBOE COOTHOLLIEHME B Pa30BOI NOPLMKM MOYMU

e OuEeHKa NPM3HAKOB UCXOAHO M Kaxable 3 Mec Npu nepuHatanbHoOW/MHGaHTUIbHON GopMax; MCXOAHO U
Kayable 6 mec npu geTcKkon/B3pocnon popmax

HedpoKanbumnHO3

MpoceewaTtb / 06CyaaTb ¢ NALUEHTOM (POAUTENAMM) MPU KaXKAOM NOCEeLLEHNUN

N36eratb MHbEKLIMIA, €CNN NALMEHTY MPOBOANTCS BaKLMHALMSA UM aHECTE3US B TOT XKe [1eHb

Mpu pa3BUTUM peaKkLUKU TMNepyyBCTBUTENbHOCTU NPEKPaTUTb BBeAeHUe acdoTasbl anbda

M paccMOTPETb BOMPOC O Havyasle COOTBETCTBYIOWENO IeYEHUS, BKtOYas:

° BBeJleHUE anMHedbpUuHa

° BBE/IEHME aHTUTUCTAMUHHOIO CPeACTBa CUCTEMHOIO AENCTBHUS

° B/B BBeleHWE KOPTUKOCTEPOUAOB CUCTEMHOIO AENCTBUS

° UHDY3MOHHYIO Tepanuio Ans ynpaBieHUs TMNoTeH3Men U KoppeKkLn o6bemMa

° NPU PecnupPaTopHbIX CUMNTOMax — NPUMEHEHUE MHIaNALMOHHbIX CENEKTUBHbIX 6eTa-2-
aapeHOMWMETUKOB

° NPU TAXKENbIX HAaPYWeEHUAX GYHKLMK AbIXaHUS U NOSIBAEHUU LiMaHO3a — NPUMEHEHUE Kncnopoaa
(MacKa, HOCOBbl€ KaHIonK)

° NP HEOBXOAMMOCTU — CepAle4HO-Nero4YHas peaHumaLms

® OUEHWTb PUCKHK M MPEUMYLLECTBA, CBA3AHHbIE C MPOAOIKEHWEM NedeHus acdoTazomn anboda;

€CNN NPUHSATO peLleHre 0 NPOASNEHNY — MOHUTOPMHT MPU3HAKOB U CUMMTOMOB pPeaKLun

rMNepYyBCTBUTENBHOCTU; JOCTYM K NpenapaTtam 1 060pyA0BaHMUIO AN KYNMPOBaHWS NOBTOPHbIX PeakLui

MnepyyBCTBUTENBHOCTb

Ta6nuua 3. ConyTcTBYlOWAs 1 CMMNTOMaTUYecKas Tepanus npv runodocdartasum
Table 3. Concomitant and symptomatic hypophosphatasia therapy

MpenapaTtbl MOHUTOPUHT U pEKOMEeHJaLun

MpoTMBOCYAOPOXKHAsA Tepanus * TpeGyeTcsi NOAGOP B CreLnanM3npoBaHHbIX LLEHTPaX

* Heo6x0AMMO HasHauYeHWe NP1 Pa3BUTUN BUTaMUH-Bg-3aBMCHMBbIX
CyAopor Npu nepuHaTanbHom/MHPaHTUNbHON popMax
B MaKCMMasbHbIX TepaneBTUYECKUX J03aX

e 1711TeNbHOCTb TEpanuu onpesenseTca MHAMBUAYaNbHO

MUpUAOKCHH

* BO3MOXHO Ha3Ha4YeHue Npu PasBUTUM YMEPEHHbIX/CPeLHMUX

AHTUIrMCTaMUHHbIE CpeacTBa CUCTEMHOIO AENCTBUS o
peakLMi B MecTax BBeeHUs npenapara

MpenapaTbl, 06najaowmne 06e36011MBaOLNM
[eNcTBUEM (HECTEpPOUHbIE NPOTUBOBOCMANNTENbHbIE
M NPOTMBOPEBMATUYECKME NpenapaTbl)

* BO3MOXHO KypcoBOe Ha3HaYeHue A8 KynuposaHusa 601eB0ro
cuHApoma

* HasHayeHwWe [O/IKHO NPOBOAUTLCS MPK CTPOTOM KOHTpOE

MpenapaTbl KanbUnUs
YPOBHS KanbLus. [poTMBONOKa3aHbl NP runepKanbLmMeMmm

e [IpOTMBOMOKAa3aHbl, MOCKONIbKY MOTYT YXYALUTb TeYEHNE

BucdocdoHaTbl
bocd runodocdartasunm

e [[poTMBOMNOKa3aHo Ha3HavyeHue npenapaTos rpynmnbl «ButamuH D
1 ero aHanoru» B BbICOKUX J03ax

° HasHayeHWe AOMKHO NPOBOAUTLCS NOJ KOHTPONEM YPOBHS
25-0OH BuTamuHa D B KpoBM

ButamuH D 1 ero aHanoru
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aHanoramu HeopraHuyecKkoro nupodocdarta v ycyryons-

0T TMNOMUHEpPanu3aLmio KOCTEN.

e T[lpu cygoporax nauneHtam ¢ FdP Ha3HayaloT BHYTPU-
BEHHO MMPUAOKCUH (HavanbHas gosa 100 mr ¢ nocne-
aywouwmm BeegeHnem 10-30 Mr/Kr/cyt B 3 npuema)
C LEenblo KynupoBaHWsA AaHHOro cocrtosHua [39-43].
YpoBeHb y6euTenbHOCTU pekoMmeHaauuin — C, ypo-
BEHb JOCTOBEPHOCTU AOKa3aTenbCcTB — 5. Y nauu-
eHToB ¢ PP pedochopunupoBaHne nupuaoKcanb-5-
¢docodarta, meTtabonnta BuUTaMnHa By, B MUpuAoKcanb
MHTMOUPYETCH M3-3a CHUXKEHUS aKTUBHOCTM THLLD.
lMocKonbKy NMPUAOKCANb MOXET NPOXOAUTb Yepes Kie-
TOYHble MeMOpaHbl, a NUpUAoKcanb-5-pochar — HerT,
LeHTpanbHas HepBHas cucTeMa UcnbiTbiBaeT geduunt
BMTamMuHa Bg, 4TO BbI3blIBAET CyA0POrK. TO €CTb CYA0POTH
npu PP 06bIYHO ABAAOTCH BUTAMUH-Bg-3aBUCHMbIMH
n nevaTcs NMPUAOKCUHOM.

OaHaKo HeKoTopble NauMeHTbl pearnpyloT Ha NUPULOK-
CWH TONIbKO BPEMEHHO MK He pearunpytoT. B Takon cutyaunm
MOXeT noTpe6oBaTbCs Ha3HayeHue NPOTMBO3NUNENTUYE-
CKMX MpenapaToB. B aTom cnyyae TakKe cneayet yyuntbiBaTb
BO3MOXHOCTb pa3BuTMa aHuedanonatum. B HacToswee
BpPeEMS HET AaHHbIX O TOM, MOXHO /M NPEeKpaTUTb NPUEM
NMPUAOKCUHA Nocne Havana pepmMeHTHOM 3aMeCTUTENIbHON
Tepanuu [18].

e [laymeHtam ¢ PP npu Hanuymm 6GONEBOro CUHAPO-
Ma MnoKa3aHO KypCcOBOEe Ha3Ha4yeHWEe HeCcTePOUAHbIX
NPOTMBOBOCNANMUTENbHBIX M MNPOTUBOPEBMATUHECKMX
npenapatoB [17, 44, 45]. YpoBeHb y6eAUTENIbHOCTHU
peKomeHaauuii — C, ypoBeHb JOCTOBEPHOCTHU AOKA-
3aTenbcTB — 5.

XupypruuyecKkoe neyeHume

* TaymeHTam c FPP 1 BbiparKeHHbIMU CKeNEeTHbIMK Aedop-
MaLMAMK NOKa3aHo onepaTtMBHOE NevyeHne B opToneam-
YECKMX LeHTpax MNpu HaauM4yuMu NoKasaHuh ANa MX Kop-
peKLUMK U OTCYTCTBUM NPOTUBONOKa3aHui [18]. YpoBeHb
y6eautenbHoCcTM peKomeHpaauun — C, ypoBeHb
AOCTOBEPHOCTU AOKa3aTeNbcTB — 5. MoxeT notpe-
60BaTbCs onepaTUBHOE Sie4eHNe C NPUMEHEHNEM KOH-
CTPYKLMM ANA OCTEOCUMHTE3a NPU HanM4yMK y naumeHTa
nepenomMoB, NCEBLONEPENIOMOB UM PA3BUTUS JIOXKHbIX
CyCTaBOB BCNEACTBME 3amMeaNIEHHON/HapyLEeHHON KOH-
CONMAALMN KOCTHbIX OTIOMKOB. Mpu pasBUTUM KpaHMO-
CMHOCTO3a MaLMeHTbl MOTYT HYXXAaTbCsi B HEMPOXUPYP-
rMyeckux onepaumsx 26, 46].

UHoe neyeHune

° [lpu TXKeNon uHpaHTUNbHOM dopme PP ¢ abixaTenb-
HOW HefOCTaTO4YHOCTbIO B 3aBMCUMOCTM OT KAWMHMYeE-
CKOM CHUTyaLMW PEKOMEHLOBaAHO MpOBefeHue pecnu-
pPaTOpPHOM NOAAEPKKM COrnacHO COOTBETCTBYHOLLMM
peKomMeHAauuaM B CBSI3M C MOBbIWEHHBIM PUCKOM
runonnasuun nerkux [26, 47]. YpoBeHb y6eauTeb-
HOCTU peKomeHaauun — C, ypoBeHb JAOCTOBEp-
HOCTU AOKa3artenbcTB — 5. Moryt norpe6oBartbcs
HEMHBA3MBHAsA WCKYCCTBEHHAs BEHTUNAUMSA JErkux,
CPAP — nocTOSiHHOE MOJIOXKUTENbHOE JaBNeHue B Ablxa-
TenbHbIX NyTAX, BiPAP — aByxda3Hoe NoCcTosiHHOE NoJo-
UTENbHOE AaBfieHMe B AblXxaTeNbHblX NyTaX, UHTY6aLms
M WCKYCCTBEHHAs BEHTUNALMSA NErkux / BbICOKOYACTOT-
Hasi UCKYCCTBEHHas BEHTUNAUMSA nerkux. MoxeT 6biTb
pPacCMOTPEHO MPOBEAEHUE WHTansLMOHHOM W NeKap-
CTBEHHOM Tepanuu No NOBOAY NEFOYHON TUMNEPTEH3MUMH,
HanpuMep MHranaTopHoe BBEAEHMUE OKCMAa a30Ta, IKC-
TpaKoprnopanbHas MeMb6paHHash OKCUreHauus, nocTa-
HOBKa BPEMEHHOWN TpaxeocToMbl U Ap. [26], B coOTBET-

CTBUMU C KJIMHUYECKUMU PEKOMEHZALMAMMN MO NIEFOYHON
rMNepTeH3nn y aeTen.

e HeobxogMmMo paccMoTpeTb MNpoTe3npoBaHune 3y6oB
W/WUNKN YCTAHOBKY 3yOHbIX MMMNAHTATOB NPU OTCYTCTBUU
3y60B Yy NaumMeHToB ¢ FPD ¢ uenblo AOCTUKEHUA DYHK-
LlMOHaNbHOTIO U 3cTeTu4ecKoro adpeKkToB [48]. YpoBEeHb
y6eauTenbHOCTU peKomeHpaauun — C, ypoBeHb
[OCTOBEPHOCTU foKa3aTtenbCcTB — 4. YCnyru, umeto-
wmecs B lNpukase MuH3gpaBa Poccun o1 13 oKTa6ps
2017 r. N° 804H «O6 yTBEpPKAEHUU HOMEHKNATYPbI MeAK-
LIMHCKKUX ycnym: NpoTe3npoBaHne 3y60B MNONHbIMU CbEM-
HbIMW NAACTUHOYHBIMKM NpPOTE3aMu, NPOTE3MpPOBaHUE
4YaCTUYHBIMW CBHEMHbBIMW MAACTUHOYHBIMU MPOTE3AMMH,
npoTe3MpoBaH1e CbeMHbIMU BlOrenbHbIMU NpPoTE3aMMU,
BHYTPMKOCTHaa AeHTanbHas umnnaHtauus. Heobxoanm
TaKe yxoj 3a 3ybamMu. PaHHee 06y4YeHue CTPOron rmru-
€He NofocTM pTa HeobXoAMMO ANs NpefoTBpaLleHus
U1 3aMeanieHns pasBUTUSA NapogoHTuTa [49].

MEQULIMHCKASA PEABU/IMTALIUA
e [laymeHTam ¢ PP npoBoasaT dusnoTtepanuio n neyved-

Hyl0O QU3KYNbTYPY, HanpaBieHHble Ha HopMann3auuio

MbILWEYHOr0 TOHYCa M YKpeneHne Mbllle4yHOro Kapkaca,

C LeNbl0 MUHUMU3ALMW pUCKa MEPEsoMOB M NOoBbILE-

HUS GUIMYECKOM aKTMBHOCTM, yAyylWeHus agantaluu

B 06LIECTBE M MOBbILIEHNS Ka4yecTBa MX XK3HM [50, 51].

YpoBeHb y6eauTebHOCTU pekoMmeHaauuin — C, ypo-

BEHb JOCTOBEPHOCTHU AOKA3aTeNbCTB — 5. MeToanKu

LOMKHbI BbIGUPaATbCH MHAMBMAYaANbHO, COrMNacHO BO3-

MOXHOCTAM NauMeHTa — KaK BO3pacTHbIM, TaK

n GYHKUMOHaNbHbIM. TaKXe NPpOBOAMMbIE MEPOMNPUATHSA

OOJKHbBI BblOMpaTbCd TakuMM o6pa3om, 4ToObl nauwm-

€HT / 3aKOHHble NpeAcTaBUTENM COXpPaHAAW npusep-

YKEHHOCTb UM.

YnpaxHeHns B Boge o6ecneynBaloT yMepeHHOEe Comnpo-
TUB/IEHWE B YCNOBUSAX MOHUXKEHHOW rpaBUTaLMK, YTO CMoO-
CO6CTBYET YKPENIEHUIO MbllL, MUHUMU3UPYS 6ONb U CHU-
as PUCK NepenoMoB.

CnepyeT nsberatb KOHTaAKTHbIX BUAOB CNOPTa UK APYTUX
aKTMBHOCTEN C BO3MOXHbIMW pUCKaMu TpaBMaTU3aLnu.

MpPbIXKKM M NOACKOKKM cnefyeT peKoMeHAoBaTb TOJIbKO
Nno pelweHnio Bpaya Ha OCHOBAHWW COCTOSHWS KOCTHOM
TKaHW.

BO3MOXHO NpUMeEHeHWe opToneandYeCcKMX YCTPOMCTB
ONsg KoppeKkunn agedopmaumni M KOCTHbIX HapyweHun (no
NoKa3aHusaMm).

PeabunutaunoHHble Kypcbl (MaccaxX MeauLUHCKUK,
neyebHasa GM3KybTYpa, NocycTaBHas rMMHacTMKa, No30Bas
KOppeKuus, ruaponpoueaypbl, NCUXonoro-negarornyeckas
NMOMOLLb) XenaTeNbHO NPOBOANTbL B YCNOBMUSAX AHEBHOIO CTa-
LMoHapa ¢ yactoTon 3—4 pa3a B rog.

MeanumHCcKuM (nevyebHbIM) Maccaxk — 3TO MEeToj feve-
HUS U NPOPUNAKTUKK, NpeacTaBisioWmn Co60M COBOKYI-
HOCTb MPMEMOB [LO3MPOBAHHOIO MEXaHWYeCKOro BO3AeW-
CTBUS Ha pasfiMyHble Y4acTKM NOBEPXHOCTU TeNa NauneHTa,
NPOM3BOAMMOrO PyKaMu maccaxkucta. Maccaxk ycunumBa-
€T O06MeHHble MPOLLECChl B KOXE, MOBbIWAET MbllUeYHbIN
TOHyc. Maccax cneayeT HauMHaTb C Norna>KMBaHus, ganee
nepexoasT K pasMuHaHWi0 Mblwl. B mectax 3Ha4yuMTenbHO-
rO CHUXEHMS NIOTHOCTM KOCTEM BbIMNONHSAETCH BUOGpaLums.
Maccark NpoBoANUTCSA KypcaMu exXeHEBHO UK Yepes AeHb.
Kypc nevenna — ot 10 go 25 npoueayp ¢ nepepbiBamu
ot 10 gHel go 2 mec.

JleyebHasas GU3KyNbTYypa — 3TO cCUCTEMA MPUMEHEHUSA
cambIX pa3HOOOpa3HbiXx CPeacTB OOUIKYNbTYpPbl B LENsAX
npoduNakTUKK, NeyeHna u peabunutauuun. OHa AOMKHA
BK/OYaTb KaK eXefHEBHYI TUIMEeHWYeCKYylo rMMHacTu-



Ky (3apsiaKky), Tak v neyebHylo rumHacTuky. CocTaBnsioT
WHAMBUAYANbHYIO NPOrpamMMy ynpaxHeHUN, KOTOpble TaKXe
BbINOMHAOTCA Kypcamu [52].

0693aTenbHO BKJIIOYEHME B KOMIMIEKCHYIO Mporpam-
My peabunuTtaumm paboTbl MEeAMLMHCKOro ncuxonora —
KaK ¢ caMMMW NauMeHTaMu, Tak M C YneHaMun UX ceMen.
[MocKkonbKy 3a6oneBaHne HOCUT NMPOrpPeccUpyIoLLMA XapaK-
Tep, Heo6XoAMMO MOMOYb MALMEHTY «MPUHATb» AMArHo3,
ajanTMpoBaTb €ro K )W3HW, AaTb BO3MOXHOCTb MaKCH-
MasibHO peannM30BaTb ero Cnoco6HOCTU K 06y4EHMIO U camOo-
CTOSITENbHOM XW3HU B AanbHenwem. BeBuay yacton coye-
TaHHOW HEBPOJIOrMYECKON MATONOrMKU TaKKe HeobXxoaMmo
npoBefeHne 3aHATUI C MEeAULIMHCKUM NCUXOOrOM C LIENbIO
KOPPEKLMU BO3MOXHOI0 KOrHUTUMBHOIO aeduunta y nauu-
€eHTOB. TaKXe BaXXHO BKJ/OYEHWEe 3aHATUM C Jloronenom
ONng npeaynpexaeHus U KOPPEeKLMW peyeBbiX HapyLeHWH.
CucteMa KoppeKLMOHHO-10roneamMyeckon paboThbl ¢ AETbMU
npeaycmaTpuBaeT paHHee Havya o OHTOreHeTUYeCKu nocne-
[oBaTeNbHOro noroneanyecKkoro Bo3aencTBums, onupatolle-
rocsl Ha CcoxpaHHble GyHKUMKW. B ocHOBE KOPPEKLMOHHbIX
MEPONPUATUI NEXUT NPUHLKUMN ABUraTebHO-KMHECTEeTUYEe-
CKOW cTumynsaumm [53].

MPO®UNTAKTUKA U AUCNAHCEPHOE HABJIIOAEHUE

e bepeMeHHbIM XeHWMHaM MPoBOAAT YNbTpa3ByKOBOE
nccnegoBaHue BHYTPUYTPOOHOIO pebeHKa ¢ LeNbio paH-
HEN AMArHOCTUKU DD, NPUHATUSA pelleHns o Aalb-
HeWlWen TaKTUKe BeleHus O6epemMeHHOCTU, poaopas-
peleHns, paHHero TepaneBTMYECKOro BMellaTeNbCTBa
W ynyylleHnsa nporHosa [18]. YpoBeHb y6eAUTEeIbHOCTHU
peKomeHaauuin — C, ypoBeHb JOCTOBEPHOCTU A0OKA-
3atenbcTB — 5. ViccnegoBaHve NpoBOAMTCH B pamKax
CKPUHWHIA 6epeMEHHbIX, MPU HaNWYnu MoKa3aHum —
Yalle, KpaTHOCTb MCCnefoBaHWsA Onpeaensercs MHAM-
BUAYyanbHO.

Mpu npoBegeHUM yNbTPaA3BYKOBOro MWCCnefoBaHus

y 6epeMEHHbIX KEHLMH BO3MOXHO BbIIBJEHWE Clly4aeB

nepuHatanbHon dopmbl FPP. Co Il TpumecTpa 6epemMeHHo-
CTW NPU yNbTPA3BYKOBOW AMArHOCTUKE MOryT 6blTb BbiiB/e-
Hbl XapaKTepHble MPU3HAKMK:
°® W3MEHEeHUA CO CTOPOHbl CKeneTa (yKopoueHue,
UCTOHYEeHUe pebep; YyKopoyeHue, aedopmauuun
KOHEYHOCTEN);

°  BHYTpWMyTpoOGHas 3ajeprKKa pocTa;

® CHUWXXEHWE 9XOreHHOCTH KoCTel;

°  MSArKun (MeM6paHO3HbIN) Yeper, OTYETIMBO onpeae-
nemblv cepn Mo3ra;

° MHOroBoAMe.

e CeMbAM C OTArouleHHbIM aHamHe3oM no PP (poau-
TenaMm, 6MM3KMM POACTBEHHWMKAM) MpW MiaaHWMPOBaHMK
6epeMeHHOCTM C Lenblo NPorHo3a MNoToMCTBa, pasb-
SACHEHUSI TEHETUYECKOro pMCKa M BO3MOXHOCTEN npe-
HaTaNbHOMW AMArHOCTMKM PEKOMEHJOBaAHO mnposeje-
HWEe MEeAMKO-TEHETUYECKOro KOHCynbTUpoBaHusa [18].
YpoBeHb y6eauTenbHOCTU peKkoMmeHaauuim — C, ypo-
BEHb JOCTOBEPHOCTU fOoKa3aTteNnbCTB — 5. B ceMbsx
C OTArOWEHHbIM aHaMHEe30M BO3MOXHO MpPOBeAeHUe
npeHaTanbHOMW AWMArHoCTUKM PP — mMonekynspHo-
rEHETUYECKON [AMarHOCTUKM (MOMCK MyTauun B reHe
ALPL) npun ycnoBuM U3BECTHOIO reHoTUNa npobaxaa.

e [laumeHtam ¢ TIPP He peKOMeHAOBAHO MNpPOBO-
OWTb BaKUMHAUMIO B A€Hb MHbeKUMM achoTasdbl anb-
da ¢ uenblo TOYHOM OLEHKWM peaKumin Ha neyebHbln
npenapat / BakuuHy [17]. YpoBeHb yGeauUTesbHO-
CTU peKomeHpauuihi — C, ypoBeHb AOCTOBEPHOCTH
AoKasaTtenbcTB — 5. [PD He saBnsfeTcs NpPoOTUBOMO-
KazaHMeM K MpoBeAeHM0 MPOodMUNaKTUYECKUX NPUBU-

BOK. [1pn HEo6XoAMMOCTW BaKUMHALMKM Yy MNaLMeHTOB
Ha exegHeBHoOM Tepanuun acdoTa3on anbda crnegyet
NPONycTUTb AEHb BBEAEHWS IeKapCTBEHHOrO npenapa-
Ta. [JaHHas peKoMeHJalumMs OCHOBaHa Ha KAMHUYECKOM
onbITe coobLiecTBa 3KCNEPTOB.

AucnaHcepHoe HaGnwaeHue

Bcem nauuneHTam ¢ FdP nokalzaHo npoBeaeHne obLie-
ro (KAMHMYECKOro) aHanu3a KPOoBW C LEeNblo KOHTPOS
Ha doHe Tepanun acpoTason anbda [17]. YpoBEeHb yoe-
AUTENbHOCTU peKomeHaauuin — C, ypoBeHb JOCTO-
BEPHOCTU foKasatenbcTB — 5. KpaTHOCTb uccnepo-
BaHWs onpeaensieTcs MHaAMBUAyanbHo, B cpegHem 1 pas
B roa. MayueHtam, nonyyawowmm acdortasdy anbda, —
cornacHo cxeme (cm. Taén. 3).

Bcem nauueHtam c [®P pekomeHaoBaHO onpepge-
JIeHUEe aKTMBHOCTK LWeNoYHon docdaTtadbl B KPOBMU
KaK OCHOBHOIO [AMarHOCTUYeCKOro 6GMOXMMUYECKOrO
MapKkepa C Uefblo OUeHKN 3PpGDEKTUBHOCTM Tepanuu
[18]. YpoBeHb y6eaAUTEeNIbHOCTU PEeKoMeHAauun —
C, ypoBeHb [0CTOBEPHOCTU AOKa3aTe/lbcTB — 5.
MccnepoBaHne NpoBOAMTCS [ABYKPATHO C MHTEpBasoMm
1 HeA NpuW NOCTaHOBKe AnarHosa 1 ganee 1 pas B 6 mec
NnnaHoBO, B cly4yae Hayana GepmMeHTHON 3amMecTUTeNb-
HOM Tepanun — Kaxable 3 mec (Tabn. 4).

C uenblo OUEHKM KanbLMeBOro o6MeHa NpoBOAAT
nccnegoBaHue ypoBHA 06LWEro M MOHWM3MPOBAHHO-
ro Kanbuusa B KpoBu [17]. YpoBEHb YOE4UTENbHOCTHU
peKomeHaauuin — C, ypoBeHb JOCTOBEPHOCTHU A0OKaA-
3atenbcTB — 5. KpaTHoCTb nccnefoBaHusa onpegens-
eTCs MHAMBMAYaNbHO, B cpeaHem 1 pas B 6 Mec.

Bcem naumeHTam ¢ IO ans oueHKM KanbLmn-docPopHo-
ro obMeHa peKoOMeHAO0BaHO UccnefoBaHMe YPOBHS HEOpP-
raHnyeckoro docdopa B KPOBW, UCCNEAOBAHNE YPOBHS
25-OH BuTamuHa D B KpoBW, NapaTtMpeongHoOro ropmo-
Ha B KpoBu [17, 18]. YpoBeHb y6eAUTENbHOCTU PEKO-
MeHpgauuii — C, ypoBeHb AOCTOBEPHOCTH [OKa3a-
TenbcTB — 5. KpaTHoCTb mccnegoBaHus onpegensiercs
WHAMBMAYaNbHO, B cpeaHem 1 pa3 B 6 Mec (CM. Tabn. 4).
Bcem nmaumeHTam € KIMHUYECKUMMU Npu3Hakamun [PD
C Lenblo OLEHKN YHKUMM MOYEeK MPOBOAAT MCCneno-
BaHWe YPOBHSI KpeaTWHMHA, MOYEBUHbLI B KPOBW; BCEM
nauneHTam ¢ KNMHUYECKUMK Npu3Hakamu FMPd ¢ uensto
CBOEBPEMEHHOW AMArHOCTMKKM HedpoKanbLMHO3a —
onpefeneHMe COOTHOWEHUA KanbUWW/KpeaTUHWH;
B3pocC/abiM naumeHTam ¢ PP ¢ uenblo oueHKU PyHK-
UMM NOoYeK — onpegeneHne CKOPOCTU KNy6O4YKOBOM
dunbTpaunn [17]. YpoBeHb y6GeAUTENIbHOCTU PEKOo-
MeHaauuin — C, ypoBeHb AOCTOBEPHOCTU fOKa3a-
TenbcTB — 5. YacToTa onpeaensiercs MHAMBUAYaANbHO.
MNMauuneHTam, nony4vaowmnm achoTtasdy anbda, — Mo cxeme
(cm. Tabn. 4).

Bcem nmaumMeHTam € KIMHUYECKUMMU Npu3Hakamun [PD
noKasaHo onpefeneHve akTUBHOCTM acnapTaTamuHoO-
TpaHcdepasbl, anaHMHaMUHOTPaHchepasbl, YPOBHS
CBOGOAHOIO M CBA3AHHOro 6unnpybuHa B KpoBu [17].
YpoBeHb y6GeauTeNnbHOCTH peKomeHaauun — C,
ypoBeHb JAOCTOBEPHOCTU [AoKa3atenbctB — 5.
MccnepoBaHne NpoBoAWUTCA BCEM NauueHTam npu auva-
rHOCTUKE, Aafee — npu AUCNaHCepHOM HabNaeHUn —
nauueHTam, nonyyawowmnm achoragdy anboda.

Bcem nauveHTam ¢ MPd ¢ uenbio UCKAYEHUS runep-
KanbUuWypun pPEKOMEHLOBAHO MUCCAefOBaHWE YPOBHSA
Kanbuus B Mo4e [17]. YpoBeHb Y6 4UTEIbHOCTHU PEKO-
MeHaauuin — C, ypoBeHb JOCTOBEPHOCTU fOKa3a-
TenbcTB — 5. KpaTHOCTb nccnefoBaHus onpeaensercs
WHAMBMAYaNbHO, B cpeaHem 1 pa3 B 6 mec (o6a3aTenb-
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Ta6nuua 4. KoHTponvpyemble nabopaTtopHble NoKasaTenun y naumMeHToB ¢ runodpocdatasuent (no [17])
Table 4. Controlled laboratory parameters in patients with hypophosphatasia (according to [17])

JlaGopaTopHbI/ NOKa3aTeNb

CpOKHU BbINOJIHEHUSA

MpumeyaHus

OnpepeneHve akTUBHOCTY LLENOYHON
docodaTasbl B KpoBU

MepuHaTanbHas/MnageH4yeckas
dopma: Npu NOCTaHOBKE AMarHosa,
yepes 3, 6, 12 mec, aanee Kaxable
6 mec

[eTckasi/B3pocnas popma: npu
NocTaHOBKe MarHosa, Yepes 2 Hef,
3,61 12 mec, fjanee exeronHo

© BaXHO AN NOCTaHOBKM AnMarHosa

° Heo6X04MMO YUNUTbIBaTb KOHTPONbHbIE ANanasoHbI

C NonNpaBKOW Ha BO3pacT v non

3HauyuTeNbHblEe OTKIOHEHUS TPEBYIOT paclUMPEHHOro
[MarHoCTUYECKOro NoucKa

lMonesHo Npu oLeHKe KoMMNiaeHca

O6paseLl aHanusa cneayet pas36aBuTb AN NONYYEeHUS
TOYHOr0 NoKazaTens

MupuaoKcanb-5-docdat B KpoBU

MNepuHaTanbHasa/mnageH4eckas
$opma: NpM NOCTaHOBKE AMarHosa,
yepes 1, 3, 6 u 12 mec, fanee
exerogHo

[eTcKas/B3pocnas popma: npu
nocTaHoBKe AnarHo3sa, yepes 3 Mec,
[lanee exerofHo

AKTuBHas ¢opma BuTamuHa By

e lo6aBKu, cofepraline NMPUAOKCHUH, MOTYT NOBAUATb
Ha pe3ynbTaT

B cBA3M € TPyAHOCTAMM B TECTUPOBaHWUM U3-3a pacnaja
Ha poHe npuema acdoTtasbl anbda He06xoaNUMO

B NPO6MPKY 4O6ABNATb MUHTMOUTOP LLENOYHOWM
docdaTasbl, Hanpumep 1eBamm30n

docodoataHonaMuH (P3A) Moum
(uccnepoBaHWe aMUHOKUCIOT

1M MeTaboNNTOB B MOYeE, KOMM/IEKCHOE
onpejeneHne KOHLEeHTpaL MK Ha
aMUHOKWCNOTbI, KOMMIEKCHOE
onpejeneHne KOHLEHTpaL M Ha
aMUHOKWUCNOTbI METOAOM BbICOKOM
3ODEKTUBHON KUAKOCTHOM
XxpomaTorpadun)

MNepuHaTanbHasa/mnageH4eckas
$opma: Npy NOCTaHOBKE AMarHosa,
yepes 1, 3,6 u 12 mec, fanee
eXerogHo

[eTcKkas/B3pocnas popma: npu
nocTaHoBKe AnarHo3sa, yepes 3 Mec,
[lanee exerofHo

o [N NoATBEPKAEHUA AMarHosa

MccnepoBaHue ypoBHS obLiero
M MOHWU3UPOBAHHOIO KanbLusa B
KposHu (Ca)

MepuHaTanbHas/MnageH4yeckas
dopma: Nnpu nocTaHOBKe
amarHosa, yepes 1, 3,6 1 12 mec,
[lanee exxeroaHo; npu ocTpon
runepkanbLeMmm

[eTcKkas/B3pocnas popma: npu
nocTaHOBKe JMarHosa, Yepes 3 Mec,
[lanee exerogHo

KanbLui cbiIBOPOTKM HEOBXOANMO CKOPPEKTUPOBaTb

C y4€eTOM YPOBHS aNbbyMnHa B KPOBU

MccnepoBaHnme MOHU3UMPOBAHHOIO KanbLus
npegnoytutenbHee (6onee ctabuneH)
MMnepKkanbLMeMns MOXET OblTb O4EBUAHOM NPH
anarHose

lMnepKkanbLMemMns MOXET pa3BUTbCA Ha GOoHe Tepanuu;
BepoOsiTHa He06X0AUMOCTb AOMONHUTENBHOIO KOHTPONSA
Ha ¢poHe Tepanuun achoTason anbda

Ecnv cocTosHue He ynydwaeTcs, TpebyeTcs 6onee
YyacTas oueHKa nokasaTens

© OTK/IOHEHNS KanbLMs PeKKU Y B3POCAbIX, O4HAKO MOTyT
HaXoAMTbCS Ha BEPXHEN rpaHuLLEe HOPMbI

UccnepoBaHne ypoBHS
napaTtupeoungHoro ropmora (MTr)
B KPOBMU

Mpu nocTaHOBKe AnMarHosa

1 fanee nepuognM4ecku, onupasco
Ha MeTabonn3m KanbLms,
MHAMBUAYaNbHO

[ns o6HapyKeHU UBMEHEHUM

KOCTHOIr0/ MMHEpPanbHOro o6MeHa

CB$S13aHO C 4ONTOCPOYHBIM YPOBHEM KanbLus B KPOBU
BbinonHseTcs npu o6HapyeHUn OTKNOHEHUI KanbLns

WccnepoBaHue ypoBHsa 25-0OH
BUTamuHa D B KpoBK

MNepuHaTanbHas/mnageHyeckas
dopma: Npu NoCTaHOBKE AnarHosa,
yepes 1, 3,6 n 12 mec 1 ganee
€XKerofHo nocne JOCTUKEHUS
HOPMaJsibHOrO YPOBHS

[etckas/B3pocnas dopma: npu
NOCTaHOBKe AnarHosa, yepes 3,

6 1 12 mec, fanee exerogHo nocne
[OCTUXEHUS HOPManbHOMO YPOBHS

o 119 UCKIIOYEHWUS UHOM NPUYMUHBI HEOCTATOYHOCTH
MUHepanusaLmm
¢ O6ecrneyeHne HEO6GX0AUMbIM 0GaBNEHNEM NpenapaTa
rpynnbl «<ButamuH D 1 ero aHanoru» npu seveHmum
MauneHTbl ¢ NoATBEPKAEHHbIM AeDULUTOM [OIKHbI
nonyyatb npenapart U3 rpynnsl «\Butamut D 1 ero
aHanoru» (a Takxe KOMGUHUPOBAaHHbIX), a8 KPOMe TOro,
PErynsipHO KOHTPOIMPOBATLCS

UccnepoBaHue ypoBHS
HeopraHuyeckoro pocdopa B KPOBKU

MNepuHaTanbHasa/mMnageH4yeckas
dopma: Npu NoCTaHOBKE AnarHosa,
yepes 1, 3,6 u 12 mec, fanee
exerofHo

[etckas/B3pocnas dopma: npu
nocTaHoOBKe AnarHosa, yepes 3 mMec,
[lanee exeroaHo

MOHWUTOPMPOBAHUE YPOBHSA HEOPraHUYECKOr0
docodopa B KPOBU (B KIIMHUYECKMX UCCIeAOBAHUSAX
nepBoHayvyanbHble U3MEHEHWS YPOBHS
HeopraHuyeckoro ¢ocdopa B KpOBU Bbln

pas3HbIMW B OTBET Ha le4eHune, y OJHUX NaLUMEHTOB
0TMEYanoch NOBbIWEHUE, Y APYTUX — NOHUKEHUE,
0/1HaKO Ha hOoHE NPOACIKUTENBHOIO Ie4YeHUs
3Ha4YeHns HopmannaoBanucb. HeKoTopble ciyyan
CHUXeHWa docdaTa coBnanu Co CHUKEHUEM KanbLus
B CbIBOPOTKE B NEPBbIE HEfleNN IeYEHUS, BEPOSITHO,
B CBSI3Y C MOBbILIEHUEM MUHEPANU3aLMKU KOCTEWN)
PekomeHaoBaHo 60nee YacTtoe o6¢cnegoBaHue, ecnum
naumeHT He OTBEYAET Ha Tepanuto




Ta6nuua 4. OKOHYaHHe
Table 4. Ending

NaGopaTopHblii NOKa3aTeNlb

CpOKHM BbINOJIHEHUSA

Mpumeyanus

CKpWHUHroBble nabopaTopHble
ncenenoBaHus (06LWMIA (KNMHUYECKUI)
aHaNnM3 KPOBU pa3BEPHYTHIN,
ncenefoBaHue ypoBHS cBOGOAHOMO

M CBA3aHHOIo 6UAnpy6uHa

B KPOBW, ONpeaeneHne akTMBHOCTH
anaHMHamMuHOTpaHchepasbl

B KPOBW, ONpeaeneHne akTMBHOCTH
acnapTatamuHoTpaHcdepassbl

B KPOBMW)

MNepunHaTanbHas/MaageH4yeckas
dopma: Npu NOCTaHOBKE AMarHosa,
yepes 3, 6,91 12 mec, ganee
eXXerofHo

BHennaHoBO npu 060CTPEHNU
COCTOSIHMS BNIOTb 4O HOPManu3auum

[eTckas/B3pocnas ¢opma: npu
NnocTaHOBKE AMarHosa, yepes 6 mMec,
flanee exerogHo

OueHKa byHKLMKM NoYeK
(MccnenoBaHue YpOBHS KpeaTMHUHA
B KPOBMU, UCCieJOBaHWE YPOBHS
MOYEBWHbI B KPOBMK)

MepuHaTanbHas/mMnageH4eckas
dopma: Npu NocTaHOBKE AWarHosa,
fanee Kaxable 3 Mec

BHennaHoBbIN aHanM3 npu
060CTPEHUMN COCTOAHMSA

[etckas/B3pocnas dopma: npu
NoCTaHOBKe MarHosa, 4epes 6 mec,
fanee exerofHo

e KpeaTuHWH, MOYeBUHa

e CKopocCTb Kny6o4ykoBon dunstpaummn (CKP) B3pocnbim
e OTHOWeHKWe Kanbuui/kKpeatnHuH (Ca/Cr) Moyn

(MOHUTOPUHT HedpOKanbLMHO3a)

MccnenoBaHue ypoBHS KanbLus B
Moye

MccnepoBaHune o693atenbHO
NpU HaNW4YUK rMNepKanbLMeMuu
W/WNU NPU3HAKOB HedPPOKabLMHO3a

HO MPW HaNUYMKU TUNEepKaabLMEMUN U/MAN NPU3HAKOB
HedpoKanbUnHo3a). MNonyyatowmum achoTtaldy anbdpa —
no cxeme (CM. Tabn. 4).

C uenbio BCECTOPOHHEW OLUEHKM COCTOSIHUSI KOCTHOWM
TKaHu BceM nauymeHTam ¢ [PP nokalzaHa peHTreHorpa-
1A Nopa)KeHHOM YacTh KOCTHOro cKeneTa (PEHTreHo-
rpadus dyepena, rpyaHoOM KNeTKW, ANMHHbIX TPy6GYaTbIX
KOCTEN BEPXHWMX WM HUKHWX KOHEYHOCTEW, BKtO4Yas
KOCTW KMCTK, KONIEHHbIV CyCcTaB, Nly4e3ansicTHbIN cycTaB
n ap.) [18]. YpoBeHb y6eAUTENIbHOCTU PEKOMEH-
Aauun — C, ypoBeHb [JOCTOBEPHOCTU pJOKa3a-
TenbCcTB — 5. XapaKkTepHble peHTreHorpadpuyeckune
M3MEHEHUA KOCTHOW TKaHW BKO4YaloT gedpopmaumu
M YKOpO4YeHWe TpyGyaTbiX KOCTEW, OCTEOXOHApPasb-
Hble BbIPOCTbl AJIMHHbIX TPy64YaTbix KOCTEW — LWMNOPSI
Boyanepa. MoXHO BbIIBMTb pacluMpeHne 30H pocTa,
HEPaBHOMEPHOCTb 30Hbl BPEMEHHOW KanbUWdUKaLmK
M paclimpeHve mMeTapu3oB C 4YepegoBaHWEM yyacT-
KOB 0CTeonopo3a M OCTeOoCK/epo3a. Tak Ha3blBae-
Mbl€ «SI3bIKW MJaMEHU» WU MPOCBET/IEHWS, KOTOPble
npoeuMpyoTca OT 30H pocTa B Auacdwv3bl, OTIMYaloT
[OD oT paxuta n/unu metadusapHomn octeoancniasuu.
KocTHbIM BO3pacT, Kak npaBuao, OTCTaeT OT nacnopt-
Horo. lpu wccnegoBaHWMKM 4Yepena BbISBASIOT TUMO-
MUHEpPaNn3aLUmnil KOCTHOM TKaHuW (MeMOpaHO3HbIM
yepen), KPaHWOCMHOCTO3bl M CUMMNTOM «MNafbLEBbIX
B/1aBJIEHWUW» — XapPaKTEPHbIM NPU3HaAK, HAabaOAaEMbIN
Ha peHTreHorpammax npu MOBbILIEHUX BHYTpUYepen-
HOro AaBfieHMs. Y B3POC/bIX NaLMEHTOB MOTYT BbIsiB-
NATbCSA XOHAPOKaNbLMHO3, NCEBAONEPENOMbI U MCEB-
gonoaarpa. KpaTHocTb MccneaoBaHWi onpeaensiercs
WHAMBUAYaNbHO, B cpeaHeM 1 pas B rog (tabn. 5, 6).
Ona OueHKM MWHepanbHOM MJOTHOCTU KOCTHOW TKa-
HM BceM naumeHTtam c¢ PP ¢ 5-neTtHero Bo3pacTa
NoKasaHo NpoBejeHWe peHTreHogeHcuTomeTpun [18].
YpoBeHb y6eauUTEeNbHOCTU peKomeHaauun — C,
ypoBeHb [OCTOBEPHOCTM fJoKa3aTeabCcTB — 5.

KpaTHOCTb MccnenoBaHUs onpeaenseTcs MHaAMBUAya b-
Ho. MNonyyatowmnm achoTtasy anbda — cMm. Tabn. 6.

Bcem nauneHtam ¢ NP ¢ uenblo BbIABIEHNA HEDPO-
KanbLMHO3a NOKa3aHo NpoBeAeHUE YIbTPa3BYKOBOTO
ncenenoBaHusa noyek [17, 18]. YpoBeHb yoeauTenb-
HOCTU peKoMmeHaauun — C, ypoBeHb JOCTOBEPHO-
CTU pOoKa3aTtenbcTB — 5. KpaTHOCTb MccnegoBaHus
onpeaenseTcs WHAMBWAYyanbHO, B cpeaHeM 1 pas
B rof.

MauneHtam ¢ FOD npm HaNUYMKM HEBPONOrMYECKOM CUM-
NTOMaTUKM C LIE/bIO BbISBNEHUS 3NUIENTUHECKON aKTUB-
HOCTM pEeKoMeH[oBaHa a3neKTpoaHuedanorpadus [25,
26]. YpoBeHb y6eaAUTeNIbHOCTU peKoMmeHaauum — C,
YPOBEHb [OCTOBEPHOCTU p[AoOKa3aTenbcTB — 5.
MpoBoaATCA B TOM YMCNE aMMAUTYAHO-WUHTErpUpo-
BaHHas 3neKkTpoaHuedanorpadus, sHuedanorpadma
C BUI€OMOHUTOPMHIOM. KpaTHOCTb MCceaoBaHus onpe-
AenseTcs MHAMBMAYaNnbHO, HO He pexe 1 pasa B roa.
Mpn Hanuuun y nauneHTa ¢ PP KpaHMOCMHOCTO3a,
HEBPONOrMYECKOM CUMMNTOMATMKKM C LIENbi0 AMarHo-
CTUKM NaTONOMMK YepenHbIX LBOB, MPOrpeccupyowmnx
M3MEHEHMI 6enoro BellecTBa MO3ra PEKOMEH0BaHbI
HEenpocoHorpaduma u/mnu KoMnbloTepPHas TomMorpadus
W/WAN MarHUTHO-pPe30HaHCHas ToMorpadus roloBHOro
Mo3ra [26-28, 30]. YpoBeHb y6eAUTE/IbHOCTU PEeKo-
MeHaauuin — C, ypoBeHb AOCTOBEPHOCTU AOKa3a-
TenbcTB — 5. KpaTHOCTb MCCnefoBaHUs onpeaensercs
WHAMBUAYaNbHO, HO He pexe 1 pa3a B 24 Mec, HapKO3 —
Nno NoKasaHusaM.

MauymeHtam ¢ FOD crapwe 5 net npu OTCYTCTBMU MpPO-
TUBOMOKAa3aHUM C LENbl0 OLUEHKU QYHKUMM AbiXaTesb-
HOM CUCTEMbI PEKOMEHAOBAHO onpeaeneHne QGyHKLUK
BHELIHEro AblXxaHus (McclefoBaHWe HecnpoBOLMPO-
BaHHbIX [bIXaTe/bHbIX 06BbEMOB M MOTOKOB, MPU HEOO6-
XOAMMOCTU — WCCNefoBaHWe AblXxaTelbHbiX 06bEMOB
C NPUMEHEHWEM JIeKapCTBEHHbIX npenapaTos) [18, 31,
32]. YpoBeHb yoeauTebHOCTU peKomeHaauun — C,
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Ta6bnuua 5. PekomeHaumm no HabnogeHM0 3a NaLMeHTaMu ¢ nepuHaTanbHOn/MnageH4eckon ¢opmon runodpocdaTtasunu, nonyvaroLnmm
Tepanuio acooTa3on anbda

Table 5. Guidelines for follow-up of patients with perinatal/infantile hypophosphatasia treated with asfotase alfa

UccnepoBanune YacTtoTa BbINONHEHUS MpumeyaHus

e Ba)XHO Ang AMarHOCTUKK

e KomnneKcHoe o6cnefoBaHue creneta

e PeHTreHorpadus 060mx KONEHHbIX CyCTaBOB,
Nly4e3ansCTHbIX CYCTaBOB U FPYAHON KNETKH
Heo6xoAMMbI A1 MOHUTOPUHIa Tepanuu
Heo6xoanmo paccMoTpeTb BO3MOXHOCTb
KOPPEKTUPOBKM A03bl achoTasbl anbda Yepes
6 MecsLEeB NeYeHns Npu OTCYTCTBUU YNyYLLIEHUS
WM €CNU HE BbISIBIEHBI APYr1e NPpUYUHbI
NekapCTBeHHOM HeadPEeKTUBHOCTH

CornacHo fjaHHbIM nccnefoBaHui, YactoTa
npoBeAeHns — Kaxble 3 Mec

PeHTreHorpaduma nopaxeHHon
4aCTu KOCTHOro cKeneta
(peHTreHorpadum Yepena, rpyaHowm
KJIETKM, AJIMHHbBIX TPy6YaTbIX KOCTEN
BEPXHUX U HUXKHUX KOHEYHOCTEN,
BKJII04a@sa KOCTU KUCTU, KONIEHHbIN
CyCTaB, Jly4e3ansacTHbIN cycTas U
Ap. B 3aBUCMMOCTU OT KIIMHUYECKOM
cutyaumum)”

Mpu NnocTaHOBKe AnarHosa, yepes 3,
6, 1 12 mMec, 1 fafiee exXxerogHo ans
3ansACTUI U Kaxkable 2 roga Ans Konex
WK MO KJIMHUYECKUM NOKa3aHUAM

BarkHas oueHKa/KoHCynbTauna ans JaHHOM
rpynnbl NauMeHToB

O6ecneyeHne abixaTenbHON GYHKLNK:
KOMHaTHbI BO34yX, OKCUreHoTepanus,
HeuWHBa3MBHas BEHTUNALMS nerkux, CPAP,
BiPAP, ucKyccTBeHHast BEHTUNSALMSA NErKUX,
TpaxeocToMus

MccnepoBaHune cHa nepep BbINMUCKOM U BO BpeMS
OLLEHKM AbIXxaTenbHON GYHKLUMK

OueHKa nero4yHomn GyHKUMKM Nepes nonetamm —
paccMOoTpeTb BO3MOXHOCTb UMUTaLLMK TMNOKCUKN
Ha BbicOTe

[pun nocTaHOBKe iMarHo3a u ganee

OueHKa pecnupatopHom GyHKLMK
H P paTop byHKu no nokazaHuam (c 5 ner)

[nuHa Tena / pocT, BEC, OKPYIKHOCTb r0/10BbI
PyTMHHO MPOBOAMUTCS NPW OCMOTPE BPaAYOM-
neanMaTpom

AHTpOMoMeTpuyecKue
uccneaoBaHus

[pn NocTaHOBKe AMarHo3a, Kaxkable 3 mec
00 4 neT v ganee Kaxable 6 mec

Mpu nocTaHOBKe AnarHosa, yepes 3, 6,
12 mMec 1 fanee exerogHo

OueHnBaTb UBMEHEHWS NPU NNAHOBbIX

MOTOpHbIE HaBbIKK
noceleHunsx

Mpu NnocTaHOBKE AMarHo3sa, eXxemMecsayHo
B TEYEHMS NEPBLIX 6 Mec, Aanee Kaxable
3 mec

Bonesble owyLeHums e OueHnBaTb MPU Kaxa0oM NoceLleHnr Bpaya

BesonacHocTb achoTasbl anbda Bo3MOXHble HexenaTteNbHble ABNeHna Tepanuun acdoTtason anbda (cm. Tabn. 2)

lMpumeyaHne. PeHTreHorpadusa KOCTeN cKkeneTa BKOYaeT NpsiMble MPOEKLMM CTYNHEN (MeTaTap3asbHble KOCTH), 60blue6epL0oBOi U Mano-
6epuoBOI KOCTEN (BKItOYas ronoBKy 6eapa), rpyAaHYIo KNeTKy, NO3BOHOYHMK (+ 6OKOBas NpoeKuus), Yepen (AHO Yepena, BKao4as 60KOBYIO
npoekuymto). C pocToM 1 3aKpbiTUEM 3NMPU30B B OCHOBHOM NPOBOAAT PpeHTreHorpaduio xapakTepHbIX NPO6AEMHbIX 30H C MHAMBUAYANbHbIM
noaxoAoM, YTo siBAsieTcs 60nee NonesHbIM, HeM peHTreHorpadus Bcero ckeneta. CKpUHWHIOBbIE UCCIEA0BaHMS ANs OLLEHKU MPOrpeccupo-
BaHMA npoLecca, OCHOBHbIX OC/IOXKHEHUI (KUDOCKONMO3, XOHAPOKANbLMHO3, CHUXKEHWE MUHEPAbHOM NIOTHOCTK) UKW OCNTIOXKHEHUI, XapakK-
TEePHbIX ANS Pa3HbIX BO3PACTHbIX MEPUOAOB (HAaNpMMep, KPaHUOCMHOCTO3 Y AeTel, CTPECCOBbIV Nepesiom NAOCHEBOM KOCTHU Y B3POCbIX),
[OMKHbI NPOBOAUTLCS B 3aBMCUMOCTHM OT BO3pacTa. <*> — peHTreHorpadumsa ny4e3anscTHOro cyctaBa (1eBoro) B NpsiMon NPOEKLINMN MOXKET
MCNOb30BaTbCs A9 MOHUTOPUPOBAHUS COCTOAHUSA ANMPUI30B M OLLEHKM KOCTHOro Bo3pacTa y geTen ¢ PP no noagpoCTKOBOro Bo3pacTa
M NPOBOAMTBLCS EXXEroaHo.

Note. Bones X-ray includes frontal views of the feet (metatarsal bones), tibia and fibula (femoral head included), chest, spine (+ lateral
view), skull (cranial floor, + lateral view). X-ray of typical problem areas within growth and epiphyseal closure is commonly performed
with individual approach. It is more useful compared to full-body examination. Screening studies to assess process progression, major
complications (kyphoscoliosis, chondrocalcinosis, reduced bone mineral density), or complications typical for different age periods
(craniosynostosisin children, stress fracture of metatarsal bone in adults) should be performed according to the age. <*> — wristjoint X-ray
(left) in frontal view can be used annually to monitor the status of epiphyses and bone age assessment in children with hypophosphatasia
before adolescense.

ypoBeHb [OCTOBEPHOCTU [AOKasaTeNbCcTB — 5. CTW, opTonaHTomorpadus, crvpasbHas KOMMbloTEPHAas

MccnepoBaHue cnegyer npoBOAMTb B 3aBUMCUMOCTU
OT NoKasaHui, B cpeaHemM 1 pas B rog. Bo3amMoXHO npo-
BefeHue NyNbCOKCUMETPUN.

Bcem nauneHTam ¢ FPd npu cTomMaToNOrM4ecKom
o6cnefoBaHnM peKoOMeHLOBaHO MPOBEAEHNE KOHYCHO-
Jly4yeBOM TOMoOrpadmm wman naHopamHon Tomorpaduu
yentocTen (KomnbloTepHas Tomorpadusa YentoCTHO-NULe-
BOM 06nacTv, NaHopaMHasi peHTreHorpadua BepxHen
4enloCcTU, NaHopPamMHas PeHTreHorpadus HUKHeN Yento-

opTonaHTomMorpadus) Ans OLEHKW MUHEepanbHOW MNoT-
HOCTU U CHUXXEHWS YPOBHS anbBeoNIipHOM KocTu [18].
YpoBeHb yoeauTeIbHOCTU peKkoMmeHaauum — C, ypo-
BeHb JOCTOBEPHOCTHU A0Ka3aTeNbCcTB — 5. KpaTHOCTb
nccnefoBaHUn onpegensetcs MHAMBUAyanbHO, B Cpej-
HeM 1 pas B roj.

[eTtam rpyaHoro Bo3pacta ¢ PP, He oTBevaloWmnm
Ha GEepMEHTHYI0 3aMeCcTUTENbHYID Tepanuio B Tede-
HMe 3—-6 mec (Mnn geTam crtapwe 6-9 mec) uan getam



Ta6nuua 6. PekomeHZauMn No MOHUTOPUHIY AN9 NauMeHTOB A4eTCKOro Bo3pacTa ¢ 6 mec Ao 18 net ¢ runopocdhaTtasven, NonyyatoLmnx
acdoTtasy anbda (no [17])

Table 6. Guidelines for monitoring of pediatric patients from 6 months to 18 years of age with hypophosphatasia treated with asfotase
alfa (according to [17])

UccnepoBaHue YacTtota npoBeaeHus MpumeyaHus

PeHTreHorpaduva nopakeHHow 4acTu
KOCTHOro cKeneTta (peHTreHorpadum
yepena, rpyaHON KNeTKKU, ANUHHbIX
Tpy64aThiX KOCTEN BEPXHUX U HUMKHUX
KOHEYHOCTeW, BK/oHas KOCTU KUCTH,
KOJIEHHbIV cycTaB, Ny4e3ansiCTHbIN
cycTaB M [ip. B 3aBUCMMOCTH

OT KJIMHUYECKOW CUTyaLum)

* KomnnekcHoe o6¢cefoBaHe KOCTHOM CUCTEMBI
npu Heo6x0ANMOCTH

C ABYX CTOPOH y4e3ansicTHble

CyCTaBbl / KOJIEHHbIE CyCTaBbl ANs
MOHUTOPUPOBAHUS Tepanuu

Mcnonb3oBaTh WKasbl A5 OLLEHKU TAXKECTH
paxuTa

Mpu nocTaHOBKe MarHosa, Yepes
6 1 12 mec, M fjanee exerofHo
ANS 3aNACTUI U Kaxkable 2

roja Ans KoJIEHHbIX CYyCTaBOB

WM NO KIMHUYECKUM NOKa3aHUsAM

[ns netei < 3 1eT HET HOPMaIM30BaHHbIX
3HAYEHWIN, MOXHO UCMO/b30BaTb a6COMOTHbIE
3HaYeHNUs MUHEpPasbHOM MIOTHOCTU KOCTHOM
TKaHW AN OLEHKU U3MEHEHUI

Ha ycMoTpeHue Bpaya, HO He pexe Yem

MNpoBeaeHne peHTreHo4eHCUTOMETPHM
P A P A P Kaxkable 2 roga

OnpeaeneHune pecnupaTopHoOM
OYHKUMN — DYHKLMM BHELIHETO
nbixanus (PB) (MccnepoBaHune
HEeCnpoBOLMPOBAHHbIX AblXaTebHbIX
06bEMOB U NMOTOKOB, Npu
Heo6X0AMMOCTU — UCCNEeA0BaHNe
[bIxaTeNbHblX 06bEMOB C MPUMEHEHUEM
NeKapCTBEHHbIX NpenapaToB)

Bpau-oTopuHonapuHronor tpebyeTcs eTam
cTaplue 5 neT npu NosiBNEHUU NepBbIX
CMMMNTOMOB MPU NOLO3PEHMU Ha 06CTPYKLMIO
BEPXHMX AbIXaTeNbHbIX NyTe#n

OB/l Nnpy N0JO3PEHUN HA CHUKEHME
AblxaTenbHow GYHKLMK

ExerogHasi oLleHKa COCTOSIHUSA Y NaLMeHTOB
¢ 6poHXOMansunen 1 napuHromansunen

lMpu NnocTaHOBKe AnarHo3a v ganee
Nno noka3aHunam

Mpu NoCcTaHOBKe MarHosa, perynsapHbii

3y6bl . » To/IbKO Mochne npopesbiBaHusa 3y608
TUrMEHWUYECKMI yXO[
o [171MHa/poCT, BEC, OKPYKHOCTb rO/10BbI
Mpu NoCTaHOBKe AMarHo3a, Kaable 3 Mec
AHTpOnomMeTpus * PYTUHHO NPOBOAMUTCH NPWU OCMOTPE BPAYOM-

[10 4 neT, fjanee Kax/ble 6 mec
negMaTpom
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[MpoBOAMTCS BpavyoM-neamMaTpomM/Bpayom-

OueHKa pa3BuTUs
TepanesToM

Mpu nocTaHOBKe AgMarHosa

TecT 6-MUHYTHOW X0AbO6bI (aMBYNaToOPHO AETSM
> 5 ner)

AIMS 1 GMFM B0O3MOHbI AN19 TPUMEHEHUS
AeTaM Mnajlwero Bo3pacrta

[0 BO3MOXHOCTU OLlEHKa B CPaBHEHWM

Mpu NocTaHOBKe J1arHosa, yepes

Mo6unbHas aKkTUBHOCTb
3 Mec u ganee exerogHo

Buaeo3anuncen
Moxoaxa Mpu nocTaHOBKe AMarHosa, Yepes 6 © [IONONTHUTENbHYIO OLEHKY MOXKHO BKJIOYNUTD
n 12 mec, nanee exerogHo no peaynbratam ocmoTpa Ha 12 mec
Mpu nocTaHOBKe MarHosa, Yepes o [InHaMOMETpPHS, OLEHKA CWUbl 3axBaTa W CUJbI
MblweyHas cuna
6 1 12 mec, nanee exxerogHo 3aXnma

MoHUTOprpoBaHue cryvaes
racTpoasodareanbHoro pedsoKca u acnupaumm
(NOBTOPHbIE MoMNepxMBaHus, MHEBMOHKK)

lMpu nocTaHOBKe AnarHosa, yepes

HKenyooyHOo-KULWeYHbIV TPaKT
A P 6 1 12 mec, fanee exxerogHo

OueHKa HYTPUMTUBHOTO cTaTyca, BKo4as
YPOBEHb KalbL1s / MOHU3UPOBAHHOIO KanbLnsg
B KPOBW, BUTAMUHbI

Mpu nocTaHOBKe MarHo3a u fanee
exxerogHo

MuTtaHne

BbesonacHocTb achoTasbl anbda Bo3MOXHble HexenaTesNbHble BNeHus Tepanum achoTasdomn anbda (cM. Tabn. 2)

MpumeyaHne. AIMS — WKana feTcKon MoTopuKkK Anb6epThl (Alberta Infant Motor Scale); GMFM — TecT oueHKM 601bLMX MOTOPHbIX QYKHLUHA
(Gross Motor Function Measure).

Note. AIMS — Alberta Infant Motor Scale; GMFM — Gross Motor Function Measure.

C peumauBoMm Xanob / CHWXEHHOW MWHepanmn3auuen
KOCTel pPeKoOMeHA0BaHO AOMNONHUTENbHOE MpoBeAeHne

TeNbHOCTU peKoMeHaauuin — C, ypoBeHb OCTOBEP-
HOCTHU fA0OKa3aTenbcTB — 5.
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peHTreHorpadmMmn nopaxKeHHon 4acTu cKeneta u nab6o-
paTopHbIX MCCefoBaHWM (ONpeaefieHne aKTUBHOCTHU
weno4yHon docdarasbl B KPOBU, YPOBHS NMUPUAOKCASb-
5-docdata B KpoOBW, UcCCnefOBaHWe YpPOBHS MapaTtu-
pPEeonaHOro ropMoHa B KpPOBW, UCCNeAoBaHWE YpPOBHS
06LLEro M MOHUM3MPOBAHHOIO KanblMsl B KPOBM, UCChe-
[OBaHWe ypoBHSA HeopraHuyeckoro ¢ocdopa B KPOBH,
uccnegosaHne yposHa 25-OH ButammHa D B KpoBw,
MUccneaoBaHUsl YPOBHS MarHuWs B KPOBW, OTHOLIEHMWS
Kanbuusi/KpeaTuHUHa B Moye) [17]. YpoBeHb y6eam-

PekomeHgoBaHo BefeHue nauneHToB ¢ PP mynbtH-
AVUCUMNIMHAPHON KOMaHAOW chneuuanucToB C LeNblo
OKa3aHWs KayeCTBEHHOW MeAMUMHCKOM nomolm [18].
YpoBeHb y6eauTe/IbHOCTU peKkomeHaauun — C, ypo-
BeHb [OCTOBEPHOCTU AOKasaTtenbcTtB — 5. Beugy
TOro 410 3abofieBaHWE XapaKTepuayeTcs MNOopaKeHu-
€M MHOMMX OpraHoB U CUCTEM, TPebyeT KOMMNEKCHOWM
Tepanuu, 4To AUKTyeT Heo6XO0AMMOCTb COBMECTHOMO
BeeHUs1 nauueHTa crneuuannctamum pasHbix npodu-
nen, nauneHtam c MPd, nmetlownm HapyweHus GyHK-
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LM COOTBETCTBYIOLWMX OPraHOB WM CUCTEM, MOKa3aHbl
NepBMYHbIE M MOBTOPHbIE KOHCYNbTaLuuW Bpaya-reHe-
TMKa, Bpaya-HeBposiora, Bpadva-Hempoxupypra, Bpa-
4ya-aHAOKpPMHONOra, Bpaya AETCKOro 3HAOKpMHOora,
Bpadya TpaBmaTofiora-optonega, Bpadva-ctomartosnora,
Bpa4va-Hedponora, Bpayva-nynbMOHOMAOra, Bpaya-oTo-
pUHONApUHronora / Bpaya cCypaosiora-oTOpMHONApPUH-
ronora, Bpayva-opTanbmonora, Bpava-neguvartpa/sBpa-
Yya-HeoHaToNlora/Bpaya-tepanesta / Bpadya obluien
NPaKTUKKM (CEMENHOro Bpaya), Bpaya No MeauLMHCKOMN
peabunutaunn / Bpada GU3MYECKOW U peabunutaum-
OHHOW MeAMUMHBI, @ TaKXKe Bpayven Apyrux cneuuasnb-
HocTen. KpaTHOCTb KOHCyNnbTauui onpeaensertcs UHAu-
BUAYaNbHO C y4eTOM BO3pacTa v TAXecTn 3aboneBaHus.
Bpay o6uien npakTUKK (CEMENHbIM Bpay) B OTHOLIEHWHU
nauueHToB AETCKOro BO3pacTa AO/MKEH NUWb Ha NepBMY-

HOM 3Tane OCyLeCTBMTb MaplipyTM3auuto (HanpasieHue)

K Bpadvy-neguaTpy; OCYWECTBAATb «OKa3aHWe MeAWLUH-

CKOM NOMOLLM AeTaM B aMBynaTopHbIX YCI0BKUSAX NO OCTPbIM

3a60eBaHUsAM» / «OKa3aHWe MeAULMHCKOM NOMOLLM AeTam

B amBynaTOpPHbIX YCNOBUSAX NO OCTPbIM 3ab60neBaHnAM, AUC-

naHcepHoe HabnwgeHne 3a AeTbMU MEPBOro rofa XM3HU

W OETbMU C XPOHUYECKMMU 3ab0oneBaHUsIMW»; NPU BOSHUK-

HOBEHWM NOTPEBHOCTM — OKa3aTb MEAMLMHCKYIO NOMOLLb

B HEOT/IOKHOM W IKCTPEHHOM dopmax B YCNOBUAX OTCYT-

CTBUSl Bpaya-negnartpa B NepBMYHOM 3BEHe (Ha 3aTane nep-

BMYHOW ME[MKO-CaHUTapHOW MEAULMHCKON MOMOLLM).

e C Lenblo OLEHKM ABUraTelbHOM aKTUBHOCTU BCEM NaLu-
eHTam ¢ PP nokasaHo npoBefeHWe 6-MUHYTHOro
TecTa xoAb6bl [18]. YpoBeHb y6eauTeIbHOCTU peKo-
mMeHaauuin — C, ypoBeHb AOCTOBEPHOCTU AOKa3a-
TenbcTB — 5. KpaTHOCTb MccnefoBaHus onpeaensercs
WHOMBUAYANbHO, B CpeaHEM He perke 1 pasa B rog.

* TaumeHTam ¢ FPP ¢ NposBAEHUAMU FacTPOIHTEPOIIO-
FMYECKUX HapyleHUN MNPOBOAAT MOHUTOPUHI racTpo-
a3o0dareanbHoOro pedsniokca ¢ uenblo npodunak-
TUKM acnupauvoHHOM nHeBmMOHMK [17, 18]. YpoBeHb
y6eanTenbHOCTU peKomeHpauun — C, ypoBeHb
AOCTOBEPHOCTH AOKa3atenbcTB — 5. [poBoautca
B COOTBETCTBMW C KIMHUYECKUMMU pPEKOMEHAALMAMM
no ractpoasodareanbHoOn pedtoKCHOM 601E3HM.

OPrAHU3ALIMSI OKA3AHUSA MEAULIUHCKOM

nomoLuiu

NauneHtam ¢ FOPD B 3aBUCUMOCTH OT HEOOXOAMMOCTH
MOXeET 6bITb OKa3aHa MeMLMHCKasa NoMollb Nto6oro Buaa,
ycnoBusi, GopMbl, NPeayCMOTPEHHbIX 3aKOHOAATENbLCTBOM
Poccuiickon ®eaepalumm.

BeneHnem nauneHToB ¢ FPP 06bI4HO 3aHMMaETCs Bpay-
neanaTtp/Bpady-TepanesT/Bpay  TpaBMaTosor-oprtonen/
Bpay-3HAOKPMHOSOr / Bpay A€TCKUIM 3HAOKPUHONOr / Bpay-
Hedposor.

Yaule rocnutanusauma OCywecTBASETCS B NeauvaTpu-
yeckoe/TepaneBTMYECKOE OTAENIeHNEe WU B XUpypruye-
CKoe/TpaBMaTo/Ioro-opToneanvyeckoe OoTaeNeHne, TaKKe
fle4eHne MOMET MPOBOAMTLCA B 3HAOKPUHOIOTMYECKOM,
HedpPoNornyeckom, nybMOHOOIMYECKOM, HEBpPOJiormye-
CKOM W ApYyrux oTAeneHusx B 3aBMCUMOCTM OT AOMUHUPYIO-
LLMX CUMNTOMOB 3a60neBaHus.

MpumepHoe KONIMYecTBO  [HEWN HaxoXaeHus
B KPYrnocyToyHom cTauuoHape — 10-14, B OAHEBHOM
cCTauMoHape npu OKal3aHWW MNNAaHOBOW MeAWLMHCKOMN
nomouwm — 5-7 gHen (MHAUBMUAYASIbBHO — B 3aBUCUMOCTH
OT HEOBXOAMMOCTH).

Mpn depmMeHTHOW 3aMecTUTENIbHOM Tepanuu Ha4vano
TepanuuM peKoMeH10BaHO NPOBOAMTL B CTaLlMOHape ¢ Aasb-
HEeNlWMM NepeBOAOM Ha amMbynaTopHO-MOJUKIMHUYECKNU

3Tan ¢ AMHaAMWYEeCKMM HabnwgeHnem Bpavyom-neana-
TpOM/BpavyoM-TepaneBToM.

[oBTOpHas rocnuTanMsauus B cTalMoHap OCyLeCcTBAS-
eTCs AN KOHTPONS AMHAMWKK Tepanuu, NoboYHbIX abdek-
TOB Tepanuu, ne4ebHon GU3KYNbTYpPbl, GU3NoTEPanun, KoH-
TPONS COCTOSAHMSA KOCTHOM TKaHM U APYrMX OPraHoB U CUCTEM.

MnaHoBas BakuMHauuMs y naumeHToB ¢ FPd nposoanTea
B COOTBETCTBMM C HaLMOHaNbHbIM KaneHgapem npodunak-
TUYECKUX MPUBUBOK.

MoKka3aHuA ANa N1aHOBOW rocnuTanuMsauuu

1. lpoBefeHne AMarHoCTUKK M neveHus, TpebyroLmx npo-
LOMKUTENBHOIO (AHEBHOE MM KPYrnocyTovyHoe npebbl-
BaHWeE) MEAULIMHCKOIO HabNOAEHUS U MOHUTOPUHIA Kn-
HWKO-NabopaToPHbIX NOKa3aTenew.

2. Heo6Xxo4MMOCTb NPOBEAEHUSA PA3NYHbIX BUAOB 3KCMNeEpP-
TM3 “AnM obcnefoBaHMs B MEAULMHCKOW OpraHu3almu
nNpY HEBO3MOXHOCTU MPOBEAEHUS UX B aMBynaTopHbIX
ycnoBusix (B TOM yncne obopmaeHune 3akntoyerHusa deae-
panbHOro KoHcuanyma / BpadyebHOM KOMUCCHN).

3. CocTosiHue, Tpebytolee aKTUBHOIO NEYEHUS U KPYrno-
CYTOYHOr0 MEeAMLMHCKOro HabnoaeHns (XMpypruyeckas
KOppeKUns ckeneTHblx gedopmaumi, nogbop npoTneo-
CYOOPOXKHON Tepanuu u ap.).

4. CocTtosHue, Tpebylouee NpoBeAeHUS BbICOKOTEXHO-
NIOTUYHBIX METOLOB Ne4vyeHus (B TOM YMCne KOHTPOJb
3PPEKTUBHOCTU DEPMEHTHON 3aMeCTUTENbHOW Tepa-
nuu).

5. OTcyTCcTBME BO3MOMXHOCTM 06ecrnevyeHus dbepmMeHTHON
3aMeCTUTENIbHON Tepanum B am6ynaToOpHbIX U CTaLMoHa-
po3aMeLLatoLLnx yCaoBUsX.

6. Heo6xoaMMOCTb NPOBEAEHMS Pa3MYHbIX BUAOB aKCnep-
TM3 1M o6cnefoBaHMsa B MEAULMHCKOM OpraHu3aluu,
TpebyloWwmnx AMHAMUYECKOro HabNAEeHUs, NPU HEBO3-
MOXHOCTW NPOBEAEHNSA X B amOyNaTOPHbIX YCI0BUSIX.

NMoKasaHua ANs HEOT/IOKHON/3KCTPEHHOMN
rocnutanusauuu

1. OcTpble yrpoxatowne K1M3HU U pa3BUTUEM OCIOXKHEHUN
COCTOSIHUS, Tpebylolne HEOTNOXKHOro NieYeHus, B TOM
4yucNe MHTEHCMBHOM Tepanuu, a Takxe KPYrinocyTo4YHOro
MEeANLMHCKOro HabnodeHUs U NpoBedeHus cneunanb-
HblX BUAOB 06CNe0BaHUs U eYeHus.

NMoKa3aHuA K BbINMUCKE NaLMeHTa U3 ctayMoHapa

1. OTcyTcTBME Yrpo3bl AN5 }KU3HM NaLMeHTa U Yyrpo3bl pas-
BUTUS OCIOXKHEHWUI, TPEBYIOLLMX HEOTNIOKHOIO NIeYeHMs
no 3aBepLleHnn ANarHOCTUHECKNX MEPONPUATUN.

2. Ctabunnsdaumsa COCTOSIHMS M OCHOBHbIX KJIMHWMKO-nabo-
paTopHbIX NOKasaTtesnen naTonormyeckoro npouecca,
OTCYTCTBME HEOOXOAMMOCTHU B MPOAO/IKUTENBHOM Meau-
LMHCKOM HabnloAeHnn (GHEBHOE WAWM KPYrocyTo4yHOe
npebbiBaHWe B cTauuoHape).

3. BbinonHeH nnaH o6cnefoBaHMsa M NleYeHns nauueHTa,
[JaHbl peKoMeHJaluuu Mo JanbHenwemy HabnogeHuo
U neYveHuio.

4. HeobxoaMMoCTb MepeBoja NauueHTa B Apyroe Meau-
LMHCKOE YyYpeaeHne WU yyperkaeHue coluanbHOro
obecrneyeHus.

UCXO0Abl U MPOTHO3

MNepuHaTanbHaa dopma MPP 6e3 cBOEBPEMEHHO OKa-
3aHHOM NOMOLLM NPaKTUYECKM BCEraa netanbHa.

Mpn HGaAHTUNBHOM N AEeTCKON dopMax MPOrHO3 A5 KU3-
HW onpefenseTcs CTeneHblo NopPaXeHns KOCTEN, HanYnem
CyAoOpor W ruMnonnasuun Nerkux, HeobxoaMMOCTbIO KUCNO-
poAHOM nofaepKku. bes npoBeaeHns naTtoreHeTU4eCcKoM



Tepanuu CMepPTHOCTb cpeau NauMeHTOB C MHOAHTUAbHON
dopmon TPD coctaBnser 50% B nepBble 9 MEC KWU3HU
M B OCHOBHOM OO6YyCnoB/ieHa AblxaTe/lbHOWN HefOCTaTOYHO-
CTblo. B oTcyTcTBME TEepanuu npu MHGAHTUIBHOW U AETCKOM
dopmax NporHo3 B OTHOWEHMM UHBANMANSALIMM U KavyecTBa
YU3HU HeGnaronpuaTHbIN [54].

MpKn HanW4YnKM rMNepKanbLUeEMUn, OCIOXKHEHHON Hedpo-
KafbLMHO30M, NPU €ro NporpeccMpoBaHun BO3MOXKHO pas-
BUTME NOYEYHON HELOCTATOYHOCTH.

Mpwn B3pocnon dopme MPP nporHos Ans KU3HU 6naro-
NPUATHBIA, HO NMPW €CTECTBEHHOM TeYeHWW GONEe3HU BO3-
MOXHa MHBaNNAM3aumMs NnaumeHTa B pesynbrate HapyLweHums
dYHKLMKW ONOPHO-ABMIraTeNlbHOro annaparta B CBA3U C pas-
BUTUEM MCEBAONOAArPbl, XOHAPOKaNbLMHO3a, apTponaTum
W HapyLleHneMm TPyAOCNOCOBHOCTH.

Mpun ogoHTOorMnodochaTazmm NPOrHO3 ANA KUSHU TaKKe
6/1aronpUATHLIN.
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MPUNOXKEHUE

METO/10J10rUsl PASPABOTKHU KJIMHUYECKUX PEKOMEHAALMIA

HacTtoslwme pekomeHgaunn npeaHas3HayeHbl Ans npu- 3. Bpaun-tepanesBThl.
MEHEHUS MEAULMHCKUMWU OpraHu3auusaMv U yupexaeHu- 4. Bpayn-reHeTuKMU.
aMu deaepanbHblX, TePPUTOPHUANbHbIX U MYHULMMANbHbIX 5. Bpauu nabopatopHble reHEeTUKH.
OpraHoB ynpaB/eHUsa 3[paBOOXpaHEeHWeM, cucTtem ob6sa3a- 6. Bpaun-HeBposnoru.
TeNbHOroO U JOGPOBOMBHOINO MEAULMHCKOrO CTpaxoBaHus, 7. Bpa4u-Henpoxupypru.
OPYTUMW MEeAULMHCKMMU OpraH n3aumamMu pasanyHbiX opra- 8. Bpauu TpaBMaTonorun-optoneapl.
HM3aUMOHHO-MPaBOBbIX GOPM [AEATENIbHOCTU, HanpaBJfieH- 9. Bpaun-xupypru.
HOWM Ha OKal3aHWe MeaMLMHCKOW MOMOLLM. 10. Bpauu getckue xmpypru.
KnnHnyeckne pekomeHpauun co3faHbl HA OCHOBa- 11. Bpauu-Kapaunonoru.
HMUKM o0630pa nuTepaTypbl U COBPEMEHHbIX MeXAyHa- 12. Bpauu geTcKre Kapanonoru.
POAHBbIX KNMHUYECKUX PEKOMeHAauWn No AuvarHocTuKe, 13. Bpauu-Hedponoru.
NIeYEeHNI0 U BEAEHUID NauMeHTOB C MeTabosIMYeCKUMHU 14. Bpayu-peHTreHonoru.
60NEe3HAMM. 15. Bpauu-odpranbmonorm.
Mnodocodarasnsa OTHOCUTCS K pPeaKMM HacneacTBeH- 16. Bpayn GyHKLMOHANBHOW AUArHOCTUKM.
HbIM 3ab0neBaHWaM, YTO WMCK/OYaeT BO3MOXHOCTb MPO- 17. Bpaun G13nyecKon u peabunmntaumoHHON MeanLmHbI.
BeAeHNs 60MbLUMX KOTOPTHbIX M PAaHAOMU3NPOBAHHbIX KOH- 18. Bpauu-ncuxmatpbl.
TPOAMpYyEeMbIX UCCNeaoBaHUN, 1 ANa CO34aHUsA MPOTOKONIOB 19. Bpayn-0TOPUHONAPUHIONOTU.
OWArHOCTUKM M Tepanum UCNOoNb3YIOTCS NULLb TEMaTUYecKkne 20. Bpauu cypaonorn-oTopMHONapUHIronoru.
nceneaoBaHus 9KCNepToB, ONyG/MKOBaHHbIE B MOCneAHue 21. Bpauu aHecTe3nonoru-peaHumaTonoru.
[Ba AeCATUNIETUS. 22. Bpa4u-peBmaTonoru.
OueHKa KayecTBa [10Ka3aTeNbCTB U CU/bl peKoMeHaa- 23. Bpauu-HeoHaTONOIN.
UMM NMPUMEHEHUS MEAULMHCKMX TEXHONOrM NpoBOAMNAach 24. Bpayu-nysbMOHOOIMU.
B COOTBETCTBMU C YHUODUUMPOBAHHOWM LIKaNOW, NpUBELEH- 25. Bpayu-aHOOKpUHONOIHU.
HoM B Tabn. 1-3. 26. Bpauu getckve aHAOKPUHOMOT K.
27. Bpauu-ctomaTtonoru.
LleneBas ayautopusi aHHbIX KIMHUYECKUX 28. Bpauu getckve ctoMaTonoru.
peKomeHaauun 29. MeauLMHCKNE NCUXONOTH.
1. Bpauu obuien NpaKTUKK (CEMENHbBIE BPaiMn). 30. CTyaeHTbl MEAULMHCKKX BY30B.
2. Bpauu-negunaTtpsbl. 31. O6yvatoumecsa B opanHaType n acnupaHType.

Ta6nuua 1. LLikana oueHKn ypoBHeW 4OCTOBEPHOCTU AoKa3aTenbcTs (YA) Ans MeToA0B ANArHOCTUKM (AMarHOCTUYECKUX BMellaTeNbCTB)
Table 1. Scale of assessment of levels of evidence for diagnostic methods (diagnostic interventions)

yan PacwudpoBKa

1 CuctematmyecKkune 0630pbl UCCnefoBaHUM C KOHTPOEM pePepPeHCHbIM METOAOM WUIM CUCTEMATUYECKMI 0630p
PaHAOMM3UPOBAHHbIX KIMHUYECKUX UCCIeA0BaHMI C MPUMEHEHWEM METaaHan13a
OTaenbHble UCCNeAoBaHUs C KOHTpPoNeM pepepeHCHbIM METOLOM UK OTAENbHbIE PAHAOMU3UPOBAHHbIE KIMHUYECKUE

2 nccneaoBaHus U cuctemaTuyeckne 0630pbl UCcnefoBaHui No60ro AusanHa, 3a UCKYEHMEM PaHAOMU3NPOBAHHbIX
KJIMHUYECKUX UCCNeoBaHui, C NPUMEHEHWEM MeTaaHan1sa
MccnepoBarunsa 6e3 nocnefoBaTefibHOro KOHTPoAs pedepeHCHbIM METOOM UK UCCIeAoBaHKS ¢ pedepPeHCHbIM METOL0M,

3 He ABNSAWMNMCSH HE3aBMCUMMbIM OT UCCIEAYEMOrO METOAa, UM HEPAaHAOMU3UPOBaHHbIE CPABHUTENbHbIE UCCNEL0BAHNS, B TOM
4ynucne KOropTHble UccnefoBaHUs

4 HecpaBHUTENbHbIE UCCNEOBaAHUS, ONUCAHME KIMHUMYECKOro ciy4yas

5 MmeeTcs nuilb 060CHOBaHME MexaHW3Ma AeNCTBUS UM MHEHWE 3KCMNEPTOB

Ta6nuua 2. LLIkana oueHKM ypoBHEN JOCTOBEPHOCTH AoKasaTtenbcTB (YA4) Ana MeToaoB NPpodUNaKTUKK, NeYeHns u peabunutaumnm
(NpodunaKkTU4YecKmnx, nevebHblx, peabunnTaLMoHHbIX BMELLaTEeNbCTB)

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

yan PacwudpoBKka

1 CructeMaTMyecKnin 0630p paHAOMU3UPOBAHHbIX KIIMHUYECKNX UCCed0BaHMM C MPUMEHEHMEM MEeTaaHannsa

2 OTaenbHble paHAOMU3UPOBAHHbIE KIMHUYECKME UCCNeOBaHUS U cucTeMaTMyecknue 0630pbl MCCNeAoBaHui N060ro an3anHa,
3a UCKJIloYEeHUEM PaHAOMU3UPOBAHHbIX KIMHUYECKWUX UCCIef0BaHUI, C MPUMEHEHUEM MeTaaHanuaa

3 HepaHAoMW3WpOBaHHbIE CPaBHUTENbHbIE UCCIEA0BaHUS, B TOM YUC/IE KOTOPTHbIE UCCNEeN0BaHUS

4 HecpaBHUTENbHbIE UCCNEN0BAHUS, ONUCAHUE KIIMHUYECKOrO ClyYas Uan CEPUM CNyvyaeB, MCCNeOBaHUS «Ciydam — KOHTPO/b»

5 MmeeTcs nuwb 060CHOBaHME MexaHn3ma AelCTBUS BMelaTebCTBa (AOKIMHUYECKME UCCeJOBaAHNS) MU MHEHNE
3KCnepToB
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Ta6nuuya 3. LLIkana oueHKM ypoBHeN y6eanTenbHoCcTn pekoMmergauni (YYP) ans MeToaoB NpodunaKkTUKK, AMarHOCTUKK, NeveHuns
1 peabunutaunn (NPodunakTUYeCKMX, AMarHoCTUYECKHMX, le4eBHbIX, peabunnTaLMOHHbIX BMeLWaTenbCTB)

Table 3. Scale of assessment of levels of evidence for methods of prevention, diagnosis, treatment and rehabilitation (preventive,
diagnostic, therapeutic, rehabilitation interventions)

YYP Pacuudposka

CunbHasa peKomeHAaLmns (Bce paccmaTpuBaemble KpUTepmun 3GGEeKTUBHOCTU (MCXO/bI) ABNSIOTCSH BaXKHbIMU, BCE UCCNE0BaHUA

A MMeIOT BbICOKOE WX Y0BJIETBOPUTESIbHOE METOLO0JIONMYEeCKOEe Ka4yeCTBO, UX BbIBOAbI MO MHTEPECYIOLWUM UCXo4aM SBAAI0TCS
corfiacoBaHHbIMK)
YcnoBHas peKoMeHaaLmus (He Bce paccmaTpuBaemMble KpUtepnn aGGEKTUBHOCTH (MCXOAbI) ABASIOTCA BaXHbIMU, HE BCe

B nccneaoBaHus UMeoT BbICOKOE WKW YA0BIETBOPUTEIbHOE METOA0/I0TMYECKOe KaqeCTBO /M UX BbIBOAbI MO UHTEPECYIOLLUM
ncxoaam He ABNSIOTCA COrNacoBaHHbIMM)
Cnabas pekomeHAauus (0TCYTCTBME AOKa3aTeNbCTB HaAexallero KayecTsa (Bce paccMaTpMBaeMble KpUtepun

C 3PPEKTUBHOCTH (MCXOAbI) ABNSIOTCA HEBAXKHbIMM, BCE UCCNIEJ0BAHNS UMEIOT HU3KOE METOA0/IOMMYECKOE Ka4yeCcTBO U UX

BbIBO/bl MO UHTEPECYIOWMM UCXOAAM He ABASIOTCA COrnacoBaHHbIMM))

MopAaoK OGHOBNIEHUA KIMHUYECKUX PEeKOMeHJauun Hbl MO BOMPOCaM AMArHOCTUKW, JieHeHUs, NPodUNaKTUKK
MexaHn3M OGHOBJIEHUSA KIAUMHUYECKUX PEeKOMeHauun N peabuntaumm KOHKpPETHbIX 3a6oneBaHni, Hann4mm 060-

npegycMaTtpmBaeT UX CUCTEMATUHECKYIO aKTyaln3auunto — CHOBaHHbIX JOMOJIHEHUIN/3aMevYaHU K paHee yTBEePKAEH-
HE peXxe 4eM OAUH pa3 B TPU roga, a TakKxKe npu noasne- HbIM KJIMHWYECKMM peKoMeHAaluusiM, HO He Yauwe 1 pasa
HMWU HOBbIX JaHHbIX C MO3ULKUKW JOKa3aTe/bHOW MeauLM- B 6 mec.
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Jepuunt 1M30COMHOMN KMC0M IMna3bl — peaKas HacJeACTBEHHas epmeHTonaTtus. B ctaTtbe npegcTaBieHbl 3nngeMno-
Jlorn4ecKkue gaHHble n 0CO6eHHOCTU aThonaToreHe3a AByxX GeHoTUnmM4YecKnx Gopm gepuumnta 1M30COMHON KUCI0M Una-
3bl — 60/1€3HM BosibMaHa 1 60/1€3HM HAKOMIEHUS1 3pUPOB xoecTeprHa. [1o4po6HO onmcaHbl KIMHUYECKUE XapaKTepUCTH-
KM 6biCTpOnporpeccupyioLen ¢opmbl U MEAIEHHO pa3BuBaloLiercsi 60/1€3HU HaKornieHns apupoB xonectepuHa. Ocoboe
BHMMaHWe yAeneHO K/YeBbIM Borpocam AnpoepeHunanbHO-ANarHoCTUYECKOro nomucKa, npuBeAeHbl peKkoMeHaaunm
10 JIe4EeHUI0, OCHOBAHHbIE Ha MPUHLMNaxX JOKa3aTe/IbHON MEeAULMHBI.

Knro4eBble cnoBa: fepUUUT IM30COMHOM KNCI0M annasbl, 601€3Hb BosibMaHa, 60/1€3Hb HAKOMAEHNS 3MPOB X0/1eCTEPU-
Ha, AnarHoCcTuKa, ne4eHne, pepmMeHTo3amMeCcTUTeIbHasi Tepanus, 4eT1

Ana yntupoBaHus: AHucumoBa W.B., An6erosa M.b., baraesa M.3., bangakosa I.B., bapaHoB A.A., Bawakmaase H.[,.,
BuwHesa E.A., TyHaoo6uHa O.C., ertapeBa A.B., ExxoB M.B., }apkoa M.C., ypkosa H.B., 3axapoBa E.l0., UBawkuH B.T.,
Kameneuy, E.A., KyueB C.W., NaBpoBa A.E., MaTtuHsaH U.A., MuxannoBa C.B., HamazoBa-bapaHoBa J1.C., MNawkosa W.E.,
MNeTpsiikuHa E.E., MepByHuHa T.M., MNMeyatHmnkoBa H.J1., MorocaH H.C., PennHa C.A., CenumasHoBa J1.P., CkBopuoBa T.A.,
CtpokoBa T.B., Cy66otnuH .M., CypkoB A.H., TymaHoBa E.Jl., UumbanoBa E.I[. KnuHnyeckue pexkomeHaauuu
no BeAeHUIo aeTen ¢ AedUUUTOM NTM30COMHOM K1cnon nunasbl. legnatpuydeckas papmaronorus. 2023;20(4):337-354.
doi: https://doi.org/10.15690/pf.v20i4.2602

ONPEAENEHUE pbli KapTupoBaH Ha 10-1 xpomocome (10g23.31). B mexay-
JeduumnTt nu3ocoMHon Kucnon nunasel (OAJIK) — HapoaHOM 6a3e AaHHbIX MO MyTauMaM YenoBeKa OnMcaHo
nporpeccupylowiee HacneacTBeHHoe 3aboneBaHue, oKosio 100 myTauun B reHe LIPA, NpuBOASLIMX K HApyLEHUIO
B OCHOBE KOTOPOro NiEeXUT AedeKT reHa LIPA, Koaunpyto- dyHKUMM depmeHTa. TMpu AJIKJT HOHCeHC-MyTaumu, Kpyn-
ero depMeHT NM30COMHasn Kucnas nunasza (JIKJ1), npu- Hble NepecTPoOMKK reHa, MyTaumu CO CABUIOM PaMKW CYM-
BOASALMIN K HAKOMNEHUI0 3DUPOB X0NeCTeEPUHA U TPUIHU- TbiIBAHUS B FOMO3UIOTHOM MM KOMMAyHLA-reTepo3nroTHOM
LepuraoB B opraHax u TKaHsax [1-3]. COCTOSIHWK, KaK MpaBWIo, BbISBAAIOT NPU TAXKeNbIX Gopmax
3aboneBanus [1, 3, 4]. Hanbonee pacnpocTpaHeHHbIN NaTo-

3TUOJIONUSA U NATONFEHE3 reHHbIM annenb — CMHOHMMMYHAs 3aMeHa, Hapylwatouias

OJIK/1 Hacnepyetcs nNo ayTOCOMHO-PeLeccMBHOMY CaWT cnnancvHra B aKk3oHe 8 ¢.894G>A (E8SIM-1G>A), —
TMny. 3abonieBaHune CBS3aHO ¢ MyTaumsamn reHa LIPA, KoTo- ABNSETCA NPUYMHON 3aboneBaHua B 6osiee Yem MONOBU-
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He onyG/NMKOBaHHbIX cllyyaeB. Hanvuve gaHHOro BapuaHTta
B FOMO3UIrOTHOM WX KOMMAyHA-reTepo3MroTHOM COCTOSIHUM
coxpaHseT 3—5% ocTtatoyHon akTuBHOCTH JIKJT [1-3].

B Hopme nonaBLlive B IM30COMY NyTEM PELIENTOP-0MOC-
pefoBaHHOro 3HAOLMTO3a HenTpanbHble XWpbl (3dUpPHI
XONleCTEPUHA U B MEHbLLIEN CTEMEHU TPUIMULEPUbI) MOA BO3-
nencteueM J1IKJ1 pacuiennatotcsd 40 cBO6OAHOIO XONecTepu-
Ha W XKMPHbIX KMCNOT. ATU NUMNUAbLI U UX OKWUCIIEHHbIE MPO-
M3BOAHble BCTyMaloT BO B3aMmoAencTBue C daKkTopamu
TPaAHCKPUNLUUKU (CTEPUHOBLIM PETYISTOPHLIM 3/IEMEHTOM
cBA3bIBaHMA 6enkoB; CPACB), KoTopble HenocpeacTBEHHO
MOAYNMPYIOT 3KCMPECCUIO TEHOB, BOBJIEYEHHbLIX B CUHTE3
W 3axBaT X0JIeCTEPUHA, a TaKKe nunoreHes. MNpu oTcyTCTBUM
WU CHUXEHUM akTuBHOCTU JIKJT adupbl xonectepuHa, Tpu-
rMyuepuabl He pacnajalTcs U HaKanauBalTCs B JIM30-
comax. COOTBETCTBYIOLIMIA HELOCTATOK CBOGOJHOrO Xone-
cTepyHa B KneTke npuBoauT K CP3CB-onocpenoBaHHOM
CTUMYNALMU 3HAOTEHHOrO CMHTE3a XONIeCTEPUHA TMAPOKCH-
METUArNyTapun-koaHamm A (TMI-KoA) peayKkta3on U 3HAo-
LUMTO3a MNOCPEeACTBOM PELENTOPOB JIMMONPOTEMHOB HU3KOM
nnotHoctu (JIMHM). MapannenbHO ¢ 3TUM YBENMYMBaAETCSH

CUHTE3 anonunonpoterMHa B (anoB) M 3Ha4YnTENbHO MOBbI-
waeTtcs obpa3oBaHUe xonecTepuHa AMNonpoTENHOB OYEHb
HU3KoWM nnoTHocTu (JINNOHIM). YBenuyeHune akcnpeccun FMI-
KoA penyKTasbl ABASeTCs NepBUYHbIM pe3ynstatom CPICh-
2-0M0CpPeA0BaHHOI0 BHYTPUKAETOYHOINO YMEHbLUEHUS
X0necTepuHa, NPMBOASA K YBENMYEHUIO YPOBHSA CBOOGOAHOMO
xonecrtepuHa [1, 2].

Takum o6pas3oMm, HaKornjeHue 3dUpPoB XxoNecTepuHa
WU TPUIIMLEPMAOB B OpraHax M TKaHAX COMpPOBOXAaeTcs
AVMCAUNUAEMUEN: B CbIBOPOTKE KPOBKM OnpeaenseTcs nosbl-
LWEHHbIN ypoBeHb xonectepuHa, JIMHI, ypoBeHb nunonpo-
TEWHOB BbICOKOW nnoTHocTh (JINBIT) cooTBeTcTBYET HOPME
WU CHUIKEH. Y 4acTu NaLMEHTOB PerucTpupyeTcs rmnepTpm-
rnvuepuaemMus.

Mpu Hanbonee TAKenon, MnageHyeckon dopme ANKIT —
6one3Hn BonbmaHa (BB) akTMBHOCTL depMeHTa cocTaBnseT
mMeHee 1% OT HOpPMbI, YTO MPUBOAUT K GbLICTPOMY MacCHB-
HOMY HaKomaeHWo 3bMPOB XoNecTepnHa 1 TPUIINLEPULOB
B /IM30COMax MHOIMX OPraHoB 1 TKaHEN, B MEPBYIO oYepelb
B MeYeHu, ceneseHke, HagnovyeyHmKkax, BOPCUHaAX KULWEYHHM-
Ka, KOCTHOM Mo3re, uMdaTnyecKkmx yanax, B Makpodarax
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PEeTUKYN03HAOTENMANbHOW CUCTEMBI, 4YTO O6ycnoBnvBaeT
NoIMCUCTEMHbBIE MNPOSBNEHNS 6ONESHM.

[pn ©GonNesHn HakonneHns 3bUPOB XOJieCTEPUHA
(BH3X) — deHotune AJIKJ1, xapakTepuaylowemcs 6onee
MeASIeHHbIM NPOrPeECCUPOBAHNEM M BapuabelbHOCTbIO KNn-
HUYECKUX NPOSIBNEHWUIH, — in Vitro onpegenseTca octaTtoy-
Has akTMBHOCTbL JIKJ1 B AnanasoHe 1-12% ot Hopmbl [1-4].

SANMUAEMHUONIOrUA

PacnpocTtpaHeHHocTb AJIKJT BapvabenbHa B 3aBWCK-
MOCTU OT GaKTOPOB 3THUYECKON NPUHALNEKHOCTU U reo-
rpaduyeckoro nonoxexus. Cuntaetcs, 4to yactota AJIK/
cocTtaBnsieT B cpeaHeM 1 Ha 40—300 TbiC. XXMBbIX HOBOPOX-
neHHblx [3]. YacToTa BCTpeyaeMocTn MnaaeH4yeckom dopmbl
3aboneBaHua B 2-2,5 pasa Huxe 1 coctaBnset 1 Ha 100-
500 TbIC. MBbIX HOBOPOXAEHHbIX [5-7]. WccnepoBaHus
no M3y4yeHuto YactoTbl BcTpedaemoct AJIK/T B Poccuu
nposoauMnncb B . MockBe. [JaHHblM noKka3aTenb cocTaBui
npumMepHo 1 Ha 70 TbiC. HOBOPOXAEHHbIX [8].

OCOBEHHOCTU KOAUPOBAHUSA

Mo MEXXAYHAPOJHOW CTATUCTUYECKOM

KJIACCU®UKALIUM BONIE3HENW U NPOBJIEM,

CBA3AHHbLIX CO 3JOPOBbEM

CornacHo MKB-10, 3a6oneBaHne oTHOCKTCA K Knaccy 1V,
60M1€e3HAM 3HAOKPUHHOM CUCTEMBI, PACCTPOWMCTBY MUTaHUS
M HapylleHunto obmeHa BewecTs, «<E75.5 [lpyrne HapyweHus
HaKOMNJAEHWA TUNUAOB».

K/NIACCUDOUKALUA
Bbiaensitot ABe ocHoBHble dopmbl AJTK/:
°  uHPaHTUNbHYlO (BB) — ¢ mMaHudecTauven B nepsble
6 MEeC KN3HU;
e BH3X — ¢ pe6ioToM B BOo3pacTe cTaplue 6 mec (Hanbo-
nee yacto B 2-5 ner) [3, 9].
Cnenyet oTMeTUTb, 4To AJIK/T — 3TO CneKkTp KAnHUYe-
CKMX GEHOTUMOB C Pa3HbIM XapaKTePOM Te4EHUS U MPOrHo-
30M 60n1e3Hu [3].

K/IMHUYECKASA KAPTUHA

ONKN npeacrtaBnser cobon pasnuyHble GeHoTUNbl —
OT ObICTpONporpeccupyollen netanbHOW MnageHYecKomn
dopMbl U TAXKENbIX AETCKUX BapuvaHTOB C Cepbe3HbIMU
OCNOXHEHMAMM, HANpPUMep LMPPO30OM U Ne4YEeHOYHON Heao-
CTaTOYHOCTbIO B MOAPOCTKOBOM BO3pacTe, A0 CYyOKIUHM-
YeCKux, MArkux dbopm, npossnsowmxca B 6onee craplem
Bo3pacTte [3].

KnuHnuyecKas kaptuHa npu uHpaHTUNbHOK Ppopme
AeduvuunTa TM30COMHON KUCNION Nunasbl (60N1e3Hn
BonbmaHa)

MHpaHTUnbHaa dopma AJIK/ (BB) — peakoe 6bICTpo-
nporpeccupylollee 3abonesaHue, NposBaAsioWeecs ¢ nep-
BbIX MECSALEB XXW3HU, NPUMBOASLLEE K PAa3BUTUIO NEYEHOY-
HOM HEeAOCTaTOYHOCTM W NeTanbHOMY MCXO4y B BO3pacTe
no 1 roaa [10].

Hanbonee xapaKTepHbiMW Mpu3Hakamu BB aBnsatotcs
racTPOMHTECTUHANbHbIE MPOSIBNIEHUS, BK/OYaOWME PBOTY,
avapeto u/unu cteaTopeto. Hacto BbISBASIOTCS yBENMYEHUE
o6beMa KMBOTa 3a CYET B3AYTUSA KULEYHMKa, renaTome-
ranuu u/wnu renaTocnieHoMeranuu, a Takxe noteps seca
C pasBUTMEM TUNOTPODUM U B TKENbIX Cly4asx — Kaxek-
cuun. TakKe XxapaKTepHbl 3ajeprKKka pocta U GU3nM4yecKoro
pa3Butma. Kpome TOro, aTum nauuMeHTaM CBOWCTBEHHbI
MHTEPMUTTUPYIOLLANA NMXopajKa, BANOCTb, aCTEHWSA U Tunep-
pednekecus [2, 10, 11]. Y nauneHToB pa3BMBaOTCS aHEMUS
1 TpOMOOLUTOMNEHMS.

OcobeHHocTbi0 BB sBngoTCA yBENMYEHME M Kanblu-
duKauma Haano4yeyHMKOB, BCTpevallwmecs MpUMepHo
B 50% cnyyaeB [2]. [0 AaHHbIM BU3Yyanu3uPYIOLLMX METO-
[0B, YBE/IMYEHHble HaAMOYeYHUKM COXPaHSIOT CBOK Nosy-
NYHHYIO MW NUpamuaanbHyto Gopmy, Mo BCen napeHxume
X onpenensioTcsl To4YeyHble ovaru Kanbumdukaumu [12].
OTcyTCcTBME KanbunbUKaTOB HaAMOYEYHNKOB HE UCKoYaeT
AWarHos.

Ona nauneHtoB ¢ BB xapaKTepHa HeBponoruvyeckas
cMMnTOMaTuKa, o6ycnoBeHHas nevyeHo4Hon aHuedanona-
TUEN.

Mpn BB BO3HWKaeT cMHAPOM ManbabcopbLUmn, CBSA3aH-
HbIM C HEJOCTATKOM YXMPHbIX KUCAOT, NOBPEXAEHUEM CNU-
3MCTON OBGOJIOYKM KUILEYHUKA W MPOSBAAIOWMUKCA pas3HOMn
CTeneHblo BblpaXeHHOCTU Auapeu, cTeaTtopeu, CuHapoma
M36bITOYHOr0 6GaKTepmnanbHOro pocta u meteopmnama [3, 10].

MaKpOCKONUYECKN MNeyeHb 3Ha4YUTeNbHO YBENU-
YyeHa, XKeNToro uBeTa, C XMPHOM MNOBEPXHOCTbIO cpesla.
lenatoumTbl U KneTkn Kyndepa BO BCex 30HaX [OJbKM
cojepxkat MNUAHbIe BaKyoau, YTO MMKPOCKOMUYECKN COOT-
BETCTBYET MENIKOKanebHOW X1upoBon auctpoduun. B 3amo-
POXKEHHbIX 06pa3sLax Npu oKpacke cyaaHoM YepHbliM O06Ha-
pyXMBalTCA NUNUAHbIE BaKyo/aW, KOTOPble MPW OLEeHKe
B NONSAPU30OBAHHOM CBETE MMEIOT BMA KpPacHOBAaTbIX Kpw-
ctannoB. lMopTanbHbiM M NepunopTasibHbin GUBPO3 YacTo
nporpeccupyeT B MUKPOHOAYNAPHbBINA LMPPO3 NEYEHH.

Mpn ynbTpacTpPyKTYpPHOM MCCNEefoBaHUKM B IM30COMax
BbIIBASIOT HaKoMneHus cybcTpaToB, MMEIOLWMX r1obynsp-
HbIK Y KPUCTaNNIMYECKUIN BUA,.

Onsg To4HON MOPPONOrMYecKon AMarHOCTUKKU B HaCTOA-
wee BpemMs pazpaboraHa UMMYHOTMCTOXMMUYECKAs NaHenb
aHTuTen. O6Hapy»keHne KatencuHa D n aKkcnpeccun Mem-
OpaHHbIX M30COManbHbIX MapKepoB, TaKMX KaK M30COo-
MaslbHO-accouunMpoBaHHble MeMb6paHHble 6enkn 1 un 2
(LAMP 1 1 2) u nn3ocomMalibHbli MHTErpanbHbli MembpaH-
Hbih 6enoK 2 (LIMP 2), BOKpyr nuMnuaHbiXx BaKyonen noa-
TBEPXAAET BHYTPUIN30COMaNbHOE HaKoMJeHWe UNULOB.
Kpome TOro, K rMcTtonorMyecCKMM OCOBEHHOCTSAM OTHOCHAT
TaKKe HaKonneHuwe Luepounaa B makpodarax [3, 11].

OnucaHbl cnyyvaun bB ¢ maHndecTaunen Bo BHYyTPUYTPOO-
HOM nepuofe B BuAe HEKpPO3a HaAMOYe4HWUKOB, MOSUTM-
APOaMHMOHA, HaKonaeHUs adpUMpPoB XoNecTepmnHa B opraHax
N TKAHAX U MMKPOBE3UKYNSPHOro cTeaTto3a nevexu [13]. bB
MOXET ObITb NMPUYNUHON FMBENN BHYTPUYTPOOHOIo pebeHkKa.
Mpu aytoncuun Ha 17- Hel 6epeMeHHOCTU NPOAEMOHCTPU-
poBaHbl HaKOMNJeHWe NMNUAOB B renatouuTax U CUHLMTUO-
TpodobnacTtax, a TakKe HEKPO3 B HAANOYEYHUKOBOW XKene-
3e BHYyTpUyTpoGHOro pebeHka [10].

Y nauueHToB Cc BB onpegensiootca renatomeranvs
Wnu renaTtocnneHomeranus, 6bICTPO pal3BMBaETCA nedve-
HOYHas HeJOCTaTOYHOCTb C MCXOAOM B LMPPO3 MeYeHW.
B 6MOXMMMYECKOM aHanuM3e KPoBU — BblpaxeHHOE NOoBbI-
LWEeHWe YPOBHS TpaHCamuHa3, 3Ha4yuTeNbHOE yBeNnyeHue
6unupybuHa, CMHAPOM XonecTtasda. YacTo BCTpevalowmnmes
nabopaTopHbIM Npu3Hakom npu BB ABnaioTcs noBbiweHMe
YPOBHEN nakTataerngporeHasbl U CbiIBOPOTOYHOrO GeppuTu-
Ha Hapsaay CO CHUXKEHUEM reMornobuHa, a TakKe Npu3HaKu
rMNoKoarynsauuu.

KnuHuyeckasa KapTuHa npu 601€3HU

HaKomnieHus 3pUpoB xonectepuHa

3aboneBaHue gebloTMpyeT B Bo3pacTe cTaplie 6 mec.
BH3X xapakTtepusyetca 6onee MeaNeHHbIM NPOrpeccupo-
BaHMEM W, KaK MNpaBuno, OTCYTCTBMEM HEBPONOrMYECKOM
cumntomatukun. AJ1IKJ1 aBnsetcs MynbTUCUCTEMHbIM 3a60-
nieBaHneM, CUMNTOMbI MOTYT 6bITb 06YCNOB/EHbI MOPAXKEHHU-
€M pasnnyHblX opraHoB. OCHOBHbIMW OpraHamMu-MULIEHAMM
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

ABNAIOTCS NEeYEHb, CENEe3EHKA, XKENYA0HHO-KULLIEYHbIN TPaKT,
NoYKuK, cocyabl. MeanaHa nosBAeHUS NePBbIX KIMHUYECKUX
CMMNTOMOB 3aboneBaHns cocTaBnseT 5 neT, HO BO3MOXHa
MaHudecTalms 1 Bo B3pocaoM Bo3pacTte [14].

3aboneBaHne nposiBnseTcs renatomeranuen (6onblue
3a cyeT NpaBoOM JOMW NeYeHU), CBA3aHHOM C HaKoMIeHnem
3bMpoB xonecTepuHa B renatouuTax M Knetkax Kyndepa,
KoTopas onpegensetca y 99% nauneHToB [2], CUHAPOMOM
uuTonunaa, gucaunugemuen. No mepe nporpeccupoBaHms
3abosieBaHua dopmupytotcs GMOPO3 U LMPPO3 MNeveHu
C pa3BUTMEM NEYEHOYHOM HELOCTATOYHOCTH.

YBenunyeHune ceneseHkn 06ycoBAEHO OTNOKEHUEM adH-
pPOB XxonecTepuvHa B Makpodarax v MNporpeccMpoBaHUeEM
LUMppo3a neveHn ¢ bopMmMpoBaHMeM NopTasbHON rMNepPTEH-
31K, YTO COMPOBOXKAAETCH HapacTaHWEM MPU3HAKOB runep-
cnjieHuama (aHemus, nenKoneHusd, TPOMOOUMUTOMEHUS).
CnneHomeranusl onpeaensiercs y 74% nauuenTos [2, 14].

Ovcnunuaemua NposiBASeTCs MOBbIWEHWEM B CblBO-
POTKE KPOBM YPOBHS O6LLErO XONIeCTEPUHA, XONecTepUHa
JIMHM v TpuUraMuepuaos nNpyv HOPManabHOM WM HU3KOM
ypoBHe xonectepuHa JIMBI (runepnunonpotenHemus llib
TMMNa), 4TO MOXKET NPUBOAUTL K YCKOPEHHOMY pa3BUTHIO aTe-
pockneposa [1-4]. TunepxonectepuHemMus ornpepensercs
y 81% nauneHToB ¢ BH3X, yBennyeHvne KOHLEHTpaL MK xone-
ctepuHa JIMHIM — y Bcex nauyueHToB. [a)ke npu Tepanuu
rMNONUNUAEMUYECKUMU CPEACTBAMMU FUNepxosiecTtepuHe-
MWS COXpaHSAEeTCs y YETBEPTH, a BbICOKUIM ypoBeHb JITTHIT —
y MNONOBUHbI 60NbHbIX. [pyM aHanMse anoaMnonpPoTEUHO-
rpamMMmbl y 60/1bLWMHCTBA NaLMEHTOB BbISBASIOT NOBbILEHWE
YPOBHS OCHOBHOro anonunonpotexHa JIMHIM — anoB [2].

CUHAPOM LMTONM3a — YBE/MYEeHWe YpPOBHSA acnaprtat-
amuHoTpaHcdepasbl (ACT) M anaHMHaMUHOTpPaHchepasbl
(AT) — HabnwgaeTcs NpakTUYECKM Yy BCeX MNauMeHToB
M 4acTo CNYXKMT OAHMM M3 MepBbIX MPOSBNEHUMN 3abone-
BaHMA. AKTUBHOCTb 3TUX GEPMEHTOB B KPOBW BapbupyeT
B LUMPOKOM AManasdoHe (0T 2—5 HOPM A0 NpeBbIWEHNS AaH-
HbIx NoKkasaTtenen B 10-20 pas) [2].

N3-3a BOBNEYEHUS B NATONOMMYECKMI NPOLLECC KULLEY-
HMKa Yy 4acTu O6ONbHbIX MOXET HabngaTbCs CUHAPOM
ManbabcopbuMn (HeLOCTAaTOYHOCTb NUTAHKUA, Anapes, ctea-

Topes, HapylleHne BCacbiBaHUS KMPOPACTBOPUMbIX HYTPU-
E€HTOB).

Mpn nporpeccupoBaHnm 601e3HN pa3BuBatoTcs GnbpPO3
M LMPPO3 MeyeHu, NposiBAsoWMnecs renatocnjieHomeranm-
€N, XenTyxow, acuMTOM, BapWMKO3HbIM paclWwupeHuemM BeH
nuueBoaa [2, 11]. MmetoTcs cBeieHns 0 ABYX Cay4dasx pas-
BUTUS renaToueNtoapHoM KapunMHoMbl Ha doHe BHIX [15].

Kanbunbukaums Hagno4yeyHWKoB onucaHa nuwwb y 5%
nauveHtoB ¢ BHIX [2, 14]. BcneactBne paHHero pasBu-
TUS aTepocKnepo3a 4acTo HabnogaloTcs MUweMuyeckas
601e3Hb cepfla, aHeBpu3Ma aopTbl U OCTPOE HapyleHue
MO3roBOro KpoBOOGpaLLleH1s B MONOAOM BO3pacTe.

Mpn Hanuyuu y nauMeHTa NPUM3HAKOB CTeato3a neye-
HW, OTpPULATENIbHOM anKOrolbHOM aHaMHe3€e U OTCYTCTBMUU
CTUIM XPOHUYECKOM asKOro/IbHON MHTOKCUKaUMK (yBennye-
HWe OKONOYLWHbIX XKenes, KOHTpaKTypa [ontouTpeHa 1 ap.)
Heo6Xx0AnMMO NPOBOANTL AuddepeHuMancHylo AnarHoCTm-
Ky HeanKorosbHOM XXWpoBoW 60sie3HM nedveHn (HAMKBI)
n ANKJ (BH3X). CoyeTaHue cuHapomMa LMTONM3a, cTeatosa
neyeHu, gucnunugemun tuna llb, cnneHomeranum y geten
M MONOAbIX JINL, C HOPMasbHOM Maccomn Tefla MOXET yKa3dbl-
BaTb Ha Hannyine bBHIX.

Takum o6pasom, BHIX cneagyeTt 3anogo3puTb y Moso-
[blX NALUMEHTOB ¢ renatomeranuen, ysenmyenunem AJIT, ACT
B CbIBOPOTKE KPOBMU, Y KOTOPbIX TaKKe MOXKET MUMETb MECTO
NnoBbllLEHNE YPOBHSA O6LEro XonecTepuHa U xonecTepuHa
JIMHM BMecTe ¢ HEGONbLIMM WKW YMEPEHHBIM CHUXKEHUEM
ypoBHS xosectepuHa JIMBI v runepTpurnuepuaemMmmen
(tabn. 1, 2) [2, 14].

3a6oneBaHusa co CXO4HOM ¢ aedULUTOM

JIN30COMHOM KUC/ION InNa3bl KIMHUYECKON

KapTUHOW

OnddepeHumanbHaa aguarHoctnka AJIKJT nposoautcs
C APYrMMKU IM30COMHbIMKW GONE3HSMU HaKoMNIeHUss — 6ones-
Hblo HUMaHHa — Muka (Tun A, B, C), 6one3Hblo lole, raHrnmo-
31M03aMK1, a TaKXe HapyweHuaMn obMeHa [NIMKoreHa,
YUPHbBIX KMCNOT, ENYHbIX KUCNOT, 601e3Hblo BunbcoHa —
KoHoBanoBa, cemenHow runepxonectepuHemunen, HAXKBI
[4, 14]. NauuneHnTbl ¢ AJIKJT MOryT annTenbHO HabnaaTbes

Ta6auuya 1. CpaBHeHuWe NposiBNeHn MHDaHTUNbHON GOopMbl AedULMTa IM30COMHON KUCNoW nnnasbl (6o/1e3HU BonbmaHa) n 6051e3Hu

HaKonNeHnsa aGuUpPoB XonecTepuHa

Table 1. Comparison of the manifestations of the infantile form of lysosomal acid lipase deficiency (Wolman disease) and cholesterol

ester storage disease

MposiBneHune UHdanTunbHana popma AJIKJ1 (BB) BH3X
BospacT Havyana/anMarHoCcTuKu 0-3 mec [eTcKuin/B3pocnbii BO3pacT
Bo3pacT Ha MOMEHT neTanbHOro ucxoaa (6e3 nevyeHus) Ao 6 mec BaprabenbHbin

(B cpegHeM 3—4 mec)

PBoTa, gnapes + +/—
lenatomeranus + +
drnbpo3/Uunppo3 NeveHun +/- +/+
CnneHomeranus + +
Kanbundurkauma Haano4ye4yHnKoB + -
CuHapoM manbabcopbumn + +
TMnotpodusi/KaxeKkcus + -
HeBponorvyeckue NposiBAEHNS Ha NO3HUX CTaAnUaX 60Ne3HM + -
PaHHuMI aTepocKnepos +/— +

lNMpumeyvanune. JNKJT — gedununtT NAM30COMHON KMcnon nunasbl; BB — 60ne3Hb BonbmaHa; BHIX — 6051e3Hb HakonaeHnsa adpupoBs xonecTe-

puHa.

Note. LAL-D (AJ1KJT) — lysosomal acid lipase deficiency; WD (BB) — Wolman disease; CESD (BH3X) — cholesterol ester storage disease.



Ta6nuua 2. InddepeHumanbHas AMarHoCTUKa HeaKoro/ibHOM }UPoBOM 60/1€3HU NeYeHU U aeduLmTa TM30COMHON KUCOM nnassbl
Table 2. Differential diagnosis of non-alcoholic fatty liver disease and lysosomal acid lipase deficiency

Mpu3Hak HAXBN BH3X
BospacT nosiBneHns nepBbiXx CAMATOMOB O6bI4HO cTapwe 25 net O6bI14HO MonoXe 25 net
CaxapHblt guabeT 2-ro Tuna O6bI4HO eCcTb O6bIYHO HeT
OXunpeHune O6bI4YHO eCTb O6bI4YHO HET
AddeKT oT noxyaaHmsa O6bI4YHO eCTb O6bI4HO HET
CnneHomeranus 6e3 acuuta Het Y 3/4 nauneHToB
CumnToMbl Manbabcopbumnu (cTeaTopes, AMapes, oTCTaBaHWe B Pa3BUTUM) O6bI4YHO HET MoryT 6bITb
MpexaeBpeMeHHOe pa3BUTHE aTEPOCKIEPO3a U ero ocnoxHeHun (MBC,
aHeBpun3ma aopTbl, OHMK) Her Hacro

lNpumeyaHune. HAXBIT — HeankoronbHas xupoBas 60ne3Hb nevyeHun; BHIX — 6one3Hb HakonneHusa adupos xonectepuHa; MbC — nwemu-
yecKas 6onesHb cepaua; OHMK — ocTpoe HapylleHne MO3roBoro KpoBoob6palleHus.

Note. NAFLD (HAXXBI) — non-alcoholic fatty liver disease; CESD (BH3X) — cholesterol ester storage disease; CHD (MBC) — coronary heart

disease; CVA (OHMK) — cerebrovascular accident.

C TAKUMU AMarHo3aMu, Kak KPUMNTOrEHHbIN LMPPO3 MEYEHH,
renatuT HesiCHOM aTnonoruu [1, 2, 14].

OAUATHOCTUKA

O6pallaemM BHMMaHWE, 4TO, COrNacHO TPebGOBaHUAM
K pa3paboTKe KIMHUYECKMX PEeKOMeHAauMh, K Kaxpao-
My Te3uCy-peKomMeHaauuMM Heob6XoAMMO YyKa3biBaTb CUY
peKomMeHAaLnn 1 JoKa3aTenbHylo 6a3y B COOTBETCTBUKU CO
WKanaMu OLLEHKM YPOBHSA AOCTOBEPHOCTU [JOKa3aTeNbCTB
(YO4) v ypoBHA yb6eauTenbHocTuM pekomeHpauunn (YYP).
Ona mHornx Teancos YYP v Y4/ 6yayT HUBKUMM MO NMPUYUHE
OTCYTCTBMS NMOCBAWEHHbIX UM KIMHUYECKMX UCCNefoBaHUN
BbICOKOI0O AM3alHa. HeB3npas Ha 370, OHM SBASIOTCA HEOO-
XOAMMbIMU 371leMeHTaMKn 06CcneaoBaHMsa naumMeHTa ansg ycra-
HOBNIEHUA AMarHo3a 1 BblI6opa TaKTUKKN TeYEHUS.

Kputepumu yctaHoB/IeHUA gUarHo3a u COCTOSIHUA

Onpenenenne aktMBHocTU JIKJ1 B Cyxux NsiTHaxX KpPOBM
ABNAETCSH «30/710TbIM CTaHAAPTOM» AUArHOCTUKK 3TOro 3a60-
neBaHua. BbigBneHne CHUXKEHHOW akTMBHOCTM JIKJT no3Bo-
NS9eT NOATBEPAUTb AMArHo3.

[OwnarHos AJIKJ1 ycTaHaBAnBaeTCcs Ha OCHOBaHWU COBO-
KYMHOCTM aHaMHECTUYECKMX W KJIMHUMYECKMUX [aHHbIX,
pe3ynbTatoB flabopaTopHbIX, MHCTPYMEHTaNbHbIX, MOPPO-
JIOFMYECKUX METO0B UCCNef0BaHUN.

Kano6bl n aHamHe3
[Mpn c6ope aHaMHe3a U }anob HeobxoaMmo 0bpaTUTb

BHMMaHWe Ha cleaylolMe }anobbl U aHaMHECTUYeCcKue

CO6bITHSA:

®  OTArOLWLEHHbIA CEMENHbBIV aHaMHe3 (CXO4Hble CUMMTOMbI
y poAHbIXx 6paTbeB W cecTep npobaHaa, 6aM3Kopoa-
CTBEHHbIN BpaK);

® CcNy4yau BHe3arnHoM 1eTCKOM CMEPTU B CEMbE;

° 3ajeprKKa GU3MYECKOro pas3BuTUS;

® cNnabocCTb, NMOBbIEHHAS YTOMIAEMOCTb;

° renaTomeranus uav renaTocnieHoMeranus;

° aunapes, 601M B KMBOTE, cTeaTopes (NpU BOBIEYEHHOCTH
B NaTO/IONMYECKUI MPOLIECC KULLEYHUKA);

® HOCOBbIE KPOBOTEYEHUS;

®  KENTYLWHOCTb KOXHbIX MOKPOBOB;

° acuur;

° BapMKO3HOE pacluMpeHne BEH NULLEBOAA (NPU PAa3BUTUN
LMppO3a neyeHn).
anobbl M aHamMHe3 TaKXe onucaHbl B pasjene

«KnnHnyecKas KapTuHar.

dusukanbHoe o6cnegoBaHue
dusuKanbHoe o6cnegoBaHue npu HHPaHTUIbHOMN
¢dopme gepuymnTa TM30COMHON KUC/I0M iMNa3bl
(6one3Hn BonbmaHa)
Mpn ocMoTpe HeO6X0ANMMO 06paTUTb BHUMaAHWE Ha cne-

AYIOLLME OCHOBHbIE KJIMHUYECKME NPOABAEHHUS:

° yBeSIMyeHue pa3MepoB NeYveHu;

° yBefIMYeHMe pa3MepOoB CeNe3EHKH;

° yBefiMyeHne pa3MepoB KUBOTa;

° CUHOPOM Manbabcopbumu;

°  runoTpodusa BNIOTb A0 rpybor 3afepKKN GU3MYecKoro
pasBuUTUS;

° nporpeccupylollas 3ajgepikka nCMXoOMOTOPHOIO pa3Bu-
™A, runeppedneKkcus;

®  KEeNTYLWHOCTb KOXHbIX MOKPOBOB;

° MPU3HaKKU Ne4YeHOYHOM HeJOCTaTOYHOCTH.

dusuKanbHoe o6cegoBaHue npu 60s1e3Hn
HaKornieHns1 3pupoB XosiecTeprHa ¢ Je6ToM
B Bo3pacTe cTaple 6 mec
Mpn ocmoTpe Heob6xoaMMo 06paTUTb BHUMaHWe Ha cne-
aylouwme KNMHUYEeCKne NposBaeHus:
° yBe/IMYeHUe pa3mMepoB MeyeHu;
° yBe/IMYEHUE Pa3MEPOB CENE3EHKM.
MogpobHO faHHble dU3MKanbHOro obcnefoBaHUs Onu-
caHbl B pa3aene «<KnMHuyeckas KapTuHa.

JlaGopaTopHble AMarHocTUYECK1e uccneaoBaHusa
Jla6opaTopHble AuarHocTM4ecKne uccsiefoBaHuns
npu HHaHTUIbHON popme gedpuLyUTa TN30COMHOH
Kucsoi nuna3sbl (6os1e3HM BonbmaHa)

e BceM nauuveHTam C Nogo3peHuemM Ha WHbaHTUAbHYIO
dopmy ANKJT (BB) ana BepuduKaumMm agnarHosa noka-
3aHOo onpegeneHuve aktMBHocTM JIKJT B nATHax BbICy-
LWWEHHOW KPOBWU UKW JNenkoumTax nepudepunyeckomn
KpoBu [16, 17]. YpoBeHb y6e[uUTEeNIbHOCTU pPEeKo-
MeHaauui — B (ypoBeHb AOCTOBEpPHOCTU fJoOKa3a-
TenbcTB — 3). OnpeaenexHune akTuBHocTU JIKJT B cyxmx
NATHAX KPOBW MO3BONSET NOATBEPAWTL WMAM ONPOBEp-
rHyTb AvarHo3 AJ1IKJ1 u aBnaeTtcs «3010TbIM CTaHAAPTOM»
AWarHOCTUKM 3TOro 3aboneBaHus.

* T[lauMeHTaMm, y KOTOpbIX BbIIBEHO PE3KOE CHUXKEHWe
akTnBHoCTK JIKJT B KpOBM, NOKa3aHo NpoBeAeHne Mone-
KYyNAPHO-TEHETUYECKOro WcCnefoBaHus (BbiIBIEHWUS
MyTauun B reHe LIPA) ¢ uenbto noaTBepXKAeHusa aua-
rHO3a Ha MOJIEKYNSIPHO-TEHETUYECKOM YPOBHE, BO3-
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MOXHOCTW MpPOBEeAEeHUS MpeHaTanbHOW WM NpeumniaH-
TAUMOHHOW AMarHocTUKM B cembe [3, 18]. YpoBeHb
y6eauTenbHOCTU peKomeHpauun — C (ypoBeHb
AOCTOBEPHOCTU AOKa3aTeNbCTB — 5). Bo/bWKWHCTBO
nauneHToB ¢ AJIK/1 ABNAOTCS roMO3UrotaMmu UK KOoM-
nayHA-retepo3urotaMmn no MyTauuMaM B KOAMpPYlOLEen
o6bnactu reHa LIPA. BmecTe ¢ TeM onucaHbl UHTPOHHbIE

MyTauuKn U NPOTAXKEHHbIE NEPECTPOMKKU reHa, He BblsiB-

nsiemMble Npu NPoBeAeHUN CTaHAAPTHOrO reHeTUYecKo-

ro uccnegoBaHus. MNaTtoreHHOCTb BbISBAEHHbIX PEeAKMX

M HOBbIX MyTauun TpebyeT LOMNONHWUTENbHbLIX AOKa3a-

TenbCTB. [NOCKONBKY B HacTosiLee BpeMs reHo-beHoTH-

nuyeckas Koppensiuma ycTaHOBEHa TO/IbKO Ha ypOBHE

KnuHunyeckon dopmbl 4JIK/T (BB nn6o BH3X), HO He npo-

cnexuBaetcsa Ans oTaeNbHbIX GEeHOTUNUYECKMX NPU3Ha-

KOB, MONEKYISpHO-reHeTUYEeCKOe UCCnefoBaHue npwu-

MeHseTCs ANS MNOATBEPXKAEHMUS, a He yCTaHOBNEeHMUA

nvarHosa AJ1KJ1. BbisBneHne cemenHon myTaumm reHa

LIPA penaeT BO3MOMHbIM 06cnefoBaHne POACTBEHHMU-

KOB nNpobaHfa, a TaKXe MpoBeAeHWe npeHaTasbHON

M NPeMMNNaHTaLMOHHON AUarHOCTUKM.

e Bcem nauuMeHTam € MOAO3PEHMEM Ha WHOAHTUAbHYIO
dopmy AJIK/T (BB) HeobxoaumMo npoBeAeHue o6LLero
(KNMMHMYECKOro) aHanu3a KPoBW AN1S BbIABNEHUS aHe-
MWW, NenKoneHun, TpombouuToneHmn [10, 14, 18].
YpoBeHb y6eauTenbHOCTU peKomeHaauun — C (ypo-
BE€Hb JOCTOBEPHOCTU AOKa3aTenbCcTB — 5). B pawm-
Kax obuero (KJIMHUYECKOro) pa3BepHyToro aHanvsa
KPOBM HEOOXOoAuMbl McCcnefoBaHWe YPOBHA 06LLero
remornobuHa, apuUTPOLMTOB, JIEMKOLMTOB, TPOMOOLM-
TOB B KpoBM, AnddepeHUMpOoBaHHbIK MoacyeT NenKo-
uMTOB (NenmkouuTapHas dopmyna), NPOCMOTP Ma3Ka
KpOBM AN9 aHann3a aHoManum mopdonorum apuTpoLLm-
TOB, TPOMGOLMTOB M NENKOLMUTOB, ONpeaeneHne LBeTo-
BOro nokasaTtens, onpefeneHve pasmMepoB 3pPUTPOLLM-
TOB, MCCNlefOBaHWE CKOPOCTW OCEAaHWs 3PUTPOLIUTOB
(CO93). NaToreHeTn4yecKkne mexaHu3amMbl GOPMUPOBAHMUSA
aHeMuUM U TPOMOOLMTOMEHMU He A0 KOHUA M3YyYeHbl.
OAHUM M3 BO3MOXKHbIX MEXAHWM3MOB SIBASETCS HaKone-
H1e abMpPOB XoNecTepuHa U TPUIMMULIEPUAOB B KETKax
MaKpodaranbHO-MOHOLMTapHOM cucteMbl. Kpome TOro,
aHeMUS MOXET KaK HOCWUTb ajMMeHTapHbi AeduumnT-
HbI XapaKTep, TaK 1 9BNATbCS CAeLCTBMEM runepcnne-
HM3Ma npu GOPMUPOBAHMK MOPTASIbHON TUNEPTEHIUM.
CneacTteuem runepcrnieHmama aBaseTcs Takxe Tpom60-
uuToneHus. OnucaHbl cayvyan BTOPUYHOIO remodaroum-
TapHoro nMMdorucTMoLnTO3a.

YuuTbiBas KpanHiow pegkoctb BB, paHHWi cTapT, no3a-
HIOKO AMArHOCTMKY M 0BbIYHO TSAXKENoe TeYeHue, LOCTOBEPHbIX
[aHHbIX 0 HEO6X0AMMOM YacToTe NPOBEAEHUS UCCNef0BaHMUS
HeT. YacToTa uccnefoBaHus obulero (KIMHMYECKOro) aHasu-
3a KPOBM pa3BEPHYTOro AUKTYETCA COCTOSTHMEM MaLMeHTa.

e [nd onpegeneHvs GyHKLMOHANBHOTO COCTOSIHUS Mneye-
HW, KOTopas SBNSeTCA OAHWM W3 OpPraHoB-MULLEHEN
npu BB, 1 BbiIIBAEHWUA AUCAUNMAEMWUM B KPOBM BCEM
nauneHtam ¢ bB pekomeHaoBaHO npoBefeHWe 6uMO-
XMMWYECKOr0 aHanM3a KpoBW (MccrefoBaHWe YpOBHS
xonectepuHa, xonectepuHa JMNBI1, xonectepuHa JIMHI,
Tpurnuuepunaos, obuero 6enka, anbbyMuHa, obuiero
6UnnpybuHa, 6unmnpyburHa cBA3aHHOIO (KOHbIOTMPOBaH-
HOro), 6unnpydbrHa cBO6OAHOIO (HEKOHBIOIMPOBAHHOTO),
onpeaeneHne aktuBHocTn ACT, AJIT, ramma-rnoTaMmun-
TpaHcdepasbl) Npu AMarHOCTMKE U B NpoLecce AncnaH-
cepHoro Ha6nwaeHus [18, 19]. YpoBeHb y6eauTtesb-
HOCTHU peKomeHpauuni — C (ypoBeHb JOCTOBEPHOCTH
AoKasaTtenbcTB — 5). 119 nauneHToB ¢ BB xapakTtepHo
3Ha4YuTENbHOE NOBbLIWEHWE aKTUBHOCTM TpaHcaMuHas3

(ANT, ACT), runepxonectepuHeMus, runepounmpyobmHe-
MUSl, BO3MOXHa FMNEpPTPUrULEPUAEMUS; YBENnYeHne
KOHUeHTpauun JIMHM, y MHOMMX NauuMeHTOB CHUXEHO
Konundectso JIMBI B KpoBwu. lMpu aHanuse anonuno-
npoTenHorpammbl y 601bWKMHCTBA NaLMEHTOB BbISBAS-
0T MOBbILIEHNE YPOBHS OCHOBHOIO anonunonpoTevHa
JINMHM — anoB. YunTbiBasi KpalHOlO peaKocTb BCTpe-
yaemocTn BB, paHHMK [Oe6lOT, NO34HIOK AWArHOCTUKY
W TSXKenoe TeyeHwe 60Ne3HWU, LOCTOBEPHbIX AAHHbLIX
0 Heob6X0AMMOW YacToTe MPOBELEHUS UCCnefoBaHus
HeT. HYacToTa uccnegoBaHmsa aHanmMsa KpoBu GUoxmmMmye-
CKOro obLietepaneBTUYECKOro AUKTYETCS COCTOSIHUEM
nauuneHTa. Mpu gMarHoCTUKe NPOBOAMTCS onpenenexHve
aktuBHocTn AJIT, ACT, ramma-rniotamuntpaHcdepassbi
B KpPOBM, UccnegoBaHWe ypoBHSA 06Llero 6unmpybuHa,
6unnpybunHa cBA3aHHOIoO (KOHbIOrMPOBAHHOT0), XOJiecTe-
puHa, xonectepuHa JIMHIM, xonectepuHa JMNBIM, Tpuram-
LepuaoB B KpOBU. B AMHaMUKe NpOBOAAT onpenenexHve
aktuBHocTn AJIT, ACT, ramma-rniotamuntpaHcdepassbi
B KpPOBM, UccneaoBaHWe ypoBHSA 06Llero 6unMpybuHa,
6unnpybunHa cBA3aHHOro (KOHbIOIMPOBAHHOI0), XOJiecTe-
puHa, xonectepuHa JIMHIM, xonectepuHa JMNBIM, Tpuram-
LepunaoB B KpoBKM (He MeHee 1 pa3a B MecsL).

Bcem nauveHTam ¢ BB npu gnarHocTuKe 1 ganee B AnHa-
MUKe MPOBOASAT UCCnefoBaHMe Koarynorpammbl (Opwu-
E€HTMPOBOYHOIO WCCNeA0BaHUSA CUCTEMbI remocTasa),
onpeaeneHne NpoTPomMOMHOBOro (TPOM6GONIACTUHOBO-
ro) BPEMEHM B KPOBM WNM B nna3me, MeXAyHapoaHo-
ro HopmManaM3oBaHHOro oTHoweHus (MHO), akTMBMpoO-
BAHHOIO YaCTMYHOro TPOMOGOMNACTUHOBOIO BPEMEHMU
(A4TB) C Uenbld CBOEBPEMEHHOIO BbISIBAEHUS Hapylle-
HUI remocTasa [11, 20, 21]. YpoBeHb y6eaUTEbHO-
CTU peKkomeHaauun — C (ypoBeHb AOCTOBEPHOCTHU
AoKazaTtenbCcTB — 5). [lp HEOOBXOAMMOCTU TaKKe
onpeaensitoT TPOMGMHOBOE BpeMs B KPOBW, NPOBOAAT
uccnegoBaHue ypoBHA GUOPUHOreHa B KpoBW. [JaHHble
nokaszaTenu MNO3BONSAOT KOHTPOAMPOBATb CUHTETUYE-
CKYIO GYHKLUMIO NeYeHH, BbIIBASTb CUHAPOM NEYEHOYHO-
K/IETOYHOM HeLOCTaTOYHOCTM W CBOEBPEMEHHO npea-
ynpexaaTb OC/IOXHEHWS, CBA3aHHble C HapyLeHUEM
remocTasa [22].

MaumeHTam ¢ BB Heo6x0aAMMO NPOBOAUTL UCCNEef0BaHKE
YypOBHS 06Llero Koptu3ona, agpeHOKOPTUKOTPOMHOIO
ropMOHa B KPOBMU C LieSibi0 CBOEBPEMEHHON ANArHOCTH-
KW HaANOYEeYHUMKOBOM HEeLOCTATOYHOCTM U Ha3HayeHwus
3aMecTuTenbHon Tepanuu [18, 23]. YpoBeHb yb6eau-
TeNbHOCTU peKoMeHAauuin — C (ypoBeHb fJocTOBEP-
HOCTU pAoOKasaTenbCTB — 5). [pu BbIABNEHUU NpU-
3HAKOB HaAMNOYe4YHMKOBOW HEJOCTATOYHOCTM NOKa3aHo
uccnegoBaHMe ypoBHSA 06LEro KopTnaona, a4peHoKop-
TUKOTPOMHOrO FOPMOHa, MIOKO3bl B KPOBW, onpegene-
HWe PEHWHOBOM aKTMBHOCTM NNa3Mbl KPOBM, UCCeaoBa-
HWe YPOBHS HATPUS, Kanusa B KPOBM.

Jla6opaTopHble AuarHoCcTU4eCKHUe uccrief0BaHus
npu 6os1e3HU HaKonieHns apupoB xosnecTepmuHa
Bcem nauuneHTam ¢ nogo3peHunem Ha BHIX nna Bepudu-
Kauuu AuvarHosda nokasaHo onpejefieHMe akKTUBHOCTU
JIKJ1T B NSTHax BbICYLIEHHOW KPOBW WX NenKouuTax
nepudepunyecKon Kkposu [16, 17]. YpoBeHb yoeauTenb-
HOCTU peKomeHaauuh — C (ypoBeHb JOCTOBEPHO-
CTU AoKasartenbcTB — 3). OnpeaeneHne akTMBHOCTH
JIKT B cyxux nsaTHax KPOBW MO3BONSET MOATBEPAUTb
WM oNpoBeprHyTb gnarHo3 AJIKJ1 n aBnseTcs «3010TbiM
CTaHAapTOM» AUArHOCTUKM 3TOro 3a6osieBaHuUs.
MauneHTam, y KOTOPbIX BbISBIEHO CHWXXEHUE aKTWB-
HocTw JIKJ1, noKa3aHo npoBefeHne MONEKYNSPHO-TeHe-



TUYECKOro UccnenoBaHus (BbiiBNEHWE MYTALMM B TeHe
LIPA) ¢ Lenblo NoATBEPKAEHUSA AMarHo3a Ha MoeKynsap-
HO-reHETUYECKOM YPOBHE, BO3MOXHOCTM MPOBEAEHUS
npeHatanbHON W NpeuMmniaHTauMOHHON AMarHOCTUKMK
B ceMbe [3, 18]. YpoBeHb y6e[uUTesiIbHOCTU pPeKo-
MeHgauuin — C (ypoBeHb AOCTOBEpPHOCTU AOKa3a-
TenbcTB — 5). bonbwKnHcTBO NauuneHToB ¢ AJIKJ1 aBna-
I0TC FTOMO3UroTamMu WM KoMMayHA-retepo3uvrotramu
no MyTauusam B Koaumpylowen oénactu reHa LIPA, onuca-
Hbl MHTPOHHbIE MyTaLMW U NPOTSAKEHHbIE NEPECTPONKHU
reHa, He BbiiBNAsieMble NpW NPoBeAeHWUW CTaHaapTHOro
reHeTM4YecKoro uccneaoBaHusa. TaK)Ke NaToreHHOCTb
BbIIB/IEHHbIX PEKMUX U HOBbIX MyTaLMi TpebyeT Aono-
HUTENbHbIX AOKa3aTenbCcTB. [TOCKONbKY B HacTosllee
BpemMS reHo-peHoTUNNYecKas Koppenauns yctaHoBne-
Ha TONIbKO Ha YPOBHe KauHuyeckon dopmbl A/1KJT (BB
nm6o BH3X), HO He npocnexuBaeTcs AN OTAENbHbIX
GEeHOTUMNYECKUX MPU3HAKOB, MONEKYNSPHO-reHeTnye-
CKOe uccnegoBaHWe MPUMEHSIeETCS ANnS MOATBepXKAe-
HUA, a He ycTaHoBNeHua anarHosa AJ1KJ1. BoiaBneHue
cemMenHon MyTauuu reHa LIPA penaet BO3MOMHbIM
ob6cnenoBaHMe pPOACTBEHHMKOB MpoGaHaa, a TaKKe
npoBeAeHMe npeHatasbHOW W NpeuMniaHTaunoHHOM
MarHOCTUKMU.

Bcem nauueHtam ¢ nogospeHnem Ha BHIX u panee
B IMHAMUKe peKoMeHyeTcsa npoBeaeHne obuero (Knu-
HWYECKOro) aHann3a KpoBu (B cpeaHeM He pexke 1 pasa
B 6 MecC) C Lefblo BbIABNIEHUS aHEMWKU, NENKOMEHUH,
Tpom6ouuToneHun [10, 14, 18]. YpoBeHb y6eautenb-
HOCTHU peKomMmeHaauun — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTtenbcTB — 5). B pamKax 06Lero (KNMHU4eCcKo-
ro) aHanM3a KpoBW HEOOXOAUMbI UCCnefoBaHUEe ypoB-
HA obuiero remMornobuHa, 3pUTPOLIMTOB, JIEMKOLMTOB,
TPOMOOLMTOB B KPOBU, AMPPepeHLMpoBaHHbIM Moa-
CYeT IENKOUMTOB (NerKounTapHas dopmyna), IpocMoTp
Ma3Ka KpoBM AN aHanu3a aHomManui mopdonorum
3pPUTPOLMTOB, TPOMBOLIUTOB U JIENKOLMTOB, onpeaene-
HWEe LIBETOBOro rnoKasartens, onpeaeneHne pasmepoB
apuTpoumToB, nccnegoBaHne CO3J. laTtoreHeTMyeckue
MexaHW3Mbl GOPMUPOBaAHUS aHEMUU U TpomboLMTOoNne-
HWUW HEe 10 KOoHLA U3y4yeHbl. OAHUM M3 BO3MOXKHbIX Mexa-
HW3MOB SIBNSIETCS HaKomnneHwe 3dMpoB xonectepuHa
WU TPUIMMLIEPWUIOB B K/ieTKax MakpodaraibHO-MOHOLK-
TapHoOM cncTembl. Kpome Toro, aHeMus MOXKEeT Kak UMETb
aNMMEHTapHbIN AebULNTHBIN XapaKTep, Tak U ABNSATbCS
cneacTBMEM runepcrnieHnsma. TpomeoLMToONeHUS ABNS-
eTcs cneacTBMEM runepcnieHnama npu GopmMmmpoBaHnm
nopTanbHOM rMNepTeH3nn, Hapsay ¢ 3TUM ONMUCaHbl CNy-
yan BTOPMYHOro remodaroumMtapHoro nMmM@orncTmoum-
TO3a.

Bcem naumeHtam ¢ BH3X ansa onpeaeneHus GyHKLMO-
HaNbHOrO COCTOSIHUA NEeYeHU, KoTopasa ABASETCH OAHUM
13 opraHoB-mulleHen npu OJIK/1, u onpeaenenus auc-
NMNUAEMUN B KPOBU PEKOMEHAOBAHO NPOBEAEHNE aHa-
nn3a KpoBW OGMOXMMUYECKOro obuieTepaneBTUHECKO-
ro (MccnegoBaHWe YpPOBHS XONecTepuHa, XonectepuHa
JINBIM, xonectepuHa JIMHIM, Tpurnnuepuaos, obuero
6enka, anbbymuHa, obuero 6unmMpybuHa, 6uampybuHa
CBSI3aHHOro (KOHBIOrMPOBAHHOIO), GUNNPYOHHa cBO6GOA-
HOro (HEKOHbBIOrMPOBAHHOIO), OnpeaeneHne akTUBHO-
ctn AT, ACT, ramma-rntotamuntpaHcdepasbl) Npu auva-
rHOCTMKE W B MpoLuecce AWCNaHCEPHOro HaboaeHUs
(B cpeaHeM Kaxkable 3—6 mec) [18, 19, 24]. YpoBeHb
y6eauTeNnbHOCTU peKomeHpauun — C (ypoBeHb
AOCTOBEPHOCTU AOKa3aTenbCTB — 5). Y 60/blINH-
cTBa nauuneHToB ¢ BHIX BbIABNSAIOT NOBbILIEHWE AKTUB-
HOCTK TpaHcamuHa3s (AJ1T, ACT), runepxonectepuHeMuio,

TMNEePTPUIINLEPUAEMUIO; YBENMYEHME KOHLIEHTpaAL MK
JIMHI, y MHOrMX NauneHToB CHUXKeHO KonmyecTso JIMBI
B KpoBW. [pn aHan13e anonnnonpoTenHOrpamMmmbl BbisiB-
NS0T NOBbILIEHWE YPOBHSA OCHOBHOIO ano/iMnonpoTenHa
JINHMN — anoB.

NccnegoBaHue ypoBHA MOYEBUHbI, KpeaTUHUHA B CbiBO-
pPOTKE KPOBW C OnpeaeneHWem CKOPOCTU KIy6GOYKO-
BOM GunabTpauuMmM NpoBOAAT BcemM naumeHtam ¢ BHIX
npu AMarHocTMKe 3abonieBaHUs M NpU AMHAMUYECKOM
HabnoaeHUn (B cpeaHeM Kaxable 6-12 Mec) ¢ Lenbto
KOHTPONA PYHKLMU MOYEK M CBOEBPEMEHHOM AMArHo-
CTUKK ee HapylleHus [24]. YpoBeHb y6eauTenbHOCTH
pekomeHaauuin — C (ypoBeHb JOCTOBEPHOCTU fAOKA-
3artenbcTB — 5).

Bcem nauueHtam ¢ BHOX npu amarHoctvke u fganee
B AMHAaMWKeE PEKOMEHOOBAHO eXerogHoe uccnenoBa-
HWe Koarynorpammbl (OPUEHTUPOBOYHOIO UCCEel0BAHUSA
cUCTEMbl remocTasa), onpeaefieHne nNpoTpPoOMGMHOBOIO
(TPOM6BOMNNACTMHOBOIO) BPEMEHW B KPOBM UK B NMNasme,
MHO, A4TB ¢ Lienbio CBOEBPEMEHHOIO BbIABIEHUS HApY-
leHnn remoctasa [11, 22, 24]. YpoBeHb y6eauTenb-
HOCTU peKomeHaauuhn — C (ypoBeHb JOCTOBEpPHO-
CTU foKa3aTeNnbcTB — 5). [1pn HEOOBXOAMMOCTU TaKKe
onpenensitor TPOM6UHOBOE BPeEMS B KPOBW, MPOBOAAT
nccnenoBaHue ypoBHA GUOPUHOreHa B KpoBU. [aHHble
noKasaTenn Mo3BOJNISIOT KOHTPOJMPOBATb CUHTETMYE-
CKYIO QYHKLMIO MeYeHU, BbIIBAATb CUHAPOM NEeYeHOYHO-
KNeToO4YHON HeAOoCTaTOYHOCTM M CBOEBPEMEHHO Npea-
ynpexaaTb OC/0XHEHWS, CBA3aHHble C HapylleHWem
remocTasa [22].

UHCcTpyMeHTaNbHble AUarHocTU4ecKue
uccnepoBaHus

UHcTpymeHTanbHble AUarHocTuyecKkue
uccaegoBaHusi npu MHPaHTUAbHONU popme
AeduUunuTa IM30COMHOM KUCIOM IMNa3sbl

(6on1e3HM BonbmaHa)

YnbTpa3BykoBoe uccnegoBarune (Y3WM) GptolHOM nono-
ctn (Y3M opraHoB 6GpiOLLIHOM MOMOCTU (KOMMIEKCHOE))
W 3ab6plOWKMHHOIO npocTpaHcTBa (B TOM uyucne Y3U
HaANOYEYHUKOB), a TaKKe AYynJeKCHOe CKaHWpoBaHue
COCyAOB NeyvyeHu (ZynieKCHOe CKaHMpoBaHWe COCyAoB
renaTtobunMapHon 30Hbl), AYNJIEKCHOE CKaHWpoBaHue
COCYyAO0B CeNle3eHKM PEeKOMeHAyeTcs MPOBOAUTL BCEM
nauuveHtam c nopo3peHnem Ha BB u nocne na6opa-
TOPHOrO MOATBEPXKAEHMS AMArHo3a C LeNblo KOHTPO-
NS COCTOSIHMSA BHYTPEHHWX opraHoB [2, 10, 14, 18].
YpoBeHb y6eauTebHOCTU pekomeHaauun — C (ypo-
BeHb [OCTOBEpPHOCTU AoKa3aTtenbcTB — 5). Y3U
OpIOWHOM NOMOCTM MO3BONSET ONpeaennTb pasmepb
NeYyeHn U ceneseHKu, guameTp BOPOTHOM U ceNle3eHou-
HOW BEH, Hanu4yme crteato3a, ¢ubpo3a WM LUMppPO3a
neyvyeHu, KanbLMdUKaToB HAANOYEYHUKOB.

YacTtota npoBeaeHna Y3 opraHoB GpIOLLIHOM MOSIOCTH

(KOMNIEKCHOTr0) 1 3abPIOLWMHHOIO NPOCTPaHCTBa (B TOM YUC-
ne Y3M Hagno4ye4YHWKOB) AUKTYETCA COCTOSSHUEM NaLMEHTa,
HO He pexxe 1 pasa B mecal,.

MpoBeaeHne 33odaroracTpoayoneHockonum (3r4C)
peKkoMmeHgyeTcs nauveHTam ¢ BB npu Hannyuu npu-
3HAKOB MOPTaNbHOM TUMNEPTEH3UM C LIENbI0 OLEHKHM
COCTOSIHMS BeH nuuieBoAa W enyaka [18]. YpoBeHb
y6eauTenbHOCTU peKomeHpauun — C (ypoBeHb
AOCTOBEPHOCTU AOKa3aTtenbcTB — 5). [lpoBeneHune
AracC y nauuneHTtoB ¢ $Gn6PO30M MeyYeHu, NpuaHakamu
NnopTanbHON rMNEePTEH3NMU HEOBXOAMMO ANS OLEHKHU CTe-
NeHW BapUKO3HOIro pacliMpeHns BEeH NuLeBoa v yrpo-
3bl KPOBOTEYEHMS.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

* buoncus neyeHn B Ka4ecTBe PyTUHHOIO MeToaa Ans Noa-
TBEpXK/AeHns aMarHosa bB He pekomeHaoBaHa [18, 25].
YpoBeHb y6eaguTenbHOCTU peKomeHaauun — C (ypo-
BeHb OCTOBEPHOCTU AOKa3aTtenbcTtB — 4). MoxeT
NPOBOAMTLCS C LIe/bI0 OLLEHKMU COCTOSHMSA TKAHU MeYeHH,
onpeaeneHns Haan4us u BblpaXKeHHOCTM cTeaTo3a, CTa-
anMn dGnbposa. MakpOCKOMUYECKU NeYeHb UMEET SPKUI
KENTO-OpaHKeBbIM LBET; FMCTONOrMYecKas KapTuHa
XapaKTepu3yeTcs Hanninem MUKPOBE3UKYISPHOro cTe-
aTo3a, «MeHUCTbIX» KNeToK Kyndepa, npuaHakoB Gu6po-
3a W uMppo3a neyvexu [14, 25].

MpeanoyTUTENbHO UCNONb30BaHWE HEWHBA3UBHbIX
METOAMK, Hanpumep anactorpadum nevyeHn (InacTomeTpuu
neyeHu), MarHMTHO-pe3oHaHCcHoM ToMmorpadumn (MPT) opra-
HOB GpPIOLWHON NofocTH [26].

HUHCcTpymeHTanbHble AUarHocTMyecKkue
uccnenoBaHus Npu 601e3HU HaKonJeHus apupos
XoJsiecTeprHa ¢ 4e6l0TOM B Bo3pacTe cTaplie 6 mec

e Bcem nauveHTam ¢ nopgo3peHnem Ha BH3X ¢ uenbio
AMHAMMUYECKOro KOHTPOS COCTOSIHUS BHYTPEHHMX Opra-
HOB peKkoMeHayeTcs npoBeaeHune Y3WM 6plowHOM nosno-
ctn (Y3W (KoMnneKkcHoe)) M 3abproLMHHOINO NMPOCTPaH-
CTBa, a TaK)e [yn/ieKCHOe CKaHMpOBaHWe CcoCcyaoB
neyYyeHn (AynneKCHoe CKaHMpOBaHWEe COocyfhoB renaTo-
6MNMapHOM 30HbI), AyNNEKCHOEe CKaHMpOBaHWe COCyAoB
ceneseHku [2, 10, 14, 18]. YpoBeHb y6eauTebHOCTHU
peKomeHaauuii — C (ypoBeHb JOCTOBEPHOCTHU AOKA-
3aTenbcTB — 5). Y3M neyeHun n ceneseHkn no3ponser
BbIIBUTb YBE/IMYEHWE MEYEHU U pEXe — CeNe3eHKH,
Hann4yue cteaTo3a, pMOPO3a UK LMPPO3a neveHn. Y3u
3a6pIOLWNHHOI0 NPOCTPaHCTBa, B TOM Yyncne Y3 Haano-
YEYHWKOB, MOXKET BbIIBUTb KanbUMPUKaTbl Hagnoyeu-
HUKOB (y nauuneHToB ¢ BHOX — KpaWiHe peako, He 6onee
5%).

e [launeHTam C KAMHUYEeCKMMK npu3Hakamu BHIX peko-
MeHayeTcs nposeaeHne MPT opraHoB 6pIOLWHOM NO0CTH
n anactorpadum nevyeHu (3NacToOMeTPUN NeYEHH) C LLENbIO
KOHTPOS COCTOSIHMUA MEeYEeHU Npu NpoBeaeHnn GepmeH-
To3amecTuTenbHon Tepanuu (P3T) [24, 27-32]. YpoBeHb
y6eauTeNnbHOCTU pekomeHpaauun — C (ypoBeHb
AOCTOBEPHOCTU fAOKa3aTenbcTB — 5). [lpoBeaeHue
OLLEHKM CTEMEHU BbIPaXKEHHOCTU XMPOBOM AMCTPOdPUM
neyeHu (no MPT) Heo6xoaAMMO 4715 NMOocneayowWwero KoH-
Tpona adbdektuBHocTn P3T. YactoTa wuccnenoBaHui
B cpeaHem: MPT opraHoB 6ptolWwHOM nosoctu — 1 pas
B rog, anactorpadus neyeun — 1 pa3 B 6 mec.

e C uenblo OLEHKM COCTOAHMS BeH nuueBoja
W Kenyaka nauuveHtam ¢ BH3X pexkomeHayetcs npo-
BeaeHue IAIAC [18]. YpoBeHb y6eaUTe/IbHOCTU peKo-
mMeHaauuih — C (ypoBeHb [AOCTOBEPHOCTU [JoOKa-
3atenbcTB — 5). [llpoBegerHne IIAC y nauueHToB
¢ $MOPO30M NeyvyeHu, NpuaHakamu noptanbHOW runep-
TEH3MM HEOBXOAMMO NS OLEHKM CTENEeHN BapUKO3HOIO
paclIMpeHns BEH MULLEBOAA M YTPO3bl KPOBOTEYEHMS.

e [launeHTam ¢ BHIX peKomeHayloTea perncTpaums aneK-
TpoKapauorpammbl (IKI), npoBefeHne axokapauorpa-
dun (3xoKI) Ans OUEHKU COCTOSHUSA CeplieYHO-CoCcyaun-
CTOM cucTembl (B cpeaHem Kaxable 1-2 ropa) [2, 24].
YpoBeHb y6eaguTenbHOCTU peKomeHzauun — C (ypo-
BEHb JOCTOBEPHOCTU A0Ka3aTenbcTB — 5). [1pn Hanu-
YUK apUTMUKN HEOBXOANMO NPOBELEHNE CYTOHHOIO MOHMU-
TopupoBaHma IKI (XONTEPOBCKOE MOHWTOPUPOBAHUE),
no NoKas3aHWsiM — CTpecc-TecT (AneKTpoKapanorpadms
C GU3MYECKOM Harpy3Komn) B COOTBETCTBUU C PEKOMEH-
JaumamMu NO BeEeHMI0 MaLMEeHTOB C aTepoCK/IEPO30M
W apuTMHUEN.

Bcem naumeHTam ¢ ycTaHOBNEHHbIM AnarHo3om BH3X
peKomeHAyeTcs NpoBefeHME YyNbTPa3ByKOBOro gonne-
porpadun4yecKoro aHanuMsa COCYy4OB rOJIOBbl W LWeMu:
Y3WN 6paxuouedanbHbix CTPYKTYp (6paxuouedanbHblii
CTBOJ, 06Las, BHYTPEHHAS U Hapy>XHas COHHble apTe-
pUK, NO3BOHOYHASA M MOAKIIOYNYHbIE apTePUN: OLIEHKA
UX AuameTpa, CTEHOK, CKOPOCTM KPOBOTOKa, Hanu-
4Yns/OTCYTCTBUSA MX CTEHO3MPOBAHUSA, TOMNWMHbI KOM-
nnexkca «MHTUMa — Meauar» ANS AMArHOCTMKM aTepo-
CKJIepo3a M OLEHKMW CTEMEHU ero BblpaxKeHHOCTH [14,
18, 24, 33-35]. YpoBeHb y6eaUTe/IbHOCTU PEKO-
mMeHaauumin — C (ypoBeHb [OCTOBEPHOCTU [AOKa-
3atenbcTtB — 5). CornacHo lMpuKasy oT 13 oKTA6pSA
2017 r. N© 804H «O6 yTBEPXKAEHWM HOMEHKNATypPbl
MEANLIMHCKMUX yCyM» OCYLLEeCTBASIOTCS AyNNEeKCHOe CKa-
HUpoBaHne 6paxuouedanbHbiX apTepuU C LBETHbIM
[LOMNEPOBCKUM KapTUpPOBaHWEM KPOBOTOKA, AyMnJieKc-
HO€e CKaHMpOBaHWe 3aKCTpaKpaHuanbHbIX 0TAeNoB 6pa-
xnouedanbHbiX apTepUn, AynSIEKCHOE CKaHWpoBaHue
6paxuouedanbHblX apTepPUn, Ny4eBbIX apTepun ¢ npo-
BeAeHWeM poTaLMOHHbIX NPO6. JONONHUTENBHO MOXET
ObITb NPOBEAEHO ONpeaeneHne NoAbIXKEYHO-N1e4eBoro
(noabiKe4yHo-6paxnanbHOro) UHAEKca, uccnegoBaHa
KanbLUndUKaLNA KOPOHapHbIX apTepuu [24].
B3pocnbiMm nauveHTam ¢ BH3X pekomeHayeTcs
npu Heo6XoAMMOCTH, MO 3aKIYEHUIO Bpayva-Kapamo-
nora, B COOTBETCTBMM C OOLWMMWM MPUHLMNAMKU NoA-
X04a K AMarHOCTUKE aTepocKiepo3a NpoBefeHne KOM-
nblOTEPHO-TOMOrpadryeckon aHruorpadun Ccocyaos
ronoBbl (KOMMblOTEPHO-TOMOrpaduyecKkas aHruorpa-
dus cocygoB rofIOBHOMO MO3ra) M LWen (KoMnbloTep-
HO-TOMOrpaduyecKasa aHrnorpacdus épaxmouedanbHbix
apTepuin) AN OLEHKM COCTOSIHUS CephaedYHO-COCYAM-
CTOM cucTembl [24]. YpoBeHb y6eAUTE/IbHOCTU PEKO-
meHaauun — C (ypoBeHb AOCTOBEPHOCTU JoOKa3a-
TenbcTB — 5).

buoncus neyeHn B KayecTBe PyTUHHOIO MeTofa AN Noa-
TBepKaeHns anarHosa bH3XHe pekomeHaoBaHa[18,25].
YpoBeHb y6eaguTenbHOCTU peKomeHaauuin — C (ypo-
BeHb [OCTOBEPHOCTU fJoKa3aTtenbcTB — 5). Moxer
NPOBOAMTLCS C LeNbl0 OLEHKM COCTOSIHUS TKaHM neye-
HW, ONpeAeneHus Haau4ymsa W BbIPAXXEHHOCTU CTe-
aTtos3a, ctaguun ¢ubpo3a. MaKpOCKOMMYECKM MeYvYeHb
UMeEeT XKeNTo-OpaHKeBbIN LIBET; MTMCTONOMMYECKan Kap-
TUHA XapaKTepu3yeTCs Halnymem MUKPOBEIUKYNAPHO-
ro creaTosa, «MeHUCTbIx» KNneTok Kyndepa, npusHakoB
$nbpo3a 1 unppo3a nedenn [14, 25]. NpeanoyTUTENLHO
MCNoNb30BaHWe HEUMHBA3UBHbIX METOAMK, Hanpumep
Y3W, anacTtorpadum nevyeHu (3N1aCTOMETPUM MEYEHM),
MPT opraHoB 6ptoLHON NosocTu [26].

UHble gnarHocTu4ecKue uccnefoBaHus

UHble gnarHocTuyecKne uccsiefoBaHus Npu
UHPaHTUIbHOK popme fgedULUTa IN30COMHOMH
Kucaon nuna3sbl (6one3Hu BonbmaHa)

B BegeHun nauneHtoB ¢ BB Ha Bcex atanax peKoMeH-
LyeTcsi UCnofnb30BaTb MyNbTUAMCLUMNAMHAPHbLIA NoA-
X04, BBMAY TOro 4to 3aboneBaHWe XxapaKTepuayeT-
CSl MOpaxeHWem MHOTMX OpraHoB W cucteMm, TpebyeT
KOMMIEKCHOW Tepanuu, 4TO AUKTYyeT HeOoOX0AMMOCTb
COBMECTHOMO BeAeHMUs naumeHTa cneunannctamum pas-
HbIX Npodunen [18, 26, 36]. YpoBeHb yoeaUTEJIbHO-
CcTU pekomMmeHaauun — C (ypoBeHb JOCTOBEPHOCTHU
AoKasartenbcTB — 5). [launeHToB ¢ BB HabnwogatoT
Bpa4y-racTpoaHTEPONOr U/ UK Bpay-negmaTp npu ava-
FHOCTMKE W Janee He pexe 1 pa3a B Mecsl, a TaKxKe
Bpay-reHeTuK. Heo6xoanMbl KOHCyNbTaLmMu Bpadva-gue-



ToN0ra € LeNblo Ha3Ha4YeHWs HU3KOXKMPOBOWM [AMETHI,
KoppeKunn Manbabcopbumn (MpeKkpalleHne rpyaHoro
BCKapManBaHus, Noa6op crneunann3mpoBaHHom gueTsl
C OrpaHUyYeHUEM XKMBOTHBIX XMPOB, MPUMEHEHUE aeT-
CKOM cMecu ¢ GopMmynon TPUMIULEPUAOB CO CpedHeEn
ONVMHOM uenu, a B psje CuTyauunm v napeHTepab-
HOro nutaHus) [2, 18], Bpadva-kapauonora AeTCKOro
C LeNblo OUEHKM HapylleHUn cephedvHO-COCYyAUCTOM
cucteMbl 1 Tepanuu [2, 14, 18, 32, 33], Bpaya-HeBpoO-
fiora ¢ Uenblo OLEHKW HapyleHWn HEPBHOM CUCTEMbI
[15], Bpada-TpaHcnaaHToNora Npu Haan4ynu NnoKasaHum
ANS NPOBEAEHUs TpaHCniaHTauuMuM neyeHu. B xuaHe-
YyrpoXaluwmnx COoCToAHUAX TpebyeTcs yvacTue Bpaya
aHecTe3nonora-peaHnumartonora. lNepBryHble M NOBTOP-
Hble KOHCynbTalLuKU Bpavyeh WHbIX ChneunanbHOCTEN,
a TaK)Xe MeAMLMHCKOro ncuxonora nokadaHbl nauu-
eHTaM ¢ BB, umewmnm HapyweHus GyHKUMK OpYyrux
OpraHoB U CUCTEM.

e [laumMeHTaM C ycTaHOBJIEHHbIM AuarHo3om BB u Hanu-
Yynem WM3MEHEHWH B HaAMNOYEYHUKax pPeKomeHayeTcs
KOHCY/NbTalLMs Bpaya-aHLOKPUHONOra C Leblo OLEHKHU
dYHKUMN HaANOYEYHNKOB M CBOEBPEMEHHOIO Ha3Haye-
HUS TOPMOHO3aMecTUTeNbHOW Tepanuu [18]. YpoBeHb
y6eauTeNbHOCTU peKomeHpauun — C (ypoBeHb
AOCTOBEPHOCTHU J0Ka3aTenbCTB — 5).

HUHble anarHocTu4ecKne uccieoBaHus
npu 6o1e3HU HaKonJeHus apupoB xonecTepmuHa

* [lpu BeaeHun naumeHtToB ¢ BHIX Ha Bcex aTanax peKo-
MeHAyeTCqs WCMNoAb30BaTb MYNbTUAMCLMUNINHAPHbIN
noaxoA, BBMAY TOro 4To 3abofieBaHMe xapaKTepuayet-
Csl NOpaeHWeM MHOMMX OpraHoB W cucTeMm, TpebyeT
KOMMIEKCHOW Tepanuu, 4T0 AUKTyeT Heo6X04MMOCTb
COBMECTHOIrO BeAeHus nauueHTa cneunanuctamu pas-
HbIX Npodunen [18, 24, 26, 36]. YpoBeHb yoeauTenb-
HOCTU peKomeHAauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTtenbcTtB — 5). lNauneHtoB ¢ BH3X Habnoaa-
0T Bpa4y-racTpoaHTEPONOr, Bpay-TepaneBT (B AETCKOM
npakTMKe — Bpay-neguaTp), a TaKKe Bpay-reHeTuK,
HEeo6X0AMMbl KOHCYNbTaluMW Bpadva-guetonora C Lenblo
Ha3Ha4YeHWs HU3KOXKMPOBOM AMETHI (NoA6op crneumanu-
3UPOBaAHHOM AMETbl C OrPaHUYEHMEM KMUBOTHbIX KMPOB)
[2, 18], Bpaya-kapamonora (Bpadya-kapauMonora AeTcKo-
ro) C Lenblo OLLEHKM HapyweHUn cepaevHo-coCyancTomn
CUCTEMbI M Tepanuu (OLEeHKa CoCyanCTOro pucka, HasHa-
YeHue NevYeHns — NepB1MYHO U B NOCNEAYIOLEM KaXKable
6 mec) [2, 14, 18, 32, 33], Bpaya-TpaHcniaHTonora
NpU HanM4YMK NOKa3aHWM ANa TpaHCnaaHTaLuMn NeYeHu,
Bpaya-HeBponora npu HaauM4ymum nokasaHwi. B Ku3He-
YrpOXKaloLLMX COCTOSAHUAX TpebyeTcs yHacTne Bpaya aHe-
cTesunonora-peaHmmarosnora.

e KoHcynbTauuv 4pyrux cneumanmcToB naumeHTam ¢ nogo-
3peHneM Ha BH3X wmnu ¢ yctaHOBNEHHbIM AMArHO30M
peKoMeHayloTCs No nokasaHusam [18]. YpoBeHb y6eau-
TeNbHOCTU peKomeHAaauuin — C (ypoBeHb fOCTOBEP-
HOCTHU fOKa3aTtenbCcTB — 5).

JNNEYEHME

Nleyenne [OJIKJ1 BKAO4aeT KaK naToreHeTU4ecKyto
Tepanuio — HasHadvyeHne P3T, TaK U NpoBeAeHUEe CUM-
nTomatuyeckon Tepanuu. Bepenue nauueHtoB ¢ AJIKJ
npeanonaraet MynbTUAUCLUUNINMHAPHbBIA NOAX0oa ¢ 0653a-
TeNbHbIM y4acTMeM Bpayen-racTpo3HTEPOSIOroB, Bpayen-
neavaTpoB/Bpaven-TepaneBToB, Bpayen-reHeTUKoB, Bpa-
4yen-AMeToNIoroB, Bpavyen-Kapanonoros M Bpayven Apyrux
cneunanbHOCTEN, UMEIOLWMX ONbIT B JIEYEHUN 3TOr0 PEAKO-
ro 3abosieBaHus.

MaToreHeTU4YecKoe neyeHue

laToreHeTn4YecKoe 1e4YeHne NnNpmu HHPaHTUIIbHOMN

¢popme gepuymnTa TM30COMHON KUCJIOH IMNa3bl

(6one3un BonbmaHa)

e BceMm nauueHTam C yCTaHOBAEHHbIM AuarHo3om BB
peKkomeHoBaHo nposeaeHne O3T ¢ Lenblo 3ameaneHuns
nporpeccupoBaHna 3a60/eBaHUs, yMEHbLUEHWS pa3Me-
POB MEYEHU U CeNe3eHKK, perpecca unm ctabmnusaumm
Gnbpo3a neyveHu, ycTpaHeHus AUCIUNUAEMUN, YMEHb-
LWEeHNs HaKonfeHuss 3dMpPOB XOJecTepuMHa B opraHax
N TKaHax [27-31]. YpoBeHb y6eAUTENIbHOCTU PEKo-
MeHaauuin — B (ypoBeHb JOCTOBEpPHOCTU AOKa3a-
TeNnbCTB — 2).

Mpenapatom ana ®3T aBnsaetcs cebGenunasa anboda.
B 1 mn pactBopa coaepxutca 2 mr cebennnasbl anbda. 1o
pekombuHaHTHasa dopma yenosedeckon JIKJ1, npoussoam-
Masl ¢ UICNOIb30BaHMEM TEXHONOTMN peKOMOUHaHTHON AHK
B KNETOYHOM KynbType KypuHoro svua. 3T npegHasHayeHa
ANs BOCCTAaHOBJ/IEHWS YPOBHSA 93H3MMATUYECKOM aKTUBHOCTH,
[AOCTATOYHOro ANs rMAPOAM3a HaKOMIEHHbIX 3UPOB Xone-
CTEPUHA M ANS NpeAoTBPaLLEHNS UX AaNIbHEWLLIErO HaKone-
Hus. lNocne BBedeHus cebenunasa anbda OGbICTPO BbIBO-
ANTCS U3 CUCTEMHOIO KPOBOTOKA M MOI/OLLaeTCs KeTKamu,
noctynasi B WX JIM30COMbl Yepe3 MaHH030-6-docdaTHble
peuenTopsbl.

BBegeHue npenapaTta OCyLUECTBASETCS NapeHTepasb-
HO B BWAE BHYTPUBEHHbIX WMHOY3UK Yepe3 nepudepuye-
CKWW BEHO3HbIM KaTeTep Wan 4yepea NnopT-CUCTEMY, KOTOpble
yCTaHaBMBAIOTCS COMMAacHO METOAMYECKUM PYKOBOACTBAM
«BeHo3HbIn gocTyrn» (2019) [37] ¢ MCNoO/b30BaHWEM HEO6-
XOAMMbIX N€KapCTBEHHbIX cpeacTB. [opT-cucTemMbl ycTa-
HaBnMBaloTCa cornacHo PacnopsikeHuto [MpaButenbcTtBa
Poccuiickon depepaunn ot 31 aekabps 2018 r. N2 3053-
p «O6 yTBEPXAEHWW NepeyHs MeAMUMHCKUX WU3OEeNun,
UMMNAHTUPYEMbIX B OpPraHnM3M 4esoBeKa MNpu OKa3aHuu
MEAMLMHCKOM MOMOLM B paMKax nporpamMmmbl rocygap-
CTBEHHbIX FapaHTMM GecniaTHOro OKal3aHWs rparKgaHam
MEAMLMHCKON MOMOLLM, a TaKKe MepeyHss MeAMLIMHCKUX
M3aennin, OTMycKaemblXx MO peuentam Ha MeaMLMHCKue
n3genva npy npeaocTaBieHnn Habopa CoLMabHbIX YCay.

PeKoMeHOOBaHHbLI pPEXUM [O03UPOBAHWUA 3aBUCUT
OT Bo3pacTa. [etam J0o 6 mec peKoMeHAyemas Ha4allb-
Hasa go3a cocTtaBnseT 1 MI/Kr, B nocnegylouwem, B clyyae
HegoCTaToO4YHOro 3adp@eKkTa nocne NpPoBEeAEHUS KaK MUHU-
MyM 4 nHbY3MK, cnefyeT paccMOTPeTb yBeauvyeHue A03bl
[0 3 MI/Kr BHYTPUMBEHHO 1 pa3 B HeAento (CM. MHCTPYKLMIO
no MeaMUMHCKOMY MPUMMEHEHMIO npenapata cebenunasa
anbda [38]). JanbHenwee yBennyeHne [o03bl 4O 5 MI/Kr
1 pa3 B Heaento cneayeT pacCMOTPETb B C/lyvae HeJoCTaTou-
HOro OTBETa Nocne NPoBeAeHUS KaK MUHUMYM 4 JOMOHM-
TenbHbIX MHOY3MNK. Nocnegyowme KOppeKLMN 4O3bl MOXHO
NpPOBOAWNTbL MHANMBUAYANbHO B 3aBUCUMOCTH OT AOCTUKEHUS
N noaaepaHus TepaneBTUYECKUX LeNen, BO3SMOXHO MNpw-
MeHeHue 10 7,5 Mr/Kr (6onee BbICOKME A03bl HE U3y4YalnCb)
[27, 38, 39].

Heob6xoanMmbin 06bEM npenapaTta MealeHHO pa3BoasaT
B HYXXHOM o6beme pacTBopa HaTpus Xjopuia COrnacHo
Becy (Tabn. 3). Becb He06x0ANMbIN 06bEM pacTBOpa AO/MKEH
OblTb BBEJIEH HE MEHEE YeM B TeveHue 2 4.

Cnenyet obpauwiatb BHMMaHWe Ha cobntogeHve WHTep-
BasoB Mexay MHOY3MSAMKM U HEeAomnyCTUMOCTb MepPepPbIBOB
B TEpanuu, Tak KaK HapylleHUe pexxmma ne4yeHnss conpoBo-
*AaeTcs MoTeHUManbHbIM PUCKOM YXYAWEHUS COCTOSHUS
nauueHTa u nporpeccnpoBaHua cumntomoB BB.

Heo6xoaMM MOHWUTOPWMHI OCHOBHbIX MapamMeTpoB Teye-
HMA 3a601eBaHUA: OLLEHKa OKPYXXHOCTU CpeHen YacTu nie-
ya, onpegenenune aktuBHoctn AJIT, ACT B KpoBM, Uccneno-
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Ta6nuuya 3. PekomeHaoBaHHble 06beMbl BBEEHUS cebenvnasbl
anbda

Table 3. Recommended administered volumes of sebelipase alfa

BenununHa maccobl Tena, Kr 06wWwuit 06bemM UHPY3UU, M
1-10 10
11-24 25
25-49 50
50-99 100
100-120 250

lMpumeyarHmne. O6beM MHOY3UK JoMKeH 6a3npoBaTbCs Ha Ha3Ha-
YEeHHOW [03€e W A0MKEH OblTb NPUrOTOBMIEH 4O OKOHYATE/IbHOM KOH-
ueHTpauum cebenunasbl anbda 0,1-1,5 mr/mn (go3a 1 mr/kr) [38].

Note. The volume of infusion should be based on the prescribed
dose and should be prepared before the final concentration of
sebelipase alfa 0.1-1.5 mg / ml (dose 1 mg / kg) [38].

BaHWe ypoBHSA deppuTMHa B KPOBM, UCCEefOBaHMUE YPOBHS

C-peaKTMBHOro 6esika B CbIBOPOTKE KPOBM, Koarynorpam-

Ma (OPMEHTMPOBOYHOE MCCNefoBaHWE CUCTEMbI remMocTa-

3a), CTOMKasg Wnu yxyjlalolwasacs opraHoMeranus, 4yactble

UHTEPKYPPEHTHbIE MHDEKLMK U CTOMKOE YXYALIEHWE APYTUX

CUMMNTOMOB (Hanpumep, CO CTOPOHbI XeNYA0HHO-KULLIEYHOIO

TpakTa) [38].

e [launeHtam ¢ BB pekomeHaoBaHO NpoBeaeHne meauKa-
MEHTO3HOW NpemMefuKauun aHTUrMCTaMUHHBIMU cpel-
CTBaMu CUCTEMHOIO AENCTBUS W/WUAN HECTEPOULHbIMU
NPOTUBOBOCNANNTENbHBIMW U NPOTUBOPEBMATUHECKUMMU
npenapatamu / npenapatamu rpynnbl «Jpyrue aHanb-
reTUKU U aHTUMUPETUKM» COTNAaCHO UHCTPYKLIMK MO NpwU-
MEHEHMIO NEKAPCTBEHHbIX NpenapaToB Npu NOSBIEHUU
Nno6GOYHbIX peakumi ¢ nocneaywouen uHoysnen cebe-
nunasbl anbda [27-31, 40, 41]. YpoBeHb y6eautenb-
HOCTU peKomeHpauui — C (ypoBeHb JOCTOBEPHOCTH
AoKasaTenbcTB — 4). Y nauueHtoB ¢ BB, nony4yato-
wux ®3T, Kak U Npu BHYTPUBEHHOM BBeEAEHUM N06O-
ro Apyroro 6esKoBOro npenapaTa, BO BpeMsd UHDY3uK
WK B TeYeHWe OHS nocne npoBefeHUs UHOY3UKU MoryT
pa3BUTbLCS NOBOYHbIE peaKLmu (Tnxopanka, 03HO6, pBO-
Ta, KpanuBHULLA, TAXKENble peakuun runepyyBCcTBUTENb-
HOCTW annepruyeckoro Tmna). Mpu nossaeHnn N060YHbIX
peakuun BO Bpemsa / nocne MHOy3un peKomeHayetcs
COOTBETCTBYIOLLEE fleyeHne, Npu KOTOPOM HeEOBX0ANMO
cflefoBaTtb COBPEMEHHbBIM PEKOMEHaLUAM.

MaToreHeTH4YecKoe neyeHue nNpu 60s1e3Hu
HaKonieHus 3¢pUpoB xoslecTepuHa B BO3pacTte
cTapue 6 mec U B3pocC/ibIM

e [lauMeHTam C YyCTaHOBNEHHbIM [AuarHo3om BHIX

C Uenblo 3aMelneHns nporpeccupoBaHus 3abosneBa-

HUS, YMEHbLUEHUS pPa3MepoB MEYEHU WU CeNe3eHKH,

perpecca unu ctabunusaunn dGmubposa nevenu, yctpa-

HEHUS AWCAMNUAEMUU, YMEHbLIEHUS HAKOMNNEeHUs adu-

pOB XOJleCTEPUHA B OpraHax U TKaHAX peKOMeHA0BaHOo

nposefeHne ®3T [27-31]. YpoBeHb y6eAUTENIbHOCTHU
pekomeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AOKA-

3aTtenbCcTB — 2).

Mpenapatom ana ®3T asndetca cebenunasa anboda.
®3T npegHas3HadveHa AN BOCCTaHOBNEHUS YPOBHS 9H3UMa-
TUYECKOM aKTUBHOCTH, JOCTATOYHOIO AN r’MAPOIn3a HaKo-
nAeHHbIX 3bMPOB XxonectepuHa M ANA NpefoTBpaLleHus
WX JanbHenwero HakonneHus. locne BBeaeHus cebenu-
nasa anbda 6bICTPO BbIBOAUTCSH U3 CUCTEMHOIO KPOBOTO-
Ka W MornowaeTca KJieTkamu, nocrtynag B WX JIM30COMbI
4yepes3 MaHHO030-6-pocdaTHble peLenTopsbl.

JeTtam cTtapwe 6 mec U B3pOCabIM npenapart BBOAAT
13 pacyeta 1 MI/Kr Kaxkable 2 Hef. Pa3pelleHo yBenmyeHne
[03bl 40 3 Mr/Kr 1 pa3 B 2 He[ UCXOAs U3 KIIMHUYECKOro
oTBeTa. Heobxoamnmbi 06bEM NpenapaTa MeasIeHHO pa3Bo-
[AT B HY)XXHOM 06beMe pacTBOpa HaTpMs XJopuaa cornacHo
Becy (cm. Tabn. 3). Becb HeobxoanMmMbll 06beM pacTBoOpa
cnefyet BBOAWUTb NPUBIM3UTENIbHO B TedeHune 2 4. MNpu xopo-
e NEepeHOCUMOCTM npenapaTa NauMeHTOM MOXET ObiTb
paccMOTPEeH Nepexoa Ha npoBefeHne UHOY3WKM B TedyeHue
1 4. B cny4yae nNoBblWEHUS [03bl ANUTENbHOCTb UHPY3UK
MOXET 6blTb yBENIMYEHA.

Cnepyet obpauwaTb BHMMaHWE Ha COGMOAEHNE MHTEP-
BanoB Mexay MHOY3USMU M HEeaomnyCTUMOCTb NepepbiBOB
B Tepanuu, Tak KaK HapylleHWe pexxmMmMma nevyeHuns conpoBo-
OaeTcs MOTeHUMaNbHbIM PUCKOM YXYAWEHWUS COCTOSHUSA
nauueHTa 1 nporpeccmpoBaHmnsa cumntomoB BHIX.

Heo6xo0aMM MOHWUTOPUHI OCHOBHbIX MapamMeTpPoB Teye-
HUS 3a60/1eBaHMS.

Mpn o6cnegoBaHnmn cMbNHIoB (6paTbeB M CecTep npo-
6aHfa) MoryT 6biTb BbiiBNieHbl aetu ¢ AJIKJ1, He nmetowme
KJIMHUYECKMNX MNPOSIBNEHUN. TaKMe NauWeHTbl HyxKAatoTcs
B 06CcnegoBaHnM M HabNOJEHWMN, HAYMHATb UX Ie4eHne Heoo-
XOAMMO MpPU MNOSIBNEHMU MEPBbIX KIMHUYECKUX MK nabopa-
TOPHbIX CUMMNTOMOB 60JIE3HW.

e [laymeHTtam ¢ BHIOX nokasaHo npoBeaeHWe MeaMKaMeH-
TO3HOM NpemMeanKaLMmM aHTUrMCTaMUHHBIMU CPEACTBaMMU
CUCTEMHOIO AENCTBUS U/UIN HECTEPOUIHLIMU NPOTUBO-
BOCMaNTENbHBIMW U NMPOTMBOPEBMATUYECKUMU Npena-
paTamu / npenapatamu rpynnbl «[pyrue aHanbreTmku
M @HTUMUPETUKU» COTNIACHO MHCTPYKLIMM MO MPUMEHEHUIO
NleKapCTBEHHbIX NpenapaToB Npu NosBAEHUM MOGOYHbIX
annepruyecKknx peakuum ¢ nocneaywowen nHdysunen
cebenunasbl anbda [27-31, 40, 41]. YpoBeHb yoeau-
TeNbHOCTU peKoMmeHaauun — C (ypoBeHb focTOBEp-
HOCTU JOKasartenbcTB — 4). Y nauueHTtoB ¢ BH3X,
nonyyatowmx 3T, Kak U NPU BHYTPUBEHHOM BBEAEHMU
no60oro Apyroro 6e1K0BOro npenapara, Bo Bpems MHOY-
31U UK B TEYEHME AHS NPOBEAEHNUS MHDY3UKU MOTYT pas-
BMTbCS NMOGOYHbIE peaKkuuu (Mnxopaaka, 03HO6, pBOTa,
KpanuBHULA, TSXKENble peaKkuuu rmnepyyBCTBUTENbHO-
CTW annepruyeckoro tuna). MNMpu nosaBAeHUN NOBGOYHbIX
peaKkuun BO Bpems / nocne uHdy3um pekomeHayeTcs
COOTBETCTBYIOLLEE fIeYeHMe, NPU KOTOPOM HeoBXoanMO
cllegoBaTb COBPEMEHHbLIM PEKOMEHAALMAM.

CumnToMaTU4yecKoe neyeHue
BKkntoyaeT Ha3dHayeHue AneTbl C OrpaHUYEeHHbIM coaep-
YaHWeM XKUPOB, le4eHne ConyTCTBYIOLWEN NAaTOIOM M.

CumnromaTu4ecKoe se4eHue npu UHGaHTUIbHON
popme gepuyunTa IM30COMHON KUCJIOH IMNa3bl
(6one3un BonbmaHa)

e [laumeHTtam ¢ BB peKoMeHaoBaHO Ha3Ha4YeHUe BUTaMu-
HOB B CBSI3W C HEAOCTATOYHbIM MX YCBOEHUEM W3 MULLMH,
06YyCNOBMEHHBIM HapyWeHUWEM KMUILIEYHOTrO BcCachbiBa-
HUS y YacTu nauueHToB € BB, C Uenblo BOCNONHEHUS
nx pgeduumta [18]. YpoBeHb y6eaUTENIbHOCTU peKo-
mMeHaauun — C (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbCcTB — 5). [Ang OWMaArHoCTUKM TrMNOBUTAMMHO3a
M PacCMOTPEHUSI BOMPOca O HEOBXOAMMOCTU Ha3Hauve-
HUS Tepanuu HeobXxoanM NprUem (0OCMOTP, KOHCYNbTaL M)
Bpaya-3HAOKPUHOIOra U/Mnn Bpadva-racTposHTeponora
n/vnv Bpava-amMeTtonora.

e [laymeHtam ¢ BB n Hagno4e4yHMKOBOW HEAOCTATOYHO-
CTbiO MPOBOAAT 3aMeCTUTENbHYIO Tepanuio npenapara-
MU rpynnbl «<KOPTUKOCTEPOUABLI CUCTEMHOIO AEMCTBUS»
(MMHEpPaNOKOPTMKOMAAMU W/WN TIIIOKOKOPTUKONAAMM)



COrnacHO COOTBETCTBYIOWMM PEKOMEHAALMAM C LEeNbio
KOppeKUMnU Haano4yeyHMKoOBOM HepocTaToyHocTM [18].
YpoBeHb y6eauTenbHOCTU pekomeHaauun — C (ypo-
BEHb JOCTOBEPHOCTHU OKa3aTenbCcTB — 5).

CumnTomaTuyecKoe siedeHue rnpu 601e3Hu

HaKon/ieHus1 3upoB xonecTepuHa
¢ [lauymeHTam ¢ BH3X ¢ uenblo KOppeKkUUn AMCIMnNUaeEMmmn

NMOKasaH pauuoH MUTaAHUSA CO CHWMMXXEHHbIM CoAepXKa-

HMEeM Xupa [2, 18]. YpoBeHb y6e[uTeIbHOCTU PeKo-

MeHgauuin — C (ypoBeHb JOCTOBEPHOCTU AOKa3a-

TenbCcTB — 5).

B Poccuiickon Pepepaumn MNpuUHATBI METOAMYECKKE
pekoMmeHaaunn MP 2.3.1.2432-08 «Hopmbl dn3anonoru-
YeCcKMX MoTpeBGHOCTEN B 3HEPrUM W MULLEBBLIX BELECTBAX
ONS pasfnyHbIX rpynn Hacenexnuns Poccuiickon deaeparmm».
[JonyckaeTca orpaHuvyeHve B pauuoHe xupoB Ao 30%
OT 3HEPreTMYecKoM LIEHHOCTM CYTOYHOro pauuoHa. [donu
HacbllLEHHbIX, MOHO- M MOJIMHACLIWEHHbIX }XWPOB AOXKHbI
OblTb paBHbIMKU. MaKcMManbHO [AOMYCTUMOE KOJM4YECTBO
xonectepuHa — 300 Mr/cyT, BO3BMOMXHO €ro CHUXeHue
no 200 mr/cyT. YpoBeHb 6enka Ao/iKeH COOTBETCTBOBATb
dun3nonornyeckomn Hopme noTpebneHuss B 3aBMCUMOCTH
OT BO3pacTa C YBENMYEHUEM [0S PACTUTENbHbIX GENKOB.
PekomeHayemoe COOTHOLWEHNE PACTUTENbHbBIX U HUBOTHbIX
6enkoB cooTBeTcTBYET 1 : 1. 3 KMBOTHbIX BE/IKOB crieayeT
oTaaBaTtb npeanoyteHve pbibe. Heo6xoaMMO orpaHuyeHne
JIErKOyCBOSIEMbIX YINEBOAOB M YBENIMYEHUE CIIOMXKHbIX yrine-
BOAOB M PacTUTENbHOM KN1IeTYaTKKU. B Lenom gons yrnesoaos
nomKHa coctaBnATb 50-60% OT 3HepreTM4ecKomn LIEHHOCTH
paunoHa. M3 Hux 7-10% AOMKHbI NPUXOAUTLCS Ha A0I0
JIErKoyCBOSIEMBbIX.
¢ [laymeHTam ¢ BHOX nokasaHO Ha3Ha4YeHWe BUTAaMWHOB

B CBSI3W C HEOCTATOYHbIM MX YCBOEHWEM, OBYCIOBIEH-

HbIM HapyWeHWEM KMULIEYHOro BCacCbiBaHWUS, C LEbto

KoppeKuun nx neduunta [18]. YpoBeHb y6eauTebHO-

CTU pekoMmeHpauun — C (ypoBeHb JOCTOBEPHOCTHU

AOKasatenbcTB — 5). [1719 AMarHOCTUKM TMNOBUTAMMU-

HO3a M pacCMOTPEHMS BOMNPOCa O Ha3Ha4YeHWUW Tepanuu

HeobXxoAnM Npuem (OCMOTP, KOHCYNbTaLIMS) Bpaya-aHAo-

KpWHOMOra u/unn Bpaya-racTpoaHTeposiora u/mnu Bpa-

Yya-aueTonora.

Xupypruyeckoe neyeHue

Xupyprudeckoe se4yeHue npu MHPaHTUAbHOU popme
AeduUunTa IM30COMHOM KUC/ION 1MNna3sbl

(6one3Hn BonbmaHa)

e [laumeHtam ¢ BB Ha cTaguu OEeKOMMNEHCUPOBAHHOIO
LMppPO3a MNeyYeHn Npu HEBO3MOMKHOCTU MU Headpdek-
TUBHOCTM MNPOBEAEHMS MNaToreHeTU4ecKon Tepanuu
HEeob6x0A4MMO paccMOTpPeTb BOMPOC O MNPOBEAEHUU
TpaHcnnaHTaumMm neveHun [18]. YpoBeHb y6eauTenb-
HOCTU peKoMeHAauun — C (ypoBeHb JOCTOBEPHO-
CTU AoOKa3aTenbCTB — 5). TpaHcniaHTauus nevyeHu
TaKe accounnpoBaHa C BbICOKMM PUCKOM OCNOXKHEHUI
M He OKa3blBaeT B/IUAHWUS HA CUCTEMHbIE MPOSBAEHMS
3a6oneBaHusa. TpaHcnnaHTauWs MeYeHW He OocCTaHaB-
nuMBaeT nporpeccuto bB 1 nopaxkeHne apyrux opraHoBs-
MULLEeHeR. Kpome TOro, Heflb351 UCKI0YUTb PUCK MOBPEXK-
AEHUS TpaHCNIaHTUPOBAHHOM NeYeHK, Tak Kak ypoBeHb
JIKJ1 no-npexHemMy ocTaeTcst HU3KUM.

e [lpoBeaeHne TpaHCMNaHTaLMW reMOMNO3TUYECKMUX CTBO-
noBbix KneToK (TIF'CK) nauneHTam ¢ BB B KayecTBe nep-
BOW NIMHUKU Tepanuu He peKomeHaoBaHo [42]. YpoBeHb
y6eauTenbHOCTU peKomeHpaauun — C, ypoBeHb
AOCTOBEPHOCTU AOKa3aTtenbcTB — 5. Hebonblioe
YUCNO KAMHUYECKMX CryvyaeB, AOCTYMHbIX AN aHa-

N13a, He No3BonseT caenaTb OAHO3HAYHOro BbIBOAA
06 3GPEKTUBHOCTU U 6GE30MACHOCTU JaHHOW Tepanuu.
Kpome Toro, npoueaypa TICK accounnpoBaHa ¢ BbICO-
KUM PUCKOM pa3BUTUS OC/IOXKHEHUN, TaKMX, Hanpumep,
KaK OTTOpPXKEeHWe TpaHcnnaHTaTa, peakuus «TpaHcnnaH-
TaT NPOTMB XO35iMHa» W ApyrMe noctonepaumoHHble
ocnoxHeHus. B cBs3un ¢ atum TICK He pekomeHaoBaHa
KaK pyTMHHasa TepaneBTUYecKas onuus Aas nauuveHToB
¢ bB[23, 43-45].

XupypruyecKoe ne4yeHue npu 601e3Hn
HaKonieHusi 3¢pupoB xosnecTepuHa
c Ae6l0ToM B Bo3pacTe cTapue 6 mec

e [launeHTam ¢ BH3X Ha cTagMuM AEKOMMNEHCUPOBAHHO-
ro LUMppo3a nevyeHu Npu HEBO3MOXKHOCTU WMAM Hedad-
GEeKTUBHOCTM NPOBEAEHUS NaTOreHeTUYeCcKon Tepanuu
cnepyet paccMOTpeTb BOMPOC O MPOBEAEHMM TpaHC-
nnaHTauuun nevyexu [18, 24, 46]. YpoBeHb y6eauTenb-
HOCTU peKomeHaauun — C (ypoBeHb JOCTOBEPHO-
CTU AOKasatenbcTB — 5). TpaHcnnaHTauus ne4vyeHu
TaKxe accounnpoBaHa C BbICOKMM PUCKOM OCNOXHEHUMN
W He OKa3blBaeT BWAHUS HA CUCTEMHbIE MPOSBAEHUS
3a6oneBaHus. TpaHcnaaHTaLuMsa NeYeHn He oCTaHaBNu-
BaeT nporpeccuto BHI3X 1 noparkeHne apyrux opraHoB-
MuLeHen. Kpome Toro, Henb3a UCK0YUTb PUCK NOBPEXK-
LEHWS TPaHCMNIaHTMPOBAHHOM MeYeHU, TaK Kak ypoBEHb
JIKJ1 no-npexHemy ocTtaeTcst HU3Kum [24, 47-49].

MannanaTuBHaA nomMmoLb

MannuatBHaa nomollb nauueHtam ¢ AJIKJT oka3biBa-
eTCcs Ha OCHOBAHWMM COOTBETCTBYIOLIMX HOPMATUBHbIX AOKY-
MEHTOB.

MEAULUMUHCKASA PEABUWIUTALUA

MaumerHtam ¢ AJIKJ1 (BB, BH3X) n uneHam wnx cemen
HEeo6X0aAMMbl KOHCYNbTALUMK Ncuxonora / MeAMLMHCKOro
ncuxonora — MOCKOJIbKY 3aboneBaHWe HOCUT Mporpec-
CUPYIOLLMI XapaKTep, HYXXHO MOMOYb MaLMUEHTY «MPUHATb»
[IMarHo3, afanTMpoBaTb €ro K W3HW AN MaKcuMMasbHOWM
peanusalmm ero cnoco6HOCTU K 06YHEHUIO U CaMOCTOATENb-
HOWM ¥W3HW B AanbHenwem [18].

NMPO®UNIAKTUKA U AUCNAHCEPHOE
HABJIIOAEHUE
MpodunakTuka

e [locne yctaHoBneHus auarHosa AJIK/1 (BB, BH3X) nauu-
€HTY n/vnun ero odmuUManbHbIM NPeacTaBUTENSM NOKa3a-
Ha KOHCYNbTaLuMs Bpada-reHeTuKa C Lenbto pas3bsiCHEHUN
reHeTUYECKOro pucKa, 06CyKAeHNs BOSMOXKHOCTEN Npe-
HaTaNbHOM U MpenmnIaHTaUuMOHHOW AMarHocTukK [18].
YpoBeHb y6eauTenbHOCTU peKomeHaauun — C (ypo-
BEHb JOCTOBEPHOCTU foKa3aTtenbcTB — 5). Cembam
¢ netbmu ¢ AJIK/1 (BB n BH3X) pekomeHayeTca MeanKko-
reHeTMYeCKOe KOHCYNbTUpOBaHME C Lenblo onpegene-
HUSI TEHETUYECKOro puUcKa. Kak 1 npu gpyrux aytocom-
HO-peLieccHBHbIX 3a6oneBanusx, npu AJKJT (BB, BHIX)
ONS KaxKaon 6epeMeHHOCTU PUCK POXKAEeHUs pebeHKa
coctaBnsieT 25%. B cembsix, rae ectb pebeHok ¢ AJ1K/,
BO3MOXHO NpoBeAeHWe NpeHaTanbHOM U NpenmnaaHTa-
LLMOHHOWM ANArHOCTUKK. [1ns aToro poautenemn Heobxoaum-
MO HanpaBuTb B CneunanuanpoBaHHble AWarHoCTUYe-
CKMe nabopaTopumn U MeAULIMHCKUE LEHTPbI.

NpeHaTanbHaa guarHocTuKka gedpuumta
JIN30COMHOM KUCNIOM nunasbl

* PeKomeHAayeTcsl NpoBeAeHWe NpeHaTasbHON AnarHocTu-
KW ons nobon nocnepyowen 6epeMeHHOCTU B CEMbSIX,
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OTAroLEHHbIX X0Ts 6bl 04HMM cnydaem AJIKJT (BB, BH3IX),
HO B cllyyae nerkux ¢opm 60ne3Hu peleHre o ee Npo-
BeAEHWW AOMKHO ObiTb NPUHATO Mocne MNogpo6HOro
06CyXK/1eHMA C CEMbeN BCcex pUCKOB [18]. YpoBeHb y6e-
AWUTENbHOCTU peKomeHAauuin — C (ypoBeHb [OCTO-
BEPHOCTU AOKa3aTenbCcTB — 5).

MNpeHaTanbHas AgnarHOCTMKa NPOBOAUTCSH MOSIEKYNAPHO-

reHeTU4EeCKUMU U BGUOXMMHUYECKMMKW MeTodamu NnyTem
uccnepoBanusa AHK, BblaeneHHon n3 6Guontata BOPCHH
XOpMoOHa Ha 9—11-1 He 6epeMEHHOCTU U/WUNN KNETOK aMHMU-
OTMYECKOW MKWAKOCTWU, NNOAHOWM KpoBM Ha 20-22-in Hen
6epemMeHHOCTH.

AucnaHcepHoe HaGngeHue

AncnaHcepHoe Ha6lo4eHne NayneHToB

¢ MHPaHTHUIbHOMH popmoi JepuymuTa TM30COMHON
Kucaon nuna3sbl (601€3HbI0 BonibMaHa)

NauneHtam ¢ BB B npouecce gMHamMM4YecKoro Habo-
aeHus ansa onpegeneHus GyHKLMOHANbHOMO COCTOSHMSA
neyeHn, KoTopas ABASETCA OAHWM M3 OpraHoB-MULIe-
Heln npu BB, ¥ BbISIBNEHUS AUCAUNUAEMUN B KPOBU
peKoMeHJ0BaH aHaiu3 KpoBuU OGUOXMMHUYECKKI obLle-
TepaneBTUYECKUI (MccnefoBaHWe YPOBHS XOnecTepuHa
JINBM, anbbymuHa, obuwero 6unupybuHa, 6unnpybuHa
CBSI3aHHOI0 (KOHBKOrMPOBAHHOTO), GUNNMPY6UHa CBOGOA-
HOMO (HEKOHbBIOrMPOBAHHOIO), TPUIMIULEPUAOB, Xofe-
cTepuHa, xonectepuHa JIMHI B KpoBuW, onpeaeneHuve
aktTuBHOCTM AT, ACT B KpOBM, raMma-rnioTaMmmunTpaHc-
depasbl B KpoBu) [18, 19]. YpoBeHb y6eauTebHOCTH
peKomeHaauuii — C (ypoBeHb JOCTOBEPHOCTHU AOKA-
3artenbcTB — 5). [Ing naumeHToB ¢ BB xapaKTepHbl
3Ha4YuTENbHOE NOBbLIWEHWE aKTUBHOCTM TpaHcaMuHas
(ANT, ACT), runepxonectepuHemMus, runepounmpyomHe-
MUSl, BO3MOXHa FMNEpPTPUINULEPUAEMUS; YBENUYEHUE
KoHUeHTpaunn JIMHIM, y MHOIMMX NauuMeHTOB CHWXEHO
Konundectso JIMBI B KpoBu. lMpn aHanuse anonuno-
npoTenHorpammbl y 601bWKMHCTBA NaLMEHTOB BbISBAS-
0T MOBbILEHNE YPOBHS OCHOBHOIO anonunonpoTerHa
JINHIM — anoB.

YunTblBas KpanHiolo peaKkocTb BcTpedyaemocTu BB, paH-

HUW [0e6toT, NO3AHIOK AMArHOCTUKY U TAXenoe TevyeHue
60/1e3HU, JOCTOBEPHBLIX AAHHbIX O HEO6XOAMMOM YacToTe
NpoBeLEeHUA WUCCliefoBaHUA HeT. YacTota wuccliefoBaHus
aHa/mM3a KpoBW BGUMOXMMMYECKOro obuieTtepaneBTUYeCKOoro
AOUKTYyeTCA COCTOAHMEM NaLKneHTa.

B avHamuKe npoBoadAT onpeneneHve aktuBHoctn AJIT,

ACT B KpoBM, UccnegoBaHue ypoBHS oblero 6unmpybuHa,
6UNnMpybUHa CBA3aHHOIO (KOHBIOMMPOBAHHOTO), XONEeCcTepPHU-
Ha, xonectepuHa JIMHI, xonectepuHa JIMNBIM, Tpurnuuepu-
0B B KpOBM (He MeHee 1 pa3a B MecsL).

Bcem nauueHtam ¢ BB pekomeHayeTcs npoBegeHue
B AMHaMWKe Koarynorpammbl (OPUEHTUPOBOYHOIO
nccneaoBaHMsa CUCTEMbl reMocTasa), onpeaefieHne npo-
TPOM6GMHOBOrO (TPOMBGOMIACTUHOBOIO) BPEMEHN B KPO-
BM uan B nnasme, MHO, AYTB ¢ uUenblo CBOEBPEMEH-
HOrO BbIABNEHUS HapylleHuh remocTasa [11, 20, 21].
YpoBeHb y6eaguTenbHOCTU peKomeHaauun — C (ypo-
BE€Hb JOCTOBEPHOCTU fOKa3aTeNbCTB — 4). [1pn HeO6-
XOAMMOCTM TaKe onpegensot TpoMOGMHOBOE Bpems
B KPOBW, MPOBOAST UCCNiefoBaHME YPOBHSA GMOpUHOreHa
B KPOBW. [laHHble noKa3aTenn no3BOASOT KOHTPOIMPO-
BaTb CUHTETUYECKYIO OYHKLMIO NeYeHU, BbISIBASTb CUH-
LPOM NMeYeHOYHO-KNEeTOYHON HEeAoCTaTO4YHOCTUM U CBO-
€BPEMEHHO Mnpefynpexaatb OCNOXHEHMS, CBS3aHHble
C HapyweHueMm remocTtasa [22].

C Uenblo KOHTPOAS COCTOSHWS BHYTPEHHWX OpPraHoB
BCceM nauueHTam ¢ BB pekomeHpoBaHO npoBeaeHue

Y3W 6ptowHon nonoctu (Y3 opraHoB GptolIHON Noso-
CTM (KOMMJIEKCHOE)) U 3abplOWKMHHOINO MPOCTPaHCTBa
(B TOM yncne Y31 HaanoyYeyHMKOB), a TaKKe AyrnjieKkcHoe
CKaHMpOBaHWe COCYAOB NeYvyeHun (AynaeKCcHoe CKaHupo-
BaHWe COCyAOB renatobunvapHoOn 30Hbl), AynjeKcHoe
CKaHMpoBaHMe cocyaoB cene3eHku [2, 10, 14, 18].
YpoBeHb y6eauTenbHOCTU peKomeHaauun — C (ypo-
BeHb [OCTOBEpPHOCTU pAoKa3aTenbcTtB — 5). Y3U
OpPIOWHOM MONOCTM MO3BONSET ONpefennTb pasmepsbl
neyvYeHn U ceneseHkun, AnamMeTp BOPOTHOM M ceneseHoy-
HOW BEH, HalunyuMe cTearto3a, ¢mbpo3a WM UMPpPO3a
neyeHu, KanbLMdmUKaToB HaaNO4Ye4YHMKOB. YacToTa nNpo-
BeaeHus Y3 opraHoB GPIOWHOM MOMOCTU (KOMMIEKC-
HOro) 1 3abplOWKNHHOIO MPOCTPaAHCTBa (B TOM 4ucse
Y3M Hagno4ye4YHMKOB) ANKTYETCA COCTOSTHMEM NaLMeHTa,
HO He MeHee 1 pa3a B MecsL,

MpM HanMinnM NPU3HAKOB MNOPTaNbHOWN TUNEPTEH-
3MM naumeHtam c¢ BB AN OUEHKWM COCTOSHWS BeEH
nuweBoaa M Xenyaka peKOMeHLOBaHO MpoBefeHue
Or4AC [18]. YpoBeHb y6eAMUTENbHOCTU PEKOMEH-
pAauumn — C (ypoBeHb [AOCTOBEPHOCTU p[AOKas3a-
TenbcTB — 5). [lpoBenexne ArAC y naumeHTOB ¢ pUbpPO-
30M MeYeHMu, NpU3HaKamu MopTanbHON FUNEPTEH3UU
Heo6X0ANMO ANS OLEHKM CTENEHN BapMKO3HOIro paclum-
pPEeHMA BEH NMULLEBOAa M YTPO3bl KPOBOTEYEHMUS.

B BegeHun nauumeHtoB ¢ BB Ha Bcex atanax pekKo-
MeHAyeTCS WCMNoAb30BaTb MYAbTUAUCLUNIANHAPHBIN
noaxoA, BBMAY TOro 4To 3aboneBaHue xapaKTepuayeT-
Csl NOpaxeHWeM MHOMMX OpraHoB W cucTeMm, TpebyeT
KOMMJIEKCHOW Tepanuu, 4YTo AUKTYeT Heob6X0AMMOCTb
COBMECTHOr0 BeAeHus nauueHTa cneuuanucramm pas-
HbIx Npodunen [18, 26, 36]. YpoBeHb yoeAUTEIbHOCTHU
peKkomeHpauuii — C (ypoBeHb JOCTOBEPHOCTH AOKa-
3artenbcTB — 5). [MaymeHTtoB ¢ BB HabnogaloT Bpay-
racTPO3HTEPONOr U/MAK Bpad-neguaTtp (He pexe 1 pasa
B Mecsl), a TaKxe Bpay-reHeTuK, Heo6Xo4UMbl KOHCYSb-
TaluuMu Bpaya-gneToniora ¢ Lieblo Ha3Ha4YeHUS HUSKOXHM-
pOBOW ANETHI, KOPPEKLMUK Manbabcopbumm (nogéop cre-
LMann3MpoBaHHOW AWETbl C OrpaHUYEHUEM HMBOTHbIX
YKMPOB, a B psiie CUTyaLui U napeHTepasbHOro NuTaHuns)
[2, 18], Bpaya-Kapaunosiora AETCKOro C LEenblo OLEHKH
HapyLWeHN cepaevyHO-COCYyANCTON CUCTEMbI M Tepanuu
[2, 14, 18, 32, 33], Bpa4ya-HeBpoJiora ¢ Lenbio OLEHKH
HapylweHWn HepBHOM cucTeMbl [15], Bpaya-TpaHcniaH-
ToNora NPy HaNMYUM NOKa3aHWM 4Na NPoBeAeHUs TpaHe-
nnaHTauumn neyeHun. B XU3HeyrpoxKatowmnx COCTOSHUSAX
TpebyeTca ydyacTMe Bpadva aHecTe3uosiora-peaHumaTo-
nora.

AncnaHcepHoe Ha6noaeHHne nayueHToB

¢ 60/1€3HbI0O HaKoMJIeHUs1 3PMPOB Xo/1ecTePUHa

Bcem naumeHtam ¢ BHIX pekomeHayeTca npoBeaeHue
obulero (KAMHMYECKOro) aHann3a KpoOBW pa3BEpPHYTO-
ro B AMHamuKe (B cpeaHeM He pexe 1 pasa B 6 mec)
C LUenblo BbIBIEHUA aHEMUMU, NENKONEHUU, TPOMOO-
umMtoneHun [10, 14, 18]. YpoBeHb y6eAUTENIbHOCTHU
peKkomeHpauuii — C (ypoBeHb JOCTOBEPHOCTHU AOKa-
3arenbcTB — 5). B pamKax obuwero (KJIMHUYECKOro)
aHann3a KpoBM pa3BEPHYTOro HEO6X0AMMbI UccnenoBa-
HWe YPOBHS 06LLErO reMoriobrHa, apUTPOLMTOB, TENKO-
LMTOB, TPOMOBOLMTOB B KPOBH, AnddepeHLnpOBaHHbIN
NOACYET NIEMKOUMTOB (nerkouuTapHasa dopmyna), npo-
CMOTP Ma3Ka KpoBM Ans aHanMsa aHomannn Mopdono-
MU 3PUTPOLIUTOB, TPOMOOLIUTOB U IENKOLMTOB, onpeje-
fleHWe LBEeTOBOro nokasaTens, onpeaeneHne paamepos
aputpoumTtos, uccnegosanune COI. lMaToreHeTM4ecKue
MexaHn3Mbl GOPMUPOBaAHMA aHEMUK U TpomboLUTOMNE-



HUKM HE A0 KOoHLa U3y4YeHbl. O4HMM U3 BO3MOXKHbIX Mexa-
HUM3MOB fIBNeTCs HakonneHue 3abUpoB xonecTepuHa
W TPUIIMLEPUAOB B KNeTKkax MakpodaranbHO-MOHOLM-
TapHoOM cucTeMbl. Kpome TOro, aHeMust MOXKET KaK UMeTb
aNMMeHTapHbIV AePULMTHBIN XapaKTep, Tak U 9BAATbCA
cheacTBMeEM runepcnaeHndma. TpomooumToneH1s aBns-
eTcsl CNeACTBMEM runepcnieHnama npu GopmmpoBaHunm
nopTanbHON rMNEPTEH3UN, HApPALY C 3TUM ONMCaHbl Cay-
Yan BTOPMYHOro remodarounMTapHoro AMMQormcTmoLm-
TO3a.

Heo6xo4MMOo NPOBOAUTEL aHannu3 KpoBU BUOXUMUYECKUI
obleTepaneBTUYECKMI BCEM NaumeHTam ¢ BHIX B npo-
Lecce AMHaMMYECKOro HabnlogeHns (B cpefHem Kaxk-
able 3—6 Mec) ansa onpegeneHns GyHKLMOHaNbHOIoO
COCTOSIHUA MeYeHu, KoTopas SBNsSeTcs OAHUM U3 opra-
HOoB-MuWweHen npu OJIKJ1, n onpeaenexHus aucnunuae-
MWK B KpoBW. MpoBoasaT onpeaeneHmne aktusHoctu AJlT,
ACT, ramma-rntotamuntpaHcdepasbl B KPOBU, LLETOHHOM
docdaTasbl B KpOBMU, UCCrefoBaHUE YPOBHS 06LLEro
6unupybuHa B KPOBU, BUIMPYOUHA CBSA3AHHOTO (KOHb-
IOrMPOBAHHOr0), X0NecTepMHa B KPOBW, XonecTepuHa
JINBIM, xonectepuHa JIMHI, Tpurnnuepnaos B KPOBMH,
anbbymmHa B KpoBu [18, 19, 24]. YpoBeHb y6Gepau-
TeNbHOCTU peKomeHpaauun — C (ypoBeHb [OCTO-
BEPHOCTU fJoOKasaTtenbCTB — 5). Y 60/blUMHCTBA
nauneHtToB ¢ BHIX BbIABASAIOT MOBbIWEHWE aKTUBHO-
cTM TpaHcamuHas (AJIT, ACT), runepxonectepuHemuio,
rMNEPTPUTINLEPUAEMUIO; YBENMYEHUE KOHLEHTpaLmK
JIMHI, y MHOrMX NauueHTOB CHUMXKeEHO KonindecTso JIMBIM
B KpoBW. [p1 aHann3e anonnnonpoTeEUHOrPaMmbl BbisiB-
NIFI0T NOBbILEHWE YPOBHSA OCHOBHOMO anoannonpoTenHa
JINHMN — anoB.

Bcem nauuneHTam ¢ BH3X B npouecce AMHaMUYeCcKoro
HabNaeHNs PEKOMEHAOBAHO eXerogHoe npoBeaeHue
Koarynorpammbl (OPUEHTMPOBOYHOIO MCCNefoBaHMs
cuCTeMbl remocTasa): onpegeneHne npPoTpoMOGUHOBOIO
(TPOM60ONIACTUHOBOI0) BPEMEHN B KPOBU MAKU B NNa3me
n MHO, A4YTB ¢ uenblo CBOEBPEMEHHOIO BbIBIEHUS
HapylleHun remocTtasza [11, 22, 24]. YpoBeHb y6eau-
TeNbHOCTU peKomeHpaauun — C (ypoBeHb [OCTO-
BEpPHOCTU fOoKasartenbcTB — 4). [1pn Heo6xoanuMoCTH
TaKXe onpeaensoT TPOMOUMHOBOE BPEMS B KPOBH, MPO-
BOAAT uccnefoBaHue ypoBHA GuBPUHOreHa B KPOBMW.
[aHHble noKa3aTenn No3BONSIOT KOHTPONMPOBATb CHH-
TETUYECKYIO QYHKLIMIO MeYeHH, BbISBAATbL CUHAPOM neye-
HOYHO-K/IETOYHOW HEeJOoCTaTOYHOCTM U CBOEBPEMEHHO
npeaynpexaatb OCNOXHEHUS, CBA3aHHbIE C HapyLUEeHU-
eM remocTasa [22].

Bcem nauueHtam ¢ BHIX ¢ Lenbo AMHaMMU4YeCKOro KOoH-
TPONS COCTOAHMA BHYTPEHHUX OPraHOB PEKOMEHLOBAHO
nposegeHne Y3W 6piowHon nonoctu [2, 10, 14, 18].
YpoBeHb y6eauTenbHOCTU peKomeHaauun — C (ypo-
BeHb [AOCTOBEPHOCTU AOKasaTtenbcTB — 5). Y3U
nevYeHn W cene3eHKU MO3BONSET BbIBUTb yBenuye-
HUE MeYEeHW M pexe — CeNle3eHKM, Hannmyme creatosa,
dunbpo3a wmnM uuppo3a neyveHu. Y3M 3ab6pioLMHHOIO
NPOCTPaHCTBa, B TOM Yyucne Y3 Hagno4ye4yHMKoB, MOXKeT
BbIIBUTb KanbUMPUKaTbl HAANOYEYHMKOB (Y NauMeHToB
¢ BH3X — KpaWiHe peako, He 6onee 5%).

NauneHtam ¢ BH3X nokasaHo npoBegeHue MPT opra-
HOB OPIOLLIHOM NOMIOCTU U anacTorpadum nevyeHu (anacTo-
METPUM NEeYEHM) C LeNbl0 KOHTPOAS COCTOSHUS MevyeHu
npu nposeaeHun O3T [24, 27-32]. YpoBeHb y6eau-
TeNbHOCTU peKomeHpauun — C (ypoBeHb [OCTO-
BEPHOCTU fAoKasaTenbcTB — 5). OueHKa cTeneHu
BblpaXEHHOCTU XUpoBoK AUCTPodUM neveHu (no MPT)
Heob6xoaMMa ANa nocneaylowero KOHTpons apdeKkTns-

HocTn P3T. YacTtoTa uccnenoBaHuit B cpegHem: MPT
OpraHoB 6ptoWHON Nonoctu — 1 pas B roj, anacrorpa-
dusa nevyeHn — 1 pa3 B 6 Mec.

MaumeHtam ¢ BH3X npu HanuMuymu NpPU3HaKOB NopTasb-
HOM rMNEePTEH3MU, }Kanob Ha 6011 B KMBOTE WU HATMYUK
COMyTCTBYIOWEN racTPOIHTEPONOrMYECKON NaTONOrMnu
nposoautcsa AIAC ¢ uenblo OLEHKMU COCTOSHUS BEPXHMX
OT[EN0B XeNyAo4yHO-KUlleYHoro TpakTa [18]. YpoBeHb
y6eauTenbHOCTU peKomeHpauun — C (ypoBeHb
AOCTOBEPHOCTU AOKa3saTtenbcTB — 5). [lpoBeaeHune
AracC y nauneHTtoB ¢ $Gn6PO30M MeyYeHu, NpuaHakamu
nopTanbHON rMNEePTEH3NN HEOBXOAMMO ANS OLEHKHU CTe-
NeHW BapUKO3HOIro pacliMpeHns BEH NuLeBoa v yrpo-
3bl KPOBOTEYEHMS.

MauneHTam ¢ BHAX npoBoauTcs pernctpauns KT, IxoKrr
NS OLLEHKM COCTOSIHUS CepAevHO-COCYAUCTON CUCTEMBI
(B cpeaHem Kaxable 1-2 roaa) [2, 24]. YpoBeHb y6eau-
TeNIbHOCTU peKoMeHAauun — C (ypoBeHb ocTOBEP-
HOCTU AOKasaTenbCcTB — 5). [lpn Hann4mmn aputmum
HEeo6X0AMMO NPoBeAEHUE CYTOHHOMO MOHUTOPUPOBAHUS
OKI, no nokasaHusaM — cTpecc-TecTa B COOTBETCTBUM
C peKomeHZauusaMu No BeAEHUIO MauMeHTOB C aTepo-
CKNepo30M 1 apUTMHUEN.

Mpn BeaeHun naumeHToB ¢ BHIX Ha Bcex 3Tanax
MCNoNb3yeTcs MyNbTUAUCUMNIMHAPHLIA Noaxo4, BBUAY
TOro 4To 3abofieBaHWE XapaKTepuayeTcs MNOopaKeHu-
€M MHOMMX OPraHoB M CUCTEM, TPebyeT KOMMNEKCHOWM
Tepanuu, 4To AUKTYeT Heo6X0AMMOCTb COBMECTHOMO
BeAeHMs nauumeHTa cneumManuctamu pasHbix npodunen
[18, 24, 26, 36]. YpoBeHb y6eaUTENbHOCTU PEKo-
MeHaauuin — C (ypoBeHb [JOCTOBEPHOCTU [OKa-
3atenbctB — 5). laumeHtoB ¢ BHIX HabGnwopatoT
Bpay-racTpoaHTEpPOnor, Bpay-TepaneBT (B [ETCKOM
npakTMKe — Bpay-neguaTp), a TaKKe Bpay-reHeTuk,
HEeo6X0AMMbI KOHCYNbTaLuMW Bpadva-guetosnora C Lenblo
Ha3Ha4YeHUs HU3KOXKMPOBOW AMETHI (Nog6op crneumanu-
3UPOBAHHOM AMETLI C OrPaHUYEHUEM KUBOTHbIX KMPOB)
[2, 18], Bpaya-kapamonora (Bpada-kapavonora JeTcKo-
ro) C Lenblo OLEHKM HapylweHUn cepaevyHo-coCyancTomn
CUCTEMbI M Tepanuu (OLEeHKa CocyancToro pucka, HasHa-
YeHue NeYyeHnss — NepBUYHO U B NMOCIEAYIOLEM KaXable
6 mec) [2, 14, 18, 32, 33], Bpayva-TpaHcniaHTosora
NpPY HanM4YMK NOKa3aHWM ANa TpaHCnaaHTauMu NeyYeHu.
Mpn HEBPONOrMYECKMX HapyLEHUSX pPeKoMeHAoBaHa
KOHCynbTauusa Bpavya-HeBponora (NepBU4HO M panee
€XerofgHo). B XKu3Heyrpoxalumx COCTOSAHUAX Tpeoby-
eTcsl yyacTue Bpaya aHecTe3uonora-peaHumarosnora.
MepBHYHbIE M MOBTOPHbIE KOHCYAbTALMW Bpayen MHbIX
cneunanbHOCTEN, a TaKXXe MeAWMLMHCKOro ncuxosora
nokasaHbl nauueHtam ¢ BB, nmelwWwMM HapyweHus
GYHKLWN apyrux opraHoB U CUCTEM.

OPrAHU3ALIUA1 OKA3AHUA

MEAWLMHCKOW NOMOLYH

MoKa3aHua ana NnnaHOBOW rocnuTaan3auum:
npoBefeHne AMAarHOCTUKK U NeYeHns, TPeBYIOLWNX Kpyr-
NOCYTOYHOIO MEAMLMHCKOro HabntoaeHUs;

COCTOSIHME, TpebyloLiee aKTUBHOMO NeYEHUS U KPYriocy-
TOYHOIr0 MEAULMHCKOro HabntoaeHuUs;

COCTOSIHUE, Tpebylollee NPOBEAEHUS BbICOKOTEXHONO-
IMYHbIX METOAOB NIeYEHHUS;

OTCYTCTBME BO3MOXHOCTU o0b6ecnedyeHunss d3T B ambyna-
TOPHbIX U CTaLMOHapo3ameLLaloLmX yCIOBUSX;
HEeo6X0AMMOCTb NPOBEAEHUS Pa3fInyHbIX BUAOB IKCNep-
TU3 WA 06CNeaoBaHNa B MEAMLMHCKOW OpraHu3dauuu
NPU HEBO3MOXHOCTM MPOBELEHUS UX B aMOBynaTOpPHbIX
YyCNOBUSIX, Tpebylowmnx AuHaMU4ecKoro HabnwogeHus
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

(B TOM yncne odpopmieHne 3aknoveHns degepanbHOro
KOHCHUNyMa).

MoKa3zaHuA ANa IKCTPEHHOW rocnUTanusaLmum:

® OoCTpble 3aboneBaHus;

e 060CTPEHUSA XPOHUYECKMX BOSIE3HEN;

® OTpaBNEHUs U TpaBMbl, COCTOSIHUSA, TPEBYIOWMNE UHTEH-
CMBHOW Tepanuu 1 nepesoja B peaHUMaLWOHHble oTae-
NEeHUS WAK OTAENEHUS MHTEHCMBHOMW Tepanuu (B TOM
yucne NoboYHble peaKkuuun, npoucxogswime B npoLec-
ce MHOY3UU UM B TeYeHue CYTOK Mocfie npoBeaeHus
MHOY3MKM D3T, 1 Apyrve yrpoxKalolime KU3HU OCTpble
COCTOSIHMS), @ TaKXe KPYyrnocyTo4HOro MeAMUMHCKOro
HabMloAEHNS M NPOBELEHUS cneLunanbHbiX BULOB obcne-
[LOBaHUA U nevyeHus.

MoKa3aHuA K BbIMUCKE NaLUeHTa U3 MEAULMHCKOM
opraHusauumu:

®  OTCYTCTBME Yrpo3bl }M3HW NaLMEHTa;

®  OTCYTCTBME Yrpo3bl Pa3BUTUS OC/IOKHEHWH, TPEBYIOLLUX
HEOT/IOXHOI0 IeYeHNs;

e CcTabunn3auua COCTOSAHWS U OCHOBHbIX KMHUKO-1a60-
paTopHbIX MOKasaTesen naTosorMyeckoro npotecca
Mo OCHOBHOMY 3a60/1€BaHMIO;

* OTCyTCTBME HEO6XOAMMOCTM B MOCTOAHHOM Bpaye6-
HOM W KPYrOCYTOYHOM MEAMLMHCKOM HabGMoaeH N
Mo OCHOBHOMY 3a60/1€BaHMIO;

* OTCYTCTBME HEOBXOAMMOCTH Nepesoaa nalueHTa B Apy-
rylo GOMbHULLY UK YYpexaeHne coumnanbHoro obecre-
yeHus.

MpUHLUUNbI OpraHu3auum MeguLMHCKOMW NOMOLLU
nayueHTam ¢ e pULMTOM JIM30COMHOM KUCNOMN
Aunasbl

MNMocTtaHoBKa anarHo3a [JIKJ1 cTaBUT MHOro BOMPOCOB
nepen poACTBEHHWKAMM MauueHTa M nepen cneuuanucra-
MUK, paboTaloWwnMn ¢ TaKUMKU NauueHTamu. [Ans peleHus
MHOIOYMCNEHHbIX NPO6GAEM, BO3HUKAIOLWMX NMPKU 0BHapyxe-
HUM U Pa3BUTMM GONE3HKU, TPpebyloTCs rpamMoTHas OpraHu-
3auua npolecca NoMoLlu Npu yyacTUnM MyNbTUAUCLMUMNIIN-
HapHOM KOMaH/bl crneLuanncTtoB U cobntoleHne OCHOBHbIX
NMPUHLMNOB M NOX0A0B K ee OKa3aHMulio.

[aHHble NPUHUMNbI AOMKHbI co6noaaTbcs Ha Nto6om
3Tane oKa3aHWs MeAWLMHCKON MOMOLWM — KaK B MOMEHT
NMOCTAHOBKM AMArHo3a, Tak 1 Ha Nto6oM aTane HabntoaeHUs
nauueHTa.

1. MauneHT 1 ero NpeacTaBUTENN [OMKHbI NONyYaTb Nos-
Hyt0 MHbOpPMaLMio 0 3aboN1IeBaHMM, ero TeHeHnn, naToreHese,
NPOrHo3ax, OCNOXHEHUAX U METOAAX BO3MOXHON Tepanuu.

2. AnarHo3 AJIKJ1 noapadymeBaeT BO3MOXHOCTb OKa-
3aH1A NepBUYHON, cneLmanM3mpoBaHHOW 1 NanaMaTMBHOM
NoMOLLM Ha BCex aTanax 3aboneBaHus.

3. Mpu noctaHoBKe AaunarHosa AJIKJT cemba AomKHa
6bITb HaNpaBfieHa K cneunanucTy, UMetoLwemMy OnbIT PaboTbl
Cc nauneHTamu ¢ aTum 3aboneBaHneM, o6nagatolLemy coBpe-
MEHHOM MHdOPMaLMEN O TeYeHUU 60NEe3HU U BOSMOXKHOCTH
Yy4acTua B KJIMHUYECKMX MCMbITAHUAX (HOBbIX JIEKAPCTBEH-
HbIX MNpenapaToB W/WIN TEXHUYECKUX YCTPOMCTB). TaKKe
BaXKHbIM sBASeTCd MHOOPMUPOBAHUE CEMEN O CyLLEeCTBY-
lOLLMX OOLLECTBEHHbIX OpraHu3auusax, paboTatlowmnx ¢ aTon
rpynnowv nauueHToB.

OCcoGEHHOCTH OpraHM3aL M MeauLUHCKOW NOMOLLK
nauyuMeHTam ¢ MHpaHTUNbHOU dopmoi aeduumnTa
JIN30COMHOM KUC/OMN nnas3bl (60n1e3Hblo BonbmaHa)
YunutbiBas ObICTPbIM XxapaKTep nporpeccupoBaHus BB,
BCE AEeTU C AaHHbIM AMarHO30M HYXJAalTcs B CTauMoHap-

HOM HabnlAeHWU, NPU HEOBXOAMMOCTM — C MEPEBOAOM
B peaHUMMaLWOHHOE OTAefneHune, B KOTOPOM MNPOBOAMTCS
Nle4yeHne TAXeNon nporpeccupytowen nevyeHoYHOW Hepo-
CTaTO4YHOCTWU COMNacHO COOTBETCTBYIOLWMM KIUHUYECKUM
peKkoMeHaaLmsaMm.

Mpn BB nauneHTOB HabnogaloT Bpay-racCTpo3aHTEPOsor
(M/vnn Bpay-neamaTp), a TakXKe Bpay-reHeTuK, Heobxoanma
KOHCY/NbTauuMs Bpava-guMeTosnora C Lenblo Ha3Ha4yeHUs HU3-
KOXMPOBOW AWETHI, @ B pSiAe CUTyauuin M napeHTepanbHoro
nuTaHus [2, 18]. Moka3aHbl KOHCYNbTaLMKW Bpaya-KapamMono-
ra (Bpa4ya-Kapguonora AeTCKOro) ¢ LeNbio OLLEHKKU HapyLle-
HWI CepAeYHO-COCYANCTON CUCTEMbI M Ha3HAYEHUS eYeHuns
[2, 14, 18, 32, 33], Bpaya-3HAOKPMHONOra C LIENbi0 OLIEH-
KM PYHKLMM HaZNOYEYHUKOB M CBOEBPEMEHHOIO Ha3Ha-
YeHWUs1 rOPMOHO3aMeCTUTENbHOW Tepanuu, Bpava-HeEBPO-
flora ¢ Uenblo OLLEHKU HapylweHWh CO CTOPOHbI HEPBHOWM
CUCTEMBI, Bpaya-TpaHCcniaHTonora npy HanamM4ynm nokasaHum
4NS TpaHCnNaHTaumMm neyeHun. B KM3HeyrpoxatoLwmx cocTo-
AHWUAX HEOBXOAMMO y4YacTue Bpaya aHecTe3nosiora-peaHu-
maTonora.

0CcoGEeHHOCTH OpraHu3aLMm MeaULUHCKOW NOMOLLK

nayneHTam ¢ 60s1e3Hbl0 HaKonaeHna 3apupos

XxonectepuHa

Mpw BH3X nauueHToB Hab6nwaatoT Bpauy-
racTPO3HTEPONOr, Bpay-TepanesT (M/unu, B LETCKOM Npak-
TUKe, Bpay-neaunaTp) nin Bpay obLien NpakTUKK (CEMENHbIN
Bpay). B cpegHem 1 pa3 B 6-12 mec (B COOTBETCTBUM
C TSXKECTbIO COCTOSIHMS) NOKa3aHO KOMMNEeKCHoe obcnepo-
BaHWe am6ynaTopHO, B YCNOBMUSX [AHEBHOro cTauuoHapa
1 B MHOronpodubHbIX CTalnoHapax.

Tak)Ke nauumeHTbl HabnlaalTCs BpPavyoOM-TeHETUKOM,
HEO6XOANMbI KOHCY/NbTaLUK Bpaya-gueTtonora C Lebio
Ha3Ha4YeHUs HU3KOXKMPOBOM AMeTbl (To460P Cneunanmsnpo-
BaHHOW AMETbl C OrpaHUYEHNEM KUBOTHbIX XWUPOB) [2, 18],
Bpaya-kapauonora (Bpada-Kapauonora AeTCKOro) ¢ Lenbio
OLLEHKM HapyLLeHW cepaevyHO-COCYANCTOM CUCTEMDI U Tepa-
nuM (OLEHKa COCYAMCTOro PUCKA, Ha3Ha4YeHWe NeyeHus)
[2, 14, 18, 32, 33], Bpaya-TpaHcnaaHTonora npu Haauyuu
noKasaHWw A4Na TpaHcnaaHTauuu neyeHu. B )unsHeyrpoxa-
lOLWMX COCTOSIHUAX TPeByeTCs y4acTue Bpaya aHecTe3nono-
ra-peaHumaronora.

[pyrne cneumanucTbl JOMKHbI NPUBAEKATbCA MO Mepe
BO3HUKHOBEHMS cneunduryecKkmux npobnem.

NMPOrHO3 U UCXOAbI

MporHo3 npu BH3X 3aBuncKT 0T Bo3pacTa MaHudecTa-
UMM 3aboneBaHua M BblParKEHHOCTU KJIMHUYECKMX Mpo-
fABneHnn. CBoeBpeMeHHass AMarHOCTMKa WM Ha3HayeHue
naToreHeTM4eCcKon Tepanun Ha paHHUX cTaguax 60/1e3HU
onpegensoT 61aronpUATHLIA NPOrHO3 WU yNy4laloT Kaye-
CTBO M3HW aeTen ¢ BHAX, npenoTBpallas pa3BuTUe LMP-
po3a nevyeHu.

Mpu nHdaHTUNBbHON dopme AJIKI1 (6one3Hn BonbmaHa)
6e3 npoBeaeHna 3T nporHo3 He6naronpUATHbIN (NeTanb-
HbIV MCXO[, B BO3pacTe 10 6 Mec).
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MPUNOXKEHUE

METO/10J/10rUsl PASPABOTKHU KJIMHUYECKUX PEKOMEHAALIMIA

HacTtoslme pekomeHaauMn npefHas3HayeHbl ANs npu-
MEHEHUS MEAULMHCKUMWU OpraHu3auusaMv U yupexaeHu-
aMu deaepanbHbiX, TePPUTOPUANbHbIX U MYHULMNANbHbIX
OpraHoB ynpaBfeHUs 34paBooXpaHeHueM, cuctem obsa3a-
TeNbHOro U AOGPOBONBLHOIO MEAULMHCKOrO CTpaxoBaHMS,
OPYTMMW MEAWLMHCKMMKU OpraHnu3auusamMum pasivyHblX opra-
HM3aLMOHHO-MPaBOBbLIX GOPM AEATENIbHOCTU, HanpaBfieH-
HOM Ha OKa3aHWe MeAULMHCKOM MOMOLLM.

HacTosilwme pekomeHgaunn yctaHaBanBaloT BUAbl, 00b-
eM W MHAOMKATOPbl KayeCTBa MeAULIMHCKOM MOMOLLM nauu-
eHTaM npu OJIKJ1 u 6bian paccMoTpeHbl 1-2 nioHs 2018 1.
B paMKax HayyHo-npaKTuyeckoro KoHrpecca «OpdaHHble
6one3Hn» B MocKBe.

KnuHnyeckne pekomeHgauumu co3faHbl Ha OCHOBaHUMU
cuctemaTtmyeckoro o63opa autepatypbl 1992-2019 rr.
Medline (PubMed version), Embase (Dialog version)
n Cochrane Library databases coBpeMeHHbIX MeXAyHapoa-
HbIX KIMHUYECKMX PEKOMEHAALMI MO AUArHOCTUKE, NeYEHUIO
W BELEHMIO NaLMEeHTOB ¢ MeTaboIMYECKUMIU BONEIHAMM.

OJKJ1 oTHOCUTCA K peaKuM HacneacTBeHHbIM 3abone-
BaHMWAM, YTO UCK/OYaET BO3MOXHOCTb NPOBEAEHUS 60b-
LWMX KOFOPTHbIX U PaHAOMWU3UPOBAHHbIX KOHTPOMPYEMbIX
nccnefoBaHu, U Ans co3faHus NPOTOKONIOB ANArHOCTUKM
W Tepanuu MCNonb3yloTca NUlb TeMaTUYeCcKue uccneno-

BaHWA 3KCNepToB, ONy6G/IMKOBaHHble B nocnegHue aBa
fecatnneTus.

OueHKa KayecTBa [10Ka3aTeNbCTB U CU/bl peKoMeHaa-
UMM NPUMEHEHUA MEAMLMHCKMX TEXHONOrMM NpPoBOAMAACh
B COOTBETCTBMU C YHUOUUMPOBAHHON LIKaNOW, NpuBeaeH-
HoW B Tabn. 1-3.

LleneBas ayautopusa aHHbIX KIMHUYECKUX
pekomMmeHpauumn
1. Bpauu ob6uien BpavyebHOM MpPaKTUKKU (CeMelHble
Bpayu).
. Bpauu-negnatpeol.
. Bpauu-ractpoaHreponoru.
. Bpauun-tepaneBsTbl.
. Bpauun-reHetunku.
. Bpauu nabopatopHble reHeTUKM.
. Bpauu-kapguonoru.
. Bpauu-kapaunonoru getckue.
. Bpauu-HeBponorw.
10. Bpayun-peHTreHoNoru.
11. Bpaun GyHKLUMOHANLHOW AUarHOCTUKM.
12. MeanUMHCKUE NCUXONOTH.
13. CTyaeHTbl MEAULMHCKMX BY30B.
14. O6yyatolmecs B opavHaType.

OO NOOE,WN

Ta6nuua 1. lLIkana oueHKn ypoBHEW AOCTOBEPHOCTU AoKa3aTenbcTs (YA/) Ans MeToA0B ANArHOCTUKM (AMAarHOCTUYECKUX BMeLLaTeNbCTB)

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

yan PacwudpoBKa

1

Cuctematnyeckune 0630pbl UCCnefoBaHUM C KOHTPonem pedepeHCHbIM METOA0M WU CUCTEMATUYECKUI 0630pD
PaHLOMU3UPOBAHHbLIX KIMHUYECKUX UCCIEA0BAHUI C NPUMEHEHWEM MeTaaHan13a

OTaenbHble NCCneaoBaHus ¢ KOHTponemM pedepeHCHbIM METOAOM MK OTAENbHbIE PAHAOMU3UPOBAHHbIE KIMHUYECKKe
2 nccnefoBaHns U cucTtemaTnyeckme 0630pbl UccnegoBaHuin No60ro AM3anHa, 3a UCKAYEHNEM PaHAOMU3UPOBAHHbIX
KIIMHUYECKUX UCCNefoBaHum, C NPUMEHEHWEM MeTaaHanmM3a

Yucrie KOropTHble nccrienoBaHns

WccnenosaHus 6e3 NocaeoBaTesibHOro KOHTPOosis pebepeHCHbIM METOI0M MU UCCIIeA0BaHUSA ¢ pedepeHCHbLIM METOAOM,
3 He AB/ALWMMCH HE3aBUCUMbIM OT UCCIelyeMOro MeToa, Uin HepaHAoOMU3MPOBaHHbIE CPAaBHUTESbHbIE UCCIeOBaHWs, B TOM

4 HecpaBHUTENbHbIE UCCNef0BaHUSA, ONUCaHUE KJIMHUYECKOTO cry4as

5 MmeeTcs nvwb 060CHOBaHWE MexaHU3ma AeNCTBUS UM MHEHUE IKCNEPTOB

Ta6nuua 2. lLikana oueHKn ypoBHeW 4OCTOBEPHOCTM AoKa3aTenbcTs (YAA) Ans MeToaoB NpoduUaaKTUKK, NeYeHns u peabunutaymm

(NpodunakTU4EeCKnXx, nevebHblX, peabunTaLnoHHbIX BMeLwwaTenbCTB)

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

rehabilitation interventions)

yan PacwudpoBKa

1 CructeMaTMyecKnin 0630p paHAOMU3UPOBAHHbIX KIIMHUYECKNX UCCIed0BaHMM C MPUMEHEHMEM MEeTaaHannsa

OTAesNbHble PaHAOMU3NPOBaHHbIE KJIMHUYECKUE UCCNed0BaHNUS U cucTeMaTnyecKkme 0630pbl nCCneaoBaHUi Nto6oro An3anHa,

2 -
3a UCKJIIOYEHUEM PaHOOMU3NPOBAHHbLIX KIMHUYECKUX UCClTIEA0OBaAHUU, C MPUMEHEHNUEM METaaHaIu3a
3 HepaHaoMuanpoBaHHble CpaBHUTENbHbIE UCCNeA0BaHUS, B TOM YMUC/IEe KOFOPTHbIE UCCNefoBaHUs
4 HecpaBHUTENbHbIE UCCNELOBaHUS, ONUCAHNE KIMHUYECKOrO ClyYas uian CEpUKU cnyvyaes, MCCNeOBaHUS «Ciydan — KOHTPO/b»

5 NmeeTcs nuiwb 060CHOBaHWe MexaHW3Ma AenCTBUSA BMellaTeNbCTBa (AOKIUMHUYECKUE UCCNIEA0BaHUSA) UM MHEHWE SKCNEPTOB

PEDIATRIC PHARMACOLOGY. 2023;20(4)

NEAUWATPUYECKAA ®PAPMAKONIOIUSA / 2023 / TOM 20 / N2 4



CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Ta6nuua 3. LLKkana oueHKM ypoBHeEN y6eanTenbHoCcTn pekoMmeHgauni (YYP) ans MetoaoB NpoduUnakTUKK, AMarHOCTUKK, NeHeHUs U
peabunutauuu (MPodUNAKTUYECKUX, UAarHOCTUYECKUX, NeYeBHbIX, peabunnMTaLMOHHbIX BMellaTebCTB)

Table 3. Scale of assessment of levels of evidence for methods of prevention, diagnosis, treatment and rehabilitation (preventive,
diagnostic, therapeutic, rehabilitation interventions)

YYP PacwudpoBKa

CunbHasa pekoMeHaauus (Bce paccMaTpuBaemMble KpuTepum aGPEKTUBHOCTHM (MCXOabl) ABASIOTCS BaXHbIMK, BCE UCCIe40BaHUS

A MMEIOT BbICOKOE WM YA0BNETBOPUTENBHOE METOJ0OMMYECKOE KAavyeCTBO, MX BbIBO/bI MO MHTEPECYIOWMUM UCX0AaM ABASIOTCS
corfiacoBaHHbIMM)
YcnoBHasa pekoMeHauus (He Bce paccMaTpuBaeMble KpuTepun adPeKTUBHOCTU (MCXOAbI) IBNSIOTCS BaXKHbIMU, HE BCe

B nccnefoBaHMa MMEOT BbICOKOE MK YAOBNETBOPUTENIbHOE METOA0/IOMMYECKOE Ka4eCTBO U/UK UX BbIBOAbLI MO MHTEPECYIOLLUM
ncxoaam He ABNSOTCA COrnacoBaHHbIMM)
Cnabas pekomeHgauums (OTCyTCTBME JOKa3aTeNbCTB HaA exallero Kayectsa (Bce paccMaTtpMBaemble KpUtepumn

C 3QDEKTUBHOCTH (MCXOAbI) ABNAIOTCA HEBaXKHbIMU, BCE UCCIEA0BAHUSA UMEIOT HU3KOE METOA0J/IOMMYECKOE KayecTBOo

M UX BbIBObI MO UHTEPECYIOWMM UCXOAaM He ABASIOTCA COrlacoBaHHbIMM))

MopaaoK 0GHOB/IEHUA KJIMHUYECKUX peKoOMeHAauun Hbl MO BOMPOCaM AMArHOCTUKW, NleYeHns, NPodUNaKTUKK
MexaHn3M OGHOBMIEHUSA KAMHUYECKUX PeKoMeHAauuin 1 peabunuTtaumm KOHKPETHbIX 3a601eBaHni, Hann4ynm 060-

npegycMaTtpuBaeT UX CUCTEMATUYHECKYIO aKTyaln3auunto — CHOBaHHbIX JOMOJIHEHUIN/3aMe4YaHUIn K paHee yTBEepPXAeH-
HE peXxe 4eM OAUH pa3 B TPU roja, a TakxKe npu noasne- HbIM K/IMHUYECKMM peKoMeHaauusm, HO He Yawe 1 pasa
HWUWU HOBbIX Aa@HHbIX C MO3MLKUKW JOKa3aTeNbHON MeauLM- B 6 mMec.
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OaHov u3 3aga4y BcemupHo# opraHm3aumn 34paBOoOXPaHeHUs1 SBASETCA MHTerpauus MexxayHapoaHo Knaccuoukalmm
QYHKLUMOHUPOBAHUS, OrPaHUYEHUIA KU3HEAEATENbHOCTU 1 340P0BbsI B PabOTy yYPEIKAEHUN MEAMLUMHCKON U COLMaIbHOM
peabunmtaumn. B 3TOM KOHTeKcTe cbop MHPopmaunn 06 MHBAIMAHOCTM C MCIOb30BaHWEM AaHHOW KaccupukaLmu,
co34aHne KOMMbIOTEPHBIX MMPOrpamMm M MOBU/IbHbLIX MPUAOKEHWUI A/15 ee NPUMEHEHUS B MpaKTUKe 6yayT crnocobCTBoBaTh
MOBbILIEHMIO Ka4YecTBa M AOCTYNHOCTH peabuantaummn. B Liesnom 3To Heo6xoanMo A/151 TOro, 4To6bl CO34aTh Hay4yHyl0 OCHOBY
AN5 U3y4eHnsi rokalaTtesiesl 30p0Bbsl U PE3Y/IbTaToB JledeHns:; ChopMMpoBaTh OBLUMI A3bIK AJ19 ONUCaHUS nokasaTtesnen
3/]0pOBbS B LIENISX Yy4LIeHns MOHUMaHUsI Mexay paboTHUKaMU 34paBOOXpaHEeHNs, MCCIeA0BaTENSAMM U JII0AbMM C OrpaHu-
YEHUAMM KU3HEAESTE/IbHOCTH; 06eCre YnTb MHOOPMaLMel CrneLmnaancToB, CBA3aHHbIX C peabuantalmnen, B pasHbiX CTpaHax;
MpefocTaBUTb CXeMY KOAMPOBaHUS 419 MHPOPMaLIMOHHbIX CUCTEM 340PO0BbS, B TOM Y1C/e A4/ AeTe U MOJPOCTKOB.
KnioyeBble cnoBa: MexxayHapoaHas Knaccuoukaums QyHKUMOHMPOBAHUS, OrpaHnYeHU XU3He4eaTe/lbHOCTH U 340P0-
Bbsl AeTel n NoagpOoCTKOB, MeAULMHCKas peabuantauus, neamatpus, eauHas MeanymMHcKas nHOOopMaLMOHHO-aHaauTnye-
cKasl cuctema, AeTcKas noJIMKANHMKa, AeTh
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Integration of the International Classification of Functioning, Disability and Health into the real practice of medical and social
rehabilitation institutions is one of the tasks of the World Health Organization. Thus, collection of data on disability via this
classification, creation of software and mobile applications for its implementation in practice will improve rehabilitation’s quality
and accessibility. In general, it is crucial for creation of scientific framework for health indicators and treatment outcomes
assessment; for creation of common language to describe health indicators to improve understanding between health
professionals, researchers, and people with disabilities; for providing information to rehabilitation-related professionals in
different countries; for providing coding scheme for health information systems (including children and adolescents).
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B MPAKTUKY NEAUATPA

AKTYAJZIbHOCTb

MexayHapogHasa  Knaccudbukauns  PyHKUUOHMPO-
BaHUSA, OrpaHW4yeHWn KU3HeaesaTeNbHOCTU M 340POBbA
(MK®) oTHOCKTCS K CEMEWNCTBY MeEXAyHapoaHbIX Kiaccu-
duKauum BceMUpHOW opraHuzaumn 3apaBoOOXpaHeHus
(BO3), KoTopble ob6ecneynBaloT MeXxaHW3M MNonyyYeHus
nHPoOpMaLmMK, CBA3AHHOM CO 340pOBbEM, 3a60neBaHUAMM
n nedyeHvem. Kpome aaHHOM KnaccuduKkauuuv, B cCemen-
cTBe ecTb MexayHapoaHas KnaccuduKauua 60/e3Hen
(MKB) n MexayHapoaHas KnaccuduKauma MeamuUHCKUX
yenyr. MKB-10 ncnonb3yeT HapylweHus (B BUAE NPU3HaKOB
M CMMNTOMOB) KaK YacTu KOHCTPYKUMK, KOTopble Gopmupy-
0T «60MEe3Hb», UM MHOTAA KaK MPUYMHBI 4Nna obpalleHms
3a Me[WLMHCKON NOMOLWblo, B TO BpeMsi Kak MK® ucnonb-
3yeT UX Kak npobnembl GYHKLUWMA U CTPYKTYP OpraHuadma,
CBSI3aHHbIX C UBMEHEHUSAMU 3L0POBbS.

®YHKLUMOHMPOBAHUE U OrpaHUYEHUs KU3Hepes-
TENbHOCTU, CBSiI3aHHble C W3MEHEeHUAMW 340POBbA,
Knaccuduumpytotca B MK®D. B KHure «MexayHapoaHas
Knaccubukauma GYHKLMOHUPOBAHUS, OrPaHUYEHUN XKU3-
HepeaTeNnbHOCTM M 3JopoBba: MK®, KpaTkaa Bepcus»
ropoputcs o ToM, 4To MKB-10 u MK® pononHsoT apyr
Apyra, u cneuvanuctam npegnaraetcs UCnofib3oBaTb 06e
Knaccudurkaumm coBmectHo. B MKB-10 3a6oneBaHus, pac-
CTPOMCTBA WK ApPYrne U3MEHEeHWUs 340PO0BbS KOAWMPYIOTCH
[narHo3oMm, KOTOpbI nononHaetcs uHbopmauuen MKD
0 GyHKUMOHMpPOoBaHMK. O6was nHdopmaumns, KotTopas OTHO-
CUTCA K AMarHosy u GyHKLMOHMPOBaHMIO, onpeaenseT 340-
pOBbeE NoAEN UK NONYNALUNA.

«CeMbsi» MeXXayHapoaHbix Knaccudbukaunn BO3 — Bax-
HbIM MHCTPYMEHT, KOTOPbIA NO3BONSET NPEeAoCTaBNATb CBe-
[LEeHUs U cpaBHMBaATb NONYNSALMOHHbIE AAHHblIE O 340POBbE
Ha MexAyHapoaHOM ypoBHe. MHdopmaLma O CMepPTHOCTU
(B cooTBeTcTBMM ¢ MKB-10), a TakXe 0 NoKa3aTenax 3[10po-
BbS (B cOOTBETCTBMM ¢ MK®P) MoKeT coyeTaTbes npu nony-
NALUMOHHBLIX UCCnefoBaHWaX 340pOBbS ANA HabnogeHus
M OLLEHKM ero COCTOSHMS, @ TaKXKe BIUSAHWUSA pa3HblX YCNOBUI
Ha CMepPTHOCTb M 3abofieBaemMocCTb [1].

MK® nepectana 6biTb KnaccuduKaLmMen, onvcbiBatoLLemn
BNWSAHUE WM3MEHEHUM 340POBbA HA KOHEYHbIW pe3ynbrar,
4yTO6bl CTaTb KaaccuduKauuen, onucbiBalowWwen, U3 yero
COCTOMUT 3a0poBbe. [aHHas KnaccubuKauma MNpUaepKu-
BaeTCs HenTpanbHOM NO3WULMKM B OTHOLIEHUW ITUONOIWM,
NO3TOMY MEAMUMHCKUIA PabOTHUK MOXET AenaTb BbliBOAbI
0 MPUYMUHHO-CNELCTBEHHbIX CBA3SAX, UCMONb3YyS OnTUMasnb-
Hble Hay4Hble meToAbl. s uccnegosanuns GakTopoB pUcKa
MK® conepxuT nepedyeHb GaKTopoB BHELWHEN cpeabl, OMnu-
CcbiBaoWmMx 06CTAaHOBKY, B KOTOPOMW XMBET NauneHT. Takon
noAxo4 AoNyCKaeT NpoBejeHne 6onee nogxoasiiero peabum-
NUTaLMOHHOrO Kypca Ans nauueHToB 1 6onee Bapuabesb-
HOro B peabunutaumm — B OTIMYME OT NOAXO0AA, UCMONb3Y-
owerocsa B pamkax MKB, KoTopas opueHTMpoBaHa npexae
BCero Ha MeanLUMHCKUI anarHos [1].

BBE[EHME (kpaTKaa ucTopuyecKan cnpaBKa)

B 1972 r. BO3 co3nana nepeylo CXxemy, KoTopas Kaca-
Nlacb nocneacTsuin 6one3Hen U OCHoBbIBanacb Ha Heo0bXo-
AMMOCTU ONpeaeneHns pasnnynuin Mexay HapyLueHUaIMU 1 UxX
3HaAYMMOCTbIO. [lepBbiIM HadBaHueM Knaccudukaumm 6bl1o
«MexayHapogHas KnaccuduKaunsa HapylweHWUn, CHUXKe-
HWS TPYAOCNOCOOGHOCTU M COoLManbHOM HEeAOCTaTOYHOCTM»,
aBHacTosee BpeMsaOHaMMeeTHa3BaHne «<MexayHapoaHas
Knaccubukauma GYHKLMOHUPOBAHUS, OrpPaHUYEHUN XKU3-
HeaeAaTeNbHOCTU M 340pOBbsA». oaxon AaHHOW Knaccu-
duKaumm 6bl1 NPOTMBOMONOXKEH TPAAULMOHHOMY MOAXOAY
MKB, npu KOTOpOM 3TMONOrMs, aHaToOMUs M MNaTonorus
06beAMHANUCH B O4HY 06LLYl0 cucTeMy. Havyanucb NonbITKK

COBMeELLEHUS 3TUX NOJX00B B BW/E CXEMbI, CONOCTaBUMOM
C NMPUHLUMMNAMMU, Nexalimmmn B oCHOBe CTPYKTYpbl MKB.

Pa3obleHHble Knaccudukauum HapyweHun
M COLMaNbHOW HEeAOoCTAaTOYHOCTU OblIk PACCMOTPEHDI
Ha Me)ayHapoaHOW KOHdbepeHuun no 9-my nepecmotpy
MKB B okTa6pe 1975 r. B gokymeHTe «MexayHapoaHas
Knaccudunkaumsa GYHKUMOHUPOBAHUSA, OrPaHUYEHUN MKK3-
HeaeaTenbHOCTM M 3a0poBbs: MKH-2, drMHanbHbIM NPOEKT,
nosHasa Bepcusi», NpPeaHa3HaYeHHOM [/ PacCMOTPEHUs
Ha 54-i BcemupHon accambnee 34paBOOXpaHEHNUs, yKa3a-
HO, 4TO KOHdEepeHLMs ogo6puna ee NyGANKaLIMIO ANS NMUO0T-
HbIX McnbiTaHui. NepBoe mn3gaHne MKH, KoTopoe Hocuno
Ha3BaHWe «Me)ayHapoaHas KhaccuduKaums HapylweHUn,
CHWXEHUS TPyAoCMOCOGHOCTU M COLManbHON HeaocTaTou-
HOCTW», 6bI10 HanevaTaHo B 1980 r. B 1993 r. B nepecma-
TpuBaemown Bepcun MKH-2, BpeMeHHO HOCUBLLIEN Ha3BaHWE
«MexayHapoaHass HOMEHKNaTypa HapyleHWW, orpaHuye-
HUIN KMU3HEeOesaTeNbHOCTU U COLMaNbHOM HEOCTATOYHOCTMY,
0TMEYanoch, YTO OHa [10/1XKHA MOMOYb B JOCTUNKEHUM MHOTUX
peabunuTaLMOHHbIX Lienei B pasHblx cTpaHax; Ha NpaKTuKe
OHa J0/KHa ObiTb [OCTATOYHO MPOCTbLIM, HaAMOMHEHHbIM
CMbIC/TIOM OMUCaHWeM MOCNeACTBUIA U3MEHEHUI 340PO0BbS;
OHa A0/IKHa onpeaenaTb HyXAbl MEAULIMHCKMX PaBGOTHUKOB
N KOPPEKTUPOBATb NPOrpamMmMbl peabunmTtaLmMu; oHa AoKHa
JlaBaTb JIOTMYECKM CBSA3aHHbIM 0630p npoLuecca nosaBaeHUs
OrpaHWYeHU KU3HEAEATENbHOCTU, @ HE TONbKO OLEHKY,
perucTpupoBaThb M MoMoratb NPMHMMaTb COOTBETCTBYIOLLME
Mepbl Npy 3a60NeBaHMAX; OHA AO/MKHA pa3nnyaTb KynbTyp-
Hble 06bl4an; oHa JoMKHa GbiTh 3a1eCTBOBaHA KakK 10Mof-
HeHWe K cemencTBy Knaccudumkaumnmn BO3 [1].

M3HavyanbHO PpaHLYy3CKUA COTPYAHUYAIOWMN LEHTP
nosyyYnn 3ajaHue NoAroToBUTb MPEAJIOKEHUS MO pasaeny
HapyLIEHNI — M B YaCTHOCTM MO A3bIKY, PEYU U YYBCTBUTESb-
HOMY BOCMNpUATUIO. [ONNaHACKMIA LEHTP COTPyAHWYecTBa
JIONXKEeH Obln NepecMoTPeTb OrPaHUYEeHUs KU3HeaesaTe b-
HOCTM W pasgen KhaccudbuKauun, KacalolMKcs acrnek-
TOB [IBMXXEHWS, a TaKKe MoAroToBWTb 0630p UTepaTypbl.
CeBepo-AMEPUKAHCKUI LEHTP COTPYAHMYECTBa 3aHMMan-
csl pasaenom, Kacalwumca couuanbHOW HeaocTaTo4yHo-
CcTW. [lononHUTENbHO Ha [Be paboyne rpynmnbl BO3MOXKUAN
3ajayy Nno npeacTaBfiEHUIO MPEAIOKEHUS MO pasaenam
NMCUXMYECKOro U ETCKOro 340poBbs. B 1996 r. Ha BCTpe-
4ye no nepecmoTpy MexayHapoaHOMW HOMEHKNATYpbl Hapy-
LUEHWI, OrpaHUYEHUN HU3HEeaesATeNbHOCTU U COoLManbHOM
Hel0CTaTO4YHOCTM B YKeHeBe 6blflo 03BYYEHO, HYTO BCE LIEH-
Tpbl COTPyAHM4YEeCcTBa M pabouyne rpynnbl GyayT OCylLlecT-
BNSTb NEpecMoTp BTOPOro NpoeKkTa B LefioM, a He B pas-
pabaTbiBaeMbIX UMW paHee OTAefbHbIX o6nacTtax. C mas
1996 no deBpanb 1997 r. BapMaHT AOKYMEHTa, Ha3BaH-
HbIM ANS NPOCTOThl anbda-npoexkToM, 6bin pacnpocTpaHeH
MEeXAy LEHTpaMu COTPYyAHMYECTBA M paboynumu rpynnamu,
a KOMMEHTapPUK 1 NPeaNoKEHNS — CrpynnMUpPOBaHbI B LITa6-
KBapTtmpe BO3.

PasneneHve kKnaccuduKaumm Ha TPU YPOBHSA — «Hapy-
LIEHUSA», «OrPaHUYEHNS KU3HEAEATENbHOCTW» U «CoLMalibHas
HEeoCTaTOYHOCTb» — GbII0 PEeWeHo 0cTaBUTL 6e3 ucnpas-
neHunn. Heo6xoamMmo 66110 paccMOTPETb BOMPOC BKIOYEHUS
JINYHOCTHbIX GaKTOpoB M GAKTOPOB OKpYy}Katolen cpensbl,
XOTS GOJNbLUMHCTBO MPEANOXKEHMI OCTaBalUCh Ha cTaauu
TeCTUPOBaHMUSA.

[OuncKyTabenbHbiIMKM GbliM BOMNPOCHI afeKBaTHOW B3a-
MMOCBSI3M Tpex YpPOBHEW KaacCUdUKaLMW: HapyLleHWN,
OrpaHUYEeHUN KMU3HeaesaTeNbHOCTU U coLManbHOM HeaocTa-
TOYHOCTU. Bblaensinu oTcyTCTBME BPEMEHHBLIX W3MEHEHUM
M OAHOCTOPOHHIOK HamnpaBfIEHHOCTb Npouecca OT Hapylle-
HUIN K OrpaHUYEHUSIM XHU3HEeAesaTeNbHOCTU U COLManbHOM
HefocTaTo4HOCTM. Ha nepecmoTpe Gblfo NpeaioxeHo alb-



TepHaTMBHOe rpaduyeckoe npeacTaBfieHne U ynpouleHue
B3anmocsszden ncnonb3osaHma MKH 1980 r.

BHelwHune (GaKTopbl OKpyKatoLen cpefbl) U BHYTPEHHKE
(MMYHOCTHbIE) daKTopbl ABNAIOTCS [MaBHbIMW COCTaBASAIO-
WwMmMmK npouecca GoOpMUPOBaHUS CoLManbHOM HeLoCTaTou-
HOCTW. OTHOWeEHMA couMnanbHbiXx GakTopoB M daKkTopos
OKpY»KaloLlen cpelbl K HapyLweHWaM, OrpaHuyeHnUsaIM KU3He-
[eATeNbHOCTU U COoLManbHON HEAOCTAaTOMHOCTH CTPOro CBS-
3aHbl C KYbTYPHbIMW TPAAULMAMU, MOITOMY OHU HE AOSIMKHbI
OblNN NpeacTaBNaTb CO60M OTAENbHbIE YPOBHM BHYTPM MKH.

OaHMMM M3 rNaBHbIX Lienen npoLecca nepecmoTpa Knac-
cuduKaummn 6bliv cosgaHue matepuanos AN obyyveHus
W NPUMEHEHME ee AN pa3HbIX KynbTyp.

B mapte 1997 r. co3gaH HOBbIM BapuaHT NpPOeKTa Kiac-
cupuKaymm, HalBaHHbIN «b6eTa-1», KOTOPbIN CYMMMWUPOBa
CobpaHHble MPeaIoKeHUs 3a npoLleslume rogbl. 10T Mpo-
eKT B anpene 1997 r. obcyananm Ha coBeljaHuu, Mocssi-
LeHHoM nepecmoTpy. [locie BKAOYEHNS B HEMO pPeLueHUH
coBellaHus B noHe 1997 r. npoeKkT MKH-2 «6eta-1» uagaH
A5 MUAOTHBIX UchbITaHWiA. Mexay sHBapem M anpenem
1999 r. HanucaH NPOEKT «6eTa-2», OCHOBaHHbIA Ha 0606-
LEeHHbIX [aHHbIX W OTBETHbIX pe3y/bTatax, Moay4YeHHbIX
fpy NosIeBbIX MCMbITaHMAX «6eTa-1». ITOT NPOEKT, BKIIO-
yaBlWWUI pe3ynbTaTbl MccaegoBaHui, 6bln npeacTaBsieH
M 06CYyXAEH Ha eXXerogHom coBeljaHuu, MOCBALEHHOM
MKH-2, B JloHaoHe B anpene 1999 r. [locne BKIOYEHUS
pelleHni coBellaHns NPoeKT «6eTa-2» B uone 1999 r. pas-
MHOXEH W BbIMyLWEeH A1 MUI0THbIX UCTIbITaHWUA.

B nepBbIx UcnbiTaHUsx yyacTeoBanun 6onee 50 ctpaH —
yneHoB BO3 u 1800 3KcnepToB B pasnnyHbIX 06/1acTsX,
BKNOYas cdepbl MeauuuHbl, Tpyaa, ob6pa3oBaHus, meau-
LIMHCKOIO CTPaxoBaHUs U CoLMaibHOMN 3alLmThl.

Ha oCHOBaHMM AaHHbIX U KOHCYNbTAUWM MEXAy LeH-
TpaMu cOTpygHMYecTBa M KOMUTETOM aKcneptoB BO3
Nno OLEHKe U KnaccudmKaLmm, NONyHeHHbIX MPU UCMbITAHUAX
«6eTa-2», B oKkTA6pe 2000 r. 6611 0POopMIEH BPEMEHHbIN
npoekT MKH-2. B Hoa6pe 2000 r. oH 6bin npeacTaBieH
Ha PeBU3MOHHOM cOBellaHMK, a B aHBape 2001 r. ero yxe
paccmoTpen McnonHutenbHbih KommuteT BO3. B mae 2001 T.
Ha 54-1 BcemnpHon accambriee 34paBOOXpaHEHNS 3aKI0-
yutenbHas Bepcusa MKH-2 6bina paccmoTpeHa 1 ogobpeHa.

22 maa 2001 r. BcemupHas accambnes 3apaBooxpa-
HEHWs yTBEpAUNa HOBYIO KNaccudUKaumio Noj Ha3BaHUeEM
«MexgayHapogHasa Knaccubukauns GYHKLMOHMPOBAHMS,
OrpaHUYEeHUN XKU3HEOEATENbHOCTU U 340POBbS» [1].

OCHOBHASA YACTb

MpaBuna ncnonb3oBaHua MK® 6binn n3noxeHbl 6onee
20 net Hasagj [2, 3] B AekNapauuu o 3aluTe npaB UHBaNm-
[10B, BO BCEMUPHOM JoKNaje 06 MHBaNWAHOCTH, B AeKnapa-
LMK O NaUMEHT-LLEHTPMPOBAHHOM 3paBOOXPaHEHNH, a TaK-
e B «KpacHow kHure MK®d». BHeapeHne MKP os3HavaeT
npUMeHeHne naumMeHT-LeHTPMPOBAHHOMO, NPO6AEMHO-0PHU-
€HTUPOBAHHOI0 MyNbTUANCLIUMAMHAPHOIO NOAX0Aa C MOMO-
b0 6MOMNCUMXOCOLMANBbHON MOAENU WHBaNWAHOCTU [4—6].
3agavamu BO3 asnsiotca BHeapeHue MKD B npaKTuKy
MeOULIMHCKON U coumanbHOM peabuamtaumm, coop AaHHbIX
06 MHBaNMAHOCTU C Ucnonb3oBaHnem MK®, co3gaHne Kom-
NbIOTEPHbIX MPOrPamMM U MOBUIBbHBIX MPUNOXKEHWI ANS NPakK-
TUYECKOro mcnonb3oBaHus MK®P 1 nosbieHMe KayecTsBa
W OOCTYMHOCTU peabunutauuu [7].

JKcnepTbl CHavYana oTKkasanuch OoT pa3paboTKK AETCKOM
Bepcun MK®, ogHako B nepuoa mexay 2002 n 2005 r. pabo-
yasa rpynna BO3, co3gaHHasa ana MK®-AI (MexayHapoaHas
Knaccubukaums GyHKLMOHMPOBAHMS, OFPaHUYEHNI KU3HE-

4esATEeNbHOCTM U 340POBbA AETEN U MOAPOCTKOB), Aana OLEH-
Ky cywecTBylowmm Kogam MK® 1 onpeaenuna HoBble KOAbI
ONS OMWCaHMA XapaKTEPUCTUK XKMIHEAEeATENbHOCTU AeTewn
M NOAPOCTKOB. Ha ocHoBe pekoMeHaaumi u3 MpunoxexHusa 8
K MK® paspaboTaHa Bepcus 4na geten M NnoapoCTKOB, KOTO-
pylo CoeuHUAN C OpraHn3aLmen U CTPYKTYPOM OCHOBHOMO
Toma. B 2003 1. 6611 co3/1aH nNepBbIi NpoeKT Bepcun MKD-AIM,
a NWNOTHblE UCMbITaHUS 6binn NpoBeaeHbl B 2004 1. Mocne
HUX BTOpPOW npeaBapuTenbHblt NpoekT MK®-AlN 6bin pas-
paboTaH M UcnbiTaH B MNofeBbix ycnoBusax B 2005 r. JTa
Bepcusas MK®-AIM 6bina npeacTtaBneHa ANs OLEHKU aKenep-
Tamn BO3. PekomeHaauuu, noayyeHHble B npolecce pac-
CMOTPEHUS, OblM BKIOYEHbI B OKOHYaTE/NbHbIM BapWaHT,
npeacTaBieHHbIM Ha exerogHoMm 3acegaHun CeTu coTpya-
Huyawowmx ¢ BO3 LeHTPOB AN5 CeMbM MeXAYHapPOAHbIX
Knaccudukauun B TyHUce oceHbio 2006 1. B Hosi6pe 2006 T.
MK®-AM 6bina oduumnanbHO NpUHATA Ana nyénukauum
KaK nepBas npon3sBoaHas oT MK® knaccudumkaums. B MKP-
AN po6asneHo 230 HOBbIX KOLOB, KOTOPble OTCYTCTBYIOT
B MK® ans B3pOCAbIX U CBOWCTBEHHbI AETCKOMY U MOAPOCT-
KOBOMY BO3pacTy M3-3a cneundrKn NpoLeccoB pasBUTUS,
06y4yeHuns n GOpPMUPOBAHMSA HABbIKOB.

B 2003 r. MK® 6bina nepeBeaeHa Ha pyccKkui A3biK [8],
nocse Yero HayanoCb €e BHeApeHWE B NPaKTUKY B Halwen
cTpaHe. 3.U. AyxageeB B 2007 r. 6bl1 aBTOPOM nepBoOM
paboThbl, nocBsweHHon MK® [9].

Mocne ee co3paHus cpady Gblan ONy6nMKOBaHbl CTa-
TbM 06 WMHCTPyMeHTax ucnonb3oBaHus MK®P. B 2007 .
Oblfla HanucaHa cTaTba NPO NpuMeHeHne MK® B npakTunye-
CKOM peabunuTauun nauueHToB ¢ Mcnonb3oBaHnem MKD-
npodunsa naumeHtTa — TabauLbl, B KOTOPYIO BMUCHIBAOTCSA
nomeHbl MK® ¢ kogamu u oueHkon [10]. MK®-npodunb
nauveHtTa npeanaraeTr Nonb3oBaTento MOCTaBUTb LENb
peabunutaunn. C NOMOLLbIO 3TOro NPpoduas MOXKHO ocyLle-
CTBUTb OCHOBHblE MPUHLUMMLI NpuMeHeHns MK® Ha npak-
TUKe.

V.A. Steiner u coaBT. 6blIM OAHMMWU U3 MNEPBLIX, KTO
npeanoxun ncnonb3osatb MK® ana ynpaBneHus peabunum-
Tauuen, paspabotaB Rehabilitation Problem-Solving Form
(RPS-Form) — dopmy pelueHna npobnem peadbunutauum
(RPS-dpopma). OHa nomoraeT nyywe aHann3uvpoBaTb Mpo-
6nemMbl nauMeHToB M (GOKyCcMpoBaTbCA Ha crneunanbHbIX
3afadax [11].

A. Rauch u coaBT. B 2008 r. pa3paboTann HECKONbKO
WHCTPYMEHTOB Ha ocHoBe MK® ans ynpasneHus peabunu-
Tauuen, BK/OYas OLEHKY COCTOSIHMSA MauuMeHTa M nocTa-
HOBKY Lenen. Mx Bknag B pa3paboTKy TEXHONOMMKU MOUCKa
uenen peabunutaumnmn Ha ocHose MK® aBnsetca pyHaameH-
TaNbHbIM [12].

A. Martinuzzi B8 2010 r. co3gan MHCTPYMEHT Aas npume-
HeHnsa MK® y neTel, KOTOpbIM NOMOraeT ONucCbiBaTb Pe3yib-
TaTbl OLLEHOK B pa3/iM4yHbIX KOMNOHeHTax MK® 1 JOoKyMeHTH-
poBaTh Lenu peabunutaunu ¢ ucnonb3osaHnem MK [13].

B 2014 r. P. Meucci u coaBT. Hanucanu ctaTtbto «Onpoc
0 LenecoobpasHOCTM ucnosb3oBaHua MK®-AMN ana onu-
CaHUsA COXPaHSAIOWMXCA TPYAHOCTEN B BbINOAHEHWW 3ajay
W OedATenbHOCTU AeTerl M MOLPOCTKOB C OrpaHWyYeHHbIMU
BO3MOXHOCTAMU B UTanuun» [14].

Bblnn co3faHbl MHCTPYMEHTbI, OCHOBaHHble Ha MHK®:
Mepa ¢yHKUMOHaNbHOW He3aBucumocTn (FIM), Pabo4ni
ONpocHUK no peabunutaunn (Work Rehabilitation
Questionnaire; WORQ) [15] # WKana OLeHKN UHBANUAHOCTH
BO3 2.0 (BO3LWOM 2.0, unun opuruHanbHas abbpeBnartypa:
WHODAS 2.0) [16, 17].

Mini-ICF-APP [18], ocHoBaHHbIM Ha Groningen Social
Disabilities Schedule Il [19] ana nauneHTOB C NCUXMYECKOWM
naTtonoruen, NoMoraeT OLEeHWUTb pa3aeNl akTMBHOCTH U yya-
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cTma no 5-6annbHoOM WKane. Bce 3T MHCTPYMEHTLI BbINOs-
HAOT GYHKLUMKW OLLEHOYHbIX LWKa.

B KHure MK® o4yeHb nNogpo6GHO onucaHa WMHCTPYKLKS
no ncnonb3oBaHunio MK® [3, 8]. TakKe Oblna onybnnKkoBaHa
MHCTPYKUMSA no pabote ¢ MK® n kHura How to use ICF [20],
a ana obyyeHus nonb3oBartenen Oblin paspaboTaH Browse
ICF Online [21].

B AnoHun 6bin cospaH ICF-illustration, o6nervyatowunm
noHMMaHue cMbicna gomeHoB MK [22]. Ana Kaxaoro
JOMeHa y4eHbIMKM 6binn noaobpaHbl KapTUHKKU, KOTOpble
0603Havanun cMbIC/ 3TOro fomeHa [23].

Ha ocHOBaHWKW naeu ncnonb3oBaHUs Habopa JOMEHOB
MK® (ICF CORE SETS) [24] cTanu pa3pabaTbiBaTb pa3Howm
BE/IMYNHbI Habopbl AOMEHOB ANA MHOrux 3abofeBaHun.
3Tn Habopbl AOMEHOB MomMoralT cobpatb MHPOPMaLMIO
06 MHBaNUAHOCTK, pelwaTtb aAMUHUCTPATUBHbIE U AMUAEMMU-
onorm4yeckme npobnemsl.

B wccnepoanumn C.A. Jlengnep n A.B. Kouy6en [25],
nocBsWeHHOM NnpumeHeHnto MK® B 06n1actv cToMaTonoruu,
6b1710 NOKa3aHo, YTO C MOMOLLbIO paccmaTpMBaeMomn Knac-
cndUKaLnmM MOXKHO onpeaennTb HaMHOro 6onblle Nnpobnem
nauuneHTa, Yem Npu TPaaULMOHHON OLEHKe.

A.B. Kouy6ein 1 C.A. ®untoK B CBOEN CTaTbe MOSICHUNN,
4TO MCMNONb30BaHWe oLeHo4YHOoro nucta MK® npu okasaHuu
NOMOLLM NauneHTam OopToneLU4YEeCKU-CTOMATONOMMYECKOro
npodunas No3BoASET AaTb OLLEHKY Npo6ieMam U GYHKLMOHM-
pOBaHMIO NauneHTa Ao 1 nocne neyveHns n 3admkcMpoBaTb
nony4yeHHyo MHGopmMaL Mo B MeANLMHCKOM KapTe [26].

N.N. HUKnT4eHKo n A.A. lanbsHOB B OMy6JMKOBaHHOM
paboTe 3aKA4uIu, Y4TO MCMNONb30BaHWE KapTbl OCMOTpa
nauueHTa co cnnuckoMm gomeHoB MK® caenano npouie npo-
BeJeHue ocMoTpa M onpoca 60/bHOro UWeMUYecKom 6ones-
HblO cepaua nocsie aHrmonnacTukm [27].

B ctatbax P.A. BoapoBoi 1 coaBT. [28, 29] 1 B anuccepTa-
umm U.B. TuxoHosa [30] onnucaHo MCNoNb30BaHME y NaLuMeH-
TOB C 60/1bl0 B HUXKHEN YacTu CNUHbl Habopa gomeHoB MK®,
CO3/aHHOro aBTOpaM#, C NOCNEAYIOWMM BbIBOLOM, H4TO NPU-
MeHeHne MK® coBMECTHO ¢ HOBbIMW BOCCTaHOBUTENbHbBIMU
TEXHONOMMAMM NoBbIWaeT 3GEKTUBHOCTb peabunntaumu.

B aucceptaunoHHon pabote K.B. N6paeson [31] Tak-
e MoKas3aHo, 4YTO MpU MCNoSib30BaHMKM npodunen MKD
onpeaensietca ropadgo 6onbwe Npobaem nauueHta nocne
HEMpPOXMPYPruyecKoro BMelwarenbCcTBa, 4em npu 06bl4HON
OLLEHKe.

A.M. KasbMWH K1 coaBT. B 2014 r. Hanucanu cTaTbio
«MpuKknagHoe 3HavyeHne MexayHapoaHou KnaccuduKkaumm
GYHKLMOHMPOBAHMS, OrpaHUYEHUN HKU3HedeaTeNbHOCTH
W 300POBbS AE€TEN U NOAPOCTKOB (KpaTKUM 0630p nuTeparty-
pbl)», rae NPUBOAUTCS onucaHue cTpykTypbl MK®-AM, KoTo-
pasi B Poccumn ucnonb3yeTtca HegocTaTodHo [32].

3.3. WanpaeB B cBoew paboTe 3aK/04nsl, YTO OLIEHKY
COCTOSIHMIW nocne onepauui Npu BPOXAEHHOW crubartesib-
HOW KOHTPaKType JIOKTEBOro cycTaBa LiesecoobpasHo npo-
BOAUTb C NpuMeHeHneM MK®, a ans oueHKn 6bino BbiGpa-
HO ABa JOMeHa QYHKUMMA M MO OLHOMY LOMEHY CTPYKTYpP
M aKTMBHOCTH M yyacTus [33].

B 2014 r. IB. BonbiHey, 1 coaBT. ony6/MKoBanu cra-
Tbto «OnpegeneHme cTeneHn HapyweHus CTPYKTYpbl neye-
HU W BblPaXEHHOCTW MOPTaNbHOM FMNEPTEH3UN Yy AeTeM».
Ha ocHoBe MK® oHu pazpaboTann 6GannbHyl0 cUCTEMY
OLLEHKM CTeMNeHW HapylweHUs CTPYKTYypbl NeYeHn U Bbipa-
EHHOCTM MnopTanbHOW TMNEepPTEH3UU Yy AeTen, KoTopas
MOXET MCMNONb30BaTbCA KaK OOGbLEKTUBHbLIN KpUTEPUN
TAXKECTW NnaToNorMyecKoro npouecca, M3MEHEHWH ero
B AMHaMUKe Ha GOHE NPOBOAMMON Tepanuu, onpeaenexHus
nporHo3a 3aboneBaHna M NOKa3aHWi K TpaHcnaaHTauuu
nevyexu [34].

Yepe3 roa T.A. CKBOpLOBa 3alluMTMna auccepTaumto
Ha TeMy «O60CHOBaHWe MHANBUAYaNUM3UPOBAHHON Tepanuu
XPOHUYECKOro BMpYCcHoro renatuta Cy getem», rae nposena
OLLEHKY CTeneHn HapyweHus nedveHn npu XIC Ha ocHoBe
MK® B cooTBeTcTBMM C 6anfibHOM cucTeMoM, pas3pabo-
TaHHOW ¥ 3anaTeHToBaHHOM B PIrBHY HU3/ [35], KoTOpas
BK/lOYana OLEHKY GMOXMMUYECKMX MNoKalaTeNiel KpOoBM,
OTpakaloWmx yyactTme nevyeHn B oO6MeHe GENKOB, XXWPOB
n yrnesoaoB [36].

Takke B nepunog ¢ 2012 no 2015 r. B PIrbY «HayuHbIN
LeHTp 3a0poBbs Aeten» (HblHe — PrAY «HMWL, 3q0poBbs
neten») PAMH 66110 ony6IMKoBaHO 7 NaTeHTOB Ha OCHOBe
npumeHeHns MK®: «Cnocob oLeHKK CTeNeHN orpaHUyeHmn
U3HeOeAaTeNnbHOCTU y AeTel B KaTeropuMm Crnoco6HOCTb
K nepeaBuxeHuto» [37], «Cnoco6 OLLEHKW CTEMEHW OrpaHu-
YEHUN XNU3HeLesATeNbHOCTU Y AeTen B KaTeropuu cnocob-
HOCTb K 06YyYE€HMUI0 U NPUMEHEHUIO 3HaHUK» [38], «Cnocob
OLLEHKM CTEMNEHM OrpaHUYEHUIN KN3HEAEATENbHOCTHN Y AeTew
B KaTeropuun cnocobHoOCTb K 06LLeHMt0» [39], «Cnocob oLeH-
KW CTENeHW OrpaHUYEeHWn KU3HeAeaTeNbHOCTU y AeTen
B KaTeropuu cnocobHocTb K opueHTauuu» [40], «Cnocob
OLLEHKM CTEMNEHM OrpaHUYEHUI KN3HEAEeATENbHOCTHN Y AeTew
B KaTeropum Cnocob6HOCTb K caMoob6cnyxuBaHuio» [41],
«Cnoco6 OLEHKM CTEMEHU OrpaHUYEHWUn XKU3HeLeATeNb-
HOCTW Y AeTer B KaTeropmm cnocobHOCTb KOHTPOAMPOBaTb
cBoe noseaeHuer» [42] n «Cnoco6 onpeaeneHuss crteneHu
HapyLWeHNs CTPYKTYPbl NEYEHU U BblpaxKeHHOCTU nopTasib-
HOW runepTeH3un y geten» [43].

B cBoen gucceptaummn A.A. LLUMOHMH onncan Ucnonb3o-
BaHMe MK® npu uepebpanbHoM MHcynbTe [44] n caenan
BbIBOA, 4TO peabunutauma nauueHToB C LepebpanbHbiM
MHCYNbTOM MO TPEX3TanHOM NaLneHT-LEeHTPUPOBAHHON, NPO-
6/1€MHO-OPUEHTUPOBAHHON MYNLTUANCUMMIIMHAPHOW MoAe-
nn 6onee adPeKTUBHA, YeM NO GUOMEULIMHCKON MOAENM,
a TaKXKe YT0o UCnonb3oBaHue NonHom Bepcun MK® B oLieHKe
npoduns naumeHTa c LepebpanbHbIM UHCYNBTOM NPKU MYySb-
TUAUCUMNIMHAPHOM MOAXO4e MNPMBOAMT K MOBbIWEHUIO
KayecTBa peabuanTaLMOHHON AMAarHOCTUKH.

B Hawe# cTpaHe cneuManucTbl NbiTaluCb cO34aTb
KOMMblOTEPHbIE MpOrpaMmbl Ans pabotel ¢ MK®, Takue
Kak Software application ICF u «3nekTpoHHas Bepcus
MexayHapoaHon Knaccudukaunmm ©GyHKLMOHUPOBAHUS,
OrpaHUYEeHUN Kn3HeaesaTenbHOCTU U 340poBbs» [10, 12].
B 2015-2016 rr. 6bliM NONbITKK MHTErpupoBaTb MKD
B McTOputo 60one3Hn B KanuHuHrpage, a B 2018 r. — B Yode
(PernoHanbHasa nHdopmaLMOHHO-aHaNMTUYeCKasa MeanLMH-
cKkas cuctema (PUAMC) «MpoMepgy) [45], HO TonbKo B 2017 T.
A.A. LUMOHMH cMor co3aaTb 3GPEKTUBHYIO U OTHOCUTESb-
HO yAOGHYIO B MCMONb30BaHUN KOMMbIOTEPHYIO MpOrpammy
nna 9BM ICF-reader, npegHa3Ha4yeHHylO A1 ONTUMMU3a-
uMKn ncnonb3oBanusa MK®. [laHHylo nporpammMmy NOCTOSIHHO
MCNoNb3ylOT COTPYAHMKM TBY3 OmcKon o6nactn «LleHTp
MeaULMHCKON peabunutauun», CMNerbyY3 «fopoackas 60nb-
Huua N° 26», ®IrbOYy AMNO «CaHKT-INeTepbyprckun LeHTp
nocneanMnioMHoro o6pasoBaHus PabGOTHMKOB CO cpea-
HUM MEeAMUMHCKMM M1 dapmaleBTUHeCKUM o6pa3oBaHUEM
DOMBA Poccum», cny»6bl colmnanbHO-MeaAULMHCKOro conpo-
BOX[EHUS, NaTpoHarXKa u peabunutauun «Cuctema 3abota»
(r. CaHkT-lMeTepbypr) u NNAY3 «PecnybanKkaHcKuin BpavyebHo-
PUBKYNLTYPHbIR AMcnaHcep» (r. Yda). OCHOBHbIE TEXHONOMMK
peabunuTaunun yxe BHeapeHbl B y4eOHyto paboTy Kadeapbl
GUBNYECKMX METOAOB JSI€YEHUS U CMOPTUBHOM MEAULMHbI
daKynbTeTa nocneannioMHoro obpasoBaHus, Kadeapbl
nefarorMkn u ncuxonornm dakynbteta nocnegunaoMHo-
ro o6pasoBaHua U Kadeapbl natodusunonorun MNCH6rMy
um. W.MN. NaBnoBa. B camom KpynHom ¢punmnane N° 3 TAY3
«MHMNU, MPBCM A3M» ansi cocTtaBfieHus peabuanTalmoH-



HOro AMarHo3a MCNoNb3yeTcs CNPaBOYHbIM MopTan no 3apa-
BOOXpaHeHWto U MeanumnHe «3apaBMeagHbopm». B HacTo-
duwee Bpems B cTauMoHapax MOCKBbI OTCYTCTBYET efuHas
3/IeKTPOHHasA nporpamMmma Ans paéotbl ¢ MK®.

Mbl HaLWM HECKONBbKO Ny6MKaLMI, ONUChIBAIOLLMX OMbIT
BHeapeHns MK® B neguatpum B Poccuiickon depepaumu.
B 2019 r. A.H. BenoBa 1 coaBT. ony6/AMKOBaNW CTaTbio
«MefuuMHCKaa peabunuTaums npu 4ETCKOM LepebpanbHOM
napanuye: npumeHeHne MexayHapoLHOM KnaccubuKaumm
OYHKLMOHWPOBAHMS, OrpaHUYEHUN KUIHEAEeATeNbHOCTHU
W 300PpOBbS AETEW U MOAPOCTKOB», NPeACTaBMUB KIMHUYECKUIN
npuMep, KOTOPbIN NOKa3biBaeT, 4To BHeapeHne MK® onpas-
[aHHO M HeobxoamMmo. [aHHas KnaccuduKauus NO3BOAMT
[aTb YETKYIO OLeHKY COCTOSIHMIO nauueHTa, chopmmnpoBaTb
nnaH neyveHuss M NpoaHanM3MpoBaTb MONYYEHHble Pe3ysb-
TaTbl, YTO MOBbLICUT KayeCcTBO U 3DPEKTUBHOCTb OKasaHus
MEeAWLIMHCKOM NMOMOLM AETSM, CTpaAaloWmMM AETCKUM Lepe-
6panbHbIM napanuyom [46]. B 2020 r. A./1. HedenbeBa
M coaBT. onybnvMKkoBanu ctaTblo «[locTpoeHne nporpamm
peabunutauuMnM Ha ocHoBe MexXayHapoaHoW Khaccudbuka-
UMKN GYHKLIMOHUPOBAHUS, OrPaHUYEHUIN KN3HELEATENBHOCTH
W 340POBbSA AN AeTeN 1 MOAPOCTKOB», B KOTOPOM 3aTPOHYNU
npumeHeHne MK®-[I1 B peabunurauun AeTCKOro Hacene-
HWS, BO3MOXHOCTW OLEHKM CTPYKTYP, GYHKLIMN, aKTUBHOCTH
M y4acTus, NMYHOCTHbIX GaKTOpoB M (GaKTOPOB BHELWHEN
cpeabl, NpuBenun obuyto cTpatermio GopMrMpoBaHus peadu-
JIMTALMOHHOrO AnarHo3a v OTMETUAMN NPUHLMIBI NOCTPOEHMS
peabunnTaLMOHHbIX MepPoNpUaATHUA Ha ocHoBe MK®-AN [47].

3AK/IIOYEHHME

MpumeHeHne MK® 3acTtaBnsieT HaxoauTb MPo6Gnembl,
nopakatolime opraHbl MAM CUCTEMbl BHYTPEHHUX opra-
HOB, CBAI3aHHble C MATOMCUXOIOTMYECKMMMU HaPYLLUEHUSAMMU,
C NOBeJIEHWEM U OKpYKatolen cpeaom [3].

Ona ucnonb3oBanua MK® B peabunutauuu nauueH-
TOB C pa3fnMyHbIMM 3a6oneBaHUIMU HEOOBXOANMO MPOBOAUTL
OLEHKY noBeAeHus B OblTy, HaBbIKOB CamMo06CNyKMBaHUS,
NMCUXONOMMYECKMX OCOBEHHOCTEN SIMYHOCTU W HapyLUEHWUH,
CUCTEMHOI0 aHaNn3a ABUKEHUS, U3yHeHuUs cpeabl, YTO He BXO-
OWUT B KOMMNETeHUUN apyrux Bpaden [48—-50]. Hy»KHO peluunTsb,
KaK MOXHO chenaTb yyacTve naumeHTa B peabunuTauuu
ONTUMasbHbIM, YTOObI OH Obll aKTUBEH, BOBNEYEH B MNPO-
Lecc peabunutaumnm 1 KOMMYHULMPOBaA C KOMaHAoM cneuum-
anuctoB. MK® npuBoAnUT K HEOBXOAMMOCTH Y4UTbIBaTb OCO-
6EHHOCTU KOMMYHWKaLMK, OMbIT NauueHTa, ero yoexaeHus
M YCTaHOBKM, a TaKe ero 6JIM3K1X POACTBEHHUKOB, TO €CTb
peann3oBaTb MNaUMEHT-LLEHTPUPOBAHHBLIM MOAX0A (MauMeHT
caM CTaHOBWTCS YacTbio peabuinTaunoHHOM KomaHabl) [51].

BHeapeHne MK® B ambynaTopHyto NpakTUKy B Poccumn
TpebyeT U3MeHeHMs B3rnsaha cneunanuctos Ha npobaemsl
naunMeHToB U BBEAEHWS Ha MOCTOSHHOM OCHOBE B COCTaB
MYNbTUAUCLUNIMHAPHON  peabunTaulMOHHON  KOMaH-
bl cNeunanncTtoB ¢ HeMEAMUMHCKMM o6pa3oBaHuemM —
KIMHWUYECKUX MCUXONOroB, 0ronefoB, WHCTPYKTOPOB
no TPyaOBOW Tepanuu, a TaKxe dU3MYECKUX TepaneBToB
N peabunnTaLMOHHbIX MEAULIMHCKUX CECTEp, KOTopble nMe-
0T TpebyemMble KOMMETEHLMM B paMKax CBOWX Cheuuanb-
HocTew. MpuBneYyeHne BbllenepeyYncneHHbIX cneyumanucTos
M M3MEHEHMEe OTHOLIEHUS K NauueHTy npuBedeT K 6onee
3GDEKTUBHOM Y Ka4eCTBEHHOW AMarHOCTUKeE, YTO NO3BOUT
BbIIBNATL 60nblle GaKTOPOB M NPo6AEM, KOTOpble BAUSAIOT
Ha XW3Hb NaLMEHTOB C NO6bIMU AMarHo3amu U NPUBOAAT
K MHBanuaHoctu [5, 52-55].

OBCYXAEHHME
3agayun, noctaBneHHble 20 neT Ha3aa aKkcneptamu BO3,
no BHeApeHutio MK® B npaKTUKy MeAULIMHCKOW U coLlManbHOM

peabunutauuu, no cb6opy AaHHbIX 06 INMAEMUONOTUN UHBA-
NMAHOCTU ¢ Mcnosib3oBaHMeM MK®, no co3gaHuio apdek-
TUBHbIX U YAOOHbIX KOMMbIOTEPHbLIX NPOrpaMM 1 MOBUbHbIX
NPUIOXKEHWUW ANS NPaKTUYECKOro ucnofib3oBaHus MK®,
NO MOBbIWEHUIO KayecTBa M JOCTYNHOCTU peabunutauuu
B HaACTOSWMMN MOMEHT He peanu3oBaHbl M TpebyloT pas-
pPabOoTKM MHCTPYMEHTA MPaKTUYECKOro npumeHeHns MK®.
NHcTpymeHTbl FIM, WORQ, WHODAS 2.0 u Mini-ICF-APP
He cMornn 3ameHnTb MK® npu coctaBneHnmn peabunutaum-
OHHOrO AMarHosa, a ans 3anonHeHns MK®-npodpunsa Heob-
XOANMO 60NbLIOE KOMMYECTBO BPEMEHU, TaK KaK Ans 3aToro
TpebyeTcsa xopolwee 3HaHMe MK® [10], 4To aBNSETCHS MUHY-
COM JaHHoro metoaa. MHCTpyKuusa B KHUMrax MK®, How to
use ICF n B o6yyatouien nporpamme Browse ICF Online onu-
cblBaeT 06LiMe paMKu npumeHeHns MK®, roe npakTuyecku
He npeacTaBneHo MHOPMaLMKU O KIMHUYECKOM MCNONIb30-
BaHuM MK® [3, 8]. Bce 3T MHCTPYMEHTbI HeaPdEKTUBHbIE,
CO CNOXHbIM ONMCaHWeM MeToLoB paboTbl ¢ MK® B npakTH-
Ke peabunutaumu. B anoHckoM nHcTpymeHTe ICF-illustration
3OPEKTUBHON TEXHONOTMMM MPaKTUYECKOro MCMNONb30Ba-
HMA MK® c ero nomouwbto He co3fgaHo. Bce pa3paboTku
KOPOTKMX M paclIMpeHHbIX HA6OPOB AOMEHOB A5 Pa3HbiX
3aboneBaHnit Ha ocHoBaHuK ICF CORE SETS He nogxoasat
ONS BeAeHWs MNauMeHTa M pelleHns KAMHUMYEeCKMX 3apad.
B Poccun B KayecTBe MHCTPYMEHTa MCMOJIb30BaIUCh TOMb-
KO Habopbl JOMEHOB. HM B OQHOM PYCCKOSA3bIYHOM CTaTbe
He 6blIn UCNONb30BaHbl HABOPbI AOMEHOB 6€3 UBMEHEHUH,
NONYYEHHbIX B pe3ynbTate paboTbl 60/bLION BbIGOPKK crie-
UMannMcToB M pekomeHaoBaHHbIX BO3, T.e. MK® uennkom
He Mcnonb3oBanachb, Hay4HbIX UCCNEfOBaHUM U KAWHUYe-
CKMX WCMblTaHWM KOMMbIOTEPHbLIX MPOrpaMM He MNPOBOAM-
N0Cb. TaK}Ke HeT JaHHbIX O KJIMHMYEeCKON 3bPEKTUBHOCTH
npumeHeHns MK® n He pa3paboTaHbl MHCTPYMEHTbI €€ Npu-
MeHeHUs. ABTOpbI cTaTew 4acTo MCMO/b3YyOT COGCTBEHHbIE
Habopbl JOMEHOB, OMMPasACb Ha JIMYHbBIA OMbIT, HTO MOXET
orpaHuymBaTtb ucnonb3oBaHne MK®P B nonHow mepe [56].
Hanpumep, B ctatbe C.A. Jlenanep v A.B. Kouy6en HeT onu-
CaHWs MHCTPYMeHTa NnpuMeHeHnsa MK® 1 He yKka3aHo, Kakoe
KONMYeCTBO BPEMEHMU TPATUTCH Ha OLLEHKY OAHOMO NauueHTa
no O6LIENPUHATON METOAMKE W NPU Ucnonb3oBaHUnM MKP
[25]. PaspaboTaHHble KOMMNbOTEPHbIE NporpamMmmbl Software
application ICF n «3nexkTpoHHasa Bepcus MexayHapoaHom
KnaccuduKkaumm QYHKUMOHMPOBAHUS, OrPaHUYEHUN KU3-
HeaeATeNbHOCTU UM 340POBbS» HE AOWAM A0 CTaguKU Kau-
HUYECKMX MCMbITAHUM M Ha NpaKTUKE He WCMNOJb3YHTCS.
B paspaboTaHHbIX NporpaMmax 4acTto LOMyCcKanucb MpPWH-
LumnuanbHble OWKOKN 1 He cobntojannchb npaBuna, ykasaH-
Hble B TpeboBaHuax BO3 [3, 8], — pa3paboTymKuK co3aanu
CO6CTBEHHbIM Habop goMeHoB MK®, KOTOpbI COAEPKMUT
MEHbLUEE KONMYEeCTBO JOMEHOB, YeM NPEANOKEHO B PEKO-
MeHaauusx ICF CORE SETS [24].

MK®-AM npenoctaBnsger BO3MOXHOCTb OMUCbIBaTb
COCTOSIHWE 340POBbSA AETeN C pa3HbIMKW AMarHO3amu C pas-
JIMYHBIX MO3WLUMM M MOMOraeT BpayaM 3agymaTbCs O TOM,
KaK peaibHO MOXHO MNOMOYb MauMeHTaM XWTb B obLlie-
CTBE MOMHOLEHHOM XM3Hbl0. TakKe MHGOpPMaLMIO, KOTOPYIO
cogepxut MK®P-AN, MOXHO Ucnonb3oBaTb B CaMblX pas-
HbIX 06nacTaX, BKAOYAs KAMHUYECKME, aAMUHUCTPATUBHbIE,
KOHTPOAUpYIOLLMeE, AN MPUHATUS NONUTUYECKUX pelleHun
WM HaydHblX uccnegoBaHuin. Knaccel MK®-AMN nossonstoT
perucTpupoBaTtb efAuHU4YHble Npobnembl MM ob6o3HayvaTb
obume npobnembl GyHKLUMOHUPOBAHUSA 1 300POBbS pebeHKa.
Mpy NPUMEHEHMN B KIIMHUYECKMX 06nacTsax Knaccbl MK®-
AN MoryT copepaTb CyMMapHble OLEHKM, BKOYalowme
AMArHoCTUYECKYyD MHdOpPMaLMIO U SBASIOWMECS OCHOBOWM
ans 060CHOBaHUS NPOBEAEHWS 3aniaHUpoBaHHbIX peabu-
NIMTAUMOHHBIX MEPONPUATUI. B uensx peweHus aaMuHK-
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B MPAKTUKY NEAUATPA

CTpaTMBHbIX 3aga4y umHpopmauuio MKD-AN, Kacatoulyocs
n3bupaTenbHOro npaBa, o6ecnevyeHns o6CNyKnBaHus, BO3-
MELLEHNS AEHEXHbIX CPEACTB M BbINONHEHUS 0693aTeNbCTB,
MOXHO 3aperncrtpupoBatb C nomouiblo Kogos MK®-AM.
B o6nactv nonnutnkn MK®-AM MOKHO MCNoib30BaTb, CKOH-
LeHTPUPOBaB BHUMAHWE Ha pelleHnUr N0ObIX MOIUTUYECKUX
3ajay, Hanpumep B OTHOLLUEHWWM NpaBa AeTer Ha nede-
HWe unu obpasoBaHue. B o6nacTy Hay4YHbIX UCCedoBaHWUN
oTaenbHble Knaccbl MK®-AMN yno6HO NpUMeHATb ANs CTaH-
fapTu3auum XapaKTePUCTUK YYACTHUKOB WCCneaoBaHWM,
BbiGOpa CpPeACTB OLEHKWM W onpefeneHus pesynbraToB.
Bo Bcex cnyyasnx, Korga o6beKTOM MCCNeAoBaHUS ABNSIOTCA
poauTenun, AeTu u NOAPOCTKK, CleayeT UCnonb30oBaTh Noso-
wKeHua MKO-An.

BHeapeHne MK® B oTeyecTBEHHYIO MeauuuHy 3anmeT
onpeaeneHHoe Bpemsa W, 6€3 COMHEHWUs, BbI3OBET Oypto
OMCKYyCCHUI BO BpayebHOM coobLLecTBe.

BbiBOAbI

1. HecmoTps Ha TO, 4TO ¢ MOMeHTa co3aaHnsg MKP npo-
wno yxxe 20 neT, B HacTosAWMUK MOMeHT B Poccun n B mupe
HamMcaHo Mano Hay4HblX CTaTen, NOATBEPKAAOWMX NpaK-
TUYecKylo 3HayumocTb MK®, ocobeHHO B neauaTpuu.
Kpome Toro, He pa3paboTaHO «3010TOr0 CTaHAapTa» Npak-
TMYECKOro ucnonb3oBaHus MK®, KoTopblin nomor 6bl Npu-
HATb BapnabenbHOCTb M pa3Hoobpa3ne B peabunutaumnm —
B OT/IM4ME OT nogxoda, ucnonbayowerocs B pamkax MKB,
a TaKxXe No3B0osnn 6bl NPOBOANUTL Kypc, 60/iee NOAXOASALLNM
4NS NaLMeHTOoB.

2. Hbopmaumto, KoTopyto coaepHnt MKP-AI, MoKHO
6yaeT Mcnonb3oBaTb B CaMblX pPasHblX 064acTsX, BKIO-
4yas K/AMHWYECKMEe, aAMMUHUCTPATUBHbIE, KOHTPOAMPYIO-
wue, 4Na NPUHATUSA NONAUTUHECKMX PELUEHUI MAN HaYYHbIX
nccnefoBaHui. [aHHbIM paKT roBopuT 06 aKTyalbHOCTH
npoBefeHns nccnefoBaHnin B cbepe pasBUTUS HOBbIX NOA-
XOA0B K OpraHu3aumm geTcKon peabunurtauuun B Poccuu.

3. OcTaloTcs akTyanbHbIMW pa3paboTKa HOBbLIX CMOCO-
60B ncnonb3oBaHus MK®, cosgaHne nporpaMmmHoro obe-
crneyeHusa ans céopa gaHHbIX 06 aNMAEMMONOrMKU UHBANUA-
HocTu B Poccuu. CosaaHune eanHomn, adpdeKTUBHOW, yao6GHOWM
B MCNOMb30BaHWM KOMMbIOTEPHOW Mporpammbl M BHeape-
HMe ee B EMWAC ana yypexaeHun, noaBeaoOMCTBEHHbIX
[A3M, B ambynatopHbIX, CTalMOHAPHbIX YCI0BUAX M YCIOBUAX
[AHEBHOro cTayMoHapa Heo6xoAnMO A9 ONTUMU3aLLNUK NPU-

CMUCOK JIMTEPATYPbI / REFERENCES

1. MexayHapoaHasi Knaccudukaums GyHKUMOHMPOBaHMUS, orpa-
HUYEHUI KU3HeaesaTeNbHOCTU n 3a0poBbsi: MK®. — eHeBa:
BcemupHas OpraHusauua 3apaBooxpaHeHust; 2001. [International
Classification of Functioning, Disability and Health: ICF. Geneva:
World Health Organization; 2001. (In Russ).] JocTtynHo no: https://
ergotherapy.ru/wp-content/uploads/2017 /05/Mezhdunarodnaya-
klassifikatsiya.pdf. Ccbinka akTMBHa Ha 23.06.2023.

2. MexgyHapogHasa  Kanaccupukaumsa  QYHKLUMOHUPOBAHMS,
OrpaHMYyeHU NU3HeAessTe/IbHOCTU M 340pOBbs (M0Has Bep-
cusi) / BcemupHass opraHvM3auns 3apaBooxpaHeHus. — CI16.:
CMNenyBaK; 2001. — 342 c. [International Classification of
Functioning, Disability and Health (Full Version). World Health
Organization. St. Petersburg: St. Petersburg Institute for Postgraduate
Medical Experts; 2001. 342 p. (In Russ).]

3. International Classification of Functioning. Disability and Health
(ICF). Geneva: World Health Organization; 2001. 303 p.

4. bynnosa T.B. MexayHapogHasa Knaccubukauunsa OyHKLKMO-
HUPOBAHUA KaK K4 K MNOHMMaHuio dunocodun peabunurta-
umn // MegnAnb. — 2013. — N 2. — C. 26-31. [Builova TV.
International Classification of Functioning as a key to understanding
the philosophy of rehabilitation. MediAl’. 2013;(2):26—31. (In Russ).]

MeHeHns MK® cneunanuctamu, ons cob60AeHUS NPUHLM-
NnoB NPeeMCTBEHHOCTM W MocneaoBaTebHOCTU NPKU nepe-
X0/[le C OAHOro 3Tana peabunauTauum Ha APYrow, M3 O4HOro
MEAMLIMHCKOro y4ypexaeHua B apyroe. [Ans 3TOro BaxHo,
4yTOObl Ha Ka)XaoMm 3aTane peabunutaumm B cucteme EMMUAC
¢ nomoulbto MK® 6bin10 3a40KYMEHTUPOBAHO, Kakne MeTo-
[bl, CpeacTBa NevyeHus U peabunutaumm MNPUMEHSUCD,
KaKoBO O6blN0 KINMHUKO-PYHKLMOHAIbHOE W MCUXONornye-
CKO€E COCTOsIHME peabuIMTMpPyeMOoro, a TakXe ero TofiepaHT-
HOCTHK K PU3UYECKUM Harpy3Kam.

1o MHEeHMIO aBTOPOB, HEOBXOAMMO NMPOBOAUTL Hay4YHYIO
paboTy, 4To6bI JoKa3aTb IPDEKTUBHOCTL NpUMeHeHns MKD
n MK®-AMN B Poccun.

BKJIAA ABTOPOB

B.B. A3eB — paboTa ¢ nutepaTtypHbIMKU UCTOYHUKaMMU,
HanucaHue cTaTbM.

[.C. PycnHoBa — KOOpAMHMpYOLWas poib, BHECEHUE
KOPPEKTUPOBOK M NPaBOK.

A.C. Be3bIMSIHHbIN — KOOPAMHMPYIOLWAs PoJib.

AUTHORS’ CONTRIBUTION

Vyacheslav V. Yazev — working with literary sources, writing.

Dina S. Rusinova — coordinating role, making
adjustments and changes.

Alexey S. Bezymyanniy — coordinating role.

UCTOYHUK ®UHAHCUPOBAHMUA
OTCyTCTBYET.

FINANCING SOURCE

Not specified.

PACKPbITUE UHTEPECOB

ABTOpPbI CTaTbM MOATBEPAMIM OTCYTCTBME KOHGDMKTA
MHTEPECOB, O KOTOPOM HEOBXOAMMO COOBLUTD.

DISCLOSURE OF INTEREST

Not declared.

ORCID

B.B. fizeB
https://orcid.org/0000-0001-9513-6557
A.C. PycuHoBa
https://orcid.org/0000-0002-1215-1872
A.C. be3bIMAHHbIN
https://orcid.org/0000-0002-3685-9111

5. MenbHukoBa E.B., bynnosa T.B., bogposa PA. wu ap.
Mcrnonb3oBaHve MexayHapoaHou KnaccubuKkauun GyHKLUMOHWUPO-
BaHua (MK®) B am6ynaTtopHOM U CTaLMOHaPHOW MEANLIMHCKOM pea-
6UNUTaALMK: MHCTPYKUMS Ans cneuvanuctoB // BecTHUK BoccTaHo-
BUTEIbHON MeanLmnHbl. — 2017. — N2 6. — C. 7-20. [Melnikova EV,
Builova TV, Bodrova RA, et al. Use of the International Classification of
Functioning (ICF) in outpatient and inpatient medical rehabilitation:
instruction for specialists. Bulletin of Rehabilitation Medicine.
2017;(6):7—-20. (In Russ).]

6. European Physical and Rehabilitation Medicine Bodies
Alliance. White Book on Physical and Rehabilitation Medicine
in Europe. Introductions, Executive Summary, and Methodology.
Eur J Phys Rehabil Med. 2018;54(2):125-321. doi: https://doi.
org/10.23736/S1973-9087.18.05143-2

7. WHO. World Report on Disability. Geneva: World Health
Organization; 2011. 350 p. Available online: https://www.who.int/
publications/i/item/9789241564182. Accessed on June 24, 2023.
8. LWoctka 4., Kopo6os M.B., LLa6po A.B. MexayHapoaHas Knac-
cupumKaums GYHKLMOHUPOBAHUSA, OrPaHUYeHUI KN3HEAEATEIbHOCTH
1 340poBbS (KpaTkas Bepcusi). — CI6.: CMN6MYBIK; 2003. — 223 ¢.
[Shostka GD, Korobov MV, Shabro AV. International Classification of



Functioning, Disability and Health (Short Version). St. Petersburg: St.
Petersburg Institute for Postgraduate Medical Experts; 2003. 223 p.
(In Russ).]

9. AyxageeB 3.M. MexpayHapoaHas Knaccudurauma OGYHKUK-
OHWPOBAHUSA, OrpaHUYEHUN MKU3HEAESTENbHOCTM W 3[0POBbS,
pekomeHaoBaHHas BO3, — HOBbIM 3Tan B pa3BUTUWM peabunuTo-
norun // KazaHckuil MeanumHCKuin xypHan. — 2007. — T. 88. —
Ne 1. — C. 5-9. [Aukhadeev El. Mezhdunarodnaya klassifikatsiya
funktsionirovaniya, ogranichenii zhiznedeyatel’nosti i zdorov'ya,
rekomendovannaya VOZ, — novyi etap v razvitii reabilitologii. Kazan
Medical Journal. 2007;88(1):5-9. (In Russ).]

10. Stucki G, Cieza A, Melvin J. The International Classification of
Functioning, Disability and Health (ICF): a unifying model for the
conceptual description of the rehabilitation strategy. J Rehabil Med.
2007;39(4):279-285.

11. Steiner WA, Ryser L, Huber E, et al. Use of the ICF model as a
clinical problem-solving tool in physical therapy and rehabilitation
medicine. Phys Ther. 2002;82(11):1098-1107.

12. Rauch A, Cieza A, Stucki G. How to apply the International
Classification of Functioning, Disability and Health (ICF) for
rehabilitation management in clinical practice. Eur J Phys Rehabil
Med. 2008;44(3):329-342.

13. Martinuzzi A, Salghetti A, Betto S, et al. The International
Classification of Functioning Disability and Health, version for children
and youth as a roadmap for projecting and programming rehabilitation
in a neuropaediatric hospital unit. J Rehabil Med. 2010;42(1):49-55.
doi: https://doi.org/10.2340/16501977-0468

14. Meucci P, Leonardi M, Sala M, et al. A survey on feasibility of
ICF-CY use to describe persisting difficulties in executing tasks and
activities of children and adolescent with disability in Italy. Disabil
Health J. 2014;7(4):433-441. doi: https://doi.org/10.1016/j.
dhjo.2014.05.006

15. Finger ME, Escorpizo R, Bostan C, De Bie R. Work Rehabilitation
Questionnaire (WORQ): development and preliminary psychometric
evidence of an ICF-based questionnaire for vocational rehabili-
tation. J Occup Rehabil. 2014;24(3):498-510. doi: https://doi.
org/10.1007/s10926-013-9485-2

16. Kwon SY, Hong SE, Kim EJ, et al. Monitoring of Functioning
Status in Subjects With Chronic Stroke in South Korea Using
WHODAS Il. Ann Rehabil Med. 2016;40(1):111-119.
doi: https://doi.org/10.5535/arm.2016.40.1.111

17. Hu HY, Chi WC, Chang KH, et al. The World Health
Organization Disability Assessment Schedule 2.0 can predict the
institutionalization of patients with stroke. Eur J Phys Rehabil Med.
2017;53(6):856-862. doi: https://doi.org/10.23736/S1973-
9087.17.04615-9

18. Linden M, Baron S, Muschalla B. Mini-ICF-APP: Mini-ICF-Rating
fur Aktivitaits- und Partizipationsbeeintra chtigungen bei psychi-
schen Erkrankungen. Rehabilitation. 2005;44:144-150.

19. Wiersma D, DeJong A, Ormel J. The Groningen Social
Disabilities Schedule: development, relationship with I.C.I.D.H., and
psychometric properties. Int J Rehabil Res. 1988;11(3):213-224.
20. How to use the ICF: A practical manual for using the International
Classification of Functioning, Disability and Health (ICF). Geneva:
World Health Organization; 2013. 127 p. Available online: https://
cdn.who.int/media/docs/default-source/classification/icf/
drafticfpracticalmanual2.pdf. Accessed on June 24, 2023.

21. International Classification of Functioning, Disability and
Health (ICF), Browse Online. Available online: https://www.who.
int/standards/classifications/international-classification-of-
functioning-disability-and-health. Accessed on June 24, 2023.

22. Sutch S. ICF illustration library. Bulletin of the World Health
Organization. 2004;82(7):550-551. Available online: https://apps.
who.int/iris/handle/10665/269197. Accessed on June 24, 2023.
23. Okochi J, Utsunomiya S, Takahashi T. Health measurement
using the ICF: test-retest reliability study of ICF codes and
qualifiers in geriatric care. Health Qual Life Outcomes. 2005;3:46.
doi: https://doi.org/10.1186/1477-7525-3-46

24. Stucki G, Cieza A, Ewert T, et al. Application of the International
Classification of Functioning, Disability and Health (ICF) in clinical
practice. Disabil Rehabil. 2002;24(5):281-282. doi: https://doi.
org/10.1080/09638280110105222

25. Nenpnep C.A., Kouy6en A.B. NpumeHeHe MexayHapoaHON Knac-
cndrKaumm GYHKLMOHUPOBAHMWS, OFPaHUYEHUI XKUBHEQEATENBHOCTH
1 300poBbs (MK®) npu okasaHMK opToneanyYecKoin cToMmaTonornye-
CKow nomoluun // BecTHuKk Poc3gpaBHags3opa. — 2014, — N2 1. —
C. 44-47. [Laidler SA, Kochubey AV. Applying the International
Classification of Functioning, Disability and Health (ICF) in prosthetic
dentistry. Vestnik Roszdravnadzora. 2014;(1):44—47. (In Russ).]
26. Kouy6er A.B., duniok C.A. AHann3 MHHOPMATUBHOCTU UCTOPUI
60/1€3HN CTOMATONOrMYECKUX OPTOMEANYECKUX NaLUEHTOB C NO3u-
MR MexayHapoaHon KnaccuduKaumm GyHKLMOHUMPOBAHKS, OrpaHu-
YEHWM XU3HeLesTeNbHOCTU U 340p0BbS // Ky6aHCKMI MeaNLIMHCKNIA
BecTHMK. — 2012. — N2 3. — C. 88-91. [Kochubey AV, Filyuk SA.
Analyses of functioning in the medical documentation used by
prosthetic dentists. Kuban Scientific Medical Bulletin. 2012;(3)88-
91. (In Russ).]

27. HukutyeHko WM., TanbsiHoB A.A. OueHKa NMHERHOM 3aBUCUMO-
CTW MeXay nokasaTensiMuM B CUCTEME OLEHOK pe3ynbraToB peabwu-
nuTauMn MHBaNWMAOB BCNEACTBME UWeMUYecKon 6onesHu cepaua,
NPOLEALINX NEPKYTAHHYIO TPaHCMIOMUHANbHYIO KOPOHapHYIO aHru-
ONMacTUKy C Y4eTOM MonoxeHun MexayHapoaHon Knaccudukaumm
DYHKLMOHWPOBAHUSA, OrFPaHUYEHWUN KU3HEAEATENbHOCTU U 340pPO0-
Bbs // [lpopunaktuyeckas u KinHmdyeckas meguumHa. — 2015. —
Ne 2. — C. 34-38. [Nikitchenko Il, Galianov AA. The evaluation of
the linear dependencebetween the indicators in assessment of
rehabilitation results of the disabled due to coronary heart disease
who underwent percutaneous transluminal coronary angioplasty
considering the provisionsof the International Classification of
Functioning, Disability and Health. Preventive and Clinical Medicine.
2015;(2):34-38. (In Russ).]

28. bogpoBa PA., AyxageeB 3.U., TuxoHoB WU.B. OnbIT npumMeHeHns
MexayHapoLHOW KnaccuduKkaunmn GyHKLMOHUPOBAHUA B OLEHKe
3PDEKTUBHOCTH peabunnTaLMm NaLMeHTOB ¢ NocneacTBUAMU Nopa-
wenusas LUHC // lNpaktndeckasa meanuymHa. — 2013. — N2 1. —
C. 98-100. [Bodrova RA, Aukhadeev El, Tikhonov IV. Xperience of
application of nternational classification of functioning in assessing
the effectiveness rehabilitation of patients with consequences of
injuries of the CNS. Practical Medicine. 2013;(1):98-100. (In Russ).]
29. boaposa PA., TuxoHos W.B. Peabunutauma nauneHToB ¢ 60/bi0
BHW3Y CMWHbI C UCNONb30BaHUEM MEXAYHAPOAHON Knaccudukaumum
dYyHKUMOHMpOoBaHUe // [lokTop.Py. — 2014. — N2 13. — C. 22-25.
[Bodrova RA, Tikhonov IV. Rehabilitation of Patients with Low-Back
Pain: Use of International Classification of Functioning. Doctor.Ru.
2014;(13):22-25. (In Russ).]

30. TuxoHoB W.B. Ontumusaumsa nporpamMm MEAULIMHCKON peabu-
nTaunu NauueHToB ¢ 60/1bl0 B HWMXHEH 4acTu CrUHbl Ha OCHO-
Be MexayHapoaHoHu Knaccupukaumm GyHKLUMOHUPOBaHMUS: AMC. ...
KaH4. med. HayK. — KasaHb; 2018. — 146 c. [Tikhonov IV.
Optimizatsiya programm meditsinskoi reabilitatsii patsientov s bol’yu
v nizhnei chasti spiny na osnove Mezhdunarodnoi klassifikatsii
funktsionirovaniya. [dissertation]. Kazan; 2018. 146 p. (In Russ).]
31. 6paeBa K.B. OueHKa ¢yHKLUMOHanbHOro cratyca 60J/1bHbIX
HEeNPOXUPYPru4ECKOro Npoguas ¢ MCroab30BaHUEM MeXayHapos-
HOWM KnaccupuKkauun QYHKLUMOHMPOBAaHMUS, OrpaHUYeHun Xu3He-
AEATeNIbHOCTM U 340p0BbS: aBToped. AUC. ... OOKT. Med. HayK. —
ActaHa; 2011. — 27 c. [lbraeva KB. Otsenka funktsional’nogo
statusa bol’'nykh neirokhirurgicheskogo profilya s ispol’zovaniem
mezhdunarodnoi klassifikatsii funktsionirovaniya, ogranichenii
zhiznedeyatel'nosti i zdorov'ya. [abstract of dissertation]. Astana;
2011. 27 p. (In Russ).]

32. KasbmuH A.M., MepmuHosa IA., YyryHoBa A.WU. lMpuknagHoe
3HaYyeHUe MexayHapoaHOM Knaccudukauun GyHKLMOHMPOBaHMS,
OrpaHUYEHUM KUIHEJEATENBLHOCTU U 310POBbS AETEN U NOAPOCTKOB
(KpaTKM 0630p NuTepaTypsbl) // KinHn4yeckas v cneyuasabHas rncu-
xonorms. — 2014. — T. 3. — N2 2. — C. 103-118. [Kaz'min AM,
Perminova GA, Chugunova Al. Prikladnoe znachenie mezhdunarodnoi
klassifikatsii funktsionirovaniya, ogranichenii zhiznedeyatel’nosti
i zdorov'ya detei i podrostkov (kratkii obzor literatury). Clinical
Psychology and Special Education. 2014;3(2):103-118. (In Russ).]
33. Wanpaes 3.3. MeguumHCK1e acneKTbl abunmtaLmm MHBaaMa0B
C BPOXXAEHHOM crmbatesibHOM KOHTPAaKTYypOH JIOKTeBOro cycrtaBa
B COYEeTaHUM C MPOAOJIbHON 3KTPOMeEnei: astoped. AuC. ... KaHA.
Mea. Hayk. — CM6.: PHUUTO um. PP. BpeaeHa; 2011. — 24 c.

PEDIATRIC PHARMACOLOGY. 2023;20(4)

1

NEAUWATPUYECKAA ®PAPMAKONIOIUSA / 2023 / TOM 20 / N2 4



FOR PEDIATRICIAN’S PRACTICE

B MPAKTUKY NEAUATPA

[Shaidaev EZ. Meditsinskie aspekty abilitatsii invalidov s vrozhdennoi
sgibatel’noi kontrakturoi loktevogo sustava v sochetanii s prodol’noi
ektromeliei. [abstract of dissertation]. St. Petersburg: Russian
Scientific Research Institute of Traumatology and Ortopedics
n.a. V.V. Vreden; 2011. 24 p. (In Russ).]

34. BonbiHey, I.B., EBntoxuHa H.H., ®dunun A.B. n ap. Hapywexwne
CTPYKTYPbl MEYEHU U BbIPAKEHHOCTb MOPTANbHOW TUMNEPTEH3UU Y
[eTen Ha ocHoBe MexayHapoAHoW KnaccudumKaumm GyHKLMOHUPO-
BaHWS, OrpaHUYEHUN KU3HeaesaTeNbHOCTU U 300poBbS // BecTHuK
Bcepoccurickoro obljectBa creLnanmcToB o MeagnKo-coumaibHom
IKCNepTU3e, peabunntaumm v peabuanTaumoHHON WHAYCTPUN. —
2014. — N° 3. — C. 49-60. [Volynets GV, Evlyukhina NN, Filin AV, et
al. Disruption of the structure of the liver and the severity of portal
hypertension in children based on the International Classification
of Functioning, Disability and Health. Vestnik Vserossiiskogo
obshchestva spetsialistov po mediko-sotsial’noi ekspertize,
reabilitatsii i reabilitatsionnoi industry. 2014;(3):49-60. (In Russ).
35. MateHT N2 2473904 C2 Poccuiickaa Peaepauma, MIMK GOIN
33/49. Crnocob OLEHKU CTeNeHu TAKECTU HapylueHun GYHKUMI
neyeHn y geten: N° 2011118508/15: 3asasn. 10.05.2011: ony6n.
27.01.2013 / AnekcaHapoB A.E., BonbiHey, I.B., MasiHckuit H.A. 1
ap. — 8 c. [Patent No. 2473904 C2 Russian Federation, IPC GO1N
33/49. Method for determining severity of compromised liver
function in children: No. 2011118508/15: declare 10.05.2011:
publ. 27.01.2013. Volynets GA, Potapov AS, Aleksandrov AE, et al.
8 p. (In Russ).]

36. CkBopuoBa T.A. O6ocHoBaHMe MHAWBUAYaAAN3MPOBaHHOM Tepa-
MMM XpoHM4YecKoro BupycHoro renatuta C y AeTei: AuUC. ... KaHA.
Mea. HayK. — M.; 2015. — 146 c. [Skvortsova TA. Obosnovanie
individualizirovannoi terapii khronicheskogo virusnogo gepatita S u
detei. [dissertation]. Moscow; 2015. 164 p. (In Russ).]

37. NateHt N? 2462177 C1 Poccuitickaa Pepepauns, MIMK
A61B 5/00. Crioco6 OLEHKM CTEeNeHU OrpaHu4eHuin Ku3Heaes-
Te/IbHOCTW y fAeTell B KaTeropuu CrocOBHOCTb K MEePEABMIKEHMIO:
Ne 2011128676/14: 3aasn. 12.07.2011: ony6n. 27.09.2012 /
BapaHoB A.A., BonbiHey I.B., Hama3oBa-bapaHoBa /1.C. u gp. —
9 c. [Patent No. 2462177 C1 Russian Federation, IPC A61B 5/00.
Method of assessing degree of life activity limitation in children in
category ability to move: No. 2011128676/14: declare 12.07.2011:
publ. 27.09.2012. Baranov AA, Volynets GV, Namazova-Baranova
LS, et al. 9 p. (In Russ).]

38. MateHT N2 2462178 C1 Poccuiickas depepaums, MIMK A61B
5/00. Crioco6 OueHKW CTeNneHU OrpaHuyeHuin XU3HeaesaTesbHO-
CTM y [€eTeil B KaTeropuu Croco6HOCTb K OOYYEHWUID W Mpume-
HeHuto 3HaHui: N° 2011128681/14: 3assn. 12.07.2011:
ony6n. 27.09.2012 / bapaHos A.A., BonbiHey [.B., Hama3sosa-
BbapaHoBa J1.C. n ap. — 12 c. [Patent No. 2462178 C1 Russian
Federation, IPC A61B 5/00. Method of estimating degree of life
activity limitations in children in category ability to learn and
apply knowledge: No. 2011128681/14: declare 12.07.2011: publ.
27.09.2012. Baranov AA, Volynets GV, Namazova-Baranova LS, et
al. 12 p. (In Russ).]

39. MarteHT N2 2462179 C1 Poccuiickas denepauus, MMNK A61B
5/00. Cnoco6 oLEeHKHU CTeneHu orpaHUYeHmi U3He[esTeNIbHOCTH Y
AeTei B Kateropum crnocobHoCTh K o6ueHnto: N° 2011128684 /14:
3aasn. 12.07.2011: ony6n. 27.09.2012 / bapaHoB AA.,
BonbiHey, I.B., Hama3oa-bapaHoBa J1.C. u gp. — 9 c. [Patent
No. 2462179 C1 Russian Federation, IPC A61B 5/00. Method of
estimating degree of life activity limitations in children in category
ability to communicate: No. 2011128684 /14: declare 12.07.2011:
publ. 27.09.2012. Baranov AA, Volynets GV, Namazova-Baranova LS,
etal. 9 p. (In Russ).]

40. MateHTN? 2462188 C1 Poccuiickas deaepaums, MIMIKA61B5/16.
Croco6 oLeHKH CTeNeHN OrpaHNYeHNi MU3HEAEeTeIbHOCTHY y AeTel B
KaTeropuu crnocobHocTb K opueHTtaymu: N° 2011128677 /14: 3aa8..
12.07.2011: ony6n. 27.09.2012 / bapaHoB A.A., BonbiHeu I.B.,
HamasoBa-baparoBa J1.C. n gp. — 8c. [Patent No. 2462188 C1
Russian Federation, IPC A61B 5/16. Method of estimating degree
of life activity limitations in children in category ability to orientate
themselves: No. 2011128677/14: declare 12.07.2011: publ.
27.09.2012. Baranov AA, Volynets GV, Namazova-Baranova LS, et al.
8 p. (In Russ).]

41. NateHTN2 2462189 C1 Poccuickasa ®eaepaumns, MMKA61B5/16.
Crioco6 oLeHKM CTENeHU OrpaHn4eHUN XN3HeAeATe/IbHOCTU y AeTeln B
KaTteropuu crnocobHoOCTb K camoobenyxmBaHmio: N© 2011128678 /14:
3ag8n.  12.07.2011: ony6n. 27.09.2012 / bapaHoB A.A.,
BonbiHew B., Hama3zosa-bapaHoBa J1.C. u gp. — 9 c. [Patent
No. 2462189 C1 Russian Federation, IPC A61B 5/16. Method of
estimating degree of life activity limitations in children in category
ability to self-service: No.2011128678/14: declare 12.07.2011:
publ. 27.09.2012. Baranov AA, Volynets GV, Namazova-Baranova LS,
etal. 9 p. (In Russ).]

42. NateHT N2 2462187 C1 Poccuiickaa depepauus, MMK A61B
5/16. Crnoco6 OLEHKU CTeneHn OrpaHUYeHu HXuaHeaesiTesb-
HOCTM y fAeTell B KaTeropuu CrioCO6HOCTb KOHTPOJIMPOBaTh CBOE
nosegeHne: N 2011123442/14: 3aasn. 09.06.2011: ony6n.
27.09.2012 / HamasoBa-bapaHoBa J1.C., BonbiHel I.B., MnbuH A.T.
M ap. — 22 c. [Patent No. 2462187 C1 Russian Federation,
IPC A61B 5/16. Method of estimating degree of life activity
limitations in children in category ability to control their behaviour:
No. 2011123442/14: declare 09.06.2011: publ. 27.09.2012.
Namazova-Baranova LS, Volynets GV, II'in AG, et al. 22 p. (In Russ).]
43. MateHT N2 2561836 C1 Poccuiickas depepaums, MMK A61B
8/08, A61B 1/273, A61B 5/00. Crioco6 onpeaeneHns crene-
HWU HapyleHUs CTPYKTYPbl MEYEHU U BbIPAXKEHHOCTU MOPTasbHOM
runepteH3un y aeter: N° 2014121508/14: 3assn. 28.05.2014:
ony6n. 10.09.2015 / HamasoBa-bapaHoBa J1.C., BonbiHeu I.B.,
EsntoxvHa H.H. n gp. — 13 c. [Patent No. 2561836 C1 Russian
Federation, IPC A61B 8/08, A61B 1/273, A61B 5/00. Method
for determining degree of structural liver damage and intensity
of portal hypertension in children: No. 2014121508/14: declare
28.05.2014: publ. 10.09.2015. Namazova-Baranova LS,
Volynets GV, Evljukhina NN, et al. 13 p. (In Russ).]

44. lWmoHunH A.A. CoBeplueHCTBOBaHUE peabuinTaLMOHHbIX MEpOo-
MPUATUI U METOAOB TPAHCAALMOHHbIX WUCCNEA0BaHUIA Mpu Lepe-
6pasibHOM MHCY/IbTE Ha OCHOBE KaaccupuKkaumn GyHKLUMOHUPO-
BaHUS U OrPaHUYEHUs] KUIHEAEATE/IbHOCTM: OWC. ... OOKT. Mef.
Hayk. — CI6.; 2019. — 462 c. [Shmonin AA. Sovershenstvovanie
reabilitatsionnykh meropriyatii i metodov translyatsionnykh
issledovanii pri tserebral’nom insul’'te na osnove Kklassifikatsii
funktsionirovaniya i ogranicheniya zhiznedeyatel’nosti. [dissertation].
St. Petersburg; 2019. 462 p. (In Russ).]

45. PernoHasbHasi MHpOPMAaLMOHHO-aHaINTUYECKass MeanUMHCKas
cuctema «[lpoMep». [Regionalnaia informatcionno-analiticheskaia
meditcinskaia sistema “ProMed”. (In Russ).] JocTtynHo no: http://
swan-it.ru/elektronnoe_zdravoohranenie/riams_promed. CcbinKa
aKTuBHa Ha 23.06.2023.

46. benosa A.H., Wenko T.E., WaknyHosa H.B., UcpaenaH HO.A.
MeanumHCKaa peabunutaums npuv AETCKOM Lepe6panbHoOM napa-
nnye: npumeHeHne MexayHapoaHon KnaccuduKauum GyHKLMOHK-
pPOBaHUS, OrpaHUYeHUN KU3HEAEATENbHOCTU U 3[40POBbSA AETEN U
NoApOCTKOB // BECTHMK BOCCTaHOBUTE/IbHON MeanLUmHbI. — 2019. —
Ne 1. — C. 2-9. [Belova AN, Sheiko GE, Shaklunova NV, Israelyan YA.
Medical rehabilitation of children with cerebral palsy: application of
the International Classification of Functioning, Disability and Health
(Children & Youth Version). Bulletin of Rehabilitation Medicine.
2019;(1):2-9. (In Russ).]

47. HedenbeBa [.J1., bogposa PA., benoycosa M.B., UrHawwuHa E.T.
MocTpoeHne nporpamm peabunutaLmMm Ha ocHoBe MexayHapoaHowm
Knaccudukaumm OYHKLMOHUPOBAHUS, OFPaHUYEHUN Ku3Heaes-
TeNbHOCTU W 340pOBbS ANA AeTer u noapocTtkoB // [eTrckas u
rnogpocTkoBas peabunutaums. — 2020. — N2 1. — C. 31-35.
[Nefedeva DL, Bodrova RA, Belousova MV, Ignashina EG. Building
rehabilitation programs based on the International Classification
of Functioning, Disability and Health: Children & Youth Version.
Detskaya i podrostkovaya reabilitatsiya. 2020;(1):31-35. (In Russ).]
48. ManbueBa M.H., MenbH1KoBa E.B., LUMoHWH A.A. v ap. BavaHue
WHPOPMMUPOBAHHOCTU NaLMeEHTa C OCTPbIM HapyLlEHWEM MO3roBOro
KpOoBOOGpaLleHUsS BO BpeMS roCnutann3aunn O Cpefe OKpYXKeHUs
Ha pa3BuUTWE NOCTUHCYNLTHOM fenpeccun // Consilium Medicum. —
2015. — N2 9. — C. 63-65. [Maltseva MN, Melnikova EV,
Shmonin AA, et al. Influence of informing patients with stroke of
environment during hospitalization for the disease post-stroke
depression. Consilium Medicum. 2015;(9):63-65. (In Russ).]



49. ManbueBa M.H., LLmoHuH A.A., E.B. MenbHnkoBa, MBaHoBa I'.E.
dproTepanus B peadbunuTauMM  HEBPOJSIOTMYECKMX NauMeH-
T0B // Consilium Medicum. — 2016. — T. 18. — N 2-1. —
C. 59-60. [Maltseva MN, Shmonin AA, Melnikova EV, Ivanova GE.
Occupational therapy for rehabilitation of neurological patients.
Consilium Medicum. 2016;18(2-1):59-60. (In Russ).]

50. ManbueBa M.H., lUmoHuH A.A., MenbH1KoBa E.B., BaHoBa I'.E.
dproTepanus. Ponb BOCCTAHOBNEHUS aKTUBHOCTW U y4acTusi B pea-
6unutaummn nauneHTtos // Consilium Medicum. — 2017. — T. 19. —
Ne 2-1. — C. 90-93. [Maltseva MN, Shmonin AA, Melnikova EV,
lvanova GE. Ergotherapy. The role of restoring activity and
participation in the rehabilitation of patients. Consilium Medicum.
2017;19(2-1):90-93. (In Russ).]

51. TapatyxvH E.O. lMauneHT-ueHTpupoBaHHasa MeauuunHa. Hosas
peanbHOCTb // PoccuicKui Kapanoaorudeckui xypHan. — 2016. —
T.21. —N29. — C. 79-83. — doi: https://doi.org/10.15829/1560-
4071-2016-9-79-83 [Taratukhin EO. Patient-centered medicine.
A new reality. Russian Journal of Cardiology. 2016;21(9):79-83. (In
Russ). doi: https://doi.org/10.15829/1560-4071-2016-9-79-83]

52. MBaHoBa [I.E., MenbHuKoBa E.B., benkun A.A. n ap. Kak opra-
HM30BaTb MEAMUMHCKYI peabunutaumio? // BecTHMK BOCCTaHo-
BUTE/IbHOM MeanumHbl, — 2018. — N2 2. — C. 2-12. [lvanova GE,
Melnikova EV, Belkin AA, et al. How to organize medical rehabilita-
tion? Bulletin of Rehabilitation Medicine. 2018;(2):2-12. (In Russ).]

WHO®OPMALIUA OB ABTOPAX / ABOUT THE AUTHORS

53. MBaHoBa I.E., benkuH A.A., bendes A.®. u ap. O noaroToBKe
KagpoB B 06/1aCTM MeAMLMHCKOW peabunuTtaumun. Bpay no ¢usu-
YecKon M peabuUnuTauMoHHOM MeauuuHe // BeCcTHMK BOCCTaHoO-
BuUTENIbHON MeanuymHbl. — 2017. — N2 2. — C. 4-9. [Ilvanova GE,
Belkin AA, Belyaev AF, et al. About preparation of staff in the field
of medical rehabilitation. Doctor on physical and rehabilitation
medicine. Bulletin of Rehabilitation Medicine. 2017;(2):4-9. (In
Russ).]

54. MeaHoBa I.E., ApoHoB [.M., benkuH A.A. 1 ap. MUNOTHBIM NPOEKT
«Pa3BuTHE cuCTEMbI MEAULIMHCKON peabunutaunn B P®» // BecTHUK
BOCCTaHOBUTE/IbHON MeauLmHbl. — 2016. — N2 2. — C. 2-6.
[lvanova GE, Aronov DM, Belkin AA, et al. The pilot project “Development
of the medical rehabilitation system in Russian Federation”. Bulletin of
Rehabilitation Medicine. 2016;(2):2-6. (In Russ).]

55. MBaHoBa I'.E., benkunH A.A., Bensie A.®. u ap. NpodeccroHanbHbIN
cTaHgapt «Bpay no ¢u3nMyeckon U peabuiMTaLMOHHOW Meanum-
He» — BeNeHWe BpeMeHu U Onuanwee Oyayuwee // BecTHuK
MBaHOBCKOM MeanLMHCKON akagemmun. — 2017, — T. 22, — N2 2. —
C. 5-8. [lvanova GE, Belkin AA, Belyaev AF, et al. Professional
standard “Doctor in physical and rehabilitative medicine” as the call
of time and the nearest future. Bulletin of the lvanovo state medical
academy. 2017;22(2):5-8. (In Russ).]

56. Bickenbach J, Cieza A, Rauch A, Stucki G. ICF CORE SETS:
manual for Clinical Practice. Toronto: Hogrefe Pub; 2012. 141 p.

Cratba noctynuna: 24.01.2023, npuHATa K neyartu: 26.06.2023
The article was submitted 24.01.2023, ion 26.06.2023

pted for publi

fizeB BayecnaB BukrtopoBu4 [Vyacheslav V. Yazev, MD]; agpec: Poccuiickaa Peaepauns, 125445, r. MockBa,
yn. CmonbHasg, 4. 55a [address: 55a Smolnaya Str., Moscow, 125445, Russian Federation]; TenedoH: +7 (499) 638-30-69;

e-mail: yazevvv@zdrav.mos.ru; eLibrary SPIN: 9149-7658

PycuHoBa JuHa CepreeBHa, K.M.H. [Dina S. Rusinova, MD, PhD]; e-mail: rusinovads@zdrav.mos.ru;

eLibrary SPIN: 8726-6132

Be3biMsAHHbIN AneKcel CepreeBuy, K.M.H. [Alexey S. Bezimyannii, MD, PhD]

PEDIATRIC PHARMACOLOGY. 2023;20(4)

NEAUWATPUYECKAA ®PAPMAKONIOIUSA / 2023 / TOM 20 / N2 4



E NEWS

HOBOCTHU

HoBoctH

https://doi.org/10.15690/pf.v20i4.2600

M) Check for updates

3ab6osieBaHue spina bifida BKNo4YeHo

B nepeyvyeHb opdpaHHbIX

enapTaMeHT MeOMLUMHCKOW MNOMOLWM AeTAM, CIYyX-

Obl POAOBCMNOMOXEHUA U O6LLECTBEHHOTO 340POBbSA
MuH3gpaBa Poccun BKouun 3aboneBaHue spina bifida
B NepeyveHb peakux (opdaHHbIX) 3a6oneBaHnin. OHO YUCAUT-
CS B CMUCKe noj HoMepoM 241, coobuiunnm B npecc-cnyxoe
6narotBopuTenbHoro poHaa «CnuHa 6uduaar.

Spina bifida — peakoe BpoOXaeHHOe 3aboneBaHue,
KOTOPO€ BO3HUKAET BHYTPUYTPOOHO. OHO BKJIlOYaET B Ce64
HECKO/IbKO GOpPM U CTEMNEHEN TAXECTH, BIAUAIOWMX HA LEeH-
TpanbHY0 HEPBHYIO CUCTEMY U DYHKLIMIO CMIMHHOIO MO3ra.
MauneHTbl co spina bifida ncnbiTbiBaloT NPO6AEMbI C MOTO-
PUKOM, 4acTo MMEIOT TPYAHOCTM C MOJIHOLLEHHOM XOAbOOM
M KOHTPOJIEM MOYEUCMYCKaHUS, a TaKKe NoABEPIKEHbI PUCKY
Cepbe3HbIX OCIOXHEHUN.

To4yHOe KoNM4ecTBO Ntofen ¢ 3aboneBaHnem spina bifida
B Poccuun HenseecTHO. TeM He meHee, doHA «CnnHa 6udunaa»
BeAEeT COGCTBEHHYIO CTaTUCTUKY, W, NO NoAcHeTaM aHaIUTH-
KOB, B CTpaHe npoxuBatoT He MeHee 1200 TaKkux nogen.
«BKtoyeHue spina bifida B cncok opdaHHbIX 3aboneBaHnm
NPU3HAHO BaXKHbIM LIATOM, KOTOPbIA NMPUHECET 3HAYUTENBHYIO
nonb3y AETSM, CTOMKHYBLWIMMCS C 3TUM Heayrom. 31O MO3BO-
JUT YBENMYUTb OCBEAOM/IEHHOCTb O 3aboneBaHun, MpUBEYb
60/blle BHUMaAHWS U NOALEPKKM, @ TakKe obecneyntb 6onee
LOCTyNHble 1 3bdEKTUBHbIE NPOrPaMMbl IeHeHUsT U peabunu-
Taumun. Tenepb Mbl MOXEM MHULIMMPOBATb CO3A@aH1e pernctpa
naumneHToB», — paccKasanu B npecc-cny6e opraHnsaLmn.
UcToyHuK: https.//gxpnews.net/2023/07/zabolevanie-
spina-bifida-vklyucheno-v-perechen-orfannyh/

FDA ono6puio HOBbIX Npenapart ANA NOAPOCTKOB
M B3POCJIbIX C TAXEJIOU 04aroBou anonevuuen

npasneHMe No CaHUTApHOMY HaA30py 3a KavyecTBOM
nuiLeBbIX NPoAyKToB 1 MeankameHToB CLUA (FDA) opo-
6puno npenapar Litfulo (putneuntnHn6) Komnanum Pfizer
ana nogen B Bo3pacTte 12 neT u cTtaplle ¢ TSXeNon ova-
roBov anoneuuen. tTo NnepBoe U eAUHCTBEHHOE fieYeHue,
opo6peHHoe FDA ans noapocTKoB (12+4) ¢ 3TUM HeLyrom.

MpuHUMaeMbI B BUae TaGNETOK OAUH pa3 B A€Hb, pUTNe-
LUMTUHUOG 9BNSIETCHA OBOMHBLIM MHIMOGUTOPOM cemencTBa Tec
TUPO3UHKMHA3 U aHyc-KMHa3bl 3 (JAK3). PekomeHayemast
[03a putneymtTMHnba coctansier 50 Mr ogMH pas B [I€Hb.

Opo6peHune 6bl/10 OCHOBAHO Ha paHee ony6JMKOBaHHbIX
B XypHane Lancet pesynbratax uccneaoBaHui, BK/OYas
uccnepgoBarHune dasbl llb/Ill ALLEGRO, B KoTopoe 6binn
BK/lOYeHbl 718 nauuveHToB B Bo3pacTe 12 neT v cTaple
c oyaroBow anoneuuen ¢ 50% yBenMyeHnem BbiNageHUs
BOJIOC Ha rofioBe, YTO U3MEPSNIOCb C MOMOLLbIO MHCTPY-
meHTa Severity of Alopecia Tool (SALT), BKAOYas nauueH-
TOB C TOTaNbHOM anorneuven (NoSHOE BbiMajeHWe BOJIOC
Ha rofioBe) U YHMBEPCabHON anoneunen (nonHoe Bbinage-
HWe BOJIOC Ha ro/I0BE, NLLE U Tene).

Y nauMeHToB B ucCneaoBaHuMM Habnwgancs TeKywun
3MNM30[ 04YaroBOW anoneuuu, KOTOpbIM Anuncs ot 6 mec
0o 10 net. OHM 6bIIM PaHAOMU3UPOBaAHbI A4S MNONyYEHUN
pUTNeUUTUHNOa oanH pas B CyTKM B go3ax 30 mr uaun 50 mr
(c nnn 6e3 04HOro MecsiLla HavyanbHOMo JIeYEeHUs ATUM npe-
napaTtom oAuH pas B CyTKM B fo3e 200 mr), putneuntuHméa
B fo3e 10 mr unv nnaue6o.

CTaTUCTUYECKM 3Ha4YMMO 60/iee BbiCOKas A0NS Nauu-
€HTOB, MONyYaBlIMX PUTIELUTUHMO B Ao3e 30 mMr n 50 mr
(c Harpy304HOW A030M Unu 6e3 Hee), nmenn 80% nnu 6onee
BO/IOCSHOrO MOKPOBa ro/IoBbl, YTO U3MEPSNOCh MO LWKane
SALT 20 nnn MeHee nocne 6 Mec ne4eHnsa No CpaBHEHUIO
¢ nnauebo. Yepes 6 mec nevyeHus cpeamn Tex, KTO MPUHK-
Man gosy 50 mr, 23% pgocturam oueHkn SALT 20 nnm meHee
Mo CPaBHEHMUIO ¢ 2% TeX, KTO NpMHUMan niauebo.

OPPEKTMBHOCTb U 6€30MacHOCTb pUTNELUTUHMOA Bbln
O[IMHAKOBbLIMU AN N1L, B Bo3pacTe 12—17 neT u B3pOChbiX,
a Hambonee 4acTbiMM NOGOYHLIMKU IDdEKTAMKU, O KOTOPbIX
cooblanocb B uccnegoBaHuu, No MeHbluen Mepe y 4%
nauMeHToB, MOojy4YaBLMX PUTNELUTUHWMO, Obln roN0BHasNA
605b (10,8%), anapesn (10%), akHe (6,2%), cbinb (5,4%) v Kpa-
nuBHuUa (4,6%).

370 BTOPOM MHrMBUTOP JAK, OQOGPEHHBIR AN NeYeHuns
o4yarosow anoneuuu, nocne 6apuuntuHnba (Olumiant), ogo-
OPEHHOr0 B MIOHE MPOLWIOro roga Ans nevyeHuss o4aroBom
anoneuuun y B3POC/bIX. PUTNEUNTUHUG ABNSETCS NEPBbIM
MHrnéutopom JAK, ogo6peHHbIM AN15 IeYEHUs AeTen B BO3-
pacTe 12 neT un cTaplie ¢ o4arosom asoneunen.

EBponenckoe areHTCTBO NO IeKapCTBEHHbIM CpeacTBam
(EMA) TaKKe NpUHAI0 3asiBKY Ha perncrpauuio putneumnTu-
HWGa B TOM XKe NONYNsALUK, N PELLIEHNE OXKMAAETCS B YeTBEpP-
TOM KBapTase 3Toro roga.

UcTo4HUK: https.//www.medscape.com/
viewarticle/993663

FDA o400pu1/I0 NepBYIO reHHYI0 Tepanuio
ANS IeYeHUs Mbille4yHou auctpoduu [lioieHHa

npaB/ieHUEM MO CaHUTAPHOMY Haa30py 3a KayecTBOM
nuweBbix NpoayKTos 1 MeankameHtoB CLUA (FDA) ogo-
6peH npenapat reHHoW Tepanuu Ang nevyeHns AetTen B BO3-

pacTte oT 4 o 5 neT ¢ MbiweyHon auctpoduen [dioleHHa
(MAA4) c noaTBepKaAeHHOM MyTaumen B reHe DMD, KoTopble
MOFYT XO4UTb.



BONbLWMHCTBO COBPEMEHHbBIX MOAX0A0B K nevyenunto M4/
HanpaBneHbl Ha YyCTpaHeHWe CUMNTOMOB 3aboseBaHus,
a He Ha ero OCHOBHYIO FTEHETUYECKYIO MPUYKHY.

OpnobpeHHbIn npenapaT — Elevidys (aenaHgucTporeH
MOKCenapBOBEK) — npeacTaBnseT coO60M PEKOMOUHAHTHYIO
reHHyto Tepanuio. Jns goctaBkuM GYHKLMOHANbHOW KOMuK
LleNieBoro reHa, noj KOHTPOSIEM KOTOPOro CUHTE3MpyeTcs
YKOpOYeHHas dpopmMa anctpoduHa, MCnonb3yeTcs aeHoacco-
LMMpoBaHHbIM BMpYC. MpenapaT BBOAAT OAHOKPATHO BHYTPU-
BEHHO, YTO NPMBOAMT K BbIpabOTKe MUKpoAMCTpOodUMHa. Benok
MUKPOAUCTPODUH HeobxoamMM naumeHTam ¢ ML, NOCKONbKyY
MX OPraHM3Mm cam ero He BbipabaTtbiBaeT. HegocTtatoK 6enka
NPUBOAMUT K NPOrpeccupytoLLen notepe MbllleYHON CUbI.

Elevidys 6b11 0406peH NO YCKOPEHHOW CXxeme, KoTopas
NPUMEHSETCS B OTHOLEHWM NpenapaToB, NpeAHa3HavYeHHbIX
ANS NIeYEeHMUs Cepbe3HbIX MM OMacHbIX AN KU3HK 3abone-
BaHWW C HEYAOBIETBOPEHHON MEAULIMHCKON NOTPEOHOCThIO.
Opob6peHne OCHOBAHO Ha AaHHbLIX PaHAOMM3UPOBAHHOIO
KJIMHWUYECKOro nccneaoBaHus, B Xoae KOToporo 6bii1o ycTa-
HOBNEHO, YTO NMpenapart YBeNMYnBaeT IKCMPECCUIO MUKPO-
avcTpoduHa y nuu B Bo3pacte oT 4 go 5 net ¢ MAJ. FDA
NPULNO K BbiBOAY, YTO 3Ta CypporatHas KOHe4yHas TouKa
C AOCTATOYHOW BEPOSATHOCTbIO MOXKET NMpefcKa3biBaTb Kn-
HUYEeCKY!o NoNb3y NpenapaTa.

[MaBHbIM NPOTMBOMOKa3aHWEM A/ NPUMEHEHNS Npena-
pata ABNATCS Hann4mMe geneumnn aK3oHa 8 n/mnun sk3oHa 9
B reHe DMD, a TaKe BbICOKME TUTPbl NPeAcyLLEeCTBY LW MX
aHTUTEN NpoTmne BeKkTopa AAV rh74.

HecMoOTpsi Ha HEKOTOPbIE COMHEHUS B OTHOLUEHUWU Mpe-
napata co cTtopoHbl FDA, areHTCTBO mocnegoBsano pelle-
HUIO KOHCYNbTATUBHOIO KOMUTETA, KOTOPbIA NPOroaocoBan
B NOAAEPKKY Tepanuu (8 «3a» n 6 «npoTuB»). COMHEHUs Tex,
KTO ronocoBan NpoTuB ogobpeHus npenaparta, o6ycnosne-
Hbl A@HHbIMWU KIMHWYECKMX MCCiefoBaHWiA MO MoBOaY €ro
6e3onacHocTu. Tak, y 13 n3 85 ucnbiTyeMbix 3adrKCupo-
BaHbl cepbe3Hble N060YHbIE 3PPEKThI, OAHAKO 3TO HE CTa-
10 NOBOAOM ANs MNpeKpaleHus Tepanun nMbo NpUYMHOM
CMepTH.

KomnaHnua Sarepta nposoaut ¢dasy Il KAMHUYECKMX
uccnegoBaHMn Ha 126 nauyueHTax Ana NOATBEPXKAEHUS
3bdEeKTMBHOCTN Npenapata M AOMKHa MoKasaTb pe3ynb-
TaTbl K KOHUY 2023 . B cnyyae nonouTenbHOro ucxoaa
nccnenoBaHue cTaHeT NOBOAOM ANS MONYYEHUSA TPAAULMOH-
Horo ogo6pexus ot FDA.

UcToyHuK: https:;//pharm.reviews/novosti/novosti-
meditsiny/item/8495-v-ssha-odobrena-gennaya-terapiya-
myshechnoj-distrofii-dyushenna-u-detej-4-5-let
https://www.medscape.com/s/viewarticle/993572

NMpenapaTt An9 BOCNOJIHEHUSA HEXBATKHU
ropMoHa pocTta nosay4un ogoo6peHue B CLUA

npaBieHMe No CaHWTapHOMY HaA30py 3a KayecTBOM

nULLEBbIX NPOAYKTOB U MeankameHToB CLUA (FDA) ogo-
6puno npenapaT Ngenla (comaTporoH) ot KomnaHun Pfizer
ana nedeHus geduuuta ropMoHa pocTa y AeTen, paspa-
60TaHHbIN coBMecTHO ¢ OPKO Health. MHbekuun Ngenla
paspelleHbl K NMPUMEHEHUIO Yy AeTeW B Bo3pacTe Tpex aeT
u ctapue. lNMpenapat HEO6XOAMMO BBOAUTb EXXEHEAENbHO.

Oednumnt ropmoHa pocta — peaKoe 3aboneBaHne, KOTopoe
BCTpeyvaeTcs y oaHoro u3 3,5-10 ThiC. AeTEN M XapaKTepu3yeT-
€Sl HEJOCTATOYHOW CEKpeLMer ropMoHa pPocTa, YTo NPUBOAUT
K 04eHb HM3KOMY POCTY BO B3POCNOM BO3pacTe U 3afeprKe
NoJSIOBOro CO3PEBAHMS B ClyHae OTCYTCTBUS IeHEHUS.

B TeyeHne MHOrmnx neT ctaHAapToM Jie4eHUs BblIn exe-
OHEBHbIE MHBEKLMM FOPMOHA pPOCTa, HO B NnocneaHue rogbl

GapmMnNpon3BOAUTENN COCPESOTOYUINCE Ha NleYeHnn 3a6o-
ieBaHMa npenapaTtaMn ONUTENbHOrO AenctBus. B xope
nccnenosaHui Ngenla nokasan Takyto e 3aQPEKTUBHOCTb,
KaK 1 ropMoH pocTta Genotropin (Pfizer), npegHa3Ha4yeHHbIN
L1151 eXXeJHEBHOI 0 NMPUMEHEHMS.

Mpenapat Ngenla yxxe ogo6peH Ans AeTen B pa3Hblx
CTpaHax, BKAto4asa KaHagy, AnoHWio W cTpaHbl EBponbl.
C BbIxogoM Ha pbiHOK CLUA paspab6oTka Pfizer 6yaeTt KoOH-
KypupoBaTtb ¢ Skytrofa (noHanercomatponuH) oT Ascendis
Pharma un Sogroya (comanauutaH) oT Novo Nordisk, npume-
HAEMbIMU aHaNOrM4yHO — pas B Hejento.

McTouHuK: https.//gxpnews.net/2023/06/preparat-
pfizer-dlya-vospolneniya-nehvatki-gormona-rosta-poluchil-
odobrenie-v-ssha/
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FROM THE UNION OF PEDIATRICIANS OF RUSSIA

WH®OPMALIUA COIO3A NEAUATPOB POCCUU

Uudopmauuna Coro3a neguartp

M) Check for updates

https://doi.org/10.15690/pf.v20i4.2581

Te3Uucbl KOHKypca M0OJ104bIX YYE€HbIX

3-5 mapta 2023 . B . MocKBe ¢ orpoMHbIM ycriexom npotesn XXIV KoHrpecc negnatpoB Poccumn
C MEeXXAYHapoAHbIM y4acTUeEM «AKTyaslbHble MPo6aeMbl neanaTpumn», nocBsleHHbn 150-1etmno co
AHA poXAeHus Bblgarolierocs oteyectBeHHoro neguartpa ILH. CnepaHcKoro. B pamkax KoHrpecca
COCTOSJICSl YXKe CTaBLUMI Tpaauumen KOHKypC Hay4YHbIX paboT MOJI0AbIX Y4EHbIX, B KOTOPOM IMPUHSI
y4yactue 51 yenoBeK (CTyAEHTbI, OPANHATOPbI, aCAUPaHTbl, aCCUCTEHTbI, Hay4YHbIE€ COTPYAHUKN, BPa4M)
13 15 ropoaos Poccum (Bcero nogaHo 42 3aaBKu). [peactaBrisieM BalleMy BHUMaHMIO TE3UChI, MOCTY-

MUBLUXE OT MOJIOAbIX y4EeHbIX B OprKoMuTeT KoHrpecca, B TOM YMciie 3aHsBLUME [TPU30BbIe MecTa.

1-e mecToO

NPEAUKTUBHAA MOJEJIb PACYETA PUCKA PA3BUTUA ATNIETUHMECKOM TPUALbI»

Y IOHbIX BAJIEPUH

PycTtaHoBa [lapbsi PadpuKoBHaA, accucTeHT Kadeapbl akylwepcTsa n rmHeKonormn MHCTUTyTa neguatpum
®rb0y BO «CamapcKuit rocyaapcTBEeHHbIN MeANUMHCKUI yHuBepcuteT MuHaapaBa Poccun,

Camapa, Poccurickaa ®egepauyms

Hay4Hbi pykoBoauTens: XupHos Butanumm AnekcaHgposuy, 4.M.H., npodeccop

AKTyanbHOCTb. BO/bWKWHCTBO 3ab60neBaHW B3POCIbIX
6epeT Havyano B IETCKOM BO3pacTe — MHTEHCHBHbIE Harpys-
KW, XeCTKne TpeboBaHMA K BHEWHEeMY BMUAY IOHbIX Gane-
PUH HaKaAblBAOTCA Ha HEXHbIM NMOAPOCTKOBbIV Nepuoa.
3aKknagbiBaloTCs NPEeAnOChIIKM K Pa3BUTULO «aTneTUYeCcKomn
Tpuagbl» (AT).

Llenb uccnegoBaHua. BoiiBneHne npeanKTtopoB coma-
TUYECKOM WM PEenpoayKTMBHOM MaToNOrMuM y AEeBOYEK, Npo-
deccrmoHanbHO 3aHMMaloWmxcs 6aneTom, u CocTaBfieHME
MOJENn pacyeta pPUCKa PasBUTUS «aT/eTUYEeCKOM Tpualbl»
Y IOHbIX 6GanepuH.

MaumeHTbl U MeTOAbI. [IPOBEAEHO aHOHUMHOE aHKETK-
poBaHune 120 yyeHul, npodpeccrmoHas bHbIX 6aNeTHbIX WKON
B Bo3pacTe oT 13 go 18 net. Bce nonyyeHHble gaHHble Oblan
3aKoaMpoBaHbl. Ha MXx OCHOBaHWM MOCTpPOEHa NPeauKTUB-
Has Modenb ¢ nomouibio anroputMa XGBoost-Classifier,
A3blK NporpamMmmupoBaHua — Python. Han6onee Koppenu-
pyowme ¢ AT JaHHble NernvM B OCHOBY KallbKy/liTopa pUCKa.

Pe3ynbrat uccnepoBaHus. 10 N3BJAEYEHHON M3 UCXOA-
Horo danna MHGopPMaLLMM NoyYeHbl AaHHble 06 MHAEKCEe Mac-
cbl Tena (MMT), paumoHe NuTaHus, BO3pacTe, MHTEHCUBHOCTHU
Harpy3oK, BO3pacTe MeHapxe, HapyLeHUN MEeHCTpyasbHOro
umkna (HML) n Hannuumn B aHamHe3se y 120 geBo4yeK cTpec-
COBbIX NepenoMoB. CpeaHui BO3pacT UccineayeMbiX COCTaBu
15 + 1,2 ropa, cpegHun UMT — 16,8 = 0,4. [lona AeBOYEK,

2-e mecTO

UMeloLWMX AN CBOEro Bo3pacta HopmanbHbiM UMT, cocta-
Buna Bcero 5%, 80% npuaeprmBatoTcs pasMYHbIX AMET.
Y 41% vccnegyembix UMENUCh AaHHbIE O 3afepPKKe MoN0BOro
pasButms. o TennoBOM KapTe Koppensuun, oTparkatollen,
HaCKOMIbKO OfMH MNPU3HAK JIMHEMHO 3aBUCUM OT APYroro,
oTMeYeHa Hanbonbluas B3aumocBs3b mexay MMT u notepen
CO3HaHUS BO Bpems TpeHupoBoK (—0,35), HML, n Konuye-
CTBOM 4acoB, NMOTPaYeHHbIX Ha NpodecCcHoHanbHble 3aHATUS
(-0,31), B0O3pacToM MeHapxe U Hanu4Ynem nepesioMoB B Nepu-
o4 3aHaTun 6anetom (0,17), UMT u Bo3pacToM MeHapxe
(0,15). MocTpoeHHass Ha ocHoBaHWK XGBoost-Classifier npe-
OWKTMBHAaa MoAeNlb pacyeTa pucka passutusa AT 6biia npo-
BepeHa Npu NoMoLM ABYX METPUK KadecTBa: Roc-Auc (kpuBas
ownboK) — 0,9; Accuracy (ToyHocTb) — 0,83.

3aKnwuyeHune. 95% pgeBoyeK-6asepuH UMEKT Hepao-
CTaTOYHYO M KPUTMYECKM HEeJOoCTaToYHyt Maccy Tena
ons ceoero Bo3pacTta. 80% AeBOYEK MpuUaepKuBaloTCs
AWeTbl NS NOAAEPKaHUSA Macchl Tena B HY)KHOM Auanas3oHe.
41% wccnegyemblx UMeeT AaHHble 3a 3adepyKKy NoaoBOro
pPa3BUTUS U HapYLLEHUS MEHCTpyanbHOro uukna. Metpuka
OUEHKM NpeanKTuBHOM Modenn Roc-Auc paBHa 0,9, 4yto gaet
BO3MOMXHOCTb OLEHUTb BEPOSTHOCTb Pa3BuTMa AT y tOHbIX
6anepmnH AOCTaTO4HO BbICOKO. OAHaKo Heo6XxoAMMO Mpo-
[OOJIKEHWE uccneaoBaHns Ans nosblweHns ToyHocTH (0,83)
NPeaANKTUBHOM MOAENN.

B/IUAHUE NAHAEMWUU KOPOHABUPYCHOW UHOEKLIMU HA COCTOSAHUE
HOBOPOXAEHHbLIX B 3ABUCUMOCTU OT COVID-CTATYCA MATEPM:

PETPOCNEKTUBHOE UCC/IEAOBAHUE

HasapbsiH AHacTacus AWIOTOBHA, CTyEHTKa

®re0Y BO «KybaHCKuWi rocyaapCTBEHHbIN MEAULIMHCKMIA yHMBepceuTeT MuH3apasa Poccuu,

KpacHoaap, Poccuiickas ®enepaums

HayuHblit pykoBoauTesb: CyToBcKas uaHa BnagummnpoBHa, K.M.H., AOLEHT

AKTyanbHocTb. COVID-19 ocTaetcs aKTyalbHOW Mpo-
61emMon B negnaTpuyeckomn npaxktuke. BnnaHune SARS-CoV-2
Ha BHYTPUYTPOGHOE pas3BWUTME M COCTOSTHUE HOBOPOXKAEH-
HOrO 40 KOHLA HE U3Y4YEeHO W BbI3bIBAET MHTEPEC HAYyYHOrO
coobulecTBa.

Llenb uccnegoBanusa. N3y4ntb BansaHune COVID-cTatyca
MaTepu Ha COCTOSAHWE HOBOPOXK/AEHHbIX.

MauyueHTbl M meToAabl. [IpoOBEAEH PETPOCMNEKTUBHBIN
aHann3 MeauLMHCKUX KapT 489 HOBOPOXAEHHbIX, HAXOAUB-
lwmxcs ¢ gaHBapsa 2021 no man 2022 r. B poaunbHom gome N2 4



r. KpacHogapa. OcHoBHas rpynna — 226 geTtemn, POXAEHHbIX
oT maTepen, SARS-CoV-2-MO3UTUBHbLIX Ha MOMEHT PO/OB,
BTOpas rpynna — 165 pgeten, poauBLUMXCA OT MaTepewn,
nepeHecwmx SARS-CoV-2 B nepuos 6epeMeHHOCTH, rpynna
KOHTPONIS — 163 HOBOPOMXKAEHHbIX OT MaTepPen, He MMEIOLLMX
B aHaMHe3e SARS-CoV-2 Bo Bpems 6€peMEHHOCTH 1 POAOB.

Pe3ynbtat uccnepoBaHua. Bupyc SARS-CoV-2 6bin
BblaeneH y 96 (42%) neten, poxaeHHbIx oT ML P-no3nTUBHbIX
MaTepen Ha MOMEHT POJIOB: U3 HUX 64% AeTen MMenu CuMm-
NTOMbl PECNMPATOPHON MHOEKUMK, Y 36% Obina AUarHocTu-
poBaHa MHEBMOHMS. [pexaeBpemMeHHble pPoabl AOCTOBEPHO
Yaule pernctpupoBanucb B 1-1 (29%) u Bo 2-1 (21%) rpynnax
B CpPaBHEHUU C KOHTPONbHOM (13%), 3HAYMMbIX Pa3INYUR
mMexay 1-n u 2-i rpynnamum He ycTaHoBeHo. [pu aTom B 1-#
rpynne pogbl Ha 32—-34-1 Hep rectauuu perncTpupoBanmcb
Yalle (B CpaBHEHWW co 2-# 1 rpynnomn KouTtpons, p = 0,00021,
p = 0,0052). MNpwu oueHke no wrane APGAR HOBOPOXKAEHHbIE

2-e mecTo

1-1 rpynnbl UMenn Gonee TSXKENOoe COCTOsiHUE B CpaBHe-
HUW C KOHTPONbHOM Kak Ha 1-1 (p = 0,00067), TaK 1 Ha 5-1
MUH (p = 0,000632), N0 CpaBHEHMIO CO 2-W TPynnon 3Ha-
YAMbIX OT/IMYMIA HE YCTaHOBJEHO. BpoxaeHHass MHEBMOHUS
¢ 60nblIeN YacTOTOM BCTpeYanach Cpeam naumeHToB 1-v 1 2-1
rpynn (p = 0,001276) OTHOCUTENbHO KOHTPONSA, MPK 3TOM AETH
13 1-1 rpynnbl Yalle HyXKAanncb B peCnmMpaTopHOM NoAAEpKKe
B CPaBHEHWM CO 2-M 1 KOHTPObHOM rpynnamu (p = 0,00112).

3aknwuyeHnune. Bupyc SARS-CoV-2 BepuduumnpoBaH
y 42% peten, poxAeHHbIX OT MaTepew ¢ NONoXKuUTeNbHbIM MMLP
Ha MOMEHT POAIOB, MPU 3TOM Y KaXKA0ro TpETbEero 3a6osieBaHue
COMpOBOXKAaN0oCh pa3BUTUEM MHEBMOHUWU. KOpoHaBUpycHas
MHbeKUMA, He3aBrucumo ot COVID-cTaTyca maTtepu, aBnseTcs
}aKToOpOM pUCKa NPEeXAEBPEMEHHbIX POAOB, BPOMXAEHHOM
NMHEBMOHUU U acPUKcuu. MoantneHblin COVID-cTaTyc matepu
1N HOBOPOX/IEHHOIO aCCOLIMMPYIOT C MOBbILIEHHOW NOTPEBHO-
CTblO B PECNUPATOPHON MNOAAEPIKKE.

K/IMHUKO-3MUAEMUOJIOTMYECKARA XAPAKTEPUCTUKA MULLEBOU AJNINTIEPTUU
Y AETEU PAHHEIO BO3PACTA U POJIb MUKPOBUOTUYECKUX PAKTOPOB

B EE ®OPMUPOBAHUM

NMpokonbeBa Banepusa AMUTpUEBHA, acCUCTEHT Kadeapbl GaKyNbTETCKON NeauaTpumn ¢ Kypcom AETCKUX
60ne3Hen neyebHoro dakynbTeTa, Bpay-negmatp AETCKON KNMHUKKN Celr MY
®rb0Y BO «Cubupckui rocyaapCTBEHHbIN MeAULIMHCKUIA yHuBepcutTeT» MuH3apaBa Poccuu,

Tomck, Poccuiickasn ®eaepauyms

HayuHbIi pykoBoauTenb: ®egopoBa Onbra CepreeBHa, A.M.H.

AKTyanbHOCTb. [l0 OaHHbIM MWPOBOW CTaATUCTUKMK,
B nocnegHve AecaTunetTus oTMedvaeTcs poCT pacnpocTtpa-
HeHHoCTU nuweBon annepruu (MA). ABnseTca akTyaibHbIM
N3y4yeHMEe PONN KULLEYHON MUKPOOBMOTbI B GOPMUPOBAHUK
UMMYHHOM TONEPaHTHOCTHM K NULLEBbLIM aniepreHam.

Llenb uccnepoBaHus. YCTaHOBUTb KJIMHUKO-3MUAEMMO-
JIOTMYECKYIO XapaKTEPUCTUKY MULLEBOW annepruv y aeten
paHHero Bo3pacTta M pojib MUKPOOMOTMYECKMX COOOLLECTB
B ee GOpMMpPOBaHMM.

MauuneHTbl U mMeToAbl. BbinoNHEHO MPOCNEKTUBHOE
KOropTHOE wuccnegoBaHWe C yyacTMeM fAeTen ¢ OTaro-
LWEHHbIM annepronorMieckuMm aHamHesoM (Bbl6opka 1,
n = 150) n 6e3 TakoBoro (Bbi6opKa 2, n = 80) (rpaHT PH®
N2 22-25-00741). MNMpocneKTuBHOe HabIOAeHUe: C POXK-
neHns go 12 mec. lNpoBeaeHbl OUEHKa YyPOBHSA chneuu-
dunyeckoro IgE K nuuweBbIM anfepreHam BCEM [eTaMm
B 12 wmec, wuccnefoBaHMe MUKPOOMOTbI KULWIEYHUKaA.
CekBeHunpoBaHue no ¢parmeHty V4 16S pPHK (lllumina
MiSeq). Ctatuctnyeckum aHanuns: R.

Pe3ynbTtat uccnegoBaHua. PacnpocTpaHeHHOCTb Noj-
TBEpKAeHHOM NA B Bo3pacTe 12 mec B Bbi6opKke 1 — 25%,
Bbl6bOpKe 2 — 12,9% (OR 5,8, CI 5,7-19,9, p < 0,05). [MA npo-
ABASAach B BUAe atonnyeckoro aepmatuta (100%), y ogHoro

3-e mecTo

M3 y4aCTHWKOB WCCNEeAOBaHMUS TaKKe AMarHoCTMpoBaHa
OOKYMEHTaNnbHO MOATBEPXKAEHHas OGpOoHXxManbHas acTma
(11,1%). Beaywme annepreHbl: KypuHoe anuo (20,4%), 6enok
KopoBbero mosioka (18%), apaxuc (7,2%), nweHuua (3,6%).
CumnTtoMmbl A accoummnpoBaHbl CO CHUXEHWEM MNpeacTaB-
JNleHHOCTH GaKkTepuin cemencTs Alcaligenaceae (p = 0,001)
n Pseudomonadaceae (p = 0,04), a Takke 6aKkTepui BUaa
Achromobacter spanius (p = 0,008). YcTaHOBNEHa accouMa-
LmMs Mexay passutmem cumntomoB MNA 1 B-pasHoobpasmnem
MUWKPOGMOTbI KUleyHoro Tpakta (R2 = 0,01, p = 0,04).
Y netewn, poxAEeHHbIX NyTEM KecapeBa CeYeHMs, KulleYyHas
MUKPOBMOTa XapaKTePM3yeTcs MEHbLMM BUAOBbLIM Pa3HO-
obpasunem 6akTepui, yennderHunem Clostridiaceae (p = 0,03)
U CHUXeHneM Bacteroidaceae (p = 0,007).

3aKknoyeHue. Y geten ¢ cumntomamu A npodunb
MWKPOOGUOTLI CMelLaeTcss B CTOPOHY CHWXXeHWs npea-
CTaB/IEHHOCTU YC/IOBHO-MATOrEHHbIX MWKPOOPraHM3MOB,
4TO MPUBOAMT K HapylweHuto GapbepHOn OYHKLWUKU Keny-
[OYHO-KMLLEYHOro TpaKTa U BO3MOXHOW JalibHENLIEN CEH-
cnbunusaunn opraHuama. onyyeHHble pesynbTaTbl MOTyT
6bITb MCMONb30BaHbl AN9 pPa3paboTKM HOBbIX TEXHONOMUM
NPEBEHTUBHbIX MepP, BKIOYAIOLWNX KOPPEKLMIO KULLIEYHOM
MWKPOGKNOTLI y A€TEN paHHero Bo3pacTa.

AHANTU3 CBOEBPEMEHHOCTU BAKUMHALWUKU Y AETEN

KupskoBa Mapraputa AneKcaHApOBHa, CTyAeHTKa 6-ro Kypca ie4ebHoro dakynoreta,
byxaHuoBa EneHa CepreeBHa, opanHatop 2-ro roga oby4yeHuns Kadeapbl MHOEKLUMOHHbIX 601€3HEN

y AeTen neanaTpuyecKkoro dakynsreta

®raAoy BO PHUMY wum. H.N. MNMuporosa MuHaapasa Poccumn, MockBa, Poccuiickast ®epeparms

Hay4Hbi pykoBoauTenb: PTuues Anekcen FOpbeBuY, K.M.H.

AKTyanbHoOCTb. Llenn no nukeBuaaunn MHPEKLMOHHbIX
60ne3Hen He MOryT ObiTb AOCTUIHYTbl 6€3 obecrneyeHuns
M NoAAEpPKaHUS BbICOKOrO OxBaTa BaKUWHaLWeW LETCKO-

ro HaceneHus. BaxHon npobnemon ocTaeTcs HapyleHue
CPOKOB MMMYHM3aLMK, YTO TpebyeT yCTaHOBMEHNUS MPUYUH
[LlaHHOM cUTyaLuu.
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FROM THE UNION OF PEDIATRICIANS OF RUSSIA

WH®OPMALIUA COIO3A NEAUATPOB POCCUU

Llenb uccnepoBaHus. YCTaHOBUTL M NpoaHanu3upo-
BaTb OCHOBHbIE MPUYMHbI HapylweHna rpadmKa BaKkLMHaL MK
1M 060CHOB@HHOCTb MEAMLMHCKUX OTBOAOB Y AeTel Ha nep-
BOM rofy XW3HMU.

MauuneHTbl U MeToAbl. OlHOMOMEHTHOE PETPOCTNEKTUB-
Hoe uccnefoBaHne NpoBeaeHo Ha 6ase KL, Mopo3oBcKowm
ArKB. B BbIGOPKY 6bl1M BKAOYEHBI BCE AeTU 3 MOCKOBCKOWM
obnactn B Bo3pacTe oT 1 Jo 7 Mec 29 AHeW, NPOXOAuB-
WKne napannenbHoe HabnaeHne. CO60p AaHHbIX MPOBOAUII-
cs nyteM 06paboTKM KapT NpoduUIaKTUHECKUX NPUBUBOK
(d. 063/y) n KapT pa3BuTusa peberka (. 112/y). bbiaun npo-
aHann3npoBaHbl COOTBETCTBUE DAKTUHECKU MPOBEAEHHOM
UMMYHU3aLKUK CPOKaM, pernameHTUpoBaHHbIM [puKkasom
MwuH3gpasa Poccumn N2 1122H, 1 NpUYUHBI HECBOEBPEMEH-
HOCTW BaKuMHaUUH.

Pe3ynbtat uccneposaHus. [poBeaeH aHanu3 KapT
72 peten: 1 mec — 1 mec 29 gHen (n = 7) — 1-q9 rpynna
(hanee — rp.), 2 Mec — 2 mec 29 gHen (n = 12) — 2-9 rp.,
3 mec — 3 mec 29 ¢yT (n = 24) — 3-a rp., 4 mec — 5 mec
29 gHen (n =16) — 4 rp., 6 mec — 7 Mec 29 gHen (n = 15) —
5-arp.

2 U3 7 peten 1-n rp. 6bM NPUBUTLI CBOEBPEMEHHO.
OTKa3 oT BaKuuHaumm — y 1 pebeHKa, y ocTalbHbIX —
«JIOXKHble» MeAULUHCKME OTBOAbl U TOJIbKO B OTHOLIEHUU
NPVWBMBKKU NPOTUB renatuta B. Mpy 3TOM A€TH C J10XKHbIMU»

3-e mecTo

oTBOJlamMu GblIM MPUBUTLI CBOEBPEMEHHO NPOTUB TYGEPKY-
nesa. Bo 2-v rp. 3 us 12 geten 6b11n NPUBUTLI, BEAYLLEN
NPUYNHOW OTCYTCTBMUS BaKuMHauuu 6bliv HEOBOCHOBAH-
Hble MeAWMUMHCKME oTBOoAbl (N = 6), y 3 3aduKcupoBaH
OTKa3. [lons cBOEBPEMEHHO NPUBUTLIX AeTen 3-i rp. 6blaa
HU3KOMN (12,5%), ToNbKO B 2 cny4asix NpuUynHa — OTKas.
MpuynHammn HecBOEBPEMEHHOM BaKUMHauuK y 19 peten
O6blM MeOULUMHCKME 0TBOAbl. HM oanH pebeHoK B 4-1 rp.
He Obl1 NPUMBUT NO rpaduKy, TONbKO y 1 3TO CBA3aHO
Cc oTKa3om. OCHOBHas 4acTb MEeAMLMHCKUX OTBOAOB Oblna
o6ocHoBaHa. B 5-1 rp. 2 ns 15 peten umenu Bo3pacTHbie
BaKUMHaUWK, y 2 3aJOKYMEHTMpPOBaH 0TKa3. OCHOBHbIMM
NPUYNHAMU MEANLIMHCKMUX OTBOAOB Obl/IM COCTOSIHUS NEepU-
0/la HOBOPOXAEHHOCTH.

3akniovyeHune. HeceoeBpeMeHHasa BakLMHaLUMA ocTaeT-
CSl CyLLEeCTBEHHON Npo6neMon, NPensaTCTBYIOWEN AOCTUKE-
HWIO BbICOKOIO OXBaTa UMMYyHM3auuen cpean geten. Hawe
nccnefoBaHue NoKasbiBaeT, YTO OTKa3 poauTenei oT npo-
OUIaKTUYECKUX NPUBUBOK MMEET MeCTo ToNbKOo B 12,5%
(9 u3 72 peten). bonbwasa A0ONA «WIOXKHbIX» MEAMLMHCKUX
OTBO/IOB 3adMKCUpOBaHa B MNepuo]i HOBOPOXK/AEHHOCTH,
npexae Bcero B OTHOLWEHWW BaKUMHALMKM NPOTUB renatu-
Ta B, 4TO NPUBOAMUT K cMelleHUIo rpadmnKka MMMYHU3aLIUK
M B NOCNeAyLlWeM K HECBOEBPEMEHHOMY Havyany BaKLMHa-
LMW1 NPOTUB MHEBMOKOKKOBOW MHMEKLINN.

TAKCOHOMWYECKWUX COCTAB U NPEACKA3AHHbIE METABOJIMMECKUE
®YHKLMUN B KWWWEYHbIX MUKPOBUOLIEHO3AX Y NOAPOCTKOB
C OXXMPEHUEM U HOPMAJIbHOU MACCOM TEJIA

KnumeHko EnusaBeta CtaHucnaBoBHa

OrBHY «Hay4HbI# LieHTp Npo6aem 340P0Bbs CEMbMU U PENPOAYKLMM HEOBEKA»,

UpKyTCK, Poccuiickas ®eaepauus

PykoBoguTtenb: PoiykoBa JTlo60Bb BraguMnpoBHa, 4.M.H., npodeccop, YneH-KoppecnoHaeHT PAH

AKTyanbHOCTb. 3a GOpMUPOBaAHMUE U PA3BUTUE OXKM-
peHMS OTBEYAlOT MHOXECTBO GaKTOpOB, BK/OYasA reHeTu-
4yecKue, cpefoBble, COLManbHO-9KOHOMUYECKME W MoBe-
neHvyeckue. OgHMM M3 TakMX PaKTOPOB TaKKe MOXET ObiTb
COCTOSIHUE MUKPOOMOLEHO3a KUleYHUKa U ero metabonu-
YeCKUM noTeHuman.

Llenb uccnegoBaHua. OnvcaHve TaKCOHOMMYECKOro
cocTaBa KUWEYHOM MUKPOOUOTBHI M ee MNoTeHLUWansbHOro
MeTabonMyecKoro nNpoduna y noapoCTKOB C OXUPEHUEM
M HOpMaNbHOM Maccou Tena.

MauyueHTbl U MeToAbl. Viccneayemylo BblIGOPKY cocTa-
Bunn 40 nogpocTKOB B Bo3pacTe 11-17 neT ¢ OXMpPEHUEM
(n = 18) n HopManbHOM Maccou Tena (n = 22), HanpaBfeH-
Hble Ans obcneaoBaHua B KAMHWKY PIBHY «HL, NM3CPY»
(r. UpKyTCcK). O6pa3supbl deKanum, rnojsyvyeHHble OoT NauueH-
TOB, o6pabaTtbiBann COrfacHO cCTaHAapTHbIM oOnepaumoH-
HbIM npoueaypam npoekTa «MexayHapoaHble cTaHgapThbl
MWKpobunoma 4venoseka» (International Human Microbiome
Standards; IHMS), a 3aTeM cekBeHMpPOBa/IM aMMIMKOHbI V33—
V4 BapuabenbHbiX panoHoB reHa 16S pPHK. lMNepBu4yHbIE
[JaHHble [JenoHWpPOoBaHbl B MeXAyHapoAHylo 6a3y AaHHbIX
NCBI SRA kak BioProject PRINAG04466.

Pe3ynbTaTtbl uccnepoBaHus. COrnacHoO 3HaAYeHUAM
MHOeKcoB anbda-pasHoobpas3uns, KuleyHas MUKPOBMO-
Ta npeactaBfiieHa 60nblWKMM pa3Hoobpa3nem GUNoTH-
noB M ob6fagana CXoxeW BblpaBHEHHOCTbIO COOOLLECTB.
AHann3 6eTa-pa3Hoob6pa3ns C MNOMOLLbO B3BELIEHHO-
ro UniFrac He BbISBMA 3HAYMMOW pas3HUUbl NS npea-
CTaBuTeNen OCHOBHOro MUKpobuoma. Mo pesynbratam

HeB3BelweHHOro UniFrac Bce noapocTkn chopmupoBanu
yeTbipe MeTaboMYEeCKHe rpynnbl, HE3aBUCUMO OT MaccChl
Tena. MepByto rpynny coctaBuan 26 4enoBeK, MUHUMASb-
HO OT/MYaloWmnecs NoO CocTaBy MWUHOPHbLIX KOMMOHEHTOB.
[Be papyrue rpynnbl BK/AOYaNIW KULWEYHble MUKPOOWO-
Mbl, UMEBLINE HEBONbLUIME OTAUYMSA OT MEPBOM rPynmnbl.
YeTBepTyto rpynny chopmMmpoBanu NOAPOCTKH, YbU MUKPO-
6MOMbI MOKa3anu OTIMYMUA KaK OT OCHOBHOMN BbIGOPKH, TaK
n Mexay cobown. B KnuwevyHon MMKpPoO6MOTE JOMUHUPOBANU
npeactasuTenn punymoB Bacteroidetes (46,35 + 1,88%),
Firmicutes (43,17 + 2,14%), Proteobacteria (7,45 + 0,83%)
n Actinobacteria (1,9 £ 0,57%). B Kuwe4Hbix MUKpoGUOMax
nyTM GMOCUHTE3a Npeobnaganu Hag NyTAMU LECTPYKLMMH,
accUuMUNaUMM U yTunudauuun. Haunbonbliee KoNn4ecTBO
reHoB npeackasaHo Ang neHro3odocdaTHoro nyTun, 6uo-
CUHTE3a FOHAOWMHOBOM KMCNOThbI, Aerpafjauun Kpaxmana
n depmMeHTaunn nupysaTta ao nsdobytaHona.

3akniovyeHune. Ha ocHOBaHUKU aHanM3a MUHOPHbLIX KOM-
NMOHEHTOB KMULIEYHOr0 MUMKpOBGMOMa NOAPOCTKU C HOpMasib-
HOW Maccow Tena NPeuMyL,EecTBEHHO BOLIIM B OCHOBHYIO
mMeTabonuyeckyto rpynny. Jns nNoLpOCTKOB C OXUPEHUEM
OblI0 XapaKTepHO Hannyine OGUNOreHEeTUHYECKU OTAUYHbIX
TAKCOHOB, 3TWU MaLMEHTbl BOWAN €4UHUMYHO BO BCE YETbI-
pe rpynnbl. MpucyTCcTBME NOAPOCTKOB C Pa3HOM CTeneHbio
MeTaboNM4eCKOM aKTMBHOCTM B OCHOBHOM rpynne nokasa-
N0, YTO [ake Npu pasnuyusax B TaKCOHOMUYECKOM COCTa-
BE KuLle4yHasd MUKpoOMOTa KOMMEHCUPYET OTCYTCTBUE TeX
WIIU UHBIX MUKPOGOB, peanunays HeobxoaMMble MeTabonnye-
CKMe OYHKLMM 3a CHeT ApYyrux BUAOB.



3-e mecTO

BUCLIEPAJIbHOE OXXUPEHUE KAK ®AKTOP PUCKA
PA3BUTUA EPOHXUAJIbHOU ACTMbI Y JETEX

Tapa6puHa AHHa AneKcaHApoOBHaA, Bpay, aCCUCTEHT Kadeapbl, acnupaHT
®rb0Y BO «CnbunpcKui rocygapCTBEHHbIN MeANUMHCKUI yHnuBepcnteT™ MuHagpaBa Poccun,

Tomck, Poccurickas ®epepaums

Hay4yHbi pykoBoautens: Oropogosa Jliogmuna MuxannoBHa, 4.M.H., npodeccop, YneH-koppecnoHaeHT PAH

AKTyanbHoOCTb. COBpeMeHHble AaHHble 0 MeTabonnye-
CKMX npoueccax n UMMYHHbIX MexaHM3Max No3BONSI0T pac-
cmaTpuBaTb BUCLiepanbHoe oxupeHue (BO) KaK OCHOBHYIO
NPUYUHY Pa3BUTUA CUCTEMHOIO BOCNANeHUs W, Kak cnea-
CTBME, TaKUX XPOHUYECKUX 3aboneBaHun, Kak GpoHXManb-
Has acTma (BA).

Llenb uccnepoBanusa. ®opmmpoBaHue Hay4HOM rUMo-
Te3bl 0 BUCLLEPaIbHOM OXMPEHUU KaK GpaKTope pucka pas-
BUTUS BA 'y neTen.

MauyueHTbl U metoabl. OAHOMOMEHTHOE 3NUAEMMUO-
nlornyeckoe uccnefoBaHve B BblOOPKEe LWKONbHUKOB
7-11 net (n = 506). MeToAbl: KNINHWKO-aHAMHECTUYEeCKHE,
aHTponomeTpusl (MeauUMHCKK poctomep MCK-233), aHa-
N3 cocTaBa Tena 1 uamepeHue macchl (InBody Ltd. 770).
[Ns OUEeHKN MMMYHOIOTMYECKUX NoKasaTtenen chbopmmnpo-
BaHbl rpynnbl: Aetv ¢ BO (n = 7), c oxupernunem (n = 17), c BA
(n =15), c BA 1 oxxnpeHuneMm (n = 11) U KOHTPONIbHAA rpynna
(n = 11). OnpepeneH ypoBeHb IL-17A, IL-4, IL-10 B cbiBO-
POTKE KPOBM MyTemM MyNbTUMIEKCHOro aHanusa (MagPix
n Luminex 200 c).

Pe3ynbTat uccnepoBaHua. bonee BbICOKUI YpOBEHb
IL-17A oTmevanu y geten ¢ BO — 0,26 (0,18; 0,34) 1 ¢ 0xHu-
peHnem — 0,23 (0,07; 0,34). Y geten ¢ BA ypoBeHb IL-17A
coctasun 0,20 (0,16; 0,47), y naumMeHToB ¢ BA 1 OXMpPeEHHU-
em — 0,19 (0,08; 0,34), B KoHTpone — 0,09 (0,02; 0,34).

CTaTUCTUYECKM 3HAYUMbIX Pa3IUYUN MEXAY rpynnamu
He BbISIBNEHO.

Y neten ¢ BA ypoBeHb IL-4 pocToBepHO Bbille, Yem
y NauUMEHTOB C OXMpeHMeM (COOTBETCTBEHHO 76,1 (2,61;
428,7), 4,61 (2,61; 37,4), p < 0,05) n B KOHTpoJsie (COOT-
BeTCTBEHHO 76,1 (2,61; 428,7), 4,6 (2,61; 4,7), p < 0,05).
B rpynne «bA n oxxupenue» n «BO» ypoBeHb IL-4 6bin cono-
CTaBWM C KOHTponeMm (cooTBeTcTBeHHO 4,59 (2,61; 261,5),
4,61 (2,61; 19,6), 4,6 (2,61; 4,7), p > 0,05).

Y neten ¢ BA ypoBeHb IL-10 Bhbliwe, Y4eM y naumeHToB ¢ BO
(cootBeTcTBEHHO 2,1 (1,15; 3,79), 0,92 (0,43; 1,14), p < 0,05).
B rpynne «oxupenne» IL-10 Bbiwwe, 4em y «BO» (COOTBETCTBEHHO
1,83 (1,10; 3,72), 0,92 (0,43; 1,14), p <0,05). Y neter ¢ BA
N OXMpPEeHUeM ypoBeHb IL-10 6bl1 cONOCTaBUM C KOHTPONEM
(cootBeTcTBEHHO 1,16 (0,73; 3,72), 1,26 (1,09; 2,05), p > 0,05).

3akntovyeHue. Bbicokuin yposeHb IL-17A y peten ¢ BO
COMnocTaBMM € ypoBHeM IL-17A y naumeHTOB C OXMPEHUEM
n BA. BeposiTHO, BO moXKeT 6bITb GaKTOPOM pUCKa pas3BuUTUSA
BAy feTer nyTem BoBne4veHus IL-17A B BocnasneHue.

Y nauneHToB ¢ BA 1 OXXMpeHUeM He NoATBEPIKAEH aTo-
NMUYECKUIK XapaKTep acTMbl. pu BbICOKOM ypoBHe IL-17A
MOXHO MPEANOJSIONXUTb UHOW (HeaTonuyeckuin) peHotun BA
B 9TOW rpynmne naumeHToB.

O6ocHoBaHa runote3a o ponu BO KaKk dakTopa pucka
pa3Butns bA HeaTonnyeckoro ¢peHoTnna ¢ yyactmem IL-17A.

HEKOTOPBIE KNIMHUKO-/IABOPATOPHbIE ACMEKTbl KATAMHE3A ETEM,
NEPEHECLWUMUX HOBYIO KOPOHABUPYCHYIO UH®EKLIUIO

AxkumoBa EnusaBeta UropeBHa, cTyaeHTKa

®rb0Y BO «PsizaHCKMI rocyaapCTBEHHbINA MEAULMHCKNIA yHUBEPCUTET UM. akag. W.M. MNasnosa» MuH3gpasa Poccuu,

PsizaHb, Poccuiickasn ®eaepauyms

Hay4yHbin pyKoBoauTenb: AHMKeeBa HaTtanbs AneKkcaHApoBHa, K.M.H., AOLEHT

AKTyanbHOCTb. [TOCTKOBWAHbLIN CUHAPOM LIMPOKO pac-
npocTpaHeH B nonynaumu. Ero nposiBneHus y getem nsyyeHsi
He 10 KOHLa, 4TO M OCTaBNAET BOMPOC OTKPbITbIM A5 06CYXK-
[eHuns.

Llenb uccnepoBaHua. OUEHUTb KIMHWKO-abopaTtop-
Hble 0CO6EHHOCTM KaTamMHe3a AeTeK, NepeHeclnx HOBYIO
KOPOHaBUPYCHY UHDEKLUIO.

MauyueHTbl U MeToAbl. [IpoBeEH KaTaMHEeCTUYEeCKUM
aHanu3 KJIMHMKO-NabopaTopHbIX AaHHbIX 385 aeTen, nepe-
HeCLW WX KOpOoHaBUpyCcHy nHdeKuuto COVID-19, n aHKeTu-
poBaHue 168 geten No WKane aCTEHUYECKOro COCTOAHMUS
yepe3 3 mMec nocne BbizgopoBneHunsa. Y 45 pexkoHBanec-
LLeHTOB MPOBEAEHO KONMYECTBEHHOE ONpefeneHne KOH-
ueHTpauun BuTamumHa D (metogom UDA) B CbiBOPOTKE
KpoBu. KOHTponbHYO rpynny coctaBunnm 30 comaTUYeCKH
3[0POBbIX AeTeln, He 6ONEBLINX KOPOHaBUPYCHON MHOEK-
Luen.

Pesynbtat uccnepgosaHus. M3 385 peKkoHBanecLeH-
TOB Xanobbl 661K BbigBNEHbl Yy 11,6% (n = 45), cpean KoTo-
pbiX Npeo6nagany AeTH LWKONbHOro Bo3pacTta (26 4yenosek,
57,8%). B cTpyKType xanob npeBanupoBaniu CUMMTOMbI,
XapaKTepHble A1 aCTEHMYECKOro CUHAPOMa, KOTopble 6blan
BbiiBNEeHbl y 21 pebeHka (46,7%). Y 5 4yenosek (11,1%)

Habnoganocb nNporpeccupoBaHne muonuu, y 2 (4,4%) —
060CTpEeHNe aToNMYeCcKoro gepmaTura. Y o4HOro nauueHTa
BbIIB/IEH Ae6l0T 6pPOHXManbHOM acTMbl B Bo3pacTe 8 ner.
M3 remaTonornyecKkmx OTKI0OHEHUI OblNn BbISBIEHbI aHEMUSA
| ctenenn y 2 yenoseK (4,4%), HenTponernusa — y 1 (2,2%),
303MHOOUNNA — y 1 (2,2%). AHKETUPOBaHUeE Mo LWKane acTe-
HWYECKOro COCTOSIHUSA BbISBWIO aCTEHWYECKUN CUHAPOM
nerkon crtenexnn y 40 wWKonbHUKOB (23,8%), cpeau KoTo-
pbix npeo6naganu fetv 10-14 net (21 yenoBeK, 52,5%).
OnpolleHHble XanoBajiMCb Ha rOMIOBHYlO 60/b, BSANOCTb,
COHNMBOCTb. CHUXKEHMEe anneTuTa 3HayYuMo 4vallle BCTpe-
Yyanocb y geten 10-14 net (p = 0,044), a noBblleHHas
YyTOMISIEMOCTb — Cpean CTapLiMX WKOAbHUKOB (p = 0,032).
Y peten, nepeHecwunx COVID-19, 3Ha4yMmo Yalle BCTpedva-
nUcb BUTaMWH-D-aedULMTHbIE COCTOSIHUA MO CPaBHEHMIO
C AeTbMW KOHTPONbHOW rpynnbl (p = 0,001).

3aknoueHune. HYepes 3 Mec nocfie nepeHeceHHOro
COVID-19y 11,6% neTten oTMe4Yanucb OTKJIOHEHUS B COCTO-
AHWM 3[10POBbSA. ACTEHMYECKUW CUHAPOM NEerkow crene-
HW BbiBNEH y 23,8% WKONbHUKOB. Y AeTen, nepeHecLimnx
COVID-19, fnocToBeEpPHO Yallle BCTpeyalucb BUTAMUH-D-
nePUUNTHbIE COCTOSAHUS B CPABHEHWN C AETbMU KOHTPOSb-
How rpynnbl (p = 0,001).

PEDIATRIC PHARMACOLOGY. 2023;20(4)
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KTMHUYECKUWN CNYYAN PEAKOIO FEEHETUYECKOIO

CUHAPOMA BEMHEPU[ KA — POMEPCA

AKonsiH Apycsik ABeTUKOBHA, K/IMHUYECKUI OpaANHATOP
YKB N° 1 um. C.P. MupoTtBopueBa, CapatoB, Poccuiickas egepaumns
Hay4Hbi pykoBoauTens: F'ymeHtoK Onbra MropeBHa, K.M.H., AOLEHT

AKTyanbHocTb. CuHapom benHbpuaxa — Ponepca
(BRPS) — BnepBble onucaHHblM B 2013 1. ayTOCOMHO-40MMU-
HaHTHbIV CMHAPOM, Bbl3BaHHbIV Bapuauusamu reHa ASXL3.

Llenb uccnepgoBaHus. OnvcaHne KNMHUYECKOro cnyyas
cuHapoma benHbpuaka — Ponepca.

MaumneHTbl U MeTOAbl. [lpoBedeH aHanuM3 MUCTOPUM
60/1€3HN MauMneHTa, ero MaTtepu M pesynbTaToB MOHore-
HOMHOro cekBeHnpoBaHusa IHK B dopmaTe ayo.

Pe3ynbTat uccnepoBaHua. Pe6eHOK OT nepson b6epe-
MEHHOCTM, OT HEKPOBHOPOACTBEHHOro O6pakKa, poauncs
Ha 38-# Hep ¢ Mmaccon Tena 3150 r. [MaTonornyecKkas noreps
Maccbl — 17%. Habnioganacb nnoxas npuvbaBKa Macchl
Tena Ha NepBOM oAy XW3HU. HepBHO-NCcUMXMYecKoe pas3Bu-
TUe C 3aepPKKoW: rofioBy aepxan ¢ 4 mec, cuaen ¢ 10 mec.
[o nonytopa netT — CMMNTOMbI AMapen, cpbirMBaHus, abao-
MUWHanbHble 6011, MaLepaLus KOXKU NepuaHaibHOM 061acTy;
aToOMMYeCcKn aepmatuT, nuuieBas anneprus. Matb 3ameTunna
ynyylleHne COCTOSIHUSA MPU UCK/IIOYEHUM TIOTEHA U NaKTO3bI,
HO CMMMNTOMbI UCMNENCUN COXpaHsAnncb. Habntogancs y neam-

atpa ¢ paboymm auvarHo3oMm: «[lepBnyHaa nakrasHas Hepdo-
CTaTOYHOCTb, LiefiaKkus». Ha yyeTe y ncuxmnaTtpa u HeBposora
C AnarHo3om: «HeBpo3, aMcnanus, HapyweHUsa cHa (HOYHble
KolUMapbl)». BbiiBNEHbI CTUIMbl AM33MOpUOreHesa: KOpoT-
KWW ceanoBUAHbIN HOC, apOYHble 6POBM, BbICTyNnatowmm noo,
rMnepTenopmam, aHTUMOHIOIONaHbIM pa3pea rnas. Y marepu
nauneHTa ¢ JeTCTBa OTMEYalTCH CXOXME Aucnencuyeckue
»anoo6bl. MNpy NpoBeaeHnn NOMHOr0 CEKBEHUMPOBAHMS FEHO-
Ma JHK o6Hapy)eH paHee He OMMcCaHHbIM BapuaHT MyTa-
umn reHa ASXL3, OTBETCTBEHHbIM 3a pa3BUTUE CUHAPOMA
benHbpuaka — Ponepca. Y matepu npobaHaa naToreHHbIX
BapMaHTOB reHoMa He BbISIB/IEHO.

3aKknw4yeHue. Y [JaHHOro nauveHTa MpUCYTCTBYIOT
CUMNTOMbI, XapaKTepHble Ana cuHapomMa benHbpuaxa —
Ponepca: 3agepKa MCUMXOMOTOPHOIO Pas3BMUTUS, CUHAPOM
AWCMNENCUN, MHOMECTBEHHbIE CTUIMbl AM33MOGpUOreHesa.
CuMNTOMaTUMKY [OaHHOro cuHApoOMa HeobxoAuMMO 3HaTb
neguatpam Ana nposeneHus anddepeHunanbHOW agMarHo-
CTUKM C LieNIMaKkuen, NakTa3Hon HegoCcTaToO4yHOCTbIO.

ANDDEPEHLUMUAJIbHAS AUATHOCTUKA PEAKUX 3ABOJIEBAHUH,
NMPOTEKAIOLLUX C MOPAXKEHUEM CKEJIETA. CEPUAl KIMHUYECKUX C/TYHAEB

AnueB Pawap Parud ornbl, CTygeHT 6-ro kypca

Orb0Y BO «CapaTtoBCKui rocyaapCTBEHHbIN MeAMLUMHCKUI yHnBepcnTeT uM. B.W. PasymoBckoro» MuH3apaBa Poccuu,

CapartoB, Poccurickass ®egepauns

Hay4Hbi pykoBoauTenb: 'ymeHtoK Onbra MropeBHa, K.M.H., 4OLEHT

AKTyanbHOCTb. B HacTosLee Bpemsa onucaHo 60bluoe
KOJIMYECTBO pPEeaKUX reHeTU4eCcKMX 3aboneBaHuin, npoTeKka-
IOLLMX C MOParKEHMEM CKeJleTa, XapaKTePMU3YOLMXCSH MHOMO-
o6pa3reM KIMHUYECKOW KapTWHbl U TPeOyloWMUX 4ETKOro
anroputma auddepeHLmanbHON AMAarHOCTUKN.

Llenb uccnepoBanua. [poBeneHne aHannsa CTPYKTYpbl
1 auddepeHumManbHON AMAarHOCTUKKN peaKux 3aboneBaHui,
NpPOTEKaOLLMX C MOPaXKEHNEM cKeneTa.

MauueHTbl U meToAabl. [IpoBeAeHbl aHaIM3 UCTOPUN
6051e3HU, ambynaTopHbIX KapT n o6cnegoBaHmMe 6 naumeH-
TOB (3 AeBOYKM M 3 ManbyuKa) B Bo3pacte 6-13 net, Haxo-
OSLINMXCA Ha AMCNAHCEPHOM y4yeTe y neguaTpa v opTtonega
C NaTo/IoOrMen creneTta.

Pe3ynbtaTt uccnepgoBaHus. B xone npoBeAeHHOro aHa-
nM3a 6bI10 BbIABAEHO, YTO OOLIMMWU KIMHUYECKUMU CUM-
nToMmamu A8 BCEX MauUMeHTOB OblM 3adeprKKa MNCUxo-
MOTOPHOr0 pa3BWUTUA Ha MEPBOM FOAY XW3HW, pa3BUTUE
nedopmaLmMm HUKHUX KOHEYHOCTEW, KOHTPaAKTyp CyCTaBOB
Ha NepBOM-BTOPOM FOAY XMW3HM, NO MNOBOAY Yero nauueHThbl
Habnganucb y HeBposora v optoneda. [pu nposepe-
HUU MOJIEKYNSIPHO-TEHETUYECKON AMArHOCTUKWM BbISIBAEHbI
cnegylouwmne 3aboneBaHus: cnoHana03anMdu3apHasa gucnna-

3us (1), cuHgpom lNypnep — Lene (1), cuHapom KoHpaan —
XioHepmaHa (1) n cuHagpom bpyka (3). Y nayMeHTKM co
CMOHAMI03NNPU3apPHON AUCNNa3nen oTMevanncb TaKKe
OUCTaNbHbIM Napanapes, HU3KKK pocT, gepopmanmm No3Bo-
HOYHOro ctonba (KMdO3) M FPYaAHOU KNETKU. Y [AEBOYKM
c cuHgpomom lypnep — Llleie — rpyboBaTble Y4epThbl AuLa,
KOpOTKas LWes, HU3KUK poCT, runeptpodus nuMdbornoToy-
HOro KoJfbLia, Nyno4YHas rpbixKa, CKOMO03, renatocnieHome-
ranaunsi, MMKCOMaTO3HO M3MEHEHHbIM MWUTPasbHbIA KaanaH.
[na nauneHTku ¢ cuHgpomom KoHpaaun — XtoHepMaHa 6biin
XapaKTepHbl BPOXAEHHbIA MXTUO3, anoneuus, KNMdocKo-
IM03, KaTapaKTa. Y Tpex Masjb4yMKOB C CMHApOMOM bpyKa
M3 OHON CEMbW BbISIB/IEHbI MHOXECTBEHHbIE KOHTPaKTYypbl
CyCTaBOB BEPXHUX U HUKHWUX KOHEYHOCTEN, HLedanonaTus.

3akniouyeHue. lpeacrtaBneHHble KIMHUMYECKUE crydau
LEMOHCTPUPYIOT 06LLYI0 CUMATOMATHUKY NOpaxKeHusa ckeneta
n cneunduyeckme KIMHUYeCKne NposiBiAEHNS, XapaKTePHble
015 KaXKAoro u3 pefkux 3abonesaHunin. B npakTnuke negua-
Tpa Heo6xoAnMbl MOCTOSSHHOE COBEPLIEHCTBOBAHME 3HAHWUI
U MEXAUCLIMNANHAPHBIA NOAXOA K paHHEN AnarHoCTUKe pea-
Knx 3abofieBaHWn AN paHHEero Havyana natoreHeTUYeCKon
Tepanuu B Ciydae Ux Hanmuus.

CUHAPOM MEHKE - XEHHEKAMA Y PEBEHKA TPEX JIET

AHuKuHa KceHus AHaTtonbeBHa, AptembeBa Banepusi CepreeBHa, CTYAEHTKU
®Irb0Y BO «CapaTtoBCKUi rocyaapCTBEHHbIN MeaANLMHCKUI yHuBepcnTeT uM. B.W. PasymoBckoro» MuH3apaBa Poccuu,

CaparoB, Poccurickas ®egepaums

Hay4HbI pykoBoauTenb: F'ymeHtoK Onbra MropeBHa, K.M.H., AOLEHT

AKTyanbHOCTb. CuUHAPOM MeHKe — XeHHeKama —
peakoe HacneacTBEHHOe 3aboneBaHue. B mupe onucaHo
Bcero 20 cnyyaeB CMHAPOMA C pa3/IMiHbIM TUMOM Hacne-

[OBaHWa (4alle C ayTOCOMHO-PELLECCUBHbBIM), @ NPU CeK-
BeHupoBaHun HK o6HapyXu1BaeTcs Yalle roMO3MUroTHbIN
BapuWaHT.



Lienb uccneposaHua. OnnucaHne KIMHUYECKOro clyyas
CUHApoMa MeHKe — XeHHeKaMa y pebeHKa.

MauuneHTbl U MeTopabl. [lpoBeaeH aHanu3 WCTopuK
60/1e3HM [1eBOYKM Tpex neT, HabnogaBliencs ¢ AuarHo-
30M «3afeprKa MNCUXOPEeYeBOro pas3BuUTUSA», Pe3ynbTaToB
NoJIHOreHOMHOro cekBeHupoBaHus [JHK. CekBeHnpoBaHue
reHoMa BbINOIHEHO B MEAUKO-reHeTuyeckon naboparto-
pun «3BOreH» Npu noaaepxke bnarotBopuTensHOro ¢oH-
Aa MEAMKO-COLManbHbIX FEHETUYECKUX MPOEKTOB MOMOLLU
«[€eHOM XU3HWU».

PesynbTaT uccnepoBaHus. M3 aHamHe3da: pebeHOK
POXKAEH Mpu cpoKe rectauun 26,4 Hep, ¢ TAKENON UHTPa-
HaTanbHOW achuKcuen. PaHHee NCUXOMOTOPHOE U pevyeBoe
pa3BuUTUE C 3afepKKon. Habnogaetcs y ncuxmartpa ¢ gua-
FHO30M «3aflepXKKa NCUXOpPe4yeBoro pas3BuUTUS». PebeHOoK
M3 rpynnsl 4yacto 6onetowmx. Pusnyeckoe passutue cpea-
Hee, feduunT Maccbl Tena. lNocTosHHas ynblbKa, KpanHe
CKYAHbIX cnoBapHbl 3anac. [1pM 06bEeKTUBHOM OCMOTPE —
MHOX€ECTBEHHbIE CTUIMbl AM33MbGpUoreHesa: Mukpoueda-
U8, BbICOKMI 106, LUIMPOKas nepeHocuLa, LWMPOKUM GunbTp,
3MNMKaHT, TOHKas BepxHAa ryba, Tpe3ybel, KOPOTKUE HUXK-
HUe KoHeyHocTW. lMpu aneKTpoaHuedanorpabumn: ymepeH-

Hble 06lLEMO3roBble U3MEHEHU GUOPUTMMUKK TOJIOBHO-
ro mosra. KomnbloTepHaa Tomorpadus rofloBHOro Mo3sra:
6e3 nartonoruu. MNpu ayanorpamme: HeEMPOCEHCOPHAs Tyro-
yxocTb | cteneHu. Mo pesynbratam MOMHOrNEHOMHOIO CEK-
BEHMPOBAHWA OBGHApY)KEH paHee He OMUCaHHbIN B NUMTe-
paType BapuaHT B reTepPO3MroTHOM COCTOSIHUM B 3K30HaX
20 n 31 reHa CREBBP, npuBoASlNN K aMUHOKMUCIOTHOM
3aMeHe p.Thr1242Arg. [JaHHble U3MEHEHUA B reHe MOoryT
CBWETeNbCTBOBATb O Ha/MYMM ayTOCOMHO-AOMUHAHTHOIO
cuHapoMa MeHKke — XeHHeKaMa. BapuaHT TaKkKe BbIBIEH
y OTL@ AEBOYKHM, B COCTOSSHUM MO3aunLM3Mma.

3aknwyveHue. OnvcaHHble B nUTepaType Cayvyau CUH-
ApoMa MeHKe — XeHHeKama UMEeIoT creayrolime KanHu4e-
CKMe NposiBNeHus: MuKpouedanus, areHesns Mo30JIUCTO-
ro Tena, 3ajepxKa nNcuxopevyeBoro pPasBUTUS, ANUencus,
NIETKMEe HapyLIeHUs cnyxa, HU3KWUI POCT, peuunanBumpyiolme
MHODEKUMU BEPXHUX [bIXaTeNbHbIX NyTeN. B AaHHOM KMHM-
YECKOM cllyyae cuHApom MeHKe — XeHHeKaMa XxapakTe-
pPU3YETCS MHOMXECTBEHHbIMW CTUIMaMKn AN33amMGpUOreHesa,
3aePKKOM NCUXOPEYEBOro Pa3BUTUS, TYrOyXOCTbiO JIEFKOM
CTEMNEHM, 4acCTbIMU PECMMUPATOPHbIMU MHOEKLMAMM, ayTo-
COMHO-AOMWHAHTHbIM TUMOM Hac/le0BaHuUS.

KAYECTBO YXU3HU JETENA C BOCMAJIUTE/IbHbIMU 3ABOJIEBAHUAMU KULLEYHUKA

ApakensiH AHHa JleBOHOBHA, Bpay-ractpoaHTeposnor

HKL N°2 dIrbHY «PHLUX um. akag. b.B. lNetpoBckoro» MuHobpHayku Poccnn, MocKkBa, Poccuiickaa ®egepauyms
Hayu4Hbi pykoBoauTesnb: CypkoB AHApen Hukonaesuy, 4.M.H., npodeccop

AKTyanbHOCTb. [1py BOcCnaauTeNbHblX 3ab60/1eBaHUAX
KuweyHmKa (B3K), K KOTOpbIM OTHOCAT S3BEHHbIN KOAUT (AK)
1 6one3Hb KpoHa (BK), xapakTepHO BbipaxEHHOE CHUXKEHUE
KadecTBa *n3Hu (KX) naumeHToB, ogHaKo Ana negMatpuye-
CKOM MOMynauMK MTepaTypPHbIX AaHHbIX HEAOCTAaTO4HO.

Lenb uccnepgosaHua. M3aydyeHne KX pgeten ¢ B3K
B CPaBHEHWU C MaLMEHTAMM C IMMKOreHoBon 60ne3Hblo ([B)
W 340POBbLIMU AETbMU.

MauyueHTbl M MeTopabl. [lpoBeaeHO pPETPOCMNEKTUB-
HOe OJHOMOMEHTHOE OfHOLEHTPOBOE UCCNefoBaHue
(01.2022-01.2023), BKkAto4YaBluee 182 pebeHKa, Habno-
[aBLUMXCSA B OTAENEHUM FaCTPOIHTEPOSOrUU ANa AeTen
PHUX wm. B.B. lNMeTtposckoro. OcHoBHaa rpynna (OF) —
71 naumneHT ¢ B3K (AK — 24, BK — 47), rpynna cpaBHEHUS
(FC) — 28 peten ¢ I'b, rpynna KoHTponsa (MK) — 83 340poBbIX
pebeHka. KX oueHuBanu no obuiemy onpocHuKy PedsQL,
BK/lOYaBLUEMY clieaylowune napameTpbl: pusndeckoe (PP),
aMoLMoHanbHoe (3®) M coumanbHoe GYHKLMOHWPOBAHKE
(CP), pyHKUMOHMpPOBaHKe B WwKone (PLLU).

Pesynbtat uccnepgoBaHua. lMauneHtol O u I'C oue-
HMBanu cBoe KX CTaTUCTMYECKM 3HAYMMO HUMKE MO BCEM
acnektam, 4yem getm m3 K (p < 0,001). MNMokazatenn KX

neten ¢ 9K n BK He pasnuyanucb No BCeM acneKkTam
(p > 0,05). NauneHTbl M3 I'C oueHnBanu csoe KX Huke
NnpaKkTUYeCKM No BCceM acnekTam, 4em getu ¢ bK (p < 0,001).
Mpu cpaBHeHun KXK pgeten ¢ 9K un geten na 'C ctatuctunye-
CKM 3Ha4YuMble pa3nunymsa 6binun BbiiBNEHbI TOIbKO MO NOKa-
3atenam CP — 85,0 [60,0; 91,3] 1 70,0 [60,0; 82,5] 6annos
(p < 0,001) u dd — 69,5 [565,3; 78,8] npotnB 59,0 [40,0;
78,0] 6annos (p < 0,001). No ocTanbHbIM NapameTpam pas-
NIM4YUR BbIIBNEHO He 6blno. [AnTenbHOCTb 3aboneBaHus
He KOppenupyeT HU ¢ 0HMM 13 nokasartenen KX (p > 0,05).
o AgaHHbIM KOPPENALMOHHOIO aHann3a BbIIBIEHO, YTO YEM
Bbllle KJMHUYECKash aKTUBHOCTb 3aboneBanusa y aeten OF,
TEM HUKe nokasatenun ux KxK.

3akKknovyeHue. TeyeHWe OCHOBHOro 3abofieBaHUA
y aeten ¢ B3K cTatMctuyecku 3HauyMMo cHuxkaeT KK
Nno BCEM acMeKTaM Mo CPaBHEHMIO CO 3[0POBbLIMU ETbMMU,
OAHAKO B CpaBHEeHUU ¢ AeTbMU ¢ 'b nx KX 3Haunumo Behille,
4YTO, BEPOSATHO, OBYCNOBNEHO Pa3IMYHbIMU MexaHu3aMamu
natoreHesa. MccnepoBaHue KX nauneHToB ¢ XPOHUYECKON
naTonornen gaeT BO3MOMXKHOCTb MOSHOLEHHOro KOMMAeKce-
HOro aHanM3a COCTOSHMS 310pOBbA pebeHKa W MoBbllaeT
3P DEKTUBHOCTb OKa3biBAaEMOW eMY MeANLIMHCKON NOMOLLM.

XPOHWYECKME 3AMNOPbLI Y AETEN I. KPACHOJAPA:

PETPOCMNEKTUBHbIA AHAJIU3

BboraueBa Codpbsas MakcumoBHa, opanHaTop 2-ro roga obyyeHus
®Irb0Y BO «KybaHCcKuii rocygapcTBEHHbIN MeaNLMHCKUI yHuBepcnuTeT MuHaapaBa Poccun,

KpacHoaap, Poccuiickas ®eaepauyms

HayuHbi pykoBoauTenns: bypnyukaa Anna BnaguMupoBHa, 4.M.H., AOLEHT

AKTyanbHOCTb. HacToTa 3anopa cpeau OeTCKOro Hace-
neHus coctasnset oT 3 40 32%. 3anop — 3aTpyaHEHHoe,
3ameasieHHoe /UK HeA0CTaTO4YHOE OMOPOXKHEHNE KULLIEY-
HWKa, conpoBoXAatoweecs 60N1€3HEHHbIMU OLLYLEHUAMU.
®dyHKUMOHaNbHbIE 3anopbl cocTaBnsaoT 95% u 6onee, opra-
HU4yeckne — 5% n MeHee.

Llenb uccnepgoBaHua. OLUEHUTb TEYEHUE XPOHUYECKMX
3anopoB y aeTen r. KpacHogapa.

MauueHTbl M MeTOoAbl. Ha 6a3e BY3 «[leTcKkas ropoacKas
nonuknnMHuKa Ne 3» u F'bY3 «[leTcKkas ropoAckas NoAnKAMHMKa
N2 9» MuH3apaBa KpacHogapCKoro Kpas npoBeAeHo peTpo-
CMNEKTUBHOE KOropTHOE OIHOMOMEHTHOE MUcceaoBaHue, npo-
aHann3upoBaHbl ambynaTtopHble KapTbl AeTe, HaXOAMBLUMX-
ca nog HabnogeHMem B NOAUKAMHWMKax ¢ 2017 no 2022 .
PaccmatpuBanuch Takve AaHHble, Kak BO3pacT, KIMHUYECKKe
NPOosIBIEHMS, aHANN3 aHaMHEe3a }U3HU 1 BONE3HN AeTEN.
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PesynbTrat uccnepgoBaHua. [JuarHos «3anop» BbICTaB-
neH y 325 peten. CornacHo Pumckum Kputepuam IV nepe-
CMOTpa pacnpefeneHve geTer No BO3pacTy cheaylollee:
104 (32%) pebeHka po 4 net u 221 (68%) — cTapue
4 net. B rpynne peten go 4 nety 65 (62,5%) otmedanachb
nedekauma go 2 pas B Hegento, y 39 (37,5%) — no 1 pasa.
bonesHeHHOCTb aKTa Aedekauum oTmevann 65 (62,5%)
[eTen, NNOTHaAs KOHCUCTEHUMS Kana Oblna XapakTepHa
Onst Bcex 60MbHbIX. CTyn 60MbLIOro AMaMeTpa NpucyTCTBO-
Ban y 6onblinHcTBa — 91 (87,5%). B rpynne ageten ctaple
4 nety 142 (64,2%) B Hepento npeobnagan ctyn Ao 2 pas,
1 pa3 xapakTtepeH ana 79 (35,7%) geten. Y 91 (41,2%)
pebeHKa Oblin yKa3aHue Ha 60/Ee3HEeHHOCTb NpU akKTe
nedbexkaumMm nM60 MAOTHLIN Kan B aHaMHe3e. bonbluown
anamMeTp KaNoBbix Macc oTMedancsa y 104 (47,05%).

3nu3oabl HeaepxKaHua 6bian B 51 (23,07%) cnyyae na 221.
Mo bpuctonbckow WwWKane ¢opm Kana 1-1 TN KanoBbiX Macc
npucyw, 104 (32%) na 325 pgeten, 2-n tun — 156 (48%),
3 1mn — 52 (16%) n cmelwarHblin — 13 (4%). Pexum nutaHuns
co6nopann 182 (56%) pebeHKa 13 325, pexum aBuraTesib-
HOW aKTUBHOCTU — 273 (84%). Mo pe3ynbraTtam AUarHOCTU-
Kn'y 13 (4%) 6bina BbiiBeHa opraHuM4yecKas NpuyMHa 3ano-
pa, y 312 (96%) — GYyHKLMOHaNbHbIN XapaKTep.
3aknwuyeHune. CornacHo MNOMyYEHHbIM pesynbTataMm,
B MnojaBasiouleM GO/bWWHCTBE C/ly4aeB 3amnopbl HOCAT
PYHKUMOHaNbHbIM XapaKkTep. BonbWWHCTBO AeTen ¢ Xpo-
HUWYECKUM 3anopoM — 3TO AeTu cTaplue 4 net. MNpuymMHon
3anopoB Yy [leTel ABASAIOTCA pa3/MyHble GaKTopbl, Takue
KaK OTCyTCTBME MPUOGPETEHMS TyaNIeTHOrO HaBblKa, anu-
MeHTapHble GaKTopbl, HU3Kasa ABUraTe/ibHas aKTUBHOCTb.

PE3YJIbTATbl UCMOJ1Ib30BAHWUA HENPEPLIBHOIO MOHUTOPUHTIA
MIOKO3bl KPOBU Y AETEU C CAXAPHbIM ANABETOM 1-I0 TUMA

byTeHKo AHacTacus AHApeeBHa, CTydeHTKa

®rb0Y BO «KybaHCKuWi rocygapCTBEHHbIN MEAULIMHCKNIA yHMBepceuTeT MuH3apasa Poccuu,

KpacHoaap, Poccuiickas ®enepauus

HayuHbit pykoBoauTenb: CTatoBa AHacTacus BacunbeBHa, K.M.H., JOLEHT

AKTyanbHOCTb. PacnpocTpaHeHHOCTb caxapHoOro aua-
6eta (C[), cepbe3HOW MeAUKO-COoLManbHOMW MNpobaeMbl
3[PaBOOXPaHEHUS, HEYKIIOHHO pacTeT. daKkTopoM ynpas-
NIEHUSI U CHUXKEHWSA PUCKA Pa3BUTUS OCNOXHeHWI C[, aBns-
eTCcsl AOCTUXKEHME afeKBATHOro M 6e30MacHOro KOHTPOS
rNMUKEMUM.

Uenb wuccnepoBaHusa. OueHUTb O9OPEKTUBHOCTL
MCMONb30BaHUSA HEMPEPbIBHOIO MOHUTOPUHIa [/OKO3bI
(HMIN) KpoBM y AeTen ¢ caxapHbiM AnabeTom 1-ro Tuna.

MauyuneHTbl U MeToAbl. B nccnegoBaHUM NPUHSAN yya-
ctne 49 pneten ¢ C 1-ro tvna. Co3aaH ONPOCHMK ANS OLEHKHK
apdeKkTuBHOCTM cuctembl HMI. MNpoBeaeH aHanns nokasa-
Tenen rMMKO3MINPOBaAHHOIO reMorno6uHa, YPOBHS TOKO-
3bl KPOBM HaToOLLaK M B TEYEHUE AHS, OLEHKa pe3y/nbTaToB
0CMOTpa HEBPOJIOra, OKYIMCTa.

Pe3ynbTart uccnepoBaHusa. B vccnegoBaHun npuHanm
yyactue 49 peten ¢ C[ 1-ro tuna. CpeaHui BO3pacT cocTa-
Bun 11 net. bonbwasa Yactb geten (93%) 6onetot CA 1-ro
Tuna 6onee 1 roga. 76,6% AeTen UCMONbIYIOT WNPUL-PYHKHK
ANa BBeAEeHUs MHcynuHa, 23,3% — MOMNOBYID Tepanuio.
Y 23,3% 60nbHbix ¢ C[] 1-ro TMNa BbISIBNEHbI XPOHUYECKNE
ocnoxHenua C[, 6onbwas 4yactb — 76,7% — OCNOXKHe-
HUM He umeloT. 93% 60nbHbIX ¢ C[ 1-ro TMna Ucrnonbay-

0T cucteMy HMI kKpoBu. Bce getn oTmMeTunu obnervyeHue
B OTC/IEXXMBAHUWN MMMKEMUKN B TEYEHUE CYTOK, Y 12,5% oTme-
YanuCb PacXoXKAEeHUs B MOKasaTensax rmuKkemMuun no pesyib-
Tatam HMI u uccnegoBaHua ¢ NoMOLWbiO lOKOMeTpa.
Mpn yctaHoBke cuctembl HMIT 72,5% 60nbHbIX ¢ C[ 1-ro
TMNa He oTMeTunu auckomoopTa, y 12,5% oTmevanacb
MeCTHasi peaKkuus Ha NnnacTblpb ANS KPenneHus AaTyuka,
y 10% — o6pa3oBaHue KpoBonoaTeKka, 5% oTMeTunun auc-
KOM®OPT BO CHE W NpU ABUIKEHUU. 97,5% aeTen OTMEeTUU
obner4yeHue npu pacyeTte A03bl MHCYINHA ¢ cucTemon HMT;
92,5% — CHWXeHue 3NU3040B TUMNOo- U TUNEPrIUKEMUN;
y 60% oTMeY€eHO yny4yleHne nokasaTtenemn rMuKo3nInpoBaH-
HOro remorno6uHa, y 77,5% ymeHblunnacb BapuabenbHOCTb
nokasartenemn rMuKeM1n B TeHEeHUe CYTOK.

3aknwueHue. lNpu ncnonbzosaHnn HMI Bce 60/bHbIE
¢ Cl 1-ro TMna oTMeTUIN o6neryeHne KOHTPONs rMUKeMUu.
2/3 pneTen He UcnbITbiBaOT AUCKOMOpTa Mpu yCTaHOBKE
cuctembl HMI. Bbonbwe 90% nauyueHtoB ¢ C 1-ro Tuna
OTMETUN YMEHbLUEHWE 3INU3040B MMMNo- U TMNeprinkeMum
B TEYEHME CYyTOK, 6onee 70% — ymMeHblleHUe Bapuabesb-
HOCTM MoKazaTenen rMuKeMuu B Te4eHue CyToK, y 60% —
ynyyweHne nokasartenen rMMKO3UAMPOBAHHOIO remorno-
OuHa.

OLUEHKA PA3BOPYMBOCTU PEYN Y NALIUEHTOB C OAHOCTOPOHHEN
1 ABYCTOPOHHEU CUCTEMOWU KOXJIEAPHOU UMIMNTAHTALIUK

BoeBoaguHa Kcenus UropeBHa, nabopaHT-uccnegoBartesb
HWUW neanatpumn v oxpaHbl 340p0Bbs geter HKL N°2 ®IrbHY «PHLX um. akaa. b.B. lNeTpoBckoro» MuHo6pHayku Poccuu,

MockBa, Poccurickas ®egepaums

HayuHbi pykoBoauTenb: MawkoB AnekcaHap Bnagummposuy, 4.M.H., npodeccop

AKTyanbHocTb. KoxneapHaa umnnaHtaums (KWM) — ato
yCTaHOBKa 3NEKTPOAHOW peleTKU B YAUTKY BHYTPEHHEro
yxa ANna CTUMynsiuMM CNyxoBOro Hepsa. lMpeumyliectBamu
nByctopoHHen KU saBnsiotca 6onee BbiCOKas pa36opuyu-
BOCTb pe4yn, 0CO6EHHO B LLYMHOW 06CTaHOBKE.

Llenb uccnepoBaHua. CpaBHeHVMe NOKasaTenen pas-
60pPYMBOCTM PeYM y NaLMeHTOB, KOTOPbIM NpoBeAeHa OAHO-
CTOPOHHASA 1 ABYCTOPOHHAS KU, MeToLOM peyeBoi ayanome-
Tpun B cBO60AHOM 3BYKOBOM nose (C3M).

MauuneHTbl 1 MeToabl. B uccnegoBaHmn yyacteoBanu
24 nauueHTa C [ABYCTOPOHHEW CEHCOHEBPaSibHOM Tyroy-

XOCTblO, BO3pACT KOTOpbIX cocTaBun oT 6 ao 12 net. 62%
HaGMIOAEHUI COCTaBMAM MaLMEHTbI, KOTOPbIM KoXxJeapHas
MMnnaHTauma Oblla NpoBedeHa C ABYX CTOpoH; B 37,5%
HabnoaeHW Gbla NPOBeAeHa OAHOCTOPOHHAS KoXeapHas
umnnaHtauus. C uenbio OLEHKN pa36opYMBOCTH PEeYM NaLu-
eHTaM NpoBOAMAK peyeByto ayamomeTputo B C3[1 yepes aKy-
CTUYECKME TPOMKOrOBOPUTENU (KONOHKM); MHTEHCMBHOCTb
nogayv peyeBoro Mmatepuana coctasuna 65 ab Y3/.
Pe3ynbTaT uccnegoBaHuA. Pa360opyMBOCTb peyn
B rpynne nauneHToB C OIHOCTOPOHHEW KOXIeEapHOM UMMaH-
Tauuen coctasuna ot 82,9 po 91,3%. B cBow oyepensb,



y NauUMEHTOB C [IBYCTOPOHHEN KOXJIeapHOM MMMaHTauunewn
aHanuM3 fAaHHbIX MoKkasan 605ee BbICOKUMIA YPOBEHb pas-
60pynBOCTM — OT 83 00 99%. AHaANM3 AaHHbIX NALMEHTOB
no OnbITY MCNofb30BaHWa cucTembl KW gemoHcTpupyerT,
4TO Mporpecc pa3béopymMBOCTM PEYU B rpynne ¢ 0AHOCTOPOH-
Hel KN cpaBHUTENBHO HUMXKE, YeM C BunaTtepanbHON.

3aknw4yeHue. Pe3ynbTaThl, MOly4eHHbIE B X04€e Uccne-
[OBaHUs, MoKasanu, 4YTo pasbopyUMBOCTb peyun y [eTew,
KOTOpbIM MNpoBeAeHa [ABYCTOPOHHAA KW, Bbllle, 4em
Yy UMMNI@HTUPOBAHHbLIX C OAHOW CTOPOHbI, YTO JaeT UM cpaB-
HUTENbHO 60/blle BO3MOXHOCTU MOHMMaTb OGpalleHHY0
peyb.

PAHHSAS1 AUATHOCTUKA HAPYLUEHUN ®YHKLIUU NOYEK Y HOBOPOXXAEHHbIX
C OYEHb HU3KON U SKCTPEMAJ/IbHO HU3KOU MACCOM TENIA

BonkoBa AHacTtacusi AneKcaHApOBHaA, Bpay aHeCcTe31osor-peaHnumaTtosior
Y3 HO H/AJOKB, HuxHui Hosropoa, Poccuiickas ®epepaums
Hay4Hbi pykoBoauTenb: Kosnosa EneHa MuxannoBHa, 4.M.H., npodeccop

AKTyanbHOCTb. HeJoOHOLWEHHbIE [AeTU OTHOCATCSH
K BbICOKOW rpynne pucka no pas3BUTUIO OCTPOro MOBPEX-
nexns novek (OMM). McxoaHasa TAXECTb COCTOSHUSA, He3pe-
JIOCTb M OTCYTCTBUE CNeLUndUYeCcKom KIMHUYECKON KapTHHbI
3aTPYAHSIOT CBOEBPEMEHHYIO MOCTAHOBKY AMarHosa. lNouck
nabopaTopHbIX MapKepPOB NPOAOSIKAETCS.

Llenb uccnegoBanua. OLeHKa AMArHOCTUYECKON LiEH-
HOCTM CbIBOPOTOYHOrO KpeaTWHWHa, uuctaTuHa C, GeTa-
2-MUKpornobynmMHa Kak mapkepoB Ol y HeaOHOLWEHHbIX
HOBOPOMX/AEHHbIX C 04EHb HU3KOW U IKCTPEMAsIbHO HU3KOM
Maccow TeNna Ha NepBoOn Heene XU3Hu.

MauuneHTbl U metoabl. O6¢cnenoBaHbl 100 HegOHOLWEH-
HbIX geTen ¢ maccoi Tena MeHee 1500 r. 3 uccnegoBaHus
WCKJI0YaNUChb NaLMEHTbI C BPOXKAEHHbIMW MOPOKaMK cepaLa
M OpraHoB Mo4yeBbIBOASLLEN cucTeMbI. AnarHo3 ONM BbicTaB-
NANCA COrnacHo KpuTepusm mMoandUUMPOBAHHOM LWKasbl
KDIGO. 3a6op KpoBM AN onpeaeneHuss CbiIBOPOTOYHOIO
KpeaTuMHWHa 1 uucTaTvHa C, a TaKKe MoYuM A5 uccneaoBaHus
6eTa-2-MuKpornobynvHa nposoamnca Ha 1, 3 v 7-e cyT.

PesynbratbiuccnepaoBaHus. JnarHos Ol K KOHLY paH-
Hero HeoHaTaNlbHOro nepuoga cornacHo Kputepuam KDIGO

6bin BbicTaBneH 28 getam n3 100. Onurypum Ha GoHe NHPY-
3MOHHOM U MHOTPOMHOM Tepanuu B TEYEHUE NEPBOMN HeaeNn
WU3HM HE ObII0 OTMEYEHO HU Y OAHOro pebeHKa. YpPOBEHb
CbIBOPOTOYHOIO KpeaTMHUHa COOTBETCTBOBAJ HOPME Y BCEX
feTen B 1-e CyT M3HU, NOBbLICUIICS MO CPaBHEHUIO ¢ 6a3asb-
HbIM YpOBHeM Ha 3-u cyTy 19 fetei. Elle y 9 fetei npesbie-
HWe AnarHOCTUYECKOro YPOBHS CbIBOPOTOYHOIO KpeaTuHWHa
OblJI0 OTMEYEHO BNepBble TONIbKO Ha 7-e cyT. KoHLeHTpauus
umctaTuHa C noBbicKHach No CPaBHEHUIO C HOPMOW B 1-e cyT
U3HKM Y 15 netei, Ha 3-u cyT — y 21 pebeHKa, Ha 7-e CyT —
y Bcex 28 nauueHtoB c¢ OIlM. ToBbiWeHMEe YypPOBHSA
6eTta-2-muKpornobynMHa moyu B 1-e cyT OTMeYanochb
y 13 HOBOPOXAEHHbIX, Ha 3-u — y 17, Ha 7-e — Yy BCex
28 petew ¢ OMI.

3aknioyeHune. Onpegenenne pyuctatuHa C CbIBOPOTKM
KpOBM UK 6eTa-2-MUKpornobynnHa MOYM Hapsady cO CTaH-
LapTHbIMU KPUTEPUAMU (OMYPES U CbIBOPOTOYHbLIN KpeaTu-
HWH) JaeT BO3MOXHOCTb PaHHEro BbIABJIEHUSA HapyLleHUs
®YHKLMI NOYeK U COOTBETCTBYIOLLEN KOppeKUun Tepanuu
Yy HEJOHOLWEHHbIX C 04E€Hb HU3KOW W IKCTPEMAsIbHO HU3KOWM
MaccoWn Tena.

TAPTFETHAS TEPANUS TSAXKETOW TMNEP303UHO®U/IbHON EPOHXUAJIbHOW ACTMbI
Y MALUMEHTA 12 NIET. KIMHUYECKUN CNTYYAH

Bonoxosa TatbsiHa BUKTOpOBHA, BonweHKoBa lNMonuHa AneKceeBHa, CTYIEHTKK 6-ro Kypca

nenuaTpuyeckoro dbakynbTeTa

®rb0Y BO «CapaTtoBCKUI rocyaapCTBEHHbIN MeaANLMHCKUI yHuBepcnTeT uM. B.W. PasymoBckoro» MuH3apaBa Poccuu,

CapartoB, Poccurickas ®egepaums

Hay4HbI pyKoBoauTeNb: BopoTHMKOBa Hatanus AHaToNlbeBHA, K.M.H., OLEHT

AKTyanbHOCTb. TsXKenas runepao3nHoduibHas 6poH-
XnanbHasa actMma (bA) cnoXHO nogaaeTcs Tepanuu, B CBA3M
C YeM CcO03[JaloTCs HOBbIE CXEMbI JIeYEHUS C MPUMEHEHUEM
rEHHO-UHXKEHEPHbIX 6uonorvyeckux npenapatos (FMBM),
OHUM M3 KOTOpbIX aBAseTcsa 6nokatop peuentopa IL-5
MenonuMsymab.

Llenb uccnegoBanua. Onncatb AUHAMUKY KIMHUYECKO-
ro TEYEHUS TAKENOW runepao3nHoduabHon BA, npoaHa-
IM3UPOBaTb M3MEHEHUs MNapaK/MHUYECKUX MOKasaTenen
y nauueHta A., 12 neT, nofyyvalowero reHHO-UHXEHEPHYIO
Tepanuio Menonndymabom.

MauuneHTbl U MeToabl. [IpoBeaeH PETPOCNEKTUBHbIN
aHanu3 uctopun 6onesnn (. 003/y) 3a 7 mec 2022 .
nauueHTa A., 12 net, n3 otaeneHuns AeTCKom nNybMOHO0-
rum (04M) YKB N2 1 nm. C.P. MupoTtBopueBa CITMY ¢ Taxe-
non runepao3nHodunbHom BA, coyeTaHHOW C annepru-
yecknMm puHuToM (AP) n atonndyeckum gepmatutom (ATA).
YunTbiBas TopnuaHoe TedyeHue bA (6a3ucHasa Tepanus —
Cumbukopt 4,5/160 MKr 2 posbl 2 pasa/CyT, MHTpaHa-
3a/lbHO Ha3oHeKc 2 fo3bl 2 pa3a/cyT), MHULMMPOBAHA
Tepanug menoandymabom: no 100 mr n/K njaedva Kaxable
4 Hep N2 7.

PesynbTtat uccnepoBaHua. Jo Hayana repanuun meno-
nM3ymMaboMm B reMorpamMme nauueHTa onpeaensnuce rune-
pao3unHodunua (940 Kn/MKn), rMnepumMmyHoOrnobynmnHe-
mMus (06wmn IgE — 1879 ME/mn), ACT-TecT — 16 6annos.
AT, KNMHMYECKM NPOABAANCA HOYHbIM KOMHbIM 3Y40M,
CYXOCTblO, BbIPaXE€HHON runepemMuen M IKCKopuauuamu
Ha KOXKe KUCTEN, NOKTEBbIX CrMOOB, FOIEHOCTOMHbIX CyCcTa-
BOB; MHAeKc SCORAD — 37 (cpeaHss cTeneHb TAXKECTH
At[l). Mocne nepBoM WMHBEKLMW MeNosin3ymaba YyMeHb-
WWANCH KOXHble nposiBiieHns AT, npekpaTUacsa KOXHbIK
3ya, uHaekc SCORAD — 20 6annoB. Ha npoTaxKeHuu
nocnegywouwmnx 6 mec Tepanum menonnMsymabom oTMeyveHa
NoNoXUTenbHas AMHaAMWKa B TeyeHUU Kak BA (npekpa-
TUAUCb HOYHblE MPUCTYMbI YAYWbS, COKpaTUiacb noTped-
HOCTb B [P2-aroHMcTax KOPOTKOro AeWcTBuMs B 2 pasa,
ACT-TtecTt — 22 6anna), AP (yMeHblIMNCA OTEK CAWU3U-
CTOM O06ONOYKM M YNYyYLWIMIOCH HOCOBOE AblXxaHWue), TaK
n At[l (B nekabpe 2022 r. uHagekc SCORAD — 15 6annos.).
MonoxutenbHas AMHaMUKa BbiiBNEeHa U B 06LLEM aHanu3e
KpoBK: abCONOTHOE KOMMYECTBO 303UHODWAOB AOCTUINO
HOPMbI K 6-My Mec fiedeHuns (70 Kn/MKN), 0OAHAKO rMnepum-
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WH®OPMALIUA COIO3A NEAUATPOB POCCUU

MYHOT106ynnHeMMUs (ypoBeHb obuiero IgE — 858 kn/MKnN)
noKa coxpaHsieTcs.

3aknoveHune. KomniaekcHaa Tepanus TSXenon runep-
303UHOOUNBbHON BA, yCcuUneHHas reHHO-UHXeHepHbIM npe-
napaTom MenonuMdymab, npoBoanmas nauueHty A., 12 ner,
Cnoco6CTBYET HOpManu3auuuM YpPOBHA 303MHOPUIOB

B nepudepryeckon KpoBM, CHUKEHMIO YPOBHA obulero IgE
B 2 pasa. [lpenapaTt 4OCTOBEPHO CHUMKAET YacToTy 060CTpe-
HUIM BA, a TaKXe AeMOHCTPUPYET BbICOKUIM Npoduib ahdek-
TMBHOCTM M 6€30MacHOCTM MNpPU Tepanuu COoMyTCTBYHOLLMX
annepruyeckux 6onesnen — At n AP.

OCOBEHHOCTU NULLEBOIO NOBEAEHUSA Y AETEWA, CTPAJAIOLLUX MATOJIOrMEN

KENYAOYHO-KULLEYHOIO TPAKTA

BanbueBa Mapua AHaToNbeBHa, CTyAdeHTKa 5-ro kypca MHCTUTYTa negnatpum
®re0Y BO «CamapcKuit rocygapcTBEeHHbIN MeanLMHCKUI yHuBepcnTeT» MuH3aapaBa Poccun,

Camapa, Poccuiickas ®egepauus

HayuHbi pykoBoauTens: banawosa EneHa AHaTo/beBHA, K.M.H., AOLEHT

AKTyanbHocTb. OTMe4yaeTcd pocT 3aboneBaemMocTu
paccTponcTBamu nuuiesoro nosegeHus (PMM) c TeHaeHumewn
K BbIIB/IEHMIO YXKe B AETCKOM BOo3pacTe ¢ YacToton Ao 4%.
K 0co6eHHOCTAM B MUTAHWMM MOTYT MPUBOAWUTb Pa3finyHble
daKTopbl, B TOM 4YMC/E€ MaToNorusa Xenyao4yHo-KULLIEYHOro
TpakTa (KKT) 3a cyet aueTol, 60nei, B TOM 4ucrne nocne
NpPoOBeAEeHHbIX paHee MHBa3MBHbIX METOA0B 06CNEJ0BaHMS.

Llenb uccnegoBaHua. Onpenenntb 0CO6EHHOCTU NUTa-
HUs aetew ¢ natonorven KKT.

MaumeHTbl U MeToAbl. OTHOMOMEHTHbIM ONPOC NaLMeH-
TOB racTpoaHTepoJsiornieckoro otaenenunsa rby3 COAKB mm.
H.H. MBaHoOBOW ¢ ncnonb3oBaHnem onpocHuka PARDI 2020.
Ona peterh mnaglwe 14 net OMNPOCHUK 3aroJIHAICA POaM-
Tenamu, ctapuwe 14 net — AeTbMU U UX poauTenamMu. [eTu
Mnajlwe 2 net B uccnegoBaHMe He BKAoYanucb. B uccne-
[loBaHWe BKoYeHbl 36 naumeHToB (62,8% AeBoYeK) B BO3-
pacte oT 3 go 17 net (cpeaHunn Bo3pact — 11 = 3,7 roaa).
B ganbHenwem mcKaoveHa ofHa naumMeHTKa (MoSIoXKUTeNb-
HbI CKPUHWHI Ha @aHOPEKCUIO), B OKOHYaTE/bHbIA aHanu3
BOWM 35 NaUMEHTOB.

Pe3ynbtat uccnepoBaHua. [MKauu3mM He BbISIBJIEH
HW y ogHOro pebeHKa, pyMuHauusa onpegeneHa y 2 (5,7%)
neten. Hanbonee 4acTo BbISBASANINCL NMPU3HAKU PACcCTPOK-
cTBa NuTaHusa usberatowero Tuna (ARFID), M3 OCHOBHbIX ero
KOMMOHEHTOB CaMbli YaCTbll — CTpax HeraTMBHbIX Nocnes-
CTBUKW npuema nuwn — y 27 (77,1%), Ho TonbKo y 2 (5,7%)
[eTen OH NPMBOAMA K MOANDUKALMM NULLEBOTO NOBEAEHMUS.

Y 9 (25,7%) peten MaKcuUManbHblA 6ann Mo CEHCOPHOM
rMNepyYyBCTBUTENBHOCTM — CEHCOPHbIE XapaKTEPUCTUKM
MUK NPUBOAAT K OTKasy oT Hee. Ewe 14 (40,0%) pgeten
NPOSIBASIN YMEPEHHYI 4YyBCTBUTENbHOCTL. Y 23 (65,7%)
[EeTeN CHUMKEHHbIN UHTEPEC K efe, NN0X0 pas3iMiumoe 4YyB-
CTBO ronoja, Ho Tobko 5 (14,3%) Habpanu MakCUMasbHbIn
6ann. CtepeoTnnus B NTMTaHUM U OTKa3 NpoboBaTb HOBOE —
y 16 (45,7%) neten, u3 Hux B 2 (5,7%) cnydyasix B KpanHewn
dopme. B 3 (8,6%) cnydyasax npobnembl ¢ NMUTaHUEM OeTewn
NpMBOAAT K KOHOAMKTaM B cembe, elle B 2 (5,7%) —
K couuanbHbiM cnoxHocTam, 3 (8,6%) naumeHTa usberatot
WM NONHOCTbLIO OTKa3blBalOTCA €CTb BHE JOMa. B 60/bLIKH-
cTBe cnyyaeB (21 — 60,0%) poautenaMm NpuUXoauTCs BKIO-
YyaTb rafKeT BO BpeMs efbl Uin yroBapuBaTtb AeTeN NOECTb,
y 5 (14,3%) peten K Taknm AeNCTBUSGM poanTenu npuberanu
npaKTUYeCKK Bceraa.

3aKnto4yeHue. bonblIMHCTBO ONPOLLIEHHbIX AETEW C NaTo-
norven KT nmeloT 0coO6EHHOCTM MULEBOro NnoBeaeHus,
noaxoaswme nog Kputepuun ARFID. OcHoBa pa3BUTUS 3TUX
0COBGEHHOCTEN — OpraHUYecKasi Natonorua U HeraTUBHbIE
Cy6bEKTUBHbBIE OLLYLEHNS, Bbl3blBaeMble MULLEN, TPaBMMU-
PYIOLWNUIA ONbIT MEAULMHCKUX BMELIATENbCTB M Ha3HavyeHue
PECTPUKTUBHbIX AneT. [eTn, HabpaBluMe BbICOKME Ganfbl,
HaxoAsATca B rpynne BbICOKOrO puUcKa No GpopMUpPOBaHMIO
PMM. B cBs3K ¢ 3TUM HEO6X0AUMbI NpOBeAeHNE aKTUBHOM
NPOGUNAKTUKN U AaNbHENLIMA MOHUTOPUHI MPOrpeccupo-
BaHMS.

KNNMHUYECKOE 3HA4YEHUE IABEPOTEPANN B KOMINJIEKCHOM IEHEHUNA
BPOHXWAJIbHOU ACTMbI Y IETEX U NOAPOCTKOB

FapxueBa [luaHa PycnaHoBHa, Npuropaw Onbra CepreeBHa, CTYEHTKHU
®rb0Y BO «CapaToBCKMii rocygapCTBEHHbIN MeAULIMHCKUI yHnBepcuTeT um. B.1. PasymoBcKoro» MuHaapaBa Poccuu,

CaparosB, Poccuiickas ®enepauus

Hay4yHble pykoBoauTenu: BopoTHMKoBa HaTtanusa AHaTofibeBHa, K.M.H., IOLEHT, AHApeeBa AHacTacusa HMKkonaeBHa, acCUCTEHT

AKTyanbHoCTb. bpoHxunanbHaa actma (bA) — XpOHM-
yecKkoe 3aboneBaHuWe [abixaTenbHbiX MNyTeW, Tpebywuee
ONUTENbHOW KOMMEKCHOW Tepanuu. UccnemoBaTtenun uuyT
pa3Hble METOAUKM JIe4eHUs 3TOM NaTONOrMK, CPEIN KOTOPbIX
M TaKoW MeTo/l, KaK HU3KOMHTEHCMBHOE NasepHoe Usny4ye-
Hue (HUTN).

Lenb uccnepoBaHua. OUEHNTb KOIMYECTBO GOPMEH-
HbIX 3/IEMEHTOB KPOBM (NenKoumToB, TpomboLmnToB) M CO3
119 NaTOreHeTM4ecKkoro 060CHOBaHWA HEOBXOAUMOCTH NpPU-
MeHeHus HUJIM B KomnneKkce MeanLMHCKON peabunutaumm
neten ¢ BA.

MauyueHTol U metoabl. 15 nauveHtam 3-17 net
¢ anarHo3om BA otaeneHnus getckoun nynbmoHonornn YKB
N2 1 um. C.P. MupoteopueBa CIMY npoBegeHo KoMm-
nnekcHoe nevyeHne BA, Bkawvawowee HUTN (nasepHbin
TepaneBTUYECKUN Fe/IMM-HEOHOBbLIM annapaTt «MaTpuKce»).

3a 1 ceaHc BO34eNCTBOBaANM Ha 7 TovyeK (Nonsi BEpPXY-
WeK NerkuMx no nepegHen M 3agHen NOBEPXHOCTHU, MEX-
nonaTto4yHoOW o6nacTh, NPOEKLMUA BUIOYKOBOM Kenesbl
n BepxHen 1/3 rpyauHbl), akcno3uuma no 1,5-2 muH,
exxenHeBHO N2 7. KoHTponbHOe o6¢cnegoBaHue npoBeaeHo
yeped 10 gHen nasepoTtepanuu.

Pesynbtat uccnepoBaHua. leHaepHoe pacnpegene-
HMe: ManbinKkoB — 9 yenoBeK (60%), neBoYeK — 6 YenoBek
(40%); cpeaHn Bo3pacT geten — 9,86 roga. CTpykTtypa BA
no CTENEHM TAXKECTU: Nerkoe teyeHune y 2/3 obcnefoBaH-
Hbix — 10 peten (66,6%), cpenHeTsenaa bBA — y 5 geten
(33,4%). 1o npoBeaeHUss KomnaekcHon Tepanun bA (meaun-
KaMeHTOo3HOe JNleyeHne M ceaHcbl HWUJIUA) Tpom6ouuTOB
B remorpamMme — 318,07 + 11,93 x 109/n, nocne — oTme-
YEHO CHUXKeHWe Ao 243,6 * 16,4 x 109/n. Copep:aHve
neiKouMTOB A0 Bo3aeicTBMs HUIN — 8,05 + 2,9 x 109/n,



nocne — 7,02 + 1,2 x 109/n. Take B remorpam-
Me OTMe4YyeHO CHuxeHne CO3 c¢ 14,86 £ 1,5 mm/u
po 11,73+ 1,27 mm/4. CpefgHun 6ann  onNpoCHUKa
ACT po Havana KOMMJIEKCHOro nevyeHus BA coctaBun
17,33 £ 2,27 6anna, nocne — 22,53 + 1,5 6anna (Hop-
Ma — 25 6annos). Bosgencteue HUJIM B cocTtaBe KOM-
naeKcHon Tepanum BA He BbI3biBano y NauMeHToB No6oY-
HbiIX 9ODEKTOB U annepruieckmx peakumn. NpoBeaeHHbIN
aHanM3 pe3ynbTaToB Na3epHON CTUMYNALMK aKyMyHKTYp-
HbIX TOYEK BbISBU MOJNOXKWUTENbHYIO AMHAMWKY KIMHU-
Ko-nabopaTopHbiXx M OYHKUMOHaANbHbIX MOKa3aTenew.
OTMEYeHO YyMeHblIEHWE BEHTUASALUMOHHbLIX HapyLEeHWH

Nno laHHbIM KOMMNbIOTEPHOW CMUPOMETPUMN NO CPaBHEHUIO
C TpaguuMoHHOM Tepanuen BA.

3akauyeHue. Y NaumeHToB C NEerkum U cpeaHeTsKe-
NbIM TeyeHnem BA, nonyyaBlUMX KOMMJIEKCHYIO Tepanuio
¢ npumeHeHnem HUJIU NQ 7, BbiIsBleHa TEHAEHLNSA K CHUXKe-
HUIO KoNln4yecTBa TpoMbOLMTOB B remorpamme B 1,3 pasa,
4YTO CBMAETENbCTBYET 06 YAYYIWIEHUW PEONIOTUYECKUX
CBOWCTB KpoBW. BKkntoueHne HUJIM B cocTaB KOMMIEKCHOM
Tepanun BA cnoco6CTBYET YMEHbLIEHUIO BEHTUNIALMOHHbIX
HapyLWeHWI AblxaTeNbHbIX NyTEN M YNYYLWEHUIO KIMHUYECKO-
ro Te4yeHus 3aboneBaHUs Mo pesynbTaTaM KOHTPOJbHOIO
TECTUPOBaHUA 60/IbHbIX — ONPOCHUKY ACT.

KJIMHUYECKOE 3HAYEHUE ®EKAJIbHOIO KAJIbIMPOTEKTUHA B ANATHOCTUKE
BOCMAJIUTE/IbHbIX 3AB0JIEBAHUA KULUEYHUKA Y JETEM

FapuHa NanuMHa AneKceeBHa, neanaTp
FAY3 b N° 1, KasaHb, Poccuiickasi degepaums

AKTyanbHoCTb. B HacTosllee BpemMsa B denepalb-
Hble KJWHU4YEeCKHe pekoMeHaauuun «bonesHb KpoHa» (BK)
N «A3BEeHHbIN KonnT (AK) ANS AMArHOCTUKU MU MOHWUTOPMHra
3a60/1eBaHNs BKNIOYEHO UCCNiefoBaHNe YPOBHA deKanbHOo-
ro KanbnpotekTnHa (PK).

Llenb uccnepoBaHusa. Ha oCHoOBaHUKM PETPOCNEKTUBHO-
ro aHanM3a OLUEHWUTb KNMHUYecKoe 3HadveHne PK ans oueH-
Ku akTMBHOCTM B3K v onpefenntb AMarHOCTUHECKM 3HAYU-
MbI1 ypoBeHb PK.

MauuneHTbl U mMeToAbl. [IpoaHanM3anpoBaHbl UCTOPUMU
6one3Hu 71 naunenta c B3K (53 — c 9K, 18 — ¢ BK), rocnu-
TanuaunpoBaHHoro B NAY3 [JPKB MuH3sapaBa Pecny6nuku
TatapctaH . Kazanu B nepuog ¢ 2017 no 2022 r. CpegHum
BO3pacT AeTten coctaBun 12,8 + 3,7 roga, cpean HUX
45 manbynKkoB (63%), 26 aeBo4YeK (37%). [leTen ¢ aKTUB-
Hon popmon B3K — 63 (88%), ¢ HeaKTUBHON — 8 (22%).
B cTpyKType npeo6nagan naHkonut (33 yenoBeka — 47%).

Pe3ynbtat uccnegoBaHua. YpoBeHb K 6bi1 gocTo-
BEpPHO Bbllle y AeTen B akTuBHyto dasy B3K (PUCAI/PCDAI)
n coctaBun 131 mkr/r [117; 136] npotuB 70,5 mKr/r [34;
97] B HeaKTuBHylo dasy, p < 0,001. HanpoTuB, 3HaYeHus
®K He pasnuyanucb B 3aBUCMMOCTM OT 9HAOCKOMUYECKOM

aKTMBHOCTU U cocTaBunn 130,5 mKr/r [118; 137] B aKTUB-
Hyto ctaguio u 104 MKr/r [65; 127] — B HeaKTUBHYIO,
p > 0,05.

B aKTMBHYIO KauHU4YecKkylo ctaguio npu AK u BK
y 60/blUMHCTBaA NauMeHToB ypoBeHb ®K coctaBun 6onee
100 MKr/r y 69 n 87% [feten COOTBETCTBEHHO, B aKTUB-
HYIO 3HAOCKOMWYECKYID CTafMi0 aHallorMyHble 3HayeHus
OK 6binn 3adukempoBaHbl Yy 83% npu AK n 93% peten
¢ BK. B HeaKTuBHyt0 cTaguio yposeHb ®K 6onee 100 mMKr/T
oTMeyvascs NpakTUYecKn TonbKo y aeter ¢ AK. B xoae Koppe-
NSUMOHHOIO aHann3a ycTaHOBJ/eHa AOCTOBEpHas B3aumo-
cBA3b ypoBHA PK 1 Bennymubl PUCAI (r = 0,387, p = 0,014),
aHanorn4yHom B3ammocssA3u npu BK o6Hapy»eHo He 6blio
(r=0,332,p>0,05).

3aknoveHue. YposeHb PK He pasnuyanca B 3aBUCH-
MOCTH OT dopMbl B3K, HO 6Gbia1 IOCTOBEPHO BhIlIE B aKTUB-
HYIO CTaauio 3aboneBaHus, COrnacHO KIMHUYECKUM UHAEK-
camM aKTMBHOCTU. HecMoTps Ha NpuMBEKaTeNbHOCTb 3TOro
MeToda uccnepoBaHus, ®K He MOXeT paccmaTpuBaTtbCs
B KayecTBe HaAeXHOMN anbTepHaTUBbl MHBA3MBHOW MIEOKO-
JIOHOCKOMUK C nocneaytowmMm Mmopponormieckum ncenego-
BaHMEM C Lie/Iblo OLLEHKM aKkTuBHOCTM B3K.

NM3YYEHUE TEHETUYHECKUX ACINEKTOB TYITOYXOCTHU

MywakoB Uropb AnekceeBud, MywaxKkosa Buktopusa AMUTpUEBHA, CTYAEHTbl 6-ro Kypca

nefuaTpuyeckoro dbakynsteTa

®rb0Y BO «CapaToBCKUI rocyaapCTBEHHbIN MeANLMHCKUI yHuBepcnTeT uM. B.W. PasymoBckoro» MuH3apaBa Poccuu,

CaparoB, Poccurickas ®enepaums

Hay4yHbin pykoBoauTenb: NymeHtoK Onbra MropeBHa, K.M.H., IOLEHT

AKTyanbHOCTb. TyroyxoCTb ONpeaenseTcs Kak Hapylue-
HWe cnyxa, 3aTpyaHstoLWwee BOCNPUATHUE Peyn, M Knaccuduum-
pyeTcsl Ha HEMPOCEHCOPHYI0, KOHAYKTUBHYIO U CMELLaHHYIo.
B Ka)K4OM BTOPOM K/JMHWYECKOM Ciy4ae TyroyxoCTb acco-
uMMpoBaHa ¢ reHetnyeckumn cuHgpomamu (T. Matsunaga,
2022).

Llenb uccnepgoBaHus. MayyeHne reHeTU4ECKUX acnek-
TOB TYrOyXxocTu y AeTeMn.

MauyueHTbl U mMeToabl. [lpoBedeH aHanuM3 WUCTOPUK
601€3HU 1 pe3ynbTaToB NOMHONEHOMHOIO0 CEKBEHUPOBAHUS
OHK nauyueHToB B BOo3pacTte 1-18 net (n = 12), Haxoaus-
LUMXCH Ha AMCNaHCEPHOM yyeTe y HeBponora wu/wan cyp-
Jonora no nNoBoAy TYroyxocTv U Ha 06CNeAoBaHWU B Kiu-
HUKe aeTckux 6onesHen YKB N2 1 um. C.P. MupoTtBopLEeBa
r. CapaTtoBa. CekBeHMpoBaHWe reHomMa BbIMOJIHEHO B Meau-
KO-reHeTu4yeckon nabopaTtopum «3BOreH» NMpu nogaeprke

BnarotBopuTeNbHOrO GoHAA MEAWKO-COLMaNbHbIX FEHETH-
YeCKMUX NPOEKTOB MOMOLUM «[EHOM XKU3HW».

Pe3ynbtaT uccnepoBaHua. Y o6cnefoBaHHbIX Nauu-
€HTOB BCTpeYyanucb OAHOCTOPOHHASA (MpaBo- MAW NEBOCTO-
POHHSAS) KOHAYKTMBHaA TYroyxoctb (n = 3), ABYCTOPOHHAS
HenpoceHcopHasa TyroyxocTb (n = 9). N3 06Lwmx 0COBEHHO-
cTen peHoTmna: nMueBon Au3Mopdu3am, KWGOCKOINO3, Baslb-
rycHas gepopmauusa cTon, caHganesniHas LWenb, Tpesyéel,
cton. pu nNpoBeaeHUn MONHOFEHOMHOIO CEKBEHUPOBaHUS
[OHK BbiiBNeHbl naTtoreHHble BapuaHTbl B reHax ANKRD11
(KBG-cuHapom), FIG4 (cuHgpom KOHuca — BapoHa), PHF6 (CyH-
npom bopbecoHa — ®opcmaHa — Jlemana), ARID1A (cMHapOM
KodduHa — Cupuca Il Tuna), ARID2 (cuHapom KodduHa —
Cupuca VI tuna), KMT2D (cungpom Kabyku, tvn l), SHANK3
(cuHapom PenaH — Makaepmua), PPP3CA (anunentuyecKas
aHuedanonatns passuTus, Tmn 91) ¢ reTepo3unroTHbIM HOCK-
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WH®OPMALIUA COIO3A NEAUATPOB POCCUU

TeNbCTBOM MATOreHHOro BapuaHTta B reHax GJB2 n SLC26A4
(HecMHApPOManbHaa HelpoceHcopHasa TyroyxocTb), DYNC1H1
(ayTOCOMHO-AOMWHAHTHAs YMCTBEHHas OTCTanoCTb, TN 13)
n UBE2A (X-cuenneHHasi yMCTBEHHasi oTcTanoctb, tun 30).
Y 0HOM NauMEHTKM C raprouin3mMomM, KiaanaHHbIM MOPOKOM
cepaua n KOHTPaKTypon cycTaBoB — MyTauusa B reHe IDUA
(Mykononmcaxapuos | Tuna). Y oByx nauMeHToB NaToreHHbIX
BapuaHTOB He 06Hapy»KeHO.

3aknoyeHue. Y naumMeHToB ¢ HEMPOCEHCOPHON Tyro-
yxocTblo B 90% cny4yaeB BbiiBNE€Hbl T€ WKW WMHble NaTo-
reHHble BapuaHTbl reHoB. HenpoceHcopHas TYroyxocTb
B COYEeTaHWWM CO CTUrMamu AM33MOpUOreHesa sBASETCS
noKasaHWeM AN19 NPOBEAEHNS MOSIEKYNSIPHO-TEHETUYECKO-
ro o6¢neaoBaHus, B YaCTHOCTM MOJTHOFEHOMHOIO CEKBEHM-
poBaHusa AHK.

MOJIEKYNIAPHO-TEHETUYECKUE ACMNEKTbI CUHAPOMA MAJIbABCOPBLIUA

Y JETEXA PAHHEIFO BO3PACTA

KoBaneHko [lapbss BagumMoBHa, acCUCTEHT MIHCTUTYTa neamMaTpun
®re0Y BO «TuxooKeaHCKUI rocyaapCcTBEHHbIN MeANLUMHCKUI yHnBepcnuTe™ MuH3aapaBa Poccun,

BnaansocToK, Poccuiickasi egepaums

Hay4Hbi pykoBoauTenn: LLlymatoBa TatbsiHa AneKkcaHapoBHa, 4.M.H., npodeccop

AKTyanbHOCTb. B natoreHese cuHapoma Manbabcopb-
UMM OTMEYEHa POJSib KMULIEYHOW dpaKumn OGenKoB, CBA3bI-
BaloOWMX XKUPHbIE KMCNOTbl, U GEPMEHTOB CUCTEMbI AETOK-
CMKaLMKU KCEHOBGWMOTMKOB, 4Ybsi MPOAYKLMS perynmpyercs
COOTBETCTBYIOWMMU reHaMn. NIHTepeceH ypoBEHb BUTaMMU-
Ha D y Takux geten.

Lenb uccnegosanua. OueHUTb ypoBHM BUTamuHa D,
KUILIEYHOW PpaKuuM GEeNKOB, CBA3bIBAOLLEN KUPHbIE KKUC-
NOThl, pacnpeaeneHne reHoTMnoB noMMop@PpuU3MoB reHoOB
VDR, FABP2, GSTP1 v GSTM1y geteun ¢ CMHAPOMOM Masibab-
copbumu.

MauyueHTbl U MeTOAbI. Bbi0 NpoBEeaeHO o6cnegoBaHme
[ABYX rpynn aeten paHHero Bospacta: | rpynna — 30 getew
C annepruyeckomn aHteponatuen, Il rpynna — 30 pgeten
C BTOpUYHOM rmnonaktasuen. 25-OH Vitamin D u I-FABP
B CbIBOPOTKE KPOBW OMpeaensnn mMeToaom MMmyHoodep-
MEHTHOro aHanmnsa, metogom lNLUP B o6pasuax AHK knetok
KpoBwM 6bln onpeaeneHbl nonMMmopdmamsl Bsml reHa VDR,
Ala54Thr reHa FABP2, lle105Val n Alal114Val reHa GSTP1,
OeNeuMoHHbIN nonuMmopduram reHa GSTML. na o6paboTKu
[aHHbIX MCNOMb30BaHbl METOAbl HEMAPaMETPUYECKON CcTa-
TUCTUKM.

Pe3ynbtat uccnepoBaHusn. CpeaHee cofepxaHue
25-0OH Vitamin Dy geten I v Il rpynn coctaBuio 26,1 + 0,037
HI/MN 1 24,9 £ 1,74 Hr/MN COOTBETCTBEHHO, CPEAHAS KOH-
ueHTtpaums I-FABP y geten | v Il rpynn 6bina 125,20 £ 23,79
nr/mn n 61,03 + 8,41 nr/mn cOOTBETCTBEHHO. MyTaHTHbIN
romMo3uroTHbin reHotun Thr/Thr nonnmopdusma Ala54Thr

reHa FABP2 BcTtpeyancs y ageten | rpynnel B 1,6 pa3a yvalle,
yeM y AeTen ¢ BTOPUYHOW rMnonaktasven. [eTepo3nroTHbIin
reHOTUN U MyTaHTHbIK A/A reHoTun nonumopduama Bsml
reHa VDR y neten ¢ annepruyeckon aHTeponatuen BCTpe-
Yyanucb ¢ yactoton 42 n 11% cooTBETCTBEHHO, B TO BpeMs
KaK y geTer C BTOPMYHOM NaKTa3HOM HeLOCTaTOYHOCTbIO
reTepo3nroTHbIM FeEHOTUN BCTPeYascs pexe, 04HaKo YacTo-
Ta BCTPE4YaeMOCTU MyTaHTHOIMO FOMO3WIOTHOrO reHoTuna
Oblfla HEM3MEHHa.

Y peten ¢ annepruyeckon depmeHTonatMen B MNOO-
BWHE Cc/ly4yaeB BCTpevancs AeNeLUOHHbI NoaMMopduU3m
reHa GSTM1, B TO BpeMsl KaK reTepo3uroTHble reHOTU-
nbl nonumopodunamos lle105Val n Alall4Val reHa GSTP1
BCTpeyanuchb ¢ Yyactoton 80 u 25% cooTBeTcTBEHHO. Cpean
nauMeHToB C BTOPUYHOW NlaKTa3HOM HEeZ0CTaTOYHOCTbIO
He BCTpeYyanucb Natonornyeckne roMo3nroTHble reHoTUmMbI
nccneayeMblx reHoB.

3aka4yeHue. Y geten ¢ annepruyeckon aHTeponaTnen
M BTOPUYHOWM rUMNOSlaKTa3nmen oTMeyeHa HeLOoCTaTOYHOCTb
YPOBHS BUTaMWHa D, B To Bpems KaKk nosbiweHue |-FABP
XapaKTepHO TONbKO ANA AeTeW € annepruyeckon aHTepona-
TMen. loBblleHHas YacToTa BCTPE4YaeMOCTU MyTaHTHOro
reHotuna Thr/Thr reHa FABP2 v aeneuuoHHOro reHotuna
reHa GSTM1 moxeT obycnoBnnBaTb pa3BUTUE annepruye-
CKOrO MOpaKeHMs XKeNyao4HO-KULWEYHOro TpaKTa, BbicOKas
npeacTaB/leHHOCTb reTepo3nroTHOro reHotuna Bsml reHa
VDR MOXeT Bbl3blBaTb pa3BUTWE HEAOCTAaTOYHOCTU BUTa-
mMuHa D.

MPOJIOHTMPOBAHHOE HABJIIOAEHUE MALUEHTA

C MYKONOJ/INCAXAPUAO30M TUNA 11

KomapoBa AHactacusa AneKkcaHapoBHa, MapTbiHKO BaneHTuHa ButanbeBHa, opanHaTopbl
no cneunanbHOCTU «negmuaTpus» Kadeapbl AETCKMX 60NEe3HEN C KYpCOM rocnutanbHON neanaTpun
®rb0y BO «PsizaHCKMI rocyjapCTBEHHbINA MEAULMHCKNIA yHUBEPCUTET UM. akag. W.M. MNasnosa» MuH3apasa Poccuu,

PsizaHb, Poccuiickan ®eaepaums

Hay4Hbii pykoBoauntens: ®eavHa Hatanba BacunbeBHa, K.M.H., JOLEHT

AKTyanbHocTb. CuHapom CaHdununno — opdaHHoe
3aboneBaHune, 06YC/IOB/IEHHOE HAKOMEHWEM TIMKO3aMMU-
HOTJIMKAHOB B KJIETKAX pasfiMiHbiXx OpraHoB, NpuBoAsLlee
K HapylleHuto ux GYyHKUUKU, GEeHOTUMUYECKMM MPU3HaAKaM
M NPOrpeccupytoMM HEMPOKOTHUTUBHBLIM HaPYLLUEHUSAM.

Llenb uccnepoBaHua. JeMoHCTpaLMA NPONOHTMPOBaAH-
HOro, Ha npoTseHun 13 net, HabnwaeHUs 3a peGeHKOoM
¢ MINC lll Tuna.

MaumeHTbl U MeTOoAbI. [TpeacTaBNeH KIMHUYECKUI Cy-
Yyam NpPONOHIMPOBaAHHOrO HabnwaeHus nauueHTa ¢ MIC
Il Tuna, npoxoauBwero nevyeHne B 'BY PO «OAKB um.
H.B. AMuUTpreBom».

Pesynbtar uccnepoBaHua. [launeHT M., Bnepsble
rocnuTann3vpoBaH C KJAWHWMKOM MHEBMOHWMW B BO3pacTe
3 net. Pe6eHOK OT 340pOBLIX poauTene, Ao 1,5-neTHero
BO3pacTa poc U pasBuBasnca HopmanbHo. C 2 net ae6loT
perpecca ncMxoMOTOPHbIX HaBblKOB, XPOMOTa Mpu xoabbe,
peunaMBupytoLmMe pecnmpaTopHble 3aNM304bl, LWYMHOE HOCO-
BOE€ AblxaHne. PeHOoTUNMYECKME YepThl: LUMPOKasa NepeHocu-
L@, KOPOTKasn Les, ANUKaHT, }XeCTKUE BOJIOChI, BpaxmnaaKTu-
M8, «<KOrTMCcTasa nanar, renatocnneHomeranuns. OTmevyanucb
HapacTalouwasa runepakTMBHOCTb, BO30OYANMOCTb, 3aAepKKa
peYyeBoro pasBUTUS, HapylleHWe NOXOAKHW, MbllleyYHas rmno-
TOHWS, MpOrpeccupylolMe KOrHUTUBHbIE PacCTPOMCTBA.



KoHcynbTMpoBaH reHeTtukom, 3anopo3peH MIIC, ob6cne-
nosaH B MIMHL, PAMH, BbisiBNeHbl NMOBblWEHHas 3KCKpe-
uma renapaHcynbdarta ¢ mo4yon (107,9 mr/mMM) n pepuumt
renapaH-N-cynbdaTtasbl, noaTBepxaeH awnarHo3 MIC Il
TMna. PepmeHTO3amecTUTeNbHaa Tepanusa OTCYTCTBYET,
npUemM aHTUKOHBY/IbCAHTOB, aHTUOUOTUKM MpPU 3NU30[ax
NHEBMOHWUK. B HacTosilee Bpems pebeHKy 12 neT, rny6oKuin

WHBaNWA, caMoCTOATENIbHO He nepeaBuraeTcs, AeMeHLMs,
arpeccuBeH, 6ynbbapHble HapyLLeHUs, COXpaHATCS YacTble
pecnupaTopHble aNM304bl, CyA0pOrn. YcTtaHoBEHa racTpo-
cToma.

3akntoueHue. MIC lll THna oTHOCKTCA K Nporpeccupyto-
LWMM HEMPOKOTHUTUBHbBIM 3a60N1€BaHUSAM C PaHHEW MHBaNN-
An3aunen naumeHTa U HebnaronpuaTHbBIM UCXO40M.

CENNEKTUBHbIXA AE®ULINT IGA Y PEGEHKA C BPOXXAEHHOW AUCNJ/IASUEN KOPbI
HAAMNOYEYHUKOB. CYLLECTBYET JIU TEHETUHECKASAA BBAUMOCBA3b?

Ky3sHeuoBa Bepa BaneHTuHoBHa, KosbmoBa HaTtanba AnekcaHapoBHa, aCCUCTEHThI
®Irb0Y BO «CTtaBponosibCKMiA rocyapCTBEHHbIN MEeANLIMHCKNIA yHuBepcuTeT MuH3apasa Poccuu,

CraBponosb, Poccuiickast enepaums

Hay4Hbi pykoBoauTens: bapbiyesa Jliogmuna KOpbeBHa, 4.M.H., npodeccop

AKTyanbHOCTb. CeneKTuBHbIN AedUUUT MMMYHOrN06Y-
fIMHa A OTHOCMKTCSl K CaMblM YacTblM NEPBUYHBIM UMMYHO-
ngeduumtam. Ero pacnpocTpaHeHHOCTb B MUpE 3aBUCHT
OT 3THMYECKOro MPOUCXOXKAEHMNS U B CpeaHEM cocTaBaseT
1 cnyyan Ha 700 YyenoBek.

Lenb uccnepoBaHus. [peacTtaBUTb peakun crnydan
MEHUHroaHuedanuTa y ManbinmKa ¢ CeNeKTUBHbIM geduum-
TOM IgA (sIgAD) n BpOXAeHHOM aucnnasnen Kopbl Haano-
yeyHukoB (BAKH).

MauuneHTbl U MeToabl. [poBefeH PETPOCNEKTUBHbLIN
aHanuM3 MUCTopUM GONEe3HU NnauuMeHTa C MNepeHeceHHbIM
MEHWHroaHuedannToM y manbinka 9 net. B nebtote 3a60-
neesaHus — 601b B ropsie, puHopes, pBoTa. Yepes gsoe
CYTOK — IMXopafKa, MHOroKpaTHas pBoTa, Cy4oporu, conop,
B nocneayouwem — Koma. C nepBbIX AHEN KN3HM — MPU3HA-
Kn BOKH. B 10 mec yctaHoBNeHa aeneuus B 3K30He 3 reHa,
Koaupytouwero depmMeHT 21-ruapokcunasa (CYP21A2).
B 2017 r. BepudmunpoBaH nepBUYHbIA MUMMyHOAEDULUT
C HapyweHuem aHTUTenoobpasoBaHus: sigAD.

Pesynbtat MccnepoBaHus. CyuiecTByeT /M CBA3b
mexay BOKH n cenektuBHbIM aeduumntom IgA? MU3BecTHO,
YTO reH 21-ruapoKcunasbl HaxoauTcs Ha 6-W xpomocome
B HernocpeacTtBeHHon 6an3octn oT nokycos HLA-B u DR.
M3BecTHbl annenn BbICOKOrO pUcKa pas3BuTUS 3abonesa-
HMa — HLA-B14, HLA-DR3, conpseHHble 0qHOBPEMEHHO

Kak ¢ BAKH, Tak 1 ¢ sIgAD. BUHOBHbIMKX MOTYT GbITb MyTaLUK
B reHax, yqacTByowmx B andbdepeHunpoBke B-numdpoumTos,
CuHTE3UpYoWwKX IgA, a TakKe fAedeKTbl LUTOKMHOB, KOHTPO-
NMpyloWwmnx aHTuTenoobpasoBanue. Mo peaynbtataM CeKBe-
HUpOBaHMA (NaHeslb «<UMMYHONOITMYeCKas»), BbINOJHEHHOIO
B ®rbY HMUL, ArON um. m. PoradeBa, pacnpocTpaHeH-
HbIX MyTaLWW CUrHalbHbIX MOJIEKYN U AnbdepeHUMpPOBKU
B-nMMOLMTOB Yy Manb4ymMKa He yCTaHOBNEHO.

Moyemy pas3BuICA MeEHWHroaHUedanuT ¢ HebGnaronpwu-
ATHbIM UcxogoM? lMNpeapacnonaraowmmm Gaktopamu MOrm
cTaTb Hanuyue [BYX reHeTU4ECKU OOBYCIIOBJIEHHbIX 3a60-
NIEBaHUN U ONUTENbHbIW, BEPOATHO, HE Bcerga Guanonoru-
YECKUM PEeXUM BBeAEeHUS TMIOKOKOPTUKOMAoB. OTCyTCTBUE
IgA 1 KOMMeHcanbHOM Giopbl, BEPOSTHO, CNOCOBCTBOBANO
aaresuu Bupyca, jedeKTy ero KOHTPOJA U nNporpeccupoBsa-
HUIO 3aboneBaHus.

3akntoueHue. [eHbl NpeapacnoioXeHHOCTU K BPOXAEH-
HOW AMcnnasuMu HaLnoYe4YHUKOB U CENEKTUBHOMY AedULUTY
IgA HaxoasaTcs B COCEAHMX JIOKyCax XPOMOCOMbI, YTO CBUAE-
TENbCTBYET O BO3MOXHOW reHETUYECKON B3anMOCBA3K ABYX
3aboneBaHui. ATUNMYHOE TEYEHUE IHTEPOBUPYCHOM UHPEK-
LMK y 6071bHOTO C SIgAD 06ycnoBAEHO Tepanuew roKOKOPTH-
Kouaamu, HapyLleHneM 6apbepa CIM3UCTbIX 060I0YEK U NPO-
duna KomMmeHcanbHown ¢nopbl. Heobxoanmbl AanbHeNwne
ncenefoBaHusa Ana yTodHeHus B3ammocsasu BAKH v sIgAD.

MYNbTUAUCLUNITUHAPHOE MEAULIMHCKOE COMPOBOXAEHUE AETEU

C MNATOJIOTUEN 3PEHUSA

Ky3bMuH Hukuta AMUTpUEeBUY, Bpay-opanMHaTop

Yeb6okcapckui punman Oray «HMWL «MHTK «Mukpoxupyprus rnasa» um. akag. C.H. degoposa» MuHsgpasa Poccuu,

Yebokcapbl, Poccuiickas Peagepauyms

Hay4Hble pykoBoautenu: YcTuHoBa Hatanus BayecnaBoBHa, 4.M.H., npodeccop,

MNo3aeeBa Hagexaa AnekcaHapoBHa, A.M.H., AOLEHT

AKTyanbHOCTb. [10 AaHHbIM UCCNea0BaHWN, BPOXAEH-
Has naTonorus / peakve 3a6oneBaHns 4acTo CONPoBOXKaa-
I0TCH KOMOPOGUAHBIMU MYAbTUOPTraHHbIMKW HaPYLIEHUSAMMU,
OAHAKO ANs [eTer ¢ nartonorvert 3peHus UMeeTcss PUCK
He 3aMeTUTb Apyrue HapyleHUs 340P0BbS.

Llenb uccnegoBaHus. AHanM3 KOMOPOGUAHOCTU BPOXK-
[IEHHOTO HapYLIEHUS 3PEeHUsT U PeaKux 3aboneBaHui rnas
C MYyAbTMOPraHHOW naTonorMen cpeau OeTen LKONbHOro
BO3pacTa.

MauuneHTbl U MeToAabl. [TPOBEAEHO MYNLTUAMCLIUMAN-
HapHoe o6cnefoBaHue JeTen WKOMbl-MHTepPHaTa MeTo40M
CMNJIOWHON BbIGOPKK, BKJOYaAOULEE aHANU3 MeJULMHCKOM
[IOKyMeHTauun, nepBuyHoe o6CcnefoBaHME COCTOAHMUSA
3[40POBbSA U YrAy6aeHHbIn OPpTanNbMONOrMYECKUn OCMOTP
neten ¢ peaknmmu 3aboneBaHuamu rna3. Bcero o6cneno-
BaH 101 y4yeHuK, o6oux nonos, 1-11-ro KNaccoB LWKOJbI-

WHTEpHaTa ANa AeTel C OrpaHUYeHHbIMW BO3MOXHOCTAMMU
30POBbS.

PesynbTatr uccnepoBaHua. Cpeau WKOJNbHUKOB,
BK/IIOYEHHbIX B MWCCneaoBaHue, ManbyuKoB Obl1o 61%,
geBovyek — 39%, cpeaHun Bo3pact — 12,65 2,99.
Mo gaHHbIM NEPBUYHOM MEOAMLMHCKOW AOKYMEHTaLuuK 6b110
BbiAiB/EHO 49 (48,51%) nuL, Kateropum «pebeHoK-nHBaINgy,
y 54 (53,5%) UMenucb HapyLLEHUS 3PEHUSA PA3HOKN CTEMNEHH
BblpaEHHOCTU, BKJOYaAsa CNernoTy Ha oauH (3 4yenoBeka)
M Ha o6a rnasa (2 4yenoseka). PacnpocTpaHeHHOCTb MCUXHU-
YeCKMUX paccTponcTs coctaBuna 34,65%, HEBPONOTrMYECKMX
HapyweHun — 57,43%, 6one3Hen cepaevyHo-CoCyaucTomn
cuctembl — 12,87%. Y 37 (36,63%) LWKONbHUKOB BbISIB/IEHDI
pefkue BpoXKAeHHble 3a6oneBaHuns rnmas: y 2 — aHupuaus,
y 5 — Kono6oma, y 30 — yactnyHas atpodus 3pUTeNbHOro
Hepsa (HA3H). MonHble (B cootBeTcTBUMM ¢ MKB-10) 3aKnto-
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YyeHus HeBponora, ncuxuaTpa UMenn Bece eTU ¢ KooGOMOMN
n 19 (63%) wKonbHUKOB ¢ YA3H. Cpeaun neten — nHBannaos
[leTCTBa MO 3PEHUI0 y 3 yCTaHOBJ/IEHbI MCUXMATPUYECKas
ny 9 HEBPOJSIOTMYECKas NaToorus.

3akntoveHue. [onyyeHHble HaMu pesynbTaTbl MOKa3bl-
BalOT HEOGXOAMMOCTb MPOBEAEHUS YrNy6NeHHOro odTasb-
MOJIOTMYECKOro 0CMOTPa KaXkoro pebeHKa ¢ BPOoXK/AeHHOM

naTonornen 3peHuns, o6cneaoBaHMa 3TUX WKONbHUKOB Bpa-
YamMuM CMEXHbIX creunanbHocTen ans GopmMUpoBaHUS nep-
COHaNN3MPOBAHHOIO NOAXoAa K NIeYeHUI0 U peabunuTaumu.
He BbisiBieHHble Npo6aeMbl CO 3peHneM y aeten ¢ 3abo-
NIeBaHUSMK rna3 M co4YeTaHHOW NaTofiormer mMoryT BIUATb
Ha HapylleHWe NOBeAeHMS 1 elle 6oNblie Ae3aaanTMpoBaTh
LUKOJIbHWUKOB.

«MUA-NOUCK» — UHCTPYMEHT CKPUHUHIA UMMYHOTMATUIN Y OETEH

HA NMOJINMKJINHUYECKOM 3TAIE

Mwurnan NMonuHa UropeBHa, KunpuH Unbs AHaTonbeBuy, KyaHewoB UBaH CnapTaKoBUY, CTYAEHThI
@re0Y BO «TiomeHCKni rocyaapcTBEHHbIN MeANLMHCKUI yHnBepceuTeT™ MuHaagpasa Poccuu,

TiomeHb, Poccurickas egepauus

Hay4yHble pykoBoantenn: MannHuHa EneHa MropesHa, K.M.H., KyabMmnyeBa Kcenus lNaBnoBHa, aCCUCTEHT

AKTyanbHOCTb. C/IOHOCTM AMArHOCTUKM MEPBUYHbIX
nmmyHogeobuumtos (MUA) cBaA3aHbl, ¢ OAHOW CTOPOHbI,
C MHOroobpasvem CMMMNTOMOB, a C APYron CTOPOHbI, C HU3-
KOM HaCTOPOXEHHOCTbIO Bpayen B OTHOLIEHWU MEPBUYHbIX
UMMYHOAEDULMTOB B CUY PEAKON YaCTOTbl BCTPEYAEMOCTH,
41O TpebyeT yHUOULMPOBAHHOIO NoAXoAa.

Llenb uccnepoBanusa. OueHUTb 3OOEKTUBHOCTbL CKPU-
HUHroBoW nporpammbl «[MUA-NOUCK» ONS paHHEro BbiBNE-
HUS NaTONOrMKU UMMYHHOW CUCTEMbI Y AE€TEN Ha aMbynaTtop-
HO-MOJIMKIMHUYECKOM 3Tarne.

MauyueHTbl U mMeToabl. [1N19 AAHHOro MccnegoBaHMs
ucnonb3oBanacb pas3paboTaHHas nporpamma CUCTEMbI
NOAAEPKKN NPUHATUSA BpadebHoro pelieHus «MNA-nounck.
3anporpammupoBaHHble anropuTMbl BK/AO4YanuM B cebs
nccneaoBaHUs aHaMHECTUYECKUX U NapaKJIMHUYECKMX AaH-
HblX, UTOFOM KOTOpPbIX OblIM PEKOMEHAALMM O HEOBXOoaM-
MOCTM KOHCy/NbTaUMKW Bpava-MMMyHosiora. TecTMpoBaHue
nporpamMMbl NPOBOAMOCHL Ha 6a3e neanaTpUYecKux oTae-
nenun FAY3 TO «fopoackas noamknanHuka N2 5» n TAY3 TO
«opoackaa nonuknuHuka N2 17». Tpynny uccnepoBaHus
cocTtaBun 151 pebeHoK.

PesynbTtat uccnepgoBaHua. pn aHanM3e aHaMHeCTU-
4YeCKOM YacTh MeAULIMHCKON JOKYMEHTaL MK Gblfia BblaeneHa
rpynna uccnegoBaHus, KoTopas coctaBuna 151 yenosek.
MepBasa 4yacTb NpeacTtaBneHa 96 aetbMu U chopmmpoBaHa

METOAOM CMJIOWHON BbIGOPKM — 3TO AeTU NepBOoro roga
W3HW. BTopylo 4YacTb rpynnbl MccnefoBaHWs COCTaBUA
51 pebeHok, umeowmnn 5 anusogos OPU B roa, peuu-
OVBUpPYIOLLME OTUTbI, MHEBMOHWUMU, TOHIUANWUTBI, FTHOMHWUY-
KOBble 3ab60fieBaHWsA KOXMW, YyacTble HEMOTMBMPOBAHHbLIE
NnoBbIWEHWUS TemnepaTtypbl Tena, ANUTENbHbIM cybdebpu-
NINTET, BUPYCHble 60poAaBKU. TpeTbsl YacTb — 3TO YeTBEpPO
[LeTel C yCTaHOBNEHHbIM AMarHo30M «MePBUYHBIA UMMY-
HoAedbUUUT» C Lenblo onpeaeneHns 4yBCTBUTENbHOCTU
meToda. CKPUHWHI nNoKa3an Heob6xoAMMOCTb MpoBene-
HWS KOHCyNbTauMKW Bpadva anneprosiora-ummyHonora 7,9%
(12 yenoBeK) pecnoHAeHTOB. Bce nauuneHTbl, BbiGpaHHble
nporpamMom, 6bl1M HanpaBAeHbl Ha KOHCY/bTaLMIO Y3KOro
crneunanucTa, 4To N03BoOAMN0 chOpPMUPOBaTL FPynny pucKa
feTer No UMMYHOMATONOMMK, a TaKXe oOpraHuM3oBaTb JIUCT
OXUWAAHUSA ONA KOHCyNnbTauuMuM MMMYHO/Ora-anfaepronora.
Bce getu ¢ ycTaHOBMEHHBIM AMArHO30M OblfiM TaKXe onpe-
neneHbl nporpammon. Mporpamma «MUA-noncK» nokazana
CcBOI0 3 PeKTUBHOCTL B 88,9% cnyyaes.

3aknwuyeHue. [lporpamma «[MN[-nonck» aBnsgertcs
LOCTYMHbIM, HaleXHbIM U AKOHOMUYECKM BbIFOLHbIM UHCTPY-
MEHTOM AN CKPUHUHTOBOM ANMArHOCTUKM NEPBUYHBIX UMMY-
HopaeduULUMTOB Ha ambynaTtopHoM aTane. BHegpeHue gaHHON
nporpaMMbl NO3BOAUT M36eXaTb HECBOEBPEMEHHON AMa-
FHOCTUKM naumeHToB ¢ NMUA.

BPOXXJEHHbLIE AHOMAJIUM OPTAHOB MOYEBOW CUCTEMbI (BAMC),
NPEHATAJIbHbIE ®AKTOPblI PUCKA U NPUOBPETEHHbIE 3ABOJIEBAHUA
HA ®OHE BAMC HA NPUMEPE JUCNAHCEPHOW 'PYMNNbl JAETEMN,
HABJTIOJAIOLWUXCA B rbY3 «MEH3EHCKASA Pb» I. MEH3bI

MuTtpoHbKuHa [lapbs CepreeBHa, CTyfeHTKa 6-ro Kypca
®rb0Y BO lNeH3eHCKUI rocyaapCTBEHHbINA YHUBEPCUTET, MEANLUMHCKUI MHCTUTYT, [leH3a Poccuiickas ®enepauus
HayuyHbin pykoBoautens: KpacHoBa Jllogmuna MiBaHOBHA, K.M.H., JOLIEHT

AKTyanbHOCTb. I3BECTHO, YTO BPOXAEHHbIE aHOMasIMK
OpraHoB MOY€BOM cUCTEMBI cocTaBAoT 40 50% B CTPYKType
NMOPOKOB pPa3BUTUS BHYTPUYTPOOBHOro pebeHKa. [atonorua
NMoYyeK M MOYEBLIBOASLLMX NYTEN Y AETEN CTapllero Bo3pacTa
Yale dopmupyeTcs B NpeHatanbHOM nepuoje.

Llenb nccnepoBaHua. BoiaBieHne npeHaTtaabHbiX Qak-
TOPOB PUCKA M XapaKTePUCTMKA BPOXK/AEHHbIX aHOManuwn
Mo4yeBon cuctembl (BAMC) y aucnaHcepHoOMn rpynnbl geTen
Cc HedponorMyeckKomn natonornen, Habnwgawowmxca s N'bY3
«MeH3eHcKasa Pb» I. [TeH3bl.

MauyueHTbl M meToAabl. [IpoBeaeH PETPOCNEKTUBHbIN
aHanna 11 wctopun 60ne3HU ageTen ¢ HedpPOonornyecKom
natonornen. N3yvexbl 10 manbyunKkoB M 1 geBo4vka. Bospact
neten — ot 5mec 4o 14 net. BAMC 6b1/11 BbiSIBNIEHbI TPY NOMO-
wm Y3UM po poxaeHusa pebeHka (4o 18-20 Hepn rectaumm).

Pesynbtat uccnepoBaHua. Bce getn umenu BAMC:
BPOX/AEHHbIN ypeTepornapoHedpos; MOSCHUYHYIO AWUCTO-
nuto, poTaumto, rMnonaasunio NpPaBon MOYKK; ABYCTOPOHHWUI
ypetepornapoHedpos; Ta30BYyl0 AUCTOMUIO MpPaBOM MOY-
KW; NMOJIMKUCTO3 MoyeK; Tybynonatuio. CoyeTaHne HeCKosb-
KMX aHOManun BbigBNeHO y 2 pgeten. B 1 cnyvyae nopok
6bl/1 3aMN0A03PEH Ha TPETbeM CKPUHWUHIE BHYTPUYTPOGHOIO
pebeHKa, B 2 cnyyaax 6bi10 Ha3HavyeHo goobenefoBaHue
C NMOMOLLbIO KOMMbIOTEPHON TOMOrpadun. 4 pebeHka nmenm
npuobpeTeHHble 3aboneBaHWs: MOYEKaMeHHYl 605e3Hb
(MKB), xpoHnyecKyto 60ne3Hb noyvek (XbBI). MNMon myxckown
(M3 4 yenoBek — ABa poaHbix 6paTta ¢ MKBE). 9 matepen
UMenu NPU3HaKW OTHArOWEHHOro TeyeHus 6epeMeHHOCTH.
6 geten Umenu pasinyHble MoCTHaTallbHble HapyleHus:
HeoHaTanbHas entyxa — 1; nepuHaTanbHOE Mopa)KeHue



LEeHTPaNbHON HEPBHOM CUCTEMbI — 2; 3aJi€pKa BHYTpUY-
TPO6HOro pasBuTUS — 1; CUHAPOM ABWraTenbHbIX Hapylle-
HUN — 1; CUHAPOM MbIWEYHO-TOHUYECKUX HapylweHnn — 1.
BrisiBneHa cemeilHas npeapacnonoXeHHOCTb MO MepBoW
nuHum poactBa K MKB (3 nauueHTa), K HedponTody (1 pebe-
HOK), Nuenoaktasuu (1 nauyueHT), XPOHMYECKOMY MUeno-
HedpuTy (1 nayueHT), No BTOPOW NuHuM poactBa K MKB
(2 pebeHKa), K caxapHoMmy aAnabeTy 2-ro Tuna (1 naymeHT).
3aKknoyeHue. Bce u3yyeHHble OeTU WMENW BPOXK-
AEHHble aHOMaNMM MOYEeBOW CUCTEMbI; aHOManuu Moye-

BOM CUCTEMbI BbIIBNEHbI 10 POXAEHUS pebeHKa; 36%
M3y4yeHHbIX aeten Ha ¢oHe BAMC umenn npuobpeTeHHble
3a60/1eBaHUs, BbIIBIEHHbIE NMOCAe 2 NeT KWU3HU; NpeHa-
TalbHble GaKTopbl pUcKa nmenn 82% U3yYeHHbIX AeTewn;
o6GHapy)XeHa ceMeWHas npeapacrnosioXeHHOCTb y AeTew
¢ BAMC k 3a6oneBaHuam XbI1, MKB, HedponToay, nueno-
3KTa3uK; BbiiB/IeHA 3HAYUMOCTb NpeHaTalbHbiXx GaKToOpPoB
puUcKa GOPMUPOBAHUSA BPOXKAEHHbLIX aHOManIMin MO4YeBOM
CUCTEMBI.

B3AUMOCBS13b 3ABOJIEBAEMOCTHU BETPAHOW OCINOW
Y AETEU C NEPUOAOM NAHAEMUU COVID-19

MonuyaHoBa KpuctuHa lOpbeBHa, cTygeHTKa 5-ro Kypca
®rb0Y BO lNeH3eHCKUI rocyaapCTBEHHbIN YHUBEPCUTET, MEANLIMHCKUI MHCTUTYT, leH3a, Poccuiickaa ®eaepauyms
Hay4Hbi pykoBoauTenb: MycatoBa Jlioamuna AnekcaHapoBHa, K.M.H., OLEHT

AKTyanbHocTb. B Poccuickon depepaumm BeTpsiHas
ocna — 3TO YacTo BCTpevallleecs 3aboneBaHue feT-
CKOro Bo3pacTa C Haumbonbluen 3ab0neBaeMoCTbio cpeaun
feten 3-6 neT U peakMMu ciaydasamu y aeten fo 1 ropa.
3Ha4YMMOCTb ee onpeaensieTcs BblICOKOM KOHTArmo3HOCTbIO
N PUCKOM Pa3BUTUSA OCIIOKHEHUN.

Llenb uccnepoBaHus. N3y4nTtb 3a601eBaeMOCTb BETPS-
HoM ocnown y aeten o 14 net 3a nepunog 2020-2021 rr.

MauueHTbl U MeTOAbI. B 1ione 2022 r. npoBeaeH cpaBs-
HUTE/IbHbIW aHanM3 3ab60/IeBaeMOCTU BETPSHOW OCMOon
3a 2020-2021 rr. cpean geten oo 14 net no Poccumckon
depepaumn n NeH3eHcKoM obnacTtu.

PesynbTaT uccnepgoBaHus. B leH3eHCKOM o6nactu
3a 2020 r. 3a6oneBaeMOCTb BETPSHOW OCMOKW Yy [eTew
40 14 net coctaBuna 1858 Ha 100 000 HaceneHus. B aTo

e Bpemsa no Poccuinckon deaepaumm Habnoaanacb 3a6o-
NleBaemMOCTb BETPSHOM ocrnon y geten oo 14 net, paBHas
1749 Ha 100 000 HaceneHus. B leH3eHCKOW ob6nacTtu
3a 2021 r. 3aboneBaeMoCTb BETPSHOW OCNoW y Aetew
no 14 net coctaBmna 1595 Ha 100 000 HaceneHus. Tem
BpemeHeM no Poccuiickon Penepauunmn Habntoaganacb 3a60-
fleBaemMoCTb BeTpsiHOM ocrnon y geten go 14 net 1898
Ha 100 000 HaceneHus.

3aKknwuyeHue. lMcxoas M3 BbILWEN3NOXKEHHOTO, B3a-
MMOCBA3K 3a60/1eBaeMoOCTM BETPSAHOM Ocnov y pgeTen
lNeH3eHCcKOM ob6nactu B BoO3pacTe Ao 14 net 3a nepuoj
2020-2021 rr. ¢ orpaHuyuTeNbHBIMKM Mepamu B Mnepuos
naHgemmn COVID-19 He o6HapyKeHo. [AnHamuka umena
pa3HoHanpaBNEeHHbIN XapaKTep B CyObeKTe M B LENOM
B Poccuiickon depepaumu.

CUHAPOM KODDPUHA - CUPUC B NPAKTUKE NEAUATPA
Opo6Geu AnnHa AneKcaHppoBHA, opaMHaTop 1-ro roga o6y4yeHnsa kadbenpbl rocnuTanbHON NeguaTpun

M HEOHATOJ1I0IMMn

Drb0Y BO «CapaTtoBCKui rocyaapCTBEHHbIN MeANUMHCKUI yHnBepcnTeT uM. B.W. PasymoBckoro» MuH3apaBa Poccuu,

CapartoB, Poccurickass ®egepauus

Hay4Hbiv pykoBoauTenb: 'ymMeHtoK Onbra MropesHa, K.M.H., 4OLEHT

AKTyanbHocTb. CuHapom KodduHa — Cupuc — pega-
KWW HacneaCcTBEHHbBIM CUHAPOM C YacTOTOM BCTPeYaemMoCTH
MeHee 1 cnydas Ha 1 000 000 yenosek. Ha cerogHawHMM
[leHb 3aperucTpupoBaHo okono 150 cnyvyaeB 3aboneBa-
HUS.

Lienb uccnepoBaHusa. OnvcaHue KIMHUYECKUX Cnyvyaen
cnHapoma KoddurHa — Cupuc B NpaKTUKe Bpada-neamatpa.

MauueHTbl U MeToAbl. [IpoBeaeH aHanu3 ambynaTop-
HbIX KapT, UCTOpUK 6one3Hu, obcneaoBaHU Tpex nauu-
E€HTOB C MOXOXWMWU Xanobamu n peHoTunomMm. Becem pgetam
nposoAunacb 3H3MMOANArHOCTUKA NM30COMHbIX 6onesHen
HaKonjeHusa, NPoBeAEeHO NOIHOE CEKBEHMPOBAHWE reHoma
B MeAWKO-reHeTMYeCcKon nabopatopun «3BOreH» npu noa-
aepxke bnarotBopuTtenbHOro GoHAa MeAUKO-COLManbHbIX
reHeTUYECKUX MPOEKTOB MOMOLLM «[€HOM XKUSHM»,

Pe3ynbTtat MccnepoBaHuUs. Y BCex [eTeEW MMeloTCH
rpy6as 3agepxKa yMCTBEHHOIO 1 pe4eBOro pa3BuUTUs, IMOo-
LlMOHanbHOeE, arpeccMBHOE NoBeAeHWe, rpyoble YepThl nLa,
MbllI€YHaa TUMNOTOHMSA, HapylleHWe cnyxa, HU3KWIA POcCT,
renatoMeranus. Bobilieyka3aHHble }anobbl NOABUANCL Cpa-
3y e nocne poxaeHus. C nepBoro rofa Xu3Hu AeTu oTcTa-
BaaM B MNCUXOMOTOPHOM pa3BuUTMU. KPOBHOPOACTBEHHbLIN

6paK poautenu aeten otpuuann. M3 ocobeHHocTen dpeHo-
TMNa: TMNEepPTeNopU3M, WUPOKUNA GUNBLTP, LWKMPOKUA 06,
B3/[IEPHYTble HO3ApK, CaHaaneBuaHas LWenb, TpesybeL, rpy-
6ble yepThbl nuua. MpoBoannacbk anddepeHumanbHaa ava-
FHOCTMKa CO MHOIMMM 3a60/1EBAHUAMU, UMEIOLLMMU CXOXKYIO
KJIMHUYECKYIO KapTUHY, B TOM YMC/E C IM30COMHbIMU 60nes-
HAMW HaKoMneHus (Mykononucaxapwuaosbl, MaHHO3UAO3b,
6one3Hb HumaHa — lMNuka Trna C). MNpu npoBeaeHnr NOSHO-
reHOMHOro cekBeHupoBaHusa [AHK o6GHapyKeHbl He onu-
CaHHble paHee B uTepaType reTepo3nroTHble MyTaluwu
(AOMWHaHTHbBIM TUMN HacnepaoBaHus) B reHax ARID1A, ARID1B
n ARID2. TlaToreHHble reTepo3uroTHble BapuaHTbl B 3TUX
reHax npuBoaaT K cuHapomy KodduHa — Cupwuc tuna |, I
1 VI COOTBETCTBEHHO.

3akn4veHue. [puBeaeHHble KMHWYECKUE cny4dau
[IEMOHCTPUPYIOT Hanbonee 4acTto BCTPevallMics cpeau
pPenKMX reHETUYECKMX CUHAPOMOB B NeaMaTpUyYecKom npak-
TuKe cuHapom KodduHa — Cupuc, GEHOTUNMMYECKU U KK-
HUYECKMN CXOXKMI C NIM30COMHbIMM 6ONE3HAMM HAKOMNEHNS
N XapaKTepU3yoLMINCa rpybbiIMU YepTamu NnLa, KOTHUTHUB-
HbIMW HapYLIEHUSIMWU, HW3KOPOCNIOCTbO, renaTtomerasnunen,
HapyLEeHUIMM cyxa.

PEDIATRIC PHARMACOLOGY. 2023;20(4)

<
o

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



FROM THE UNION OF PEDIATRICIANS OF RUSSIA

WH®OPMALIUA COIO3A NEAUATPOB POCCUU

®AKTOPbI, BIUAIOLLUE HA COCTAB MUKPOBUOTbI KULLEYHUKA

Y AETEWA NEPBbIX TPEX JIET }KU3HHU

MoroguHa AneKcaHapa AHApeeBHa, acnupaHT

@re0y BO «Camapckuit rocyaapCTBEHHbIN MEAULIMHCKMI yHUBepcuTeT MuH3apaBa Poceuu,

Camapa, Poccuiickas ®enepauus

HayuyHbi pykoBoauTenb: banawosa EneHa AHaTonibeBHa, A.M.H., JOLEHT

AKTYanbHOCTb. KMLIEYHbIN MUKPOBUOM UrpaeT BarKHYIO
pofib B pa3BUTUK pebeHKa, U ero HebnaronpusaTHble 3me-
HEeHWs CBA3aHbl C KPATKOCPOYHbLIMU U LONTOCPOYHBIMU HapPY-
WeHnaMK 340p0Bbs. B cBOIO 04epeab, COCTaB MUKPOOUOTHI
NoABEPKEH HenpepbiBHBIM U AUHAMUYHBIM W3MEHEHUSAM
B TEYEHUE KUBHW.

Llenb uccnepoBaHunsa. OUeHUTb BAUSHUE Npe- U NOCTHa-
TanbHbIX GaKTOPOB PUCKA Ha COCTaB MUKPOBUOTbI KULLEYHU-
Ka AeTen NepBbIX TPEX €T XKUSHMU.

MauueHTbl U MeToAbl. [pOBELEHO OAHOMOMEHTHOE
ndyyeHne GaKTOpPOB pPUCKa HebnaronpuATHOro cocTasa
MUKPOOUOTBI TOJICTON KULWKK Y feTel Ha 6a3e MONUKINHUK
r. Camapbl. KpuTepun BKIloYeHUs: Bo3pacT 6-36 mec, |-
Il rpynna 340poBbs, cornacue 3aKoHHbIX MpeacTaBUTENEN.
KpuTepun UCKNIOYEHUS: TSXKeNble BPOXKAEHHbIE aHOoManuu,
npuMemM Ha MOMEHT WMCCNeAOBaHWs aHTUMUKPOOHbLIX npe-
napaToB, XWAKWA CTyn B npeablgywme 7 aHen. B uccne-
[loBaHWe BKo4YeHbl 65 aetel. MaeHTuduKauuma coctaBa
MWKPOOKOTHLI BbiNonHeHa metogom MALDI-ToF Ha npubope
Microflex LT (Bruker).

Pe3ynbTat uccnepoBaHus. BeposaTHOCTb O6GHapyKe-
HWS OTAENbHbIX BUAOB SHTEPOKOKKOB HWXKE Y AeTen, nony-
YMBLIMX MOBTOPHbIE KYPCbl aHTUMWMKPOOHBLIX NpenapatosB
(b = 0,027). B oTHoweHun E. casseliflavus Hanbonbliee
3HaYyeHne umena HeaoHoweHHocTb: 36,4% (4) npotue 5,6%
(3) y AoHoweHHbIX, p = 0,013. O6HapyKeHue E. gallinarum
KOpPEenMpoBano ¢ OTCPOYEHHBLIM NPUKIAAbIBAHUEM K FPyau

(p = 0,032). lNprvem NpobMOTUKOB BO Bpems OGepeMeH-
HOCTM MOBbIWaN BEpPOATHOCTb O6HapyXeHusa L. paracasei
(p = 0,019), a paHHee NpuKNagbiBaHWe K rpyau U OTCYTCTBUE
[oKkopMa cmecbto (p = 0,030) — L. gasseri. BeposiTHOCTb
ob6Hapyxenus S. lutetiensis (p = 0,044) w Citrobacter
freundii (p = 0,017) Bbiwe y AeTen ¢ BHYyTPUYTPOOHOM MHDEK-
umen. daktopamu nossneHus K. oxytoca aBnsIUCb JOKOPM
cmecbto B pogaome (p = 0,018) 1 oTCpoYeHHOE NMpUKIaabl-
BaHue K rpyau (p = 0,001), a TakKe onepaTtMBHOe poLopas-
peweHue (p = 0,027) n cTaumoHapHoe nevenue (p = 0,032).
Ona 6udungobakTepuin HebnaronpuaTHbIMKM daKTopamu
OblIn onepatMBHOe poaopaspelueHne (p = 0,051), oTcyT-
CTBWE NleYeHUs rectaumoHHon aHemum (p = 0,053). IpyaHoe
BCKapmanBaHue 6onee 3 mec yBen4mMBano WaHcbl 06Hapy-
YEeHUs npeacTaBuTENen AaHHOro poja MMKPOOPraHW3MOB
(p=0,027)

3aknovyeHue. CocTaB MUKPOOGWMOTbI oOnNpenensncs
nepuvHaTanbHbiMU GaKTopaMu, camble 3HAYUMbIE W3 HUX:
CPOKMU NpPUKNaAblBaHUsA K Tpyau, HaXOXAEHWe Ha cTalwuo-
HaApHOM JIe4EHUU, NMPUMEHEHME AHTUMWUKPOOHbLIX Mpena-
paToB BO BpemMs 6€PEMEHHOCTU M Ha MEPBOM rofy MU3HM.
Mo3aHee npuKknagbiBaHWe K rpyan 6bi10 Mmapkepom Hebna-
ronpuUaTHOrO TeyeHuss 6epeMeHHOCTM WM POAOB, a TaKKe
oTAeNbHbIM GaKTOPOM pPUCKAa 3a CYeT HapyleHus obceme-
HeHUs pebeHKa MUKpodaopon MaTtepu. JnnMTenbHOCTb rpya-
HOr0 BCKapMJ/IMBaHWS 3HA4YMMO MOBMSNA Ha BEPOSTHOCTb
o6HapyxeHus 6udnaobakTepun.

CPABHEHUE COBPEMEHHbIX METO4OB OLIEHKU ®U3UYECKOI0 PA3BUTUA AETEU
C AETCKUM LUEPEBPAJIbHbIM MNAPAJIUHOM

PaxmaeBa Pa3unsa ®oatoBHa, acCUCTEHT

@re0y BO «KazaHCKuI rocyaapCTBEHHbIN MeAULUHCKMIA yHuBepcnteT MuH3gpaBa Poccuu,

KasaHb, Poccuiickas ®epepaums

Hayu4Hbi pykoBoauTenb: Kamanosa Aanuta AcxaTtoBHa, 4.M.H., npodeccop

AKTyaNbHOCTb. Ba)KHOCTb OLIEHKM HYTPUTMBHOIO cTaTyca
y AETEW C AETCKUM LiepebpanbHbiM napannyom (ALLM) He BbI3bI-
BaeT COMHEHMI. Y Bpayen BCeX CneuunanbHOCTEN, KaK NpaBu-
N0, BO3HWKAIOT C/IOKHOCTM B MPOBEAEHWM aHTPOMOMETPUM
y aeten ¢ UM v nHTepnpeTtauum Nosy4YeHHbIX pe3ynsTaToB.
LUenb wuccnepgoBaHus. CpaBHWTENbHbIM aHanuMs
pe3ynbTaToB OLEHKM GU3NYECKOro passutus aeten ¢ LM
C UCNONb30BaHWEM MEXAYHaPOAHbIX KpuTepreB BO3 v cne-
LUManbHbIX LEHTUNbHbIX Tabnuu, ana aeten ¢ AL,
MauueHTbl U MeToabl. M3y4yeHbl aHTPOMOMETPUYECKUE
rnokasaTenn — Macca Tena, pocT, MHAEKC Macchl Tena y 163
neten ¢ AUIM. Hamu BbiSBAeHbl 0COGEHHOCTU GUBUYECKOTO
passutna ageten ¢ AUIM B 3aBMCUMMOCTM OT ABMUratefibHbIX
BO3MOXHocTen (ypoBHa GMFCS — cuctembl Knaccudukaumm
60/1bWNX MOTOPHbIX (YHKLMW), NPOBEAEH CpaBHUTESNbHbIN
aHanu3 pesynbTaToB aHTpornomeTpun no Kputepuam BO3
W creunanbHbIM LEHTUIbHLIM Tabnuuam ana aeten ¢ ALMN.
PesynbTtaT uccnepgoBaHus. CpaBHUTE/bHbIA aHanU3
BbIBU/T pa3/Inymns B pe3ynbTaTax OLeHKM GU3NYECKOro pas-
BMTMA geten ¢ LM cornacHo cneumanbHbIM LIEHTUIBHbBIM
Tabnvuam n Tabnuuam, pekomeHgosaHHbiM BO3 (p < 0,001):
6onee BbICOKas 4acToTa U36bITKa Macchl TeNla U OXKUPEHUs
(12% npotnB 9%, p < 0,001), HOpManbHOro GU3UYECKOTO
pa3Butna (42% npotuB 35%, p < 0,001) n 6onee Hu3-

Kas 4acToTa 6eNKOBO-3HEPreTMYecKom HeaoCTaTO4HOCTH
(B3H) (46% npoTtnB 56%, p < 0,001). CornacHo KpuTepuam
BO3 HapylleHUs PU3UYEeCKOro pasBUTUS AMArHOCTUPYHOT-
cs B 65% cnydvaeB, COrnacHo cneunanbHbiM LLEHTUIbHBIM
Tabnuuam — B 58% cny4vaes. Tak, cornacHo Kputepusam BO3
B rpynne nauuveHTtoB ¢ GMFCS | HapyweHns dusnyeckoro
pa3BuUTKS BbiBNeHbl B 32% cnyyaeB, ¢ GMFCS Il — B 51%,
¢ GMFCS Il — B 71%, ¢ GMFCS IV — 73% 1 B rpynne nauu-
eHToB ¢ GMFCS V — B 97% cny4yaes. 1o cneunanbHbIM LIEH-
TUAbHBLIM Tabnuuam YactoTa HYTPUTUBHBIX HapyLweHui 6bina
cnepyouwen: c GMFCS | — 43% cny4vaes, ¢ GMFCS II — 50%,
¢ GMFCS lll — 58%, ¢c GMFCS IV — 57% v B rpynne nauueH-
T0B ¢ GMFCS V — 86% cny4aes.

3aknoyeHue. Hactota BblBeHUA 1 cTeneHb BOH Huxe
no cneumanbHbIM LLEHTUAbHBIM TabavLam, 4eM No MexayHa-
poaHbiM Kputepuam BO3. MNMpu anarHoCcTuKe M36bITKaA Mac-
Cbl TENa U OXKUPEHUS crneunalnbHble LeHTUAbHblE Tabnuubl
BbISABASIOT UX YaLle, 4eM Kputepun BO3. AHanus pesynbra-
TOB MO3BONSET BblAeNUTb rpynnbl geten ¢ ALUIM, KoTopbim,
NOMUMO MeXAyHapoaHblx KpuTepues BO3, pekomeHno-
BaHO MCMNONb30BaHWE creuuanbHbIX LEeHTUAbHbIX TabauL:
Cc ABuratenbHbiMK HapyweHuamu GMFCS 1lI-V; Bo3pactom
> 10 nerT; z-score Macca Tena / Bo3pacT uim MMT/Bo3pacT
KoTopbIx = +0,5.



COBPEMEHHbIE NPEACTABJIEHUA O PACMTPOCTPAHEHHOCTU
N HEKOTOPbIX KJIMHUKO-METABOJIMMECKUX ACNEKTAX ®YHKUMUOHAJIbHbIX
PACCTPOMCTB KULLEYHUKA Y NOAPOCTKOB C O}KMPEHUEM

PeBu3op AHactacua UropesHa, Bpay-negmatp

GrbHY «Hay4Hbi# LLEHTP Npo61eM 3J0P0Bbs CEMbMU U PENPOAYKLUMM Yer0BeKa», MpKyTCK, Poccuiickas ®epepaums
Hay4yHble pykoBoauntenu: PbivkoBa Jllo60Bb BnagummpoBHa, 4.M.H., npodeccop PAH, uneH-koppecnoHaeHT PAH;

MorogvHa AHHa BanepbeBHa, 4.M.H.

AKTyanbHOCTb. OXUWpeHWe y NogpoCTKOB — npobre-
Ma 06LEeCTBEHHOrO 34paBOOXpaHeHns B HacToslee Bpe-
MS. [0 JaHHbIM nuTEpaTypbl, KOMOPOWUAHOCTL OXUPEHMS
N GYHKLIMOHANbHbIX PAacCTPOUCTB KulevHuKa (PPK) B neaun-
aTpUYECKUX NONYNALMAX HEAOCTATOYHO M3Yy4eHa, YTo 060-
CHOBbIBAET aKTyallbHOCTb NPO6AEMbI.

Llenb uccnepoBaHua. OnpeaennTb HacToTy U CTPYKTYPY
®YHKLMOHaNbHbBIX PacCTPOMCTB KMULIEYHUKa Y MOAPOCTKOB
C OXUPEHUEM U OXxapaKTepu3oBaTb HEKOTOpble KIWHUKO-
MeTabonM4yecKkme 0CO6EeHHOCTU AaHHOW KOropTbl AN ONTH-
MU3auUKn cTpaTerni ux NPOOUNaKTUKU U NeYEHUS.

MauyueHTbl U MeToAbl. MeTO4OM CMJIOWHOW BbIGOP-
KM M3 283 nNoapocTKOB C oxupeHuem (SDS UMT = 2,0;
11-17 neTt) npu rocnutanuM3auunm B KAMHMKY HL M3CPY
cbopmupoBaHbl 4 rpynnbl (n = 111) Ha OCHOBaHUKU
Bpucrtonbckon wkanel dopm ctyna (BLUPC): ¢ 3anopom
(n =55), anapen (n= 6), HopManbHbIM (1 = 34) U He-
YCTOMYMUBBIM CTY/IOM (N = 16). Ucnonb30Banu KNMHUYECKUN,
nabopaTopHbIX M CTAaTUCTUHECKUM (C NMOMOLLbIO MakeTa
Statistica v.10.0) meToabl. g pasnuyuni Mexay rpynnamu
ucrnonb3oBann Kputepun MaHHa — YuTHu, Kpackena —
Yonnuca u x2 ¢ nonpasKoi MeiiTca; pa3nuuns 4oCTOBEPHbI
npu p < 0,05.

PesynbTaTtbl uccneposaHua. Kanobbl, CBA3aHHbIE
¢ ®PK, npeabsaBnanmn 85 NoLpOCTKOB C OXXUPEHUEM (76,6%).
A6LOMUHaNbHble 601, CBA3aHHblE ¢ febeKalnen, OTMETU-
nm 70 (63,1%) 4yenoseK. MeHee 3 pgedekauui B Hefeno
nmenn 56 (50,5%) NoApPOCTKOB € OXUpeHUeM, 6onee 3 pa3
B AeHb — 33 (29,8%). CMMNTOM HaTyXMBaHWS OoTMeYanu
83 (74,8%) noapocTKa, YyBCTBO HEMOSIHOTO OMOPOXHEHUSA
KulweyHuKka nocne agedekaunn — 104 (93,7%) obcneno-

BaHHbIX. Mpu oueHke no BLUPC: 34 (30,6%) nogpocTKa
C OXWPEHUEM MMENU HOpManbHbIN (3-1, 4-K Unn 5-1) TMN
Kana. ®opmbl cTyna 1-ro 1 2-ro TMNoB, COOTBETCTBYOLWME
3anopy, onucanu 55 (49,5%) noapocTtkoB. N3 HUx 1-1 TUnN
BbIiBNIEH y 7 (6,3%) nogpocTKoB, 2-i Tun — y 48 (43,3%).
MNpeob6nagaHue 6-ro Tmna Kana otmetnnn 6 (5,4%) 4yeno-
BeK, a 16 (14,4%) noagpoCTKOB OTMEYaan CoYeTaHus pas-
HbIX TMMOB ¢GOpM CcTyla — KOMOMHauuu 1-ro uam 2-ro
TUNOB C 6-M UAN 7-M.

lpaKTMyecKkn BCe WUcCCNefoBaHHble MeTabonnyeckue
XapaKTePUCTUKM MOAPOCTKOB C OXMPEHWEM M Pa3/INYHbI-
MU TMNaMu Kana 6bianM conoctaBumbl. OfHAKO BbISBNEHO,
YTO KOHLEHTpauumn 6unnpybrHa B CbIBOPOTKE KPOBM Yy MOA-
POCTKOB C 3aMOpHbIM TUMOM Kana 3Ha4yuTeNbHO NPeBbILWaoT
TaKoBble y MOAPOCTKOB C AuapenHbiM Tunom (p = 0,017).
KoHueHTpauua uHcynuHa v nHgeke HOMA-IR 6biin Bbiwe
y NoApocCTKOB € 6-m Tunom Kana (p = 0,035 n p = 0,032
COOTBETCTBEHHO), Y 3TOW rpynnbl NauMeHTOB Bbille U LONS
MHCYNMHope3uncTeHTHocTn (UP) (p < 0,05).

3aknoueHue. Taknm 06pas3om, B CTPYKTYpe NaTonorun
®PK y NnogpoCTKOB C OXMpeHWeM Hanbosee 4yacTo BCTpe-
4yalTca HapyweHus MOTOPHO-3BaKyaTOPHOW GYHKLUWK
KULWEeYHWKa no Tuny 3anopos (49,5%) u cMellaHHOoro tuna
(21,6%); pexxe Bcero — no tuny anapewn (5,4%). NP y noa-
POCTKOB C OXMPEHMUEM CBSI3aHa C HaM4YMEM AMAPENHOrO
TMna Kana no bLW®C. Bo3amMOXKHO, 4TO MMeHHO UP aBns-
eTcsl TpUrrepoMm MetabosMyecKon anapeun, Kotopas CBOWM-
CTBEHHA B3POC/bIM NaLMWEHTaM C OXKMpeHMEM. Pe3ynbTaTbl
nccnefoBaHns OTKPbIBAOT MPUOPUTETHbIE HampaBieHWUs
AanbHENLWeEro n3y4yeHuns KoMopomaHocT PPK 1 oxupeHus
y NOAPOCTKOB.

B/IMAHUE HEUPOTUMHACTUKU HA YYEBHYIO AEATENIbHOCTb AETEM

PomaHoBa AHHa BacunbeBHa, Bpay-negunarp

ObY3 MBaHoBCKas KanHudeckas 60sbHuLa UM. KyBaeBbiX, AeTCKas nonKaMHMKa N2 8,

WBaHoBO, Poccuiickas ®epepaums

HayuyHbI pykoBoauTenb: CanoBa MapuHa HuKonaeBHa, K.M.H.

AKTyanbHOCTb. WMHTEHCMBHbIE WKONbHbIE HaArpy3ku
MOTYT Bbi3blBaTb 3aTPYAHEHMS B YCBOEHUMN Yy4e6HOro marte-
pvanay geten. Ana npeaynpexaeHuns WKONbHOW HeycneBa-
€MOCTM MOXHO MCNonb30BaTb creuunanbHble Gusnyeckue
yNpaXHEeHUs, cnocobCTBYOWME CTUMYNSALMU MO3rOBON es-
TENTIbHOCTM.

Lenb uccnegoBaHua. OUeHNTb BINFHUE HEWPOTMMHA-
CTUKM — CMneumanbHOro KommniaeKkca GUanyecKkunx yrnparkHe-
HWIN, pa3paboTaHHOro C y4eTOM WX BO3AEWCTBUA Ha PYHK-
LUMOHaNbHble G/I0KM TFONOBHOrO MO3ra, — Ha COCTOSHMWE
y4eOHOW AeATeNbHOCTU AeTEN.

MaumneHTbl U MeToAbl. 55 obyyatowmxca 1-ro Knacca
o6ueobpa3oBaTebHOM WKONbLI GblM pa3feneHbl Ha ABe
rpynnbl: 3KCNEPUMEHTaNbHYI0O — 29 aeTen U KOHTPOSb-
Hyl0O — 26 peten. B akcnepuMmeHTanbHOW rpynne geten
eXXeJHeBHO npoBoaunacb OU3KYNbTMUHYTKA B Havane
y4ebHOro gHsa B TeyeHue 5 mec. [JMarHoCTMKa ypPOBHS
BbICLIMX NCUXMYECKUX QYHKLMIM Y AeTen 06enx rpynn BKI0-
Yana onpegeneHne ob6bema BOCMPUATUSA, NEPEKI0YEeHUs
W pacnpeneneHns npou3BOSIbHOIO BHUMAaHMKS, CIyXOBOW

WU 3PUTENBHOM MaMATU U MbllWeHUsa (CMOCOBHOCTU Bblae-
NATb CYLLECTBEHHOE).

Pesynbtat uccnepoBaHusi. YpPoBeHb BOCMPUATUSA
y OeTen akcnepuMmeHTanbHoW (1-9 rpynmna) U KOHTPOJbHOM
(2-9 rpynna) rpynn He UMen 4OCTOBEPHbIX pa3iMinim B Hava-
ne uccnegoBaHua. bonee NonoBMHbI 06YYalOLWMXCH UMENN
CpedHun YpoBEHb, YETBEPTb — HU3KWKN, KaxKOblW LIECTOM
pebeHOK — BbICOKMN. [locne npoBeaeHns Kypca GU3KYNbT-
MWHYTOK B 1-W rpynne A4OCTOBEPHO YMEHbLIMIOCH KOonuye-
CTBO JeTew C HU3KUM YPOBHEM BOCMNPUATUSA. AHANOTUYHbIE
AaHHble 6blIM NONyYeHbl NMPU OLLEHKE NEePEeKIoYeHNS U pac-
npegeneHns BHUMaHWA: cpeau geten 1-M rpynnbl 6onee
4yeM B 2 pasa CHU3MI0Cb KOIMYECTBO 06YyYatoLMXCs C HU3-
KWUM YPOBHEM 3TUX KOTHUTUBHbIX QYHKLUMIA. B akcnepumeH-
TanbHOWM rpynne LOCTOBEPHO YMEHbLIMIOCHL KOMYECTBO
AeTel C HU3KWM YPOBHEM CAYXOBOW MamMaTh U yBEIUYU-
10Cb — CO cpeaHunM. [loOCTOBEPHbIX Pe3ynbTaToB yayylie-
HUS 3pUTENbHOM NamsATU B XOA4€ BbIMOAHEHUS CTUMYANPY-
OWMX PUSKYNBTMUHYTOK NONYYEHO HE Obl10. YMEHbLUEHUE
B 2 pa3sa 4Yucna AeTen ¢ HU3KUM YPOBHEM MbILLIEHUS (CNO-
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COGHOCTHM BblAENATb CYLLECTBEHHOE) OTMEYEHO B 1-1 rpyn-
ne obyyatoLnxcs.

3aknouyeHue. BKioyeHne npeaoxeHHOro KoMnaekca
HEMPOTrMMHACTUKK C Y4€TOM BO3AENCTBUS Ha HEMPOMNCUXO-
nornyeckne 6SI0OKM MO3ra (3HepreTMyeckun, MHdopmauu-

OHHbIM W onepaunoHanbHbIM) B NpoLecc obyyeHus OeTewn
NO3BOMMAO MOBbLICUTb YPOBEHb LWKOJIbHO-HEOBGXO0ANMbBIX
MO3roBbIX QYHKLIMIA, TAKUX KaK BOCMNPUATUME U MPOU3BOSIb-
HOEe BHMMaHMe, a TaKkKe cnoco6CTBOBANO yyyLLEeHUIo 3ano-
MWHaHWS MHbopMaLMK.

onbIT NPUMEHEHUA UHTUBUTOPA IL-5 B TEPANUU BPOHXUANTbHOW ACTMbI Y IETEU
Pyauk MapuHa UBaHoBHa, KagueBa Mapbam AGaynKagupoBHa,

KasanueBa Mep3us NaaxubéanaeBHa, CTYAEHTKM

Srb0Y BO «CapaToBCKMi rocygapCTBEHHbIN MeANLMHCKUI yHuBepceuTeT um. B.1. PasymoBcKoro» MuHsapaBa Poccun,

CapartoB, Poccurickasi ®egepauums

HayuyHbI pykoBoauTenb: BopoTHMKoBa Hatanusa AHaToNbeBHA, K.M.H., AOLEHT

AKTyanbHOCTb. Tepanusg 6poHxuanbHon acTtmbl (BA),
OCHOBaHHas Ha MPUMEHEHUUN UHTaNSLMOHHBIX TIIOKOKOPTU-
KOCTEPOWUIOB, HE MO3BOASET NPOBOANUTbL LieNieHanpaB/eH-
HYIO KOPPEKLUMIO OYHKUUU KNeTOK-apdeKTopoB, NO3TOMYy
naeT NOUCK HOBbIX NpenapaTtoB TapreTHoW Tepanuu 3Toro
3aboneBaHus.

Llenb uccnegoBaHua. [lpoaHanM3npoBaTb TeEYEHUE
Taxkenon BA, coyeTaHHOM C annepruyeckMmM PUHOKOHBIOH-
KTUBWUTOM, aTONMUYECKUM epMaTUTOM y nauneHTa I, 14 ner,
Ha GOHEe KOMOMHUPOBAHHON Tepanuun ¢ NPUMEHEHUEM MNpe-
napata menonndymao.

MauyueHTbl U MeToabl. [lpoBeaeH aHann3 7 WUCTOpuUM
6onesnu (¢. 003/y) naumnenTa I, 14 net, 4E€TCKOro NynbMo-
Honornyeckoro otaenenua YKB N2 1 um. C.P. MupoTtBopueBa
CrMY ¢ ycTaHOBNEHHbIM AMarHo30M TSXKeNon 303MHO-
dunbHon BA, coyeTaHHOM C annepruiyeckMM PUHOKOHbB-
IOHKTUBMTOM M aTOMUYECKUM JepmaTuToM. PelieHnem
KOHCcuAnyma 6a3ucHas Tepanusa BA (6yaecoHua/dopmorTe-
pon — 160/4,5 MKr 2 fo3bl 2 p/CyT U MOHTETYKacCT) yCuieHa
6/10KaTOpOM MHTepsiekuHa 5 (menonudymab) no 100 mr
n/K nnedva 1 pas B 4 Hepn (7 BBEAEHUN).

PesynbTtaTt uccnepgoBaHua. [1o Havyana TapretHou Tepa-
nun BA ACT-Tect 60nbHOro 6bi1 15 6annos, obwuin IgE
B CbIBOPOTKE KpoBn — 580 ME/Mn, runepao3nHoduimnsg —
321 KNA/MKA. ATONMYECKUW [epMaTuUT (IMXeHudUKauus,
MHPUABTPALUMS, CYXOCTb, WENYLWEHNE KOXKM, TMNEPnUrMeH-
Tauusa B NOKTEBbIX crnbax), nHaekc SCOARD — 28 6annos

(cpeaHsa cTeneHb TAXKEeCTH); NoKaszaTeNn GyHKLNUM BHELLHe-
ro AbiXxaHus (AMHamuyeckas nukdnoymetpus; PEF) — 69%
oT HopMbl (310 n/MuH). Ha dpoHe Tepanun BA menonnadyma-
60M COKpaTMnacb NOTPEOHOCTb B [32-aroHUCTax KOPOTKOro
nevcteusa B 2 pasa (ACT-tect — 23 6anna), ynyywunanchb
HOCOBOE AblXaHWe M COCTOSIHWE KOXHbIX MOKPOBOB (MHAEKC
SCOARD — 15), KynupoBaHbl ABNEHUA aNnepruyeckoro
KOHbIOHKTMBUTA. Hopmanusauusa ypoBHS 303MHODUNIOB
B NnepudepryecKon KpoBK AOCTUIHYTa K 6-My Mec Tepanuu
TapreTHbIM FeHHO-WHXEHEPHbIM MNpenapaTtom — CpeaHui
nokasatenb 87,1 KA/MKN, NPW 3TOM CHUKEHWUSA YPOBHSA
obulero IgE He gocTuruyto — 447 ME/mn (aHBapb 2023 1n).
TonepaHTHOCTb K GUIMYECKOMN Harpy3Ke noBbicMnach K 3-my
Mec KOMOGUHUpPOBaHHOM Tepanuun BA, nokasatenu nUKodIoy-
MEeTpuUM BO BpeMms MPOBEAEHMS Tepanuu Menonnsymabom
ynyywunucb Ha 34,3%.

3aknw4yeHune. Menonmaymab B cocTaBe KOMOGUHMPO-
BaHHOM Tepanuu TSXKenon 303MHODUIbHOM BA MNONOXu-
TeNbHO BAMAET Ha KAMHUMYECKoe TeyeHue 3aboneBaHus
(noTpe6HOCTb B B2-aroHnCTax KOPOTKOro JeNCTBUS COKpa-
TMnacb B 2 pasa), HOpManan3yeT KoIM4ecTBO 303UHODMU-
NIOB, YNy4llaeT KayecTBO XU3HU NaumneHTa c BA — ACT-TecT
nosbicuncs fo 23 6anno.. MNpu Tepanum menoamsymabom
y nauuneHta ¢ BA No604YHbIX 3DEKTOB U aNsiepru4ecKon
peaKkuuu He oTMeYeHo. Menonnadymab He BAUSET U HE KOH-
TponupyeT BbIpaboTKy ob6uiero IgE B CbIBOPOTKE KPOBMU.

KJIMHUYECKWUUA C/TYYAU MPUOBPETEHHOW UAUOMNATUMECKOMU AMJIACTUMECKOM
AHEMUWMU C MMHOPHbIM MHI-KJIOHOM, CPEQHETSI)KENIAS ®OPMA

CaxunrapaeBa UnbHapa PaauKkoBHa, Bpa4-opaAnHATOP 2-ro roja
FAY3 [IPKb MuH3apaBa Pecnyb6anku TatapctaH, KasaHb, Poccuiickas ®epepaums
Hay4HbIt pykoBoauTens: Yepesosa MpuHa HUKoNnaeBHa, K.M.H., JOUEHT

AKTyanbHOCTb. Annactnyeckaa aHemus (AA) — Tsxe-
fioe 3ab6oneBaHMe KPOBETBOPHOW CUCTEMbI, KOTOPOE XapaK-
TepuayeTcs MNaHUMTONEHUEN W TUMOKIETOYHbIM KOCTHbIM
MO3roM.

[MaToreHes cBA3bIBaAOT C AEPEKTHOCTbLIO CTBOIOBLIX KJle-
TOK, HapyweHneM ux nponndepaTMBHON aKTUBHOCTY.

Llenb uccnepoBanusa. OnnucaHune KIMHUYECKOrO clyyas
M3 NPaKTUKK C OAHOBPEMEHHbIM Hac/lefoBaHWeEM ABYX NaTo-
JIOTMYECKMUX FEHOB.

MaumeHTol 1 MeToAbl. [laHHblE OOGBEKTMBHOIO OCMO-
Tpa, KIMHUMKO-NabopaTopHble N UHCTPYMEHTa/IbHbIE METOAbI
nccnefoBaHUM, aHannM3 MTepaTypPHbIX MCTOYHUKOB.

Pesynbtat uccnepgoBanus. Manbuuk X., 10 net, Haxo-
OWNCA Ha NevyeHuu B oTaeneHuu remartonorum FAY3 OPKB
MuHagpaBa Pecnybnukmn TaTapcTaH. [lpu nocTtynneHuu
anobbl Ha 61eHOCTb KOXHbIX MOKPOBOB, 06pa3oBaHMe
CMOHTAHHbIX CUHAYKOB Ha Tene. M3 aHamHesa: No mecTy

WUTENbCTBA AMarHocTMpoBaHa TpombounTonatus. Monyyan
OWUMHOH M acKopyTMH — 6e3 addeKTa. lpu noctynne-
HUM B CTaLMOHApP COCTOSIHME TSXKEenoe 3a CcYyeT remoppa-
FTMYECKOro M LIMTOMEHMYECKOro cuHapoma. Ha ocHoBaHuMu
KIMHUYECKMX, NabopaTopHbIX, MHCTPYMEHTaNbHbIX METO-
noB o6cnefoBaHusa BbiCTaBneH anarHos: «[lpnobpeTeHHas
nanonaTtMyeckas annactuyeckas aHeMWsi C MMHOPHbIM
MHI-knoHom, cpegHeTskenasa ¢opma». HayaTta KOMOGMU-
HMpPOBAHHaA Tepanus cornacHo NPOTOKONY ne4veHus AA.
Mpn npoBoaAMMON Tepanuu nosydYeH cnabbli remMatosioru-
YeCKM oTBET. YunTbiBasa oTcyTcTBUE addeKTa OT JIeHeHUS,
BbIMNOSIHEHO MUCCNef0BaHME METOAOM MONHO3K30MHOMO CEK-
BeHupoBaHua AHK ans noarBepKAeHUs U YTOYHEHUS Ana-
rHosa. o pe3ynbraTtam MCCNeaoBaHMs BbISIBJEH BEPOATHO-
NaTOreHHbIN FTEHETUYECKUM BapuaHT — Aeneuns ydyacTka
7-N XpOMOCOMbI, 3aTparuBalowas obnactb reHos SBDS,
AUTS2, KoTopble MOryT NpPMBOAUTb K pPa3BUTUIO CUHAPOMA



LLIBaxmaHa — [JaMMoHAa v npeapacnonoKeHHOCTHU K anna-
CTUYECKOW aHEeMUU.

3aKnwuyeHue. YuntbiBas pes3ynbTaTbl MOJIEKYNAPHO-
reHeTMYecKoro MccneaoBaHnss METOAOM MOSHO3IK30MHOMo
cekBeHunpoBaHua [HK, BO3HWKaIOT NpeanonoXKeHUs 0 ABYX
GEHOTUMMYECKN pa3HbIX NATONOMUSAX, KOTOPbIE MOTyT UMETb

CXOAHblEe FeHETUYEeCKNE NPeAnoChINKK, Y OAHOrO NauMeHTa.
[eHeTMYecKas oCHOBa aToro GeHoMeHa [10/1KHa ObITb Uccne-
[AOBaHa C UCNONb30BaHMEM COBPEMEHHbLIX METOA0B MOJEKY-
NFPHON BUONOTNN U TEHETUKKU, GYHKLMOHANbHON FTEHOMUKHM
N GMOMHDOPMATUKK, YTO PEKOMEHAYEeTCs AN YTOYHEeHUs
AWarHo3a nNpeacTaB/IEHHOMY NaLMEHTY.

AE®ULMT BUTAMUHA B, , (CEMEWHbIW C/TYHAHN)

Conory6 AnnHa EBreHbeBHa, CTyJeHTKa

DIrb0Y BO «PszaHCKui rocyaapCTBEHHbIN MeANUMHCKUI yHUBepCUTeT uM. akag. W.1. lNasnosa» MuH3gpaBa Poccun,

Ps3aHb, Poccuiickas ®enepaimns

Hay4Hbiv pykoBoauTenb: PeanHa Hatanba BacunbeBHa, K.M.H., AOLEHT

AkTyanbHocTb. [lebuuut ButamuHa B,, pasBuBaeTcs
y MJIafi€HLUEB Ha rpyagHOM BCKapManBaHWM OT MaTepen Bere-
TapuaHoK / ¢ HeAMarHoCTUPOBAHHOM NEPHULMO3HOM aHEMU-
en. CBoeBpeMEHHOe Nle4eHne He Bceraa NpuMBOAMUT K MOSHO-
MY HUBESIMPOBAHUIO HEBPOJIOTMYECKOM CUMMNTOMATUKW.

Llenb uccnepoBaHusa. OnvcaHMe cCeMEWHOro cny4vyas
AeduumnTa BUTaMuHa B, ,.

MauueHTbl U MeToAbl. AHANM3 BbINMUCOK M3 UCTOPUM
60/1€3HU N ambynaTopHbIX KapT.

Pesynbtat uccnepoBanums. NauymeHt K., B 11 mec auna-
rHOCTMpOBaHa Tshkenas B, ,-nedbuunTtHas aHemMus. AHamMHe3:
poOAMICA [OOHOLWEHHbIM, C XOPOLWMMM MacCO-POCTOBbLIMU
nokasartensmu. [lo 6 mec pa3suTue No BO3pacTy, Aanee —
perpecc aMoLMOHalbHbIX U MOTOPHbIX HaBblKOB. [Jo 11 mec
WUCKJIIOYUTENBbHO TpyaHOe BCKapMavMBaHwue. lpu ocmoTtpe:
COMHONEHUMS, aauHaMu1s, MblllevyHas rmMnoToHus. B kKpoBu:
TAXenas MakpouuTapHas aHeMus, MaHUMTOMNEHUS; CHUXKE-
HME YpPOBHS KobGanaMuHa, nosbiweHue JIAIL Ha peHTre-
HOBCKMX KOMIMbIOTEPHbLIX TOMOrpaMmMax rol0BHOIO MO3ra:
ManbdopMauus no TUNy Naxmrupuu, runonnasus Mo30/u-

cToro Tena. JleyeHmne umMaHkob6anaMMHOM C MONOXKUTENbHOM
OnHaMmuKon. Y matepu ¢ 10 net aHemus, pedpaKTepHas
K deppoTepanuun. B KpoBU: ypoBeHb KoBanamMmnHa CHUXKEH,
ayToaHTUTeNa K napueTaNbHbiM KNeTKaM W TpaHCrayTamu-
Hase, roBopsiwmne O NEPHULMO3HON aHEMUU W LENUaKUW.
Y cecTpbl NauMeHTa B 2 roga — naHuuToneHus, obcnegoBa-
HUA Ha 0OMeH enesa u KobasaMuHa He 6blno. B 8 net —
Aeduumut B,,, OTpuLaTeNbHble PE3y/ibTaThl Ha LESMaKuio,
cuHapom MmepcnyHa — pecbeka. KatamHes naumeHTa K.
B Bo3pacTte 1,5, 4, 6 neT: 3ajeprKKa pevyeBoro, nNCMxXomo-
TOPHOro pasBuTUS, BbIBOPOYHOE MOHMMaHWe obpaleHHON
peyun, OTCYyTCTBME HABbIKOB CaMOOBCNYKMBaHMS.

3aknwyeHue. Ciayyan 4EMOHCTPUPYET Tsxenbln gedu-
UMT KoBanamumHa y Tpex 4neHoB cembl. HeBponornyeckue
W remaToNorMyecKme HapyLlweHus y aeten pasBuanch, Bepo-
ATHO, BCNEACTBME BHYTPUYTPOBHOrO, a 3aTeM U AJINTENbHO-
ro anMMeHTapHoro geduuntTa KobanammHa. Tepanusa y naum-
eHTa K. npuBena K CTOMKOW remMaTonorMyecKkomn peMuccum,
HO He npefoTBpaTUNa AONTOCPOYHbIX HEMPOMCUXMYECKMX
N KOTHUTUBHbIX PaCCTPOWCTB.

K/IMHUYECKUMU CNTYHAU BOJIE3HU NOMIE C NO34HUM HAYAJIOM.
B3AUMOAENUCTBUE FrEHOTUNA U ®EHOTUMNA

Cro3éB Kupunn HukonaeBuu, CTyaeHT

®rb0y BO «KazaHCKM# rocyapCTBEHHbIN MEAULIMHCKMIA yHUBepcuTeT™ MuH3apasa Poccuu,

KasaHb, Poccuiickast ®epepaums

Hay4yHble pykosoautenu: Cabuposa [AuHa PawmnaosHa, accucteHT, CaBackuHa EkatepunHa HuKonaesHa

AKTyanbHocTb. bonblwasa BapuabenbHOCTb MyTauuin
reHa GAA, OTBETCTBEHHOTO 3a CUMHTE3 anbda-rnioKos3unaasbl,
006yC/N0BNMBaET pa3nnyHoe TedyeHne 6one3nHu Momne (BIM).
3HaHWe 3aKOHOMEePHOCTEN B3aMMOCBA3U reHoTUna u GpeHo-
TMMa NO3BONAT NMPOrHo3unposaTb TevyeHue bBI1, B TomM yucne
BpPEMS Hayana tepanuu.

Llenb uccnepoBaHusa. [lemMoHCTpauua KIMHWYECKOIO
cny4vad bl ¢ no3gHum Havanowm (BIIMH), onpegeneHne B3aun-
MOCBA3u reHotuna u peHoTtnna BIMH.

MauuneHTbl U MeToAbl. AHANIU3 UCTOPUM BONE3HU Nauu-
€eHTa C AMarHo3oM «b6one3Hb lNomne ¢ NO3aHUM Havyanom»
B BO3pacTe 3 f1eT 2 mec. AHanu3 nutepaTypbl B 6a3€e JaHHbIX
PubMed, Google Scholar, Web of Science. Pa6ota ¢ 6a3amu
AaHHbIX Apa3ma PoTtTepaamckoro, UniProt, ClinVar.

Pe3ynbtat uccnepoBaHus. Y nauuveHta Habnwopa-
JIOCb NOBblWeHWe anaHnHamuHoTpaHchepasbl (AJIT),
acnaptataMuHoTpaHcdepasbl (ACT) (4o 4 Hopm) ¢ 3 Mmec.
ConyTcTBylOWMX Xanob HeT. Bnepsble nosbiweHne AJT,
ACT 6bIn0 o6HapyxeHo B 2019 r., 6bl1 NOCTaBAEH AMarHo3
«peaKTUBHbIN renatum. [lanee npoBoAMNCA CaMOCTONATENb-
HbIM KoHTponb AJIT, ACT poagutensmu. C 2021 r. Habnoga-
NIUCb y reHeTuKa. bbino npoBegeHo NGS-cekBeHUpoBaHue,
reHoMHOe CeKBeHWpoBaHue reHa GAA, Obln NoATBEPXKAEH

avarHos BIMH, 6binn o6Hapy»eHbl MyTauuu ¢.-32-13 T>G
B WHTpOHe 1, ¢.2104 C>T (p.Arg702Cys) B 3K30He 15.
MyTaumm KnaccubuumpyloTcs Kak naTtoreHHble. B 6a3ax
[JaHHbIX YKa3aHo 5 4YeNoBeK C WAEHTUYHbLIM TEHOTWUMOM.
CpeaHun Bo3pacT Havyana cumntomoB — 21,4 roga, Mex-
KBapTUNbHbIKN pa3dmax — 28,5. OnucaH eauHUYHbIN Clyyan
HacnepoBaHusa ¢.2104 C>T B ABYX KOMUAX reHOB, KOTOPbIN
(QEHOTUNMMYECKM MNPOABUACA MNaJeH4yeckon dopmon BIl.
MyTauusa ¢.2104 C>T noKanuayetcs B CTPYKTYPHO BaxHOM
KaTaJMTM4EeCKOM JOMEHE, aprMHUH B AaHHOM JIOKyce 3BO-
NIOLMOHHO BaXeH M coxpaHseTcs y 16 BMAOB KMBOTHbIX.
MpK MHTPOHHOM MyTauun c.-32-13 T>G, NOMMMO HOpMasb-
HOro TpaHcKpunTa, GopMupytoTCa 2 BapuaHTa anbTepHa-
TUBHOIO cnjlancuHra. CuHTe3 3 pa3/iMyHbiX BapnaHToB dep-
MeHTa obycnosnmBaeT BIMH.

3aknwyeHne. NHTPOHHbIE MyTauuu Yaule NpUBOAAT
K BIMMH. Hannyne myTaumu B CTPYKTYPHO BaXKHOM JOMeHe
6enKa, COXpaHeHWe Yy APYruxX BUAOB XKMBOTHbIX FOBOPUT
0 KOHCEPBATMBHOCTU M MOBLILIAET BEPOATHOCTb €€ NATOreH-
HOCTW ANs HocuTensl. Heo6xoanMbl JanbHenLe ncenegoBa-
HWS B 3TOM 061aCTH, B TOM Yncne 415 BO3MOXKHOCTHU MPOrHO-
3UPOBaHMA TeYeHNs 3a601eBaHUs U oNpeaeneHns BpeMeHH
Havyana GepmMeHTO3aMeCTUTENbHON Tepanuu.
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FROM THE UNION OF PEDIATRICIANS OF RUSSIA

WH®OPMALIUA COIO3A NEAUATPOB POCCUU

aTnonorua U KNIMHNUKO-IABOPATOPHBIE OCOBEHHOCTHU
BPOXXAEHHbIX MTHEBMOHWMX Y HE4OHOLIEHHbIX HOBOPOXAEHHbIX AETEN

PECNYBJ/INKU MOPAOBUSA

TaryweBa EBreHuna HukonaeBHa, cTyaeHTKa 3-ro Kypca cneunanbHOCTU «neamaTpus»
®re0y BO «HaumoHanbHbIN nccaegoBatebCKmii MopAoBCKMI rocygapCTBEHHbIN yHnBepcuTeT um. H.IM. OrapeBa»r,

MeaunumHckui nHeTuTyT, CapaHcK, Poccuiickas ®egepaums
HayuyHbi pykoBoautenb: HaymeHko EneHa MBaHOBHa, K.M.H.

AKTyanbHOCTb. BpoxeHHas MTHEBMOHMS Y HEAOHOLWWEH-
HbIX HOBOPOXAEHHbIX HE MMEET crneuudrUyecKUx CUMNTO-
MOB, BbISIBASIEMbIX MPWU KJANMHWKO-1ab60pPaTOPHbIX U UHCTPY-
MEHTallbHbIX WCCNeAOBaHUNAX, COMPOBOXAAETCH THXKENOM
natofiornew agpyrux opraHoB 1 CUCTEM.

Llenb uccnegoBaHua. [1poBecT aHanM3 MUKPOOBMO-
NOTUYECKMX, KIMHUKO-NaBopaToOPHbIX AaHHbIX Y HEAOHOLWEH-
HbIX HOBOPOXAEHHbIX AeTen Pecnyb6ankn Mopaosus ¢ ava-
FHO30M «BPOXKAEHHAs MHEBMOHMS».

MaumeHTbl U MeToabl. [lpoBeaeH PETPOCNEKTUBHbIN
aHanma 173 nctopun 60ne3Hn, 123 U3 KOTOPbIX COOTBET-
CTBOBaNW KpUTEPUSM BKAtOYEeHUS. MuUKpobuonormiyeckune
nccnegoBaHUs NPOBOANAUCE U3 4 TOKYCOB (Tpaxes, MOKPO-
Ta, KPOBb, COAEPKMMOE XKenyaKa) HOBOPOXKAEHHbIX AeTewn
C AMarHo30M «BpoXaeHHas MHEBMOHMSA» 3a nepuog 2021—
2022 rr. Jetn 6bilnn pasgeneHbl Ha 2 rpynnbl: 1-9 rpyn-
na — uccnegyemas (n = 84), HeJOHOLWEHHbIE AETU, Cpeaun
KOTOPbIX 6bl/M BblAENEHbI: @) C 04EHb HU3KOM Maccon Tena
(OHMT) (n = 44), 6) ¢ 3KcTpemasibHO HU3KOW Maccon Tena
(BHMT) (n = 40), n 2-9 rpynna — cpaBHeHus (n = 39), AOHO-
WEHHbIE HOBOPOXKAEHHbIE.

Pe3ynbtatr uUccnepoBaHuA. MUKPOOHbLIM CNEKTP
cocTtosin M3 35 M3019T0B, 60Mblle FPaMMONOKUTENbHbIX
(63%, p < 0,05). B mokpote — Staphylococcus spp. (24%),
Enterococcus faecalis (20%), Klebsiella pneumoniae
(18%), E. coli (21%), B 2 pasa 4vawe y SHMT. B Tpaxee —

S. haemolyticus (44,4%). B KpoBM — MNpenMylLLECTBEHHO
MRSAS. aureus (79,0%). AKpouMaHO3 Yallle y HeJOHOLLEHHbIX
(p < 0,05). Catypauus HuKe B 1-# rpynne — 86,33 + 2,04,
a BO 2-n rpynne — 93,64+ 0,6(p=0,00079).
KpenuTtupytoume xpunbl y 37% AOHOWEHHbIX aAeTen n 21%
HefoHoLeHHbIX (p < 0,05). B OAK yvale nenkouunTo3 y 1-#
rpynnbl — 19,52 x 109/n + 1,48. MaKcHMasbHble 3HaYeHns
y 9HMT — 85 x 109/n, y foHOWeHHbIX — 44 x 109/n. CPB
6onblwe Bo 2-1 rpynne (M2 =12,54 + 4,29 mr/mn), Toraa
Kak B 1-# rpynne CPb = 3,49 + 0,48 mr/mn (p = 0,038).
Ha peHTreHorpamme ferkux [ABYCTOPOHHASA MHEBMOHMSA
Oblna 0AMHaKoBO YacTo B rpynnax (34%). NpaBOCTOPOHHSA —
OAMHAKOBO Y4acTo B rpynnax. JIeBOCTOPOHHAS TOMIbKO
y OQHMT — 3%. lMonucermeHTapHas NMHEBMOHWSA BCTpeYa-
nacb Kak B 1-# (44%), Tak u Bo 2-i rpynne (72%) (p < 0,05).
Y 10% OOHOLWEHHbIX BEPXHEAONIEBasA NHEBMOHUS, B 2 pasa
yale —yHeaoHOoWeHHbIX (21%). HmxHenoneBasy 18% aoHO-
LUEeHHbIX, B 2 pa3a valle — B 1-1 rpynne (35%) (p < 0,05).

3aknovyeHue. Y HeOOHOLWEHHbIX HOBOPOXAEHHbIX
LeTen KoarynasooTtpuuaTtefibHble CTadUIOKOKKK ABASAIOT-
cs Hauvbonee 4acTo BblAENSEMbIMU MUKPOOPraHu3aMamu.
BporkaeHHass MHEBMOHMSA Yy BCEX HOBOPOXAEHHbIX AeTen
PeHTreHno3nTuMBHa. bonee 3Ha4YMMbIM NOKa3aTenem y Hefo-
HOLWEHHbIX JeTen ABNAeTCs NeNKOLMTO3, B MEHbLUEN cTene-
HW — HaNM4yne KpenuTUPYIOLLMX XPUMOB.

ONMUCAHUE KJIMHUYECKUX CJTYHAEB Y3EJIKOBOIo NOJIMAPTEPUUTA

Y MAJIbMUKOB 12 U 8 JIET

YcTioxkaHuHa [lnaHa BceBonoaoBHa, opanHaTop

Prb0Y BO «KybaHCKWi rocygapCTBEHHbIN MEAMLMHCKNIA yHMBepcuTeT MuHaapasa Poccuu,

KpacHoaap, Poccurickas ®epepaums

HayuyHbi pykoBoauTens: bypayukasa Anna BnagumupoBHa, A.M.H., 4OLEHT

AKTYyaNlbHOCTb. Y3€/IKOBbIM MOSIMAPTEPUUT — OCTPOE,
nofIocTPOe WNW XPOHUYECKOE MMMYHOKOMMIEKCHOE 3a60-
JieBaHue ¢ nopaxeHnem nepudepuyeckmx n BucLiepanbHbiX
apTepuit MeKOro U cpeaHero Kannépa, AeCTPYKTUBHO-NPO-
nMdepaTUBHbIN apTepunT, nepudpepryeckas 1 BUcLepasb-
Has nwemus.

Lenb uccnepgoBaHua. [lpoaHanusnpoBaTb TeyeHue
KJIMHUYECKOMN KapTUHbI Y3€/IKOBOr0 nofvapTepmumTa y Manb-
4ynkoB 12 n 8 net.

MauueHTbl U MeToabl. ManbymMkmn 12 u 8 net, npoxo-
omBlIne obcnenoBaHue n nedenune B [AKKB r. KpacHopapa
B MIOHe M anpene 2022 r. COOTBETCTBEHHO C AMArHO30M:
«KOBEHWNbHbBIV Y3EKOBbIN NONNAPTEPUUT, aKTUBHOCTb 3-1
cTeneHm».

Pe3ynbtaTt uccnepoBanusa. Manbyuk P., 12 net, 6oneH
C ceHTab6ps 2017 r. noc/le NepeHeceHHOro TOH3WIIUTa
¢ nnxopaakon go 39 °C. 3atem nosiBUAMCb 6011 B NpaBow
NATOYHOM 061acTH, Y3€/KOBbIE BbiCbiNaHna B o6nacTu npa-
BOr0O njeya, Ha TYJN0BMULLE, KOHEYHOCTSAX. KOHCYyNbTMPOBaH
cneunanuctamm OKKB r. KpacHopapa, ycTaHOBfeH Aua-
rHO3: «Y3eNKOBbIN IOBEHWUSIbHbIV NOMAPTEPUUT, aKTUBHOCTb

3-i cTeneHw». llocne npoBoAMMONM Teparnum OTMeyanocb
KpaTKOBpeMeHHoe ynydleHue. B TeyeHne 4 net naumeHt
Habnoganca B HMWUL, 3gopoBbsa aeten, noayvyan Tepanuio
rMIOKOKOPTUKOMAAMU, Ba3ounataTtopaMu, FreHHO-UHXEeHepP-
HbIMWM BMONOrMYECKMMM NpenapaTamu.

B uioHe 2022 1. y pebeHKa nosBWUINCb NpeaHEKPO3bl
Ha npaBoK cTone U B 061acTu NafjoHeN, ManbynK rocnuTa-
NM3npoBaH B peBmatosiornyeckoe otaeneHmne JKKB.

MaumneHT A., 8 net, B anpene 2022 r. noctynun B AKKB
C ano6amu Ha cnabocTb, 60N1€3HEHHOCTb HUMXHUX KOHEY-
HOCTeN, NosiBAEHWE 0Yara HeKpo3a B MOSCHMYHOM 061acTu.

Ha ¢oHe npoBedeHHOWM MMMYyHOAENpPeCcCUBHOW, rop-
MOHaJ/IbHOW, aHTMarperauuMoHHOW Tepanuu, npenapatamu
npocTarnaHanHa E1 oTMeYeHbl NofoXuTeNbHas AMHaMMKa,
ynyylleHne COCTOSHMSA NauueHToB, Hopmannaaumsa naéopa-
TOPHbIX MOKa3aTenemn.

3akniovyeHune. [InarHocT1Ka y3enKoBOro nosiMapTepuu-
Ta npeacTtaBnseT co6oin TpyaHylo 3agady. CBoeBpeMeHHas
[AMarHocTMKa 3Toro 3aboneBaHus JaeT OCHOBaHWe ANs paH-
HEero HasHayeHWs aKTMBHOWM Tepanuu, KoTopas CHWKaeT
PUCK KUBHEYTPOXKAIOLLMX OCNIOKHEHWUN.



BJINKAULLUE U OTAAJIEHHBIE MNOC/IEACTBUSA COVID-19 Y NOJAPOCTKOB

YepeBukoBa UpuHa AnekcaHgpoBHa, MNa/WLNIM Hay4YHbIM COTPYAHMK nabopaTopumn
NCUXOHEMPOCOMAaTUYECKMX NATONIOMMI IETCKOro Bo3pacTa

GrbHY «Hay4Hbi# LLEHTP Npo61eM 3J0P0Bbs CEMbMU U PENPOAYKLUMM Yer0BeKa», MpKyTCK, Poccuiickas ®epepaums
HayuyHbi pykoBoauTens: Monakos Bnagumup MaTtBeeBuy, A.6.H., K.MN.H.

AKTyanbHocTb. B Poccun u3 Bcex BbIIBNEHHbIX Cy-
yaeB COVID-19 18% npuxoasiTcs Ha HaceneHwe [AEeTCKOro
BO3pacTa, U3 HUX 7% — noapoCTKK. lNpu 3TOM y NogpocT-
KOB GOPMUPYIOTCH AONTOCPOYHbIE MOCNEACTBUS GONE3HM,
HO MccneaoBaHUM, ONUCHIBAOWMX UX BbIPAXXEHHOCTb B pas-
Hble BpeMEHHbIe Nepnoabl, OTHOCUTENIbHO HEMHOTO.

Llenb uccnepoBanmusa. OUueHUTb CTEMEHb BbIPAXEHHO-
CTM M TUN GAMMXKaWIIMX U OTAANEHHbIX NOCNeACTBUI y noa-
POCTKOB B 3aBMCUMOCTM OT BPEMEHHOrO nepuoja nocne
nepeHeceHHoro COVID-19.

MauuneHTbl U meToAabl. B HepaHAOMU3MPOBAHHOM
KOropTHOM uccnefoBaHuun ¢ 2021 no 2022 r. Ha 6a3e Knu-
HWKK HLL M3CPY npuHsanu yyactne 52 nogpoctka 12-15 net:
10 (19%) manb4mKoB u 42 (81%) neBo4Kn. Kputepun BKtO-
YEeHUs: HanuMymMe B aHamHe3e n1abopaToOpHO MOATBEPKAEH-
Horo SARS-CoV-2; Hanuyne MHbOPMMPOBAHHOIO cornacus
poauTenemn (Mnv1 3aKOHHOro NpeacTaBuTeNs) pebeHKa Ha yya-
cTue B uccnegoBaHuun. MeToabl UCCneaoBaHUs: KIMHUYECKUI
aHaMHe3 C UCMnonb30BaHWeM MeToaa CTaHAapTU3UMPOBaHHO-
ro MHTEpPBbIO; WKana genpeccumn beka (BDI); metoanka CMAS.

Pe3ynbTtatbl uccnegoBaHua. 10 N0NyYEHHbIM AaHHbIM,
anarHos COVID-19 6bin noctaBneH B 2020 r. — 11 ven,,
B 2021 r. — 33 yen., B 2022 r. — 19 yen. Npu 3TOM BO Bpe-
Msi 60NEe3HN PECMOHAEHTbI OTMEeYanu chneayloumne KauHU-
YeCKMe CMMNTOMbI: MOBLILEHHas Temnepatypa Ttena (83%),
HacMOpK (65%), kawwenb (58%), 601b B ropne (54%), cunbHas
ycTanocTb (71%), aHocmusa (63%), avcreB3usa (58%), ronos-
Has 605b (62%) (Hanbonee 4acto o6HasA 0671acTh).

OTmMeTuM, 4To y 73% NOAPOCTKOB BbIIBIEHA K/WHU-
yeckad cumntomatvka COVID-19 nocne BbINUCKKU. Tak,

Hanbonee pacnpocTpaHeHHbIMU KAMHUYECKUMWU CUMMTO-
Mamu COVID-19 nocne BbINUCKKU ABAAIOTCS aHOCMUS (Y 46%
NnoAPOCTKOB OT 2 A0 64 Hepn) u aucreB3uns (y 42% noga-
pocTKoB OT 2 A0 56 Hepn). BmecTe ¢ TeM Takne CMMNTOMbI,
KaK cnabocCTb, anaTus, CHUXEeHWe anneTuTa, TOWHOoTa, CeH-
3UTUBHOCTb, IOMOTa B CycTaBax, BCTPeYalucb PeaKo, a ux
NPoOAOIXKUTENBHOCTb cocTaBngna ot 1 go 28 Hep nocne
CoVID-19.

[Ona [OCTUXKEHUS MOCTABMEHHOW LW MccnegoBaHuUs
BblleNeHo 6 rpynn — B 3aBUCMMOCTM OT BPEMEHHOIO
nepuoga nocne COVID-19: 1-a — 1 mec; 2-9 — 2 MecC;
3-9 — 3 mec; 4-9 — 4 Mec; 5-9 — OT nosyroga Ao roga;
6-9 — 6onee roaa.

Mo pe3ynbratam uccnefoBaHus, y TpeTu obcnefoBaH-
HbIX MOAPOCTKOB BhIIBfIEHA BbICOKAsA TPEBOXHOCTb B Nepu-
oJbl OT MecsLa 4o 2 Mec 1 oT roga n 6onee nocne COVID-19.
Takxe y TpeTu o6cnefoBaHHbIX NMOAPOCTKOB BbiiBNEHA
AenpeccrBHas CMMMNTOMaTMKa BO BCEX M3yYaeMbIX MeEpPUO-
nax nocne COVID-19. OTmeTuM, 4TO BbiparKeHHas aenpec-
CUBHasA cMMNTOMaTtuKa 6blna BbiSIBJieHa TONbKO B Nepuoabl
2 1 3 mec nocne COVID-19.

3aknw4veHue. Takum o6pa3om, Hanbonee pacnpocTpa-
HEHHbIMWU W ONUTENbHBIMU KIMHUYECKUMW CUMMTOMaMMU
COVID-19 nocne BbINMCKKM SABAAIOTCA aHOCMUA U OUCTEB-
3ua. B neproa 2-ro mec nocne nepeHeceHHoro COVID-19
BbIIBEHO Haubonee HebnaronpuaTHOEe SMOLMOHaNbHOE
COCTOSIHWE Y NOAPOCTKOB. [pKn 3TOM cYMTaeM HEOBXOAUMbIM
npoBefieHne AOMNONIHUTENbHbIX KpynmHOMaclTabHbIX uccne-
JOBaHWM NO U3YYEHUIO BNUKaNLWNX U OTAANIEHHbIX NOCces-
ctBuin COVID-19 y noapOCTKOB.

KJIMHUYECKWUUN C/TYYAU HACJIEACTBEHHOU FrEMATYPUU

lWa6apwoBa AnéHa BnagumupoBHa, MaxanoBa AnekcaHapa CepreeBHa, OpaMHaToOPbI

2-ro roga Kadeapbl rocnuTanbHOM negmMaTpum

Grb0Y BO «[1pnBOMKCKUI UCCe[0BaTENbCKNIN MEAULIMHCKMIA yHuBepcuTeT MunH3apaBa Poccuu,

HwxHuit HoBropog, Poccuiickas ®epepaums

Hay4yHbi pykosBoauTens: Tyw EneHa BanepbeBHa, K.M.H., JOLEHT

AKTyanbHoCTb. CMMNTOM remMatypuu BbISIBNSETCA
y 0,5-4% peten, 3a4acTylo SBASSACL C/y4alHOM Haxo4Kowm
npv nnaHoBom o6cneaoBaHnn. HacneacteeHHble Hedpona-
TUW HEPEeLKO AeBIOTUPYIOT C CUMNTOMa remaTypuu, NO3Tomy
HEO06X0AMM KOMMNEKCHbIM NOAX04 K 06C/ieoBaHMIO.

Llenb uccnepoBaHua. [N1poaeMOHCTPUPOBATb KAUHKUYE-
CKMWK cfly4yal nauueHTa ¢ peakon HacneacTtBeHHoW Hedpo-
naTuen.

MauuneHTbl U MeToAbl. [laLMeHT — ManbyuK 6 neT, Npo-
XOAMBLWKIA 06CNefoBaHWeE M fleyeHne B negumaTpuyeckom
otaeneHun FbY3 HO Arb N° 1 r. HmxkHero Hosropoga.
MpoBeneH aHann3 ambynaTtopHOM KapTbl NaLMEHTa, a TaKKe
K/IMHUKO-aHaMHECTUYECKUX AaHHbIX M pe3ynbTatoB Nnabo-
PaTOPHO-UHCTPYMEHTaNbHbIX MCCNeAOBaHWMA, MONYYEHHbIX
B cTauMoHape n ambynaTtopHo.

Pe3ynbTaT uccnegoBaHua. Manbynk A., 6 neT.
M3 HacneacTBEHHOro aHamHesa: MaTb M 6abyLllKa No IMHUK
maTepu HabnoaaloTes y Hedbponora ¢ AMarHo30M «Hacnea-
CTBEHHbIN HedbpwuT. AHaNU3bl KPOBM M MO4YM OO0 9 Mec
pebeHOK He caaBan. BrnepBble nmoctynun B neguatpuye-

cKoe otaenexHne B 2016 r. B Bo3pacTe 9 mMec, nepeBeaeH
M3 MHOEKLMOHHON BONbHULbI B CBA3M C NOSBNIEHNEM rema-
Typun Ha poHe OPBWN. B xoae o6cneaoBaHns UBMEHEHHbIE
3puTpoLUTLI B Mo4Ye A0 200 B none 3peHus, B 06WEM aHaNu-
3e KpoBu — yckopeHue COI, CK®P (no Pottel) — 64 mn/MuH.
Ha doHe neyeHuns nokasarenn HoOpmManamM30BaIUCh, BbiMUCaH
C ynyyuweHvem. [MMoBTOPHO rocnuTanna3npoBaH B 1 rog 6 mec:
Ha ¢oHe OPBUN nameHeHunsa B aHanmMaax Mo4u (MpoTenHypus,
remaTtypusi) U KpoBM (@HEMWSI CpeAHEen CTEMEHU TAKECTH,
yckopenue COJ). Mo pesynbtatam Y3M — npu3dHaku rnome-
pyfioHedpuTa, yNJIOTHEHMS KOPKOBOrO cos novyek. CKP (no
Pottel) — 60 mn/mMuH. Ucxoaa n3 nposefeHHOro o6¢cneno-
BaHMWA, 3anofo3peH HacNeACTBEHHbIM reHe3 HedponaTum.
[MpoBeaeHo reHeTnyeckoe obeneaoBaHune, BbisiBleHa remu-
3UrotHaa Mytaums reHa COL4A5, TunnyHasa ans cuHapoma
Anbnopta. O6¢cnegoBaHbl MaTb U MNaALWNN PeBGEHOK, BbISIB-
JleHa MaeHTUYHas MyTaums.

3aKno4yeHue. Ha npumepe KIAMHWYECKOro cly4yas
MOXHO NPOCNeaAnTb NyTb OT MEPBbLIX CUMNTOMOB 3aboneBa-
HWUA 0O OKOHYaTEeNbHOM MOCTAHOBKM AMArHosa. YyuuTbiBas
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WH®OPMALIUA COIO3A NEAUATPOB POCCUU

BbICOKYIO PacnpoCTpaHeHHOCTb, pa3Hoo6pasune KinHudye-
CKWUX MPOSABAEHUI cuHAPOMa AnbrnopTa, a Takxe Hebna-
FONPUATHBLIA MPOTHO3 MPU MPOrPEecCUPYIoLleM TeYeHun,
Heo6X0AMMO YAeNaTb 0CTaTOYHOE BHUMAHWE paHHel ava-

FTHOCTUKE [aHHOro CUHApPOMaA, TaK KaK CBOEeBPEMEHHO
HayaTas HedbponpoTEKTUBHasA Tepanusg No3BONUT 3amMes-
JINTb TEMMbI NPOrPECCUPOBaHUA MOYEYHOW HeJOCTaTOYHO-
CTU Yy NaLUMEHTOB.

NPUMEHEHUE MEXXAYHAPOAHOU KJTACCUDUKALUN ®YHKLIUOHUPOBAHUS (MK®D)
B Irby3 «4Armn Ne¢ 133 13M». CI0OXKHOCTU U NEPCMNEKTUBDI

flzeB BauecnaB BUKTOpPOBMY, 3aBeayOLNIA OTAENEHUEM MEAULIMHCKON peabunuTaLmm,

Bpay-du3noTepanesT

rey3 «rr Ne 133 A3M», MockBa, Poccuiickasi @eagepaumns

HayuyHbI pykoBoauTens: PycuHoBa [AuHa CepreeBHa, K.M.H., OLEHT

AKTyanbHOCTb. W3MeHeHWs 340pOBbSA  Kjaccu-
dnumpoBaHbl B MKDB, onpepensiolen ux 3TMONOIUIO.
DYHKLMOHMPOBAHNE U OTPaHUYEHUS KU3HEOEATEeNbHOCTH,
CBfi3aHHble C M3meHeHuamun 3ao0poBbs — B MK®P. MKB
1 MK® 1ononHaIoT Apyr Apyra, M peKOMeHayeTCs MPUMEHATb
06e KnaccndmKaumm COBMECTHO.

Llenb uccnepoBanua. 06ocHoBaTh LENecoob6pa3HOCTb
M Heob6XxoAMMOCTb Mcnonb3oBaHus MK® B am6ynaTopHbIX
YCNOBUSIX U IOHECTU BAXXHOCTb €€ NPUMEHEHMUS.

MauyueHTbl M MeToabl. [MaumeHTKa C., 09.11.2013 r.p,,
obcnyxuBatowasnca B dunnane N2 1 FbY3 «4rM N2 133
O3M», ¢ )ano6amun Ha gepopmaLmio 0CaHKK Bblia Ha Npu-
eme y Bpaya JI®K 06.06.2022 v y Bpaya N0 MeAULMHCKOM
peabunutaumm N'eY3 «4rM N° 133 A3M» 25.07.2022.

PesynbTtat uccnepoBanus. lMaumneHtka C., 09.11.2013
r.p. ¢ guarHo3om no MKB «M43.8 [pyrune yTOYHEHHble
aedopmupytolwme gopconatun ¢ xanobamu Ha gedopma-
umnio ocaHkm» 06.06.2022 6bina Ha npueme y Bpada JIPK.
HasHauyeHbl 3aHATMA rpynnoBow JI®K B 3ane optoneanye-
CKMM 605bHbIM 6€e3 addeKkTa. 25.07.2022 Ha npueme y Bpa-
4ya no MeAULIMHCKON peabuantaumm 3TOM XKe NnauneHTKe Obi
BbiCTaB/eH gnarHo3 no MKB «G25.6 [Jpyrue Tuku opraHuye-
CKOro reHe3a», Tak Kak OTMeYasucCh rMasHble TUKKU U Tunep-
KMHEe3bl nnevyamu, a npu cbope aHaMHe3a BbISCHUIOCH,

4YTO HapyLIeHWE OCaHKU U HEBPONOrM4yecKas CUMNToMaTmKa
nosiBUANCb Mnocne ygapa rosoBon B mae 2022 r. Bpayom
no MeauLUMHCKON peabunuTtaumu Obln BbICTaBleH peabu-
JIMTAUMOHHBIM AnarHos no MK®: «b7658 HenpounsBonbHble
nBuUraTefibHble QyHKUMKM 2; b7652 TMK U MaHepHOCTb 2;
b7350 ToHYC M30AMPOBAHHbIX MbILL, U MblLIEYHbIX TPpynn 2;
b7355 ToHyc MbilwL, TyfOBUWA 2», AaHbl PEKOMEHAALUK
no ABUraTtesbHOMY PeXMMy, BbINONHEHA npoueaypa ped-
fleKcoTepanun M HasHayeHbl 3aHaTua rpynnoson JIOK
HEBPONOrMYECKMM 60bHbLIM C NMONOXUTENBHON AUHAMUKON.
Mocne 10 3aHatun JI®K n 3 ceaHcoB pedneKkcoTepanuu
rnasHble TUKKU, TMNEPKUHESbI NSIe4aMu U HapyLLEHUE OCaHKM
yAaNoChb KynupoBartb.

3aknyeHue. MK® nomoraet HanTh Nnpo6aemMbl B opra-
HU3Me, CBA3aHHblE C MaTOMCUXONIOrMYECKUMU HapyLIEHUS-
MU, ¢ Npob6reMamMu B NOBEEHWUM U C OKPYKatoLLEn cpeaon.
MHdopmauumio, coaepratyyto B MK®P, MOXKHO ncnonb30BaThb
B KJMHWUYECKWX, AAMUHUCTPATUBHbLIX, KOHTPOJMPYIOLINX
0651acTax Unm Hay4dHblx nccnegoBanmax. FrbY3 «ArM N2 133
O3M» rotoBa cTaTb MUIOTHOM MNOJIMKIMHUKOW ANS NpoBe-
[IEHUSA NIOHTUTIOAHOTO MHTEPBEHLIMOHHOIO MCCneaoBaHus
B TeyeHne 2023 . ¢ 3KCMNEPTHbLIM OMNPOCOM A OLEHKM
KayecTBa Sle4eHUs NauneHToB ¢ NOMOLLbIO UCMO/Ib30BaHUS
MK®.



Uudopmauusa Coro3a neguaTpo
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M) Check for updates

Il Bcepoccunckana BaKuuHanbHaa Accamones
«3almuLan NnoKoNeHusa»

B nepmnog ¢ 3 no 5 mapra 2023 r. B MockBe npoBogunack |l Bcepoccurickass BaKLMHa/lbHas
Accambries «3alumiijasi MoOKOIEHUS», B paMKax KOTOPOMH COCTOS10Ch 14 Hay4YHbIX CUMIIO3UYMOB, [1J1€-
HapHbIX 3acenaHuni, Kpyr/biX CTOJI0B M SKCMEPTHbLIX COBETOB, MOCBSILEHHbIX HAMb0ee aKTyasibHbIM
Borpocam OTe4YECTBEHHOM U [7106a/1bHOM MMMYHOMNPOOUIAKTUKM MHPEKLIMOHHBIX 6OIE3HEN.

ONbWWHCTBO YYaCTHMKOB BaKuuHalbHOM Accambneun

B CBOMX BbICTYMJIEHWUSIX C TPEBOrOM OTMEeYanu pacTyLlyto
Yyrpo3y MHOTMX MHPEKLMOHHbIX 3a601eBaHni, ynpaBasiemblx
C WCMNOJIb30BaHMEM PYTUHHbBIX MPOrpamMM MMMYHOMPOhHU-
nakTuku. Mpobnema HegoBepus NMPODUNAKTUHECKUM MpU-
BMBKaM, COXpaHsfolWas akTyanbHOCTb B NocnegHue rofabl,
NPUOCTAaHOBKA M MHOMOYMC/IEHHbIE HapyLIEHWUS MIaHOBOWM
UMMYHU3auum B nepuog naHaemun COVID-19 npusenu
K YBE/IMYEHUIO YMCna BOCMPUUMYMBLIX K MHOEKLUKU NnL,
4YTO AEMOHCTPUPYET HEYKJIOHHbIW POCT 3abosieBaeMoCTH
MEHWHIOKOKKOBOM, POTaBUPYCHOW MHOEKLMSAMU, KOPbIO,
KOKJIloWweM, BETPAHOM OCMOW U APYrMMU BaKLMHOKOHTPOSIU-
pyembiMy UHPEKLMUAMMU.

Ha npoxoguBweM B pamMKax BaKLMUHaNbHOM
Accambnem oyepegHom 3acegaHun HauuoHanbHOro
colo3a 3KkcneptoB B chepe UMMYHONPOPUNAKTUKU
(NITAG) «<BakuuHonpodmuaakTuka: ooemMmpoBblie Npo-
6/1eMbl U AOCTUIKEHUA TPEOYIOT OGLLUX YCUIUIA» NPUCYT-
CTBOBa/M BeAyline aKcnepTbl B 06/1aCTU MMMYHONpou-
NIaKTUKK U3 TOCYyAapCcTB ONIMMKHENO U AanbHEro 3apyoberbs.

Mpodeccop O.H. PomaHoBa u3 benapycu u npodec-
cop J1.T. EpanveBa u3 KasaxctaHa 0603Ha4nIn OCHOBHbIE
XapaKTEPUCTUKM AMMAEMMUONIOTMYECKON CUTYaL MK No ynpaBs-
NneMbiM MHPEKLUMaM B pecnybnnKax, npeactaBuin Haumo-
HanbHble KaneHaapun NpoduIaKTUHECKNX MPUBUBOK, a TaK-
e NPOAEeMOHCTPUPOBASIM YCNEeXH, AOCTUTHYTble 6narogaps
PYTUHHOM UMMYHU3aumuK. Cpean obumx npobnem B ob6nacTtu
BaKUMHONPOUNAKTUKM [OOKNAAYMKU BbIAENWIN HeaocTa-
TOYHYIO MPUBEPIKEHHOCTb NMPOPUNAKTUYHECKMM NPUBUBKAM
cpean HaceneHus, 6blin 0603HaYeHbl MEPONPUATUSA NO KX
NpeoaoEHHMIO.

Mpe3naeHT MexayHapoaHOoW neanaTpuyeckon accoum-
auuMn, IKCNepT UMMYHONPOPUNAKTUKKM U3 MHAMKM OOKTOP
HaBuH Takep 0603Ha4uM/ Ba)KHyl poab HauuoHanbHOM
TEXHWYECKOMN KOHCYNbTAaTUBHOW Ipynnbl 9KCNEPTOB MO MMMY-
Hu3aumnn (NITAG) B npouecce mMoAepHU3auUMKU PYTUHHOM
nporpamMMsbl BakLMHaLMK U psga ApYrx BONPOCOB Mo UMMY-
HM3aLUWW B KayeCTBE HE3aBWCUMMOIO KOHCY/IbTaTMBHOIO
opraHa. [loKnagynK noayvepKHyn 3HaydeHue BKAafja neau-
aTpoB B XOA4€ MPUHATMA pelleHni B 061acTn BaKLMHOMpPO-
GUNaKTUKKN B paMKax paboTbl JaHHOW 3KCMEPTHOM rpynnbl.

[eHepanbHbIV ceKpeTapb EBponencKom neguaTpu4ecKom
accounaumm goktop Mexmet Bypan u3 Typuwmum nogenun-
cs onbiTom Typeukon Pecnybnnkv B COBEPLUEHCTBOBAHMUM
HaUMOHaNbHOM MpPOrpaMmbl UMMYHM3aUMKU 3a nocnegHee
necATuneTne, NO3BOMBLIEN LOCTUYb 3HAYMUTENbHbIX ycrne-
XOB B peanunsauun rnobanbHbIX Lenen EBponenckoro nnaHa
NEeNCTBUIN B OTHOLWIEHMW BaKLMH.

[Joknaa o paboTe OCHOBHbIX COBelaTe/bHbIX OPraHoB
no Bonpocam MMMyHoNnpodunakTMku B Poccum npeactaBu-
Na npegcenartens HaunoHanbHOMo Colo3a 3KCNePTOB B cdhe-
pe nmmyHonpoodunaktukn akagemmk PAH J1.C. Hama3oBa-

bapaHoBa. B HeM 6binv 0603HavYeHbl Begylne npodaemsl,
obCyXKAaeMble Ha perynsapHoO NPOXoAsWmMX 3acefaHnax IKe-
nepToB, B TOM 4YWUCJIE KacaloliMecs COBEpPLIEHCTBOBAHMUS
HaLUMWOHANbHOrO KaneHaaps NpodUIakTUYEeCKUX NPUBUBOK
M KaneHaaps NPUMBUBOK MO 3MUAEMUYECKUM MOKaA3aHUGM,
NPOAEMOHCTPUPOBAHbI YCMEXH, AOCTUTHYTbIE B X0[€ NPOBO-
OMMOWN AeaTEeNbHOCTH, a TaKKe NepcrneKTUBbl Aa/ibHENLIEro
pPa3BUTUSA MEAULIMHCKOM OTPacu.

C nNpvBETCTBEHHbLIM CNOBOM BbICTYMUA WUCNOMHUTENb-
HbI AnpeKTop nnathopmbl «IbPeKTUBHOE 3apaBOOXpa-
HeHue», yneH Paboyen rpynnbl MO BONpPOCaM MMMYHOMPO-
PUNAKTUKK MHDEKLMOHHbBIX 60ne3Hen MuH3apaBa Poccum
A.B. lMnaknMaa, KOTOpbIM BbICKa3asn LUeNbin psag npeano-
YEHWN, OTMEYEHHbIX B peKomeHaauuax Accambneu, Tpe-
OyloWmnx paccmoTpeHnss MUHUCTEPCTBOM 3ApaBoOOXpa-
HeHns Poccuinckon Pepepaunn. B Bonpoce HacyuwHowm
NOTPEBHOCTU CKOPENLIEro BHECEHUS UBMEHEHUIN B KaleH-
napb NpodOUNAKTUHECKMX MPUBUBOK MO 3MUAEMUYECKUM
noKazaHuaM OblnM conuaapHbl BCe MNPUCYTCTBOBaBLUME
Ha 3acefaHWM aKcnepTbl. 3Ta HE06X0AMMOCTb 06YCNOB-
JleHa TeKylen annaeMmn4ecKon cuTyaumen n coumanbHoOm
3HAYUMOCTbIO psa MHOEKLMIN, a TaKXKe 0COBEHHOCTAMM
MWUrpaunn B nocnegHue roabl, 4TO CNoco6CTByeT pac-
NMPOCTPAHEHUID MHODEKLMOHHbLIX 3ab0/IEBaHU Ha TeppU-
TOPUM CTpaHbl. BbINO TakXKe O0TMEeYeHo, 4YTO BKJIIOYEHME
B KaneHaapb NpoduUnakKTUYEeCKUX NPMBUBOK MO 3MUAEMMU-
YECKMM MOKa3aHMaM [JOMOJIHUTENbHbLIX KOrOPT HaceneHus
W pacliMpeHune nepeyvyHs BaKUMHOKOHTPONINPYEMbIX UHDEK-
uMi He npegnonaraeT yBennyeHns 0O6bEMOB pacxoioB
denepanbHoro 610axXeTa, HO NPy 3TOM AACT BO3MOXHOCTb
ObICTPOr0 M TMOKOro ynpaBfiEHUS 3MNUMAEMUONOrMYECKON
CUTyauunen B KaXaoM 13 PErMOHOB CTPaHbI.

Conpeacenatenb BcepoccuMCKoro cots3a 06LWEeCTBEH-
HbiX OObeAMHEHWW NauMeHTOB, pykoBoauTenb CoBeTa
061LECTBEHHbIX OpraHn3aLni No 3aluTe nNpaB NaLuMeHTOB
B PepepanbHon cnyxbe no Haglopy B chepe 34paBOOX-
paHeHus A.B. BnacoB go6aBun aprymeHTbl, CBUAETENb-
CTBytOLME O 3HAYUMOCTU CO3[aHUSA YCNOBUW CO CTOPOHBI
rocygapcrtBa A1s 3KOHOMWYECKU LLenecoobpa3Horo npoms-
BOACTBA BaKUMH, YYUTbIBas KypC MPUOPUTETHOCTU OTeuye-
CTBEHHOr0 NPOU3BOACTBA MMMYHOOMONOrMYECKMX Npenapa-
ToB. C uenbto adPeKTUBHOrO NiaHMPOBaAHUSA NPOM3BOACTBA
Ba)kHa pas3paboTKa eaMHON METOAMKM ANt OLLEHKU 3KOHO-
MMYECKOro yuiep6a OT KOHKPETHbIX MHPEKLUMOHHbIX 3ab0-
JIEBaAHWN.

YneH-koppecnoHaeHT PAH C.B. CuaopeHKo nog4yepKHyn
HE3aMEeHUMOCTb MPOBEAEHMUS MOCTOSAHHOIO MOHWUTOPUHra
UMPKYISaUMK BO3OYAUTENEN KOHTPONUPYEMbIX WHOEKUUH
C AeTann3aumnen WraMmMoBOro cocTaBa, YTO OCOOEHHO aKTy-
albHO A9 MEHWHTOKOKKOBOM M MHEBMOKOKKOBOW MHOEK-
UMK, OT pe3ynbTaToB KOTOPOro 3aBWUCUT 3GPEKTUBHOCTb
NPOBOAMMOM UMMYHOMPODUIAKTUKMN.

PEDIATRIC PHARMACOLOGY. 2023;20(4)
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WH®OPMALIUA COIO3A NEAUATPOB POCCUU

3acnywas 1 06CyanB BbICTYNNEHUSA JOKNAAYMKOB, Yne-
Hbl He3aBrcHMOro akcnepTHoro coseta Colo3a aKCnepToB
B 06/1aCTV UMMYHONPODUNAKTUKKU, UMEtoLWMe NpaBo rofo-
ca, Bblpa3uau cBoe eJuHOrnacHoe MHeHMe 0 Heo6Xo4MMO-
CTW He3aMeANuTeNnbHOro npoLecca COBEPLIEHCTBOBAHUS
HaLuMOHaNbHOro KaneHgaps NpobunakTUYEeCKUX MNPUBKU-
BOK M KaneHgapsi NpodunakTU4eCKUx NPMBMBOK NO 3nu-
LEMMWYECKMM MOKa3aHUsAM, YTO HEeOAHOKpaTHO obcyXaa-
NOoCb Ha 3acefjaHuax HauMoHanbHOro coto3a 3KCNepToB
B cbepe nMMMyHOnpoduiakTUKKW, coBelaHusax Paboyen
rpynnbl 3KCNepToB MO BOMPOCaM MMMYHOMPOPUAAKTUKM
MuH3gpaBa Poccuun. Kpome TOro, cobpaBlunecs akcnep-
Tbl CpPeaM KAYEeBbIX acnNeKToB OTMETUAM psag npobnem
B 06/1acT¥ opraHuM3aunn MMMYyHOMPOdUIaKTUKK, KOTO-
pble LOMKHbI 6biTb BbIHECEHbI B PEKOMEHAaLNN, aapeco-
BaHHble opraHam 3aKoHOAAaTEeNbHOM WM MCMNONHUTENbHON
Bnactu. B yacTtHocTH, npodeccop C.M. XapuT u 3ame-
CTUTENb Ha4valbHWKa YNpaBneHUs anMAeMUONOrnyecKoro
Han3opa PepepanbHoM cnyxbbl MO Haa3opy B chepe
3alWmnTbl NpaB notpebutenen M Gnarononyyns YenoBeka
A.A. MenbHUKOBa 06paTuIn BHUMaHWE Ha nepeyeHb Heco-
OTBETCTBMM LENOro psga HOPMaTUBHbLIX U PEKOMeEHAa-
TeNbHbIX [AOKYMEHTOB, OMNpejensiowmnx opraHusaumio
M NOPSLOK NPOBEAEHUSA BaKLMHONPODUNIAKTUKM, H4TO Tpe-
6yeT nepecmoTpa M aKTyann3aumm C Lefbio rapMoHM3aLmm
HOpMaTMBHOM 6asbl B 06/laCTU MMMYHOMNPODUIAKTUKM.
A.A. MenbHUKOBa, B CBOIO O4Yepenb, paccKkasana o0 noj-
rOTOBMIEHHbIX M HanpaBfeHHbIX B MMH3apaB Poccun npea-
NOXEHWAX rapMoHM3auuK TeKcTa AoKymeHToB CaHlluH
3.3686-21 «CaHuTapHO-3anuaemuonorndyeckme TpeboBa-
HUS N0 NPODUNAKTUKE MHDEKLMOHHBIX 6OSIE3HEN», YTBEPK-
AeHHblx [locTaHoBNeHMeM [MaBHOrO rocygapCTBEHHOrO
caHuTapHoro Bpaya Poccuickon ®egepaumm ot 28 sHBaps
2021 r. N° 4, n Npnkasza MunHsgpaBa Poccun ot 06 geka-
6ps 2021 r. N° 1122H «O6 yTBEpPKAEHWM HaLMOHaNbHO-
ro KaneHgapsa npodunakTUY4EeCKUX NPUBUBOK, KaneHgaps
NPodUNaKTUYECKMX MPUBMBOK MO 3NUAEMUYECKUM MOKa-
3aHUAM M Nopsigka npoBefeHus NPpodUNaKTUYECKUX NPU-
BUBOK».

OAHUM M3 OpraHM3aLMOHHbIX BOMPOCOB MOBECTKM 3ace-
AaHuns 6bI10 €4MHOMACHO NPUHATOE PeLLEHNE O BKIOYEHUN
B cocTaB HaumoHanbHoro Coto3a aKcnepToB B chepe MMMy-
HONPOMUNAKTUKM [NaBHONO BHELWTATHOro creuunanucta
no MHPEKUMOHHbIM 6one3Ham KomuTeta no 3apaBooxpa-
HeHuto r. CaHKT-lMeTepbypra, HayanbHUKa Kadeapbl UHOEK-
LLMOHHbIX 60ONe3Hen (C Kypcom MeauLMHCKON napa3uTono-
MW U TPOMMYecKnx 3aboneBaHni) BOEHHO-MeaMLIMHCKON
akagemun mm. C.M. KupoBa, rnaBHOro MHbEKLMOHUCTA
MuHuctepctBa 060poHbl Poccuiickon degepauuu, O.M.H.,
yneH-KoppecnoHaeHTa K.B. XXpaHoBa.

YyacTHUKKM cumnosunyma «MyTb K uaeanbHOW NPpaKTUKe
BaKUMHaLMW» MOSYEPKHYIN, YTO MOCNEACTBUSAMM NaHae-
Mum COVID-19 cTanu HapylleHuMs B npouecce opraHu3sa-
UMW PYTUHOM MMMYHM3aLWK, B pe3ynbrate Yero ¢ Havyana
nepvoja Bbixo4a M3 naHAEMUKU BGONbLIMHCTBO yNpaBaseMblX
C NMOMOLLbIO BaKUMH MHPEKUMN NPOSBASAIOT HETUMUYHOE
pacnpocTpaHeHe M aKTMBHOCTb. B yacTHocTu, B 2022 T.
3aperucTpupoBaH GbICTPbIM POCT 3a60/1EBAEMOCTU KOPbIO
(+10 000% npupocT B cpaBHeHMM ¢ 2021 r.), rpunnom
(+309%), Kokntowem (+186%), MEHUHTOKOKKOBOW MHGDEKLIU-
e (+105%) u ap.

Cpeav nHPEeKLM, LEMOHCTPUPYIOLWMX B HAcTosWee Bpe-
MS pacTyLLyto 3a60/eBaeMocCTb, Lenbli psj He MoryT 6biTb
KOHTPONMPYEMbl HW AEWCTBYIOLLMM HaLMOHANbHbIM KaneH-
fapeM nNpodunakTUYecKnx NpUBMBOK, HU BO3MOXKHOCTAMM
KaneHjaps NPUBMBOK MO 3MNUAEMUYECKMM MOKa3aHUAM.
B nepBylo oyepenb TpebylOLMMH aKTyanmMsauuun nporpam-

Mbl BaKLMHOMNPODUNAKTUKM OTMEYEHbl MEHUHTOKOKKOBas
MHDEKUMS, poTaBupycHas MHdEKLMS, peBaKUnHaLmns npo-
TMB KOKJIOWa MAaALWNX WKONbHMKOB M MOAPOCTKOB, BETPS-
Has ocna. B nomowb Bpayam W POAMUTENAM, Kenatowum
3alWMnTUTb AeTern OT MaKCMMalibHO BO3MOXHOMO KonyecTBa
MHbeEeKUUN, K.M.H. M.B. denoceeHko npeacraBuna o6HOB-
NneHHbln npoeKT Coto3a negvatpoB Poccun «MpeanbHbin
KaneHaapb BakumnHaumMm — 2023», KOTOPbIN BKIOYAET CBOJ-
HbIM rpaduK pekomeHayemblix Colo3om neamnatpos Poccuu
NPUBMBOK OT 19 aKTyanbHbIX MHPEKLUMI ANa AeTen Ha Npo-
TSXKEHUMW BCEro nepvoga AeTcTBa, AOMOSHEHHbIM Harnag-
HbIMW MaTepuanamu, AEMOHCTPUPYIOWMMHU BO3MOMXKHOCTb
M anroput™M MNpoBeLEeHUS KOMMNEKCHOW 3alnTbl pebeHka
OT MHOEKLIMOHHBIX MOPaXKEHU HEPBHON CUCTEMDI, TAXKENbIX
pecnupaTopHbIX MHOEKUMNA/MHEBMOHUN, UHPEKLUIN Keny-
[OYHO-KULIEYHOrO TpaKTa M APYrMx OpraHoB W CUCTEM.
HaumnoHanbHble akenepTbl B 061aCTM BaKLMHONPOPUNAKTH-
Kn npodeccop C.M. XapuT n K.M.H. A.}O0. PTnuies o6cyannm
cambl€e CNOXHble M Hanbosee YacTo BO3HMKaloLWMe BONPOChI
NPaKTUY4EeCKON BaKLMHALMK, a TaKxe NpeacTaBuan maTe-
puanbl, NpesycMoTpeHHble ans paboTbl Bpaya C COMHeBa-
IOWMMUCH poanTeENIMKM MO Bomnpocam MNPOodUIaKTUHECKUX
NPUBMBOK.

OTKpbIBasi CUMNO3UYM «YPOKU UHPEKLUA B MNOCT-
naHpemMu4yecku nepuop», npodeccop J1.H. MasaHKkoBa
B CBOEM JoKfnage o0603Hayuna Beaylue HanpaBfeHus
3NMAEMMUONOTMYECKOro Hebnaronoayyns nocne Bbixoga
13 naHgemum COVID-19 B cTpaHe, KOTOpble 3acTaBaslOT
COBEPLIEHCTBOBATb TPAAMLMOHHYIO CUCTEMY MMMYHOMPO-
dunakTMKkn. B xoge npoBedeHHOro cMMno3uMyma [LOKnaj-
YUKW O0BpaTUAM BHMMaHWE MEAULMHCKUX PabOTHMKOB
Ha KOKMOW M MEHWHTOKOKKOBYID MHGEKLMIO, BO306OHO-
BMBLUME POCT 3a60/eBaeMOCTH B cCaMble paHHWE CPOKM
Bbixoda M3 naHgemum COVID-19. Hapsay ¢ 3TUM perucTpu-
pyemble B NocnegHue roabl MPU3HaKu OCNOXKHEHUS annae-
MMUONOrMYECKON CUTYaLIMM MO MEHWMHTOKOKKOBOW MHEKL MK
B Poccun TpebyloT nepecmoTpa AencTByolero rpadmka
PYTUHHOW MMMYHM3ALMKU U OpraHn3aunmn BaKUMHONPOOHU-
NaKTUKKM B pamKax KaneHgaps npodunakTU4eCcKux npueu-
BOK. BK/loYeHMe BaKUMHALMK LeTen NepBOro roga *}us3Hu
NPOTUB MEHUHTOKOKKOBOM MHOEKUMM B HaLMOHabHbLIN
KaneHgapb npodunakTM4eCKMX MNPUBUBOK obBecneyut
dopMHpOBaHNE KONNEKTUBHOIMO MMMYHUTETA K MHOEKLINM,
CHWXXeHne 3aboneBaeMoCTU U, KaK cleacTBue, Npepot-
BpalleHWe CMEePTHOCTU U MHBANMAM3ALMN OT MEHUHTOKOK-
KOBOW MHOEKLMN, COKpaLLEHNE IKOHOMMUYECKOTO yuepba
OT MHPEKLMOHHOro 3aboneBaHus.

Mpodeccop E.P. MeckunHa [onoxuna o roToBsLWMXCS
M3MEHEHUAX NepPeYHs NPefoTBPpaTUMbIX MHPEKLUA B paMm-
Kax HaLMOHaNbHOro KaneHgapsi NpodunakTUYECKUX Mnpwu-
BMBOK 3a CYeT BaKLUMHaLUMK MNAAEHLEB NPOTUB MEHWHIO-
KOKKOBOM MHbEKLMK. Ha OCHOBaHWUM 3NNAEeMUONOrMYEeCKOro
He61aronony41s No MEHMHrOKOKKOBOM MHMEKLIMK B CTPaHe,
C YYETOM MOSIBAEHNS BO3MOXKHOCTEN OTE€HECTBEHHOIO NPO-
M3BOACTBEHHOro ob6ecrneyeHnss MEHUHIOKOKKOBOM KOHDBIO-
rMpoOBaHHOW 4-BaneHTHOM BaKLLMHOM U COrNacHO M3MEHEHMU-
SIM CPOKOB [MnaHa meponpuaTui no peanusauun Ctpaternm
pa3BUTUS OTEYECTBEHHON MMMYHOMNPOPUNAKTUKK BKIOYE-
HWe NPUBMBKK MPOTUB MEHUHTOKOKKOBOW MHDEKUMKN AONK-
HO NPOM30MTK He no3xe 2025 T.

O KOKAoWe Kak HejooLeHWBaemMon yrpose AeTCKO-
My 3[0POBbIO paccKkaszan Bpay-UHOEKUMOHUCT K.M.H.
MN.B. KoHoBanoB. Koknlow He TOAbKO TauT OMacHOCTb
OC/NIOXHEHUN  BAMAHMEM UHOEKLUMOHHOro npouecca
Ha comaTtuyecKkoe 340pOBbe A5 AeTer NepBOro roga »Kus-
HW, HO M YyrpoXKaeT yxyaweHnem TeqyeHus GOoHOBOM NaTono-
FMK, MCUXONOMMYECKUMU U couManbHbIMU NOCNEACTBUAMM



[eTsM cTaplero Bo3pacTa. [JoKnag4yuk npeacraBun anro-
PUTM CBOEBPEMEHHOW AMArHOCTUKM KOKAKOWa C WUCMNONb-
30BaHMeM NabopaTopHbIX METOAOB, @ TaKXe C MOMOLbIO

OOCTYMHOM M MOHATHOM aHKeTbl Kalwnfluwero nauueHTa.

OnTUmManbHOM cTpaTerMen Nno CHUXeHUo 3ab6oneBaeMoCcTm

M CMEPTHOCTU OT KOK/toLWa 6blsin 0603Ha4YeHbl CBOEBPEMEH-

HbIA LWMPOKKUIA OXBaT NPUBMBKaMW LeTel NepBbIX ABYX neT

YKWU3HW, AOrOHSAIOWAaa UMMYHM3aLMS He MPUBUTLIX B CPOK,

noatanHoe BHeApeHMe BO3PaCTHbIX peBaKUMHaLUMK Mpo-

TUB KOKJ/owWwa geten B 6-—7 neT, NOAPOCTKOB M B3POC/bIX

Kaxkable 10 neT ¢ MOMEeHTa nocnefHen peBaKuMHaLMWK.

B KayecTBe 04HOM M3 BO3MOXHbIX Mep Mo 6opbbe ¢ pacnpo-

CTPaHEHWEM KOKJIIOWHON MHDEKUMKN cneayeT UCNob30BaThb

BHeJpeHWe BO3pPacTHbIX peBaKuMHaUMM B perMoHanbHble

nporpamMMbl BaKLMHOMNPODUNAKTUKKN, HAYMHAsA CO clegylo-

LMX KaTeropui HaceneHus:

® nauMeHTbl U3 rpynn pucKka TAXKENOoro Te4eHns KoKLwa,
Cpeamn KOTOPbIX AETU U3 MHOTOAETHbIX CEMEW;

° [eTu, NpoXKMBaloWMe B 3aKPbITbIX YYPEKAEHNSAX;

® MauyMeHTbl C XPOHMYECKON GPOHXONErOYHON NaToNOTUEN,
6pPOHXMaNbHOM aCTMOM, C UMMYHOAEPULIMTHBIMKU COCTO-
aHnaMu (BUY-nHOUUMPOBAHHbBIE, C OHKONOIMMYECKUMHU
3aboneBaHUAMMN);

° ©GepeMeHHbIe XKEHLLNHbI;

® B3pOC/ble B CEMbSIX, [4e eCTb HOBOPOXKAEHHbIE U HEMPU-
BUTble AeTu Ao 1 roga;

e noau ctapwe 60 neT n paboTHUKK, nMmetowmne npodec-
CUOHaNbHble PUCKKU (COTPYAHUKM MEAMLMHCKMUX, 06pa-
30BaTefibHbIX, MHTEPHATHbIX YYPEXKAEHUN, YYPEKAEHNU
coumanbHoro obecne4veHus).

Y4aCTHMKM CMMNO3MYyMa, MOCBSALWEHHOrO BaXXHbIM
BonpocaM npoduIaKTUKM MHEBMOKOKKOBOW WHOEKUUK
B NeanaTtpuMyecKon NpaKkTUMKe, NpeacTaBuin HOBYIO KOHb-
IOrMPOBaHHyl0 13-BaneHTHYl0 NMHEBMOKOKKOBYIO BaKLMHY
MHemoOTEKC B KayecTBe MHHOBALMOHHOIO NPodunaKkTm-
YeCKOro UHCTPyMeHTa, NpeaycMOTPEHHOro ANA 3[0pO-
Bbfl pe6eHKa, KOTOPbIA J0/IXKEH HAXOAUTLCA NOJ 3alu-
TOW OT NTHEBMOKOKKOBOW UHPEKLUU.

Akagemuk PAH H.N. BpuvKo 0603Ha4yM/ aKkTyalbHOCTb
npo6aeMbl MHEBMOKOKKOBON MHOEKLMU C 3NMAEMMONOTU-
YECKOM TOYKM 3PEHMs, OXapaKTepuloBaa pacnpoCTpaHeH-
HOCTb MHEBMOKOKKOBBIX 3a60/ieBaHUM M 3KOHOMMUYECKME
notepwu. bblnn NpeacTaBneHbl pe3ynbTaTthbl ANUAEMUONOTMYE-
CKMX OTHETOB, B KOTOPbIX OTMEYEeHa TEHAEHLMS K CHUMKEHUIO
3a60/1€BaeMOCTU BHEBONbHUYHBIMW MHEBMOHUSAMMU Ccpeau
aeTen B nepuod naHaeMun. bbiam nogyepKHyTbl O4EBUAHbIE
ycrnexu BaKuMHaLMK MPOTMB NMHEBMOKOKKOBOM WMHOEKLUn
y aeten B Poccuickon depepauymu, ogHaKo MnokasaTenu
oxBaTa MMMyHW3auMeWn AeTen M oAU JeTen B Bo3pacTe
1-2 neT, NOAYYMBLUMX MOMHbIA KypC BaKuMHaUMK MNPOTUB
NMHEBMOKOKKOBOW WMHPEKUUKU, OCTaloTCs HeLOoCTaTOYHbIMU
(62,9 1 65,2% cooTBeTcTBeHHO, 2021 r.), a oxBaT AeTen
B BOo3pacTe A0 6 MeC cocTaBAsAeT nulib 36,5% (Mo AaHHbIM
2021 r.).

B pamkax cumnosuyma npodeccopom O.A. Pbl4KOBOM
OblIM NpeAcTaBfieHbl pe3ynbTaTbhl KAMHUMYECKMX Mcchnepo-
BaHun dasbl Il y geten NHEBMOKOKKOBOW nonucaxapui-
HOM KOHBbIOTMPOBAHHOM aacopbupoBaHHOM 13-BaneHTHOM
BaKUMHbI, 3aperncTpMpoBaHHON Ha TeppuTopun Poccuu
noJ TOProBblM HanMeHoBaHue «[THEMOTEKC».

lMpaKTu4yeckMe acneKkTbl MPUMEHEHUS BaKLUMHbI Mpea-
CTaBW B CBOEM Joknage K.M.H. A.0. PTuweB. B HacTos-
Lee BpeMs B Hallew CTpaHe BaKLUMHaALMS yXKe NPOBOAMUTCS
B paMKax HaLMOHaNbHOro KajneHgaps M KaneHaaps npwu-
BMBOK MO 3NMAEMUYECKUM MOKa3aHUAM B OOLENPUHATLIE
BO3pAaCTHble CPOKM M MO CTaHZAPTHLIM CXEMaMm, B TOM Yucne
nMuaM 13 rpynn pucka. B OTHOLWEHUU NPOTUBOMOKa3aHUn

OblI0 NOAYEPKHYTO, HTO OHWU ABASAIOTCH OOLLENPUHATBLIMY,
KaK M 4na gpyrux BakuuH. Bbiiv nokasaHbl pesynbrathl
COBMECTHOIO NPUMEHEHNS BaKUMHbl NMHEMOTEKC C ApYyrMMuU
BaKLUMHAMM, BXOAAWMMMU B PYTUHHYIO NpOrpammy UMMYHWU-
3aumu.

Mo wToram cumnosuvyma BegyluMmu cneuunanucramu
B 006/1aCTM BaKUMHOMNPOOUIAKTUKK 6bll chOopMynnpoBaH
nepeyeHb pPeKOMeHAaUMMH, KOTOPbIM BKOYaeT Heobxoau-
MOCTb COG/IOAEHUS CXEMbl BaKLMHALMWN AeTEN B AEKPETUPO-
BaHHblIE CPOKM, NPeayCMOTPEHHbIE HaLMOHaNbHbIM KaneH-
fapemM npoduUnakTUYeCKnx NPMBMBOK. PeKomMeHAOoBaHHbIM
oxBaT BaKLUMHauunen geten o 6 Mec Xn3Hu ana abdeKTmns-
HOW NPOGUNAKTUKM MHEBMOKOKKOBOM WMHOEKUMU OOMKEH
OblTb He MeHee 95%, TaKxe cnefyeT MOBbICUTb YPOBEHb
NPUBUTOCTU AeTer K 15 Mec KW3HU. [JonycTuMo cove-
TaHHOe MpUMEHEHMEe 3aperncTpuMpoBaHHbIX B POCCUICKON
degepaummn 13-BaneHTHbIX KOHbIOTMPOBAHHbIX MHEBMOKOK-
KOBbIX BaKUWH B Nto6oi nocnefoBaTeNbHOCTM Ha 1to6om
3aTane MMMyHW3aLMK Ha OCHOBaHWW pelleHus MuH3gpaBa
Poccun 0 B3anMMO3aMeHSEeMOCTU IEKapCTBEHHbIX mnpena-
paTtoB.

B 3aBeplueHne cumnosunyma akagemMuk PAH H.U. Bpuko
npeactaBsua apadpT METOANYECKUX PEKOMEHAALMM NO Bak-
LUMHOMPOdUNAKTUKE NMHEBMOKOKKOBOM WHGEKUUK Yy aeTen
M B3POCAbIX, KOTOPbIA 6bll1 NOArOTOBNEH aBTOPCKUM KON-
NIEKTUBOM HECKOJ/IbKMX MpodeccuMoHanbHblX accounauunn
W roToBMTCS K Nevyatn B 2023 .

OTaenbHoOM Temow ang obeyaeHns Ha Accambree ctana
pecnupaTopHO-CUHUMUTHMANbHAs BUpYycHas MHbeKuusa (PCB-
nHbeKUUS), npeactaBagiollas cobon 3HavyMmylo yrposy
AN MaAeHYeCKoro 340P0BbS.

Mpodeccopom T.A. Heb6oTapeBoK NpeacTaB/ieHbl BONPO-
Cbl matoreHe3a W KIMHUWYECKON KapTuHbl PCB-nHdeKkumu
B 3aBMCMMOCTM OT BO3pacTa WM MCXOAHbIX OCOBGEHHOCTEMN
COCTOSIHUA 3[0POBbS, TAXKEeNble NOCNEeACTBUA NepeHeceH-
HOM MHOMEKLMM ONA HEAOHOWEHHbIX U MajeHueB U3 rpynn
pucka.

B noknage A.W. PblIKkyHOBOW NPOAEMOHCTPUPOBAHO He-
006bl4YHOE IBNEHUE UBMEHMBLUETOCS INMAEMUONOTMYECKOTO
npouecca PCB-uHdekumn B nepuoa naHgemmn COVID-19,
nonyymBliee Ha3BaHwe TpuaemMun. OcobeHHOoCTAMU B3a-
UMOAENCTBUA pecnupaTopHO-CUHLMUTHANBHOIO BMpyca
C APYrMMW pecnuMpatopHbiMK BUpycamu B nepuoj nadge-
Mun COVID-19 ob6bsicHAeTcsa nogbem 3aboseBaemMoCcTu
PCB-nHbeKkunen cpeau HaceneHuss pasHoro Bo3pacTa,
4YTO CMOCO6GCTBOBANO OAHOBPEMEHHOM UMPKynaUMKM pas-
JIMYHBIX WTAaMMOB BUpYCa rpunna, pecnmpaTtopHO-CUHLNTHU-
anbHOro BMpyca u KopoHaBupyca SARS-CoV-2.

B noknage npodeccopa U.A. benseson 6blM NoAPO6GHO
ocBellleHbl acneKkTbl UMMyHONpPodUIaKkTUkKM PCB-nHdeKkumm
cpean LeTenm M3 rpynn BbICOKOrO PUCKa, OCHOBaHHbIE
Ha [JaHHbIX MacwTabHbIX KIMHUYECKUX MCCNefoBaHUM
M MeTaaHann3oB. OGLWMPHbLIA NPaKTUYECKUIH ONbIT AOKNaa-
YnKa NO3BONWA NPEACTaBUTb PEKOMEHAALMMU MO OpraHun3a-
LMK NpOBeAEeHNs MacCUBHOW MMMyHM3auun npotue PCB-
MHOEKL MK,

HecKkonbko cMmno3nymoB Ha Accambriee 6bl10 MOCBA-
LeHo npobneme Ty6epKyne3HOn WHOEKLMUMU, COXpaHsio-
el CBOI0 aKTyanbHOCTb M B HblHEWHee BpeMs. B pamkax
cumnosuyma «TyGepKyne3 Kak couuanbHO 3HauyMmoe
3a6oneBaHue: BONPOCbl paHHEro BbISIBJIEHUS U MNpo-
dunakTMkn» noa npeacefaTeNibCTBOM [NTaBHOMO BHeLW-
TaTHOro AeTcKoro cneuuanucta ¢tusmnatpa MuH3gpasa
Poccun g.m.H., npodeccopa B.A. AKceHOBOW Oblin npea-
CTaB/ieHbl aKTyaslbHble JaHHble N0 OpraHu3aunu NpoTUBO-
Ty6epKyne3Hon Nomowmn AeTaM M NOAPOCTKaM B Poccuu.
HecMoTpsi Ha OTKa3 OT MaccoBOM BaKUWHaLWKM B CTpaHax
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EBponencKoro pernoHa, N0 MHEHUIO OTEYECTBEHHbIX 3KC-
nepTtoB., B Poccun genatb Takon war ewe paHo. BHumaHue
NPUCYTCTBYIOWMX OblI0O MNPUKOBAHO K MeEPONPUATUAM
MO CKPUHWMHIY Ha TyGepKyne3 KaK O4HOMY M3 Ba*KHEMLMX
BMellaTeNbCTB, HanpaBeHHbIX Ha 60pbby C TY6EPKYNe3oMm,
0co6eHHO B AeTcKom nonynsuunn. Kak otmetuna npodeccop
B.A. AKceHoBa, OCHOBHbIM METOAOM BbIABNAEHUS TY6EpKYy-
NnesHon uHbeKunMn y peten 9BASETCHS MMMYHOLMArHoCTu-
Ka, OCHOBaHHas Ha onpeaefieHMn rMnepvyyBCTBUTENBHOCTH
3amMeAIeHHOro Tna B OTBET Ha NPUCYTCTBME MUKOGaKTepui
B opraHuame. B 2022 r. BO3 Bbigenuna npuHUMNUanbHO
HOBbIN KNacC KOXHbIX NPO6 ANs paHHEro BbiiBNeHUs Ty6ep-
Ky/ie3HOM MHDEKLMN Ha OcHOBe aHTUreHoB Mycobacterium
Tuberculosis (ESAT-6 n CFP-10) — TBST (Mycobacterium
tuberculosis antigen-based skin tests), n [uacKuHTecT,
BKJIIOYEHHbIW B 3Ty rpynny KOXKHbIX TECTOB, KaK oTMeyatoT
MEeXAYHapoaHble 3KCMepTbl, UMEET ANUTENbHYIO MCTOPUIO
NPUMEHEHUS 1 obagaeT JOKa3aHHOM BbICOKON 3DEeKTUB-
HoCTblo. CneunanucTbl-GTU3nMaTPbl HANOMHWAK, YTO B FPyM-
nax puMcka no 3aboneBaHuio TY6EPKYIe30M CKPUHWUHIOBbIE
MEPONPUATUS C MPUMEHEHMEM KOXHbIX MPO6 MPOBOAATCA
2 pasza B rog. B pamkax cumnosnyma 6bi10 OTMEYEHO,
yto ¢ 1 aHBapsa 2023 r. B Poccuickon degepaumnm npoBo-
AWTCS paclIMPEHHbIR HeEOHaTaNbHbIN CKPUHWHI — 06Ccneno-
BaHWe Ha 36 HacneacTBEHHbIX 3aboneBaHunit, B TOM Yucne
Ha HanuMyne NepBUYHbIX UMMYHOAEDULIUTHBIX COCTOSIHWM,
BbISIB/IEHWE KOTOPbIX MO3BOMIUT MPAaKTUYECKU WMCKAOYMTb
PUCK Pa3BUTUSA OCNONHEHUN OT BBEAEHUS XMBbIX BakK-
UMH B paMKax MMMYHONPOOUNAKTUKKW, B TOM 4YUCNe Bak-
unHbl BCG. Kpome TOro, nmepcrneKkTuBHbIM MpeacTaBnseT-
CSl UCNOSIb30BaAHWE [JAHHOIO CKPUHUHIA AN UCKIOYEeHUSs
OCNOXHEHWUI NPU NPUMEHEHWUU XKMBbIX BaKUWH B Nt060OM
nepuvoge AeTcTBa NPU NPOBEAEHUM BaKLMHALMK aTTeHyM-
poBaHHbIMKM BaKuMHamMK. B npouecce AWCKYCcCUM O6CYX-
Jancs BOMPOC BO3MOMXHOCTU WMCKOYEHUS U3 PYTUHHOWM
NPaKTUKKM peBaKLMHaLMK NPOTUB TybepKynesa B Bo3pacTte
7 net. Cneunanuctamu Oblia 03By4eHa HeO6XOAMMOCTb
aKTyanusaunu MeXBeAOMCTBEHHbIX B3aUMOAENCTBUIA MEXK-
4y o6pasoBaTenbHbIMU U MEAWLMHCKUMU YUYPEKLEHNAMMU
B CNy4yae HeaonyuweHus K noceleHuio obpasoBaTesbHbIX
opraHvM3aumi geten nNpu HaJanMyuMn OTKA30B OT AMArHOCTUKK
Ty6epKyne3Hon MHOEKUMM, a TaKKe geTen, NpubbIBLUMX
M3 Apyrux Tepputopun 6e3 obcrenoBaHuns Ha TybepKkynes.
Bbino o6palleHo BHUMaHue Ha 060CHOBAHHOCTb MCNOMb30-
BaHWA Npobbl C annepreHoM Ty6epKyne3HbIM PEKOMBUHAHT-
HbIM ([MaCKMHTECT) C LeNbldo CKPUHWHIa Ty6epKyne3HOM
MHPEKUUN Yy NOAPOCTKOB HapaBHe ¢ dnooporpadmnyecknm
obcnenoBaHMEM.

[oKnag4vKkm npeacTaBuian OCHOBHbIE MPUHLMMbI U anro-
PUTMbl COBPEMEHHON MMMYHOAMArHOCTUKKU TybepKyneaa,
B TOM 4MCNe y NaUMEHTOB C XPOHMYECKMMMK 3a60/1eBaHUA-
Mn. OMH M3 JoKNagoB K.M.H. M.M. MNnaTtoHOBOW NO3BOAUA
chylwaTensiM 03HaKOMUTbCA C METOAUYECKUMU PEKOMEHAA-
UMAMKU N0 MMMYHONpobUNaKTUKe TybepKynesa, B KOTOPbIX
0603Ha4YeHbl NPUHLMNBI UMMYHOAMArHOCTUKK Ty6epKynes-
HOWM MHGbEKLUMKN Yy feTer n NOAPOCTKOB, pacCMOTPEHbI NaTo-
reHeTM4eCKMe OCHOBbI TECTOB A/ MacCOBOM U MHAMBUAY-
allbHOM MMMYHOAMArHOCTUKU TyBepKyne3Hon WHPeKuuu,
a TaKXXe NoKal3aHWs W MPOTMBOMOKa3aHWs Yy nauMeHToB
pasnyHbIX rpynn Ans NpoBeAeHus TeCTOB, 3aperncTpmpo-
BaHHbIX B Poccuickon denepaumu.

B psige noKNajoB, NpOLWeWnX B paMKax BakLMHanbHON
Accambneu «3awmaa noKoneHus», 6bla10 yaeneHo BHUma-
HWEe BaXKHOM PONU BaKUMHONPODUNAKTUKM B pasHbIX rpyn-
nax ya3BMMbIX KOHTUHIEHTOB, CPean KOTOPbIX 6epeMeHHble
EHLLMHbI, HEJOHOWEHHbIE MAaAeHLbl, MaLneHTbl C XPOHU-
4yecKknmu 3aboneBaHnamn. OanMH U3 OTBETCTBEHHbIX NEpU-

040B M3HKU pebeHKa, KOTopbIM TpebyeT NpoBeAeHUS CBO-
€BpPEMEHHON MMMYHW3aLWKW, — NOAPOCTKOBbLIA BO3pacT.
Hapsay ¢ yracatouwen nocTBakunMHa bHOM 3aWMTON NPOTUB
KOKnwowa, audtepun, cTonbHAKa akTyanbHbIMW CTAHOBSAT-
cq NpodunakTU4ecKne MNPUBUBKM MPOTUB MEHMHIOKOK-
KOBOW MHOEKUMU U BUpyca nanuiiombl 4yenoseKka (BIMY).
YyuTbiBas OTCYTCTBME BO3MOXHOCTM MNPOBEAEHUS BaK-
LUMHaUMM NPOTUB ManunioMaBUpPyCHOM MHOEKLMM B paMm-
Kax pgenctBus MNpukaza MuHsapaBa Poccun oT 06 ageka-
6ps 2021 . N2 1122H «O6 yTBEPXKAEHUN HALMOHANbHOIO
KaneHgapsa npodunakTUHECKUX MPUBMBOK, KaneHaaps npo-
GUNaKTUYECKUX MPUBMBOK NO ANUAEMUYECKUM MOKa3aHU-
M 1 NopsiaKa NpoBeaeHUs NPOOUNIAKTUHECKUX MPUBUBOK»,
y4aCTHMKaMu 3acefaHui 6bin0 NPeanoXeHo BHeApUTb
W peannsdoBaTtb NpPorpamMmbl N0 UMMyHKU3aLun npotms BIMY
BO BCEX perumoHax CTpaHbl NyTeM COBEPLIEHCTBOBaHMUSA
pervoHanbHbIX KaneHaapen npobunakTMiecKmMx NPMBUBOK
nnn GopmMMpPoBaHMA NPOrpaMm ¢ BHECEHWEM BaKLMHALMK
npotns BMNY ansa KoropTbl AeTen o6oero rnofa B Bo3pacre
11-13 net aByKpaTHO no cxeme O—6 Mec ¢ UCMNonb30Ba-
HMEeM BaKLUMH C MaKCUMManbHbIM MOKPbITUEM WTaMMOB
B036yanTens. OQHOBPEMEHHO C 3TUM BaXKHO ob6ecneynTb
MHbOPMALMOHHOE COMPOBOXAEHWE BaKUMHaLMKM MPOTUB
BIMY B pernoHax c opraHnsaumnen o6pasoBaTefibHbIX MEPO-
NPUATUI NS cNeunanncToB 34paBOOXpPaHeEHUs, COTPYAHM-
KoB cdepbl 06pa3oBaHns, a TaKKe AN NOAPOCTKOB U UX
poautenen. Heobxoaumo uHboOpMUpoBaTb MEAULMUHCKUX
paboTHMKOB O Npob6remMe nanuiiomMaBUPYCHON UHEK-
LMK, ee MNOCNeACTBMSAX M BaKUMHONPOOWUIAKTUKE, B TOM
yucne B paMKax nporpamm HemnpepbIBHOMO MeAULMHCKOTO
obpasoBaHug. BHeapeHue Bl1Y-BaKkuMHaUMK Ha ypoOBHEe
pPerMoHoB NO3BOJIUT MNOArOTOBUTL CNeLManucToB 34paBo-
OXpaHeHUs U HacefleHne K MacCoBOM UMMYHM3auUMK Noa-
pocTkoB npotue BIMY. B cooTBETCTBMM C [1haHOM Meponpu-
ATUM No peanusaumm CTpaTermnm pasBuTUS 0TEHECTBEHHOM
UMMYHOMNPODUNAKTUKN MHDEKLMOHHBIX 60JIE3HEN Ha Nepu-
of no 2035 roga BHECEHME U3MEHEHUI B HALMOHA/bHbIN
KaneHjapb NPUBMBOK B 4acTW BaKuuHauuu npotms BIMY
3anfiaHnpoBaHo K peanusaumn B 2026 r. (PacnopsxeHue
MpaButenbctBa 06 W3MEHEHUWUM CPOKOB peanusauunu
oT 15 deBpang 2023 r. N2 343-p).

B pamKax ogHOro w3 Kpyriblx cTonoB Accambneu
«MepcnekTUBbl BaKLUHONPODUIAKTUKKU POTaBUPYCHOM
MHPEKUUM B paMKax HaLMOHa/NIbHOIrO KajleHaapsa npum-
BUBOK» COGpaBLIMMNUCS aKCNepTamun o06¢cyxaanacb npobe-
Ma pacTylien 3abosieBaemMoCTU poTaBUPYCHOM MHOEKUMEN
nocne Bbixoga M3 naHaemun COVID-19, ee KauMHU4YecKas
M coumanbHas 3HA4YMMOCTb, a TaK)Ke COBPEMEHHblE NOoA-
X04bl K MMMYHM3aLWKU W HaKOMJEHHbIN MEXAYyHapOLHbIN
M POCCUWCKMI OMbIT MPUMEHEHUSA POTABUPYCHbIX BaKLMH.
Y4YacTHUKM KPYrnoro ctona e4MHOAYLWHO NogYEPKHYNN HEO6-
XOAMMOCTb CKOPEWLWEro BKAYEHUS MNPUBUBKKM MNPOTUB
pPOTaBUPYCHON MHOEKLMM B HaLMOHaNbHbIM KaneHhapb
NPOOUNAKTUHECKMX MPUBMBOK B MPUOPUTETHOM MOPSAKE.
Hapsigy ¢ aTMM aKcnepTbl NPULWAK K BbIBOAY, YTO NPWU OTCYT-
CTBMM HaLMOHaNbHOM NPOrpaMMbl MMMYHM3aALMKU NPOTUB
pPOTaBMPYCHOM MHOEKUMM HEeo6XoAMMO pas3BuBaTb PEruno-
HaflbHble MPOorpamMmMbl UMMYHU3aLMK U CTPEMUTBLCS K OXBa-
TY NPOPUNAKTUHECKMMMU MPUBUBKaAMM MPOTUB pOTaBUpyC-
HOM MHdeKunn He meHee 80% [feTen paHHero Bos3pacTa.
3apeructpupoBaHHble B Poccuiickon depepaumm potasu-
PYCHble BaKLMHbI MOTYT MPUMEHSATLCA COBMECTHO C APYrMMU
BaKUMHaMW HaLWOHaNbHOro Kanengapsi npodunaxktuye-
CKMX NPUBMBOK U KaneHzaps NPMBUMBOK MO AMUAEMUYECKUM
noKasaHuaM, a NepopasbHbii cNOco6 BBEAEHUS HE NMPUBO-
OWT K NOBBIWEHNIO MHBEKLMOHHOM HarpyskuM Ha pebeHka.
O6ecnevyeHne GecrnepebOonHbIX MOCTAaBOK POTaBUPYCHOM



BaKUMHbI B Poccuickylo Peaepaumto 98aAS€TCS OCHOBOMO-
nararowmnm GakTopoM pacliMpPeHns HaLMOHaNbHOrO KaneH-
Aapsa NpoduUnakTUYeCcKnx NpuMBUMBOK. lMepcneKkTUBy pasBu-
TUS NIOKaNlbHOrO MPOM3BOACTBA POTABMPYCHOW BaKLMHbI
Ha TeppuTopun Poccuun cneayeTt paccmaTpuBaTb KaK Ba-
Hbl, HO He MepBOCTENEHHbIN GaKTop MPUHATUS COOTBET-
CTBYIOLLErO peLleHus.

KnioyeBon TemMon B paboTe BaKLUMHaNbHOM Accambneun
CTano obCyaeHWe pernoHasbHoOro onbita BakUMHONPOOU-
NIAaKTUKKU B YCNOBMAX COBPEMEHHbIX MPOGNEM W BbI30BOB
3[0pOBbI0 M 6€30MacHOCTU HaceNeHus CTpaHbl, B KOTOPOM
aKTUMBHOE y4acTue NPUHAIN NPeACcTaBUTENN PA3INYHbIX CYyOb-
eKkToB Poccuiickon depepaunn (ApxaHrenbck, Bonrorpag,
ExkaTepuHbypr, WMpKyTck, KpacHopap, MockBa, HwKHWUR
HoBropoa, Pecny6nuka TatapctaH, lNepmb, Camapa, CaHKT-
MNetepbypr, CtaBpononb, TioMeHb, YNbAHOBCK, YeboKcapsl,
YenabuHcK, XaHTbl-MaHcuicK 1 ap.). OpraHuMsaTtopbl 34paBo-
OXPaHEeHMs U MpaKTUYeCKMUe Bpayu NpeacTaBuIn COOCTBEH-
HbIM OMbIT U YCNEXMU B peanusaunm permoHanbHbIX Nporpamm
BaKUMHOMNPOOUNAKTUKM C NMPUMEHEHUEM WMHHOBALMOHHbIX
METOAO0B perucTpaumMm MNpuMBUTOCTM, B XOAE BaKLMHaLUK
0CO6bIX FPynmn pucKa, C MCnoib3oBaHWeM obpas3oBaTesib-
HbIX NporpamMm Mo BONpocam BaKuMHOMPOOUNaKTUKKM cpeaun
MEANLIMHCKNX PaBOTHUKOB.

[MpuctanbHoe BHUMaHWe B nporpamme Accambneu
OblN0 ygeneHo npob6ieMe HefoCTaTOYHOW MPUBEPIKEH-
HOCTM BaKLUMHaUMK Cpeau HaceneHus, a TaKKe cpeau
MEAULMHCKUX PaBOTHUKOB Pa3fiMyHblX CrneuuanbHOCTeEN,
YTO CNOCOBCTBYET 3HAYUTENIbBHOMY CHUXEHMIO OXBaTa Npw-
BMBKaMu M NoAAepKMBaAET pacnpoCTpaHeHHOCTb M yrpo-
3y ynpaBnseMblix MHPeKUnn. OTaenbHbIn CUMNO3UYM Obin
NocBsLEeH BONPOCY HEO6OCHOBAHHbIX MEAULMHCKUX OTBO-
OB, Ha KOTOPOM JeTCKWe cneunanucTbl OT HeBpoJiora
no JIOP-Bpaya B pamKax Kpyrnoro crofa o6cyannun npu-
YWUHbBI NIOXKHbBIX MPOTUBOMOKa3aHUM K BaKUMHALMKU M BO3-
MOXHble Mepbl No 6opbbe ¢ ObITYOWHUMK cpean Konner
3261y AEHUSIMU B OTHOLWEHMM 6€30MacHOCTU COBPEMEH-
HbIX BaKLMH.

BaxHOMy BOMpOCYy yCnewHONn KOMMYHMKauuu Bpaya
M nauueHTa Obll NOCBSLLEH 3aBepwatowmnin CUMNO3UYM
BaKuUMHanbHon Accambneu, KoTopblt cobpan 6onbluoe
YUCNO Yy4vacTHMKOB. [lpodeccuoHanbHbIM MNCUXOAOrOM
Oblin NpeacTaBiaeHbl obyvalolme npasuaa MNOCTPOEHUS
[OBEPUTENbHOIO Ananora, OCHOBAHHbIE Ha YBEPEHHOCTH
N fo6porKenaTenbHOCTU BCEX €ro CTOPOH. MpuHMMaBLLMI
yyactTve B MeponpuaTum npeacrtaButens Becepoccuickoro
cotoda nauneHtoB 0.M. AnbmeHAeeB NPOAEMOHCTPUPOBAN
pesynbTaTbl ONpoca POCCUSH, MOATBEPKAAOWME KpanHe
HU3KKUI ypoBEHb MHOOPMUPOBAHHOCTU O MEHUHIOKOKKO-
BOM MHOEKLNK, @ TaKKe pe3ynbTaThbl, CBUAETENLCTBYOWME
0 FOTOBHOCTUW POANUTENEN BaKLMHMPOBATb AETEN OT MEHMH-
FOKOKKa Mpu HanuMymm y HUX AOCTOBEPHON WMHbOpPMaLMK.
B xoae cumnosunyma 6biv NpUBEAEHbI YacTo BCTPEYaloWwm-
ecs cpean nauMeHToB 3abnyXAeHUs O BaKLMHaL MK, 03BY-
YeHbl OCHOBHbIE rpynnbl BO3parkeHun, HeobxoamMMble Bpa-
4yy Ana BbicTpaMBaHus 3GGEKTUBHOIO B3aMMOLENCTBUSA
C poauTENaMMU.

UTorom npoBeseHHoM paboTsl || BcepoccuicKomn BakUu-

Ha/lbHon Accambrien cTasio nNpuHATMe Pe3osiounn ¢ Bbipa-

OOTKOM C/IeyIoLNX pEKOMEeHAALIMA.

1. NMpocutb FNocypgapcTBeHHyo [lymy Poccuiickomn
depepaumm M  MHUHUCTEPCTBO 3ApaBOOXpPaHEHUSN
Poccuiickoinn Pepgepauum:

1.1. BHectn wu3meHeHus B PepepanbHbii 3aKOH
oT 17 ceHTabps 1998 . N° 157-d3 (pea. ot 02 wuionga
2021 r.) «06 nmMMyHoNpoodunakTuke MHOEKLMOHHbIX 60nes-

HeW», NpefycMoTPEB B HEM MepPbI MO YCUNEHUIO OTBETCTBEH-
HOCTU poauTenen (3a OTKa3 OoT MPMBUBOK) U Heaobpoco-
BECTHbIX MEAULMHCKMX PabOTHUKOB (BbICTYNalOLWMX NPOTUB
BaKLUMHALMK MW PEKOMEHAYIOWNX HEOBOCHOBAHHbIM OTBOA,
OT NPUBUBOK).

1.2. KoHTponupoBaTtb BbiNOsHeHWe [naHa Meponpus-
TMI no peanusauuun CTpaTernn pasBuUTUS OTE€YECTBEHHOM
UMMYHOMPODUNAKTUKM UHPEKLMOHHbBIX B0JIE3HEN Ha Nepu-
oa go 2035 ropa.

1.3. MNpegycMoTpeTb BHECEHUE UBMEHEHUI B NpoLeay-
pbl dopMUpPOBaHUA BloaXKeTa ¢ TeM, 4YTOOblI MOTPEOHOCTHU
OloKeTa Ha 3aKynKy BaKuWH Oblin 3abnaroBpemMeHHO
dUKCUPOBaHbl N0 COOTBETCTBYIOWME pacxoaHble 06a3a-
TenbcTBa.

2. NMpocutb MpaButenbcTBo Poccuiickoin degepauum,
MuHUCTEPCTBO PUHAHCOB:

2.1. MNpu dopMHUpoBaHUK BGIOAKETOB 3PaBOOXPaAHEHUSA
BCEX YPOBHEN NMpeaycMoTpeTb yBenuyeHne GuHaHcupoBa-
HUS TEKYLLEro HaLMOHaNbHOro KaneHgaps npodunaktuye-
CKMX MPVBMBOK.

2.2. TpuHATb Mepbl K OpraHuM3auun 0Te4eCTBEHHOrO
NPOU3BOACTBA COBPEMEHHbIX UMMYHOBWOOrMYECKUX (B TOM
yuncne KOMBUHWPOBAHHbIX) NpenapaTos, K COAENCTBUIO pas-
paboTKe HOBbIX UMMYHOBMONOrMYECKUX NpenapaToB, OTCYT-
CTBYIOLMX Ha OTEYECTBEHHOM PbIHKE.

2.3. MNpegycmoTtpeTb peryanMpoBaHve Bomnpoca O cTe-
neHn noKanu3auun MMMYHOOMONIOFMYECKMX NpenapaTtos
ans npodUNaKTUKKU MHOEKLMIA, BOSMOMXKHOM M AOCTAaTO4HOM
ANS UX UCNONIb30BaHMA B paMKax HaLMOHaNbHOro KaneHaa-
ps NnpoduNaKkTUYECKMUX NPUBUBOK.

2.4. MpeaycMOTpeTb B HOPMaTUBHbLIX MPaBOBbIX aKTax
0CO6EHHOCTM LeHO06pa3oBaHMa Ha MMMYyHoGMONOrmMye-
CKMe npenapartbl, NPUMEHSEMbIE B pamKax HauMoHanbHO-
ro KaneHgapsi NpuMBMBOK WM NPou3BOAMMbIE B PoccuicKom
degepaumn No MOMAHOMY LIMKAY, C BO3MOXHOCTbIO nepe-
perncrpauum, Mcxoaa M3 HeOoOXOAMMOCTWM MNOAAEPIKAHWUSA
LleH Ha ypOBHE LIeH Ha aHanoruMyHble MMMyHOGHONOrmMye-
CKMe npenapaTbl, NPON3BOANMbIE B pedepeHTHbIX CTpaHax,
C Lenblo NoAAepKaHUs pasBMTUSA OTEYECTBEHHOIO MPOMU3-
BOACTBA.

2.5. BKAounTb B nepevyeHb MHAMKATOPOB 3 PEKTUBHO-
CTU [eATeNbHOCTHN PYKOBOAUTENEW U NpeCTaBUTENEN UCMON-
HUTENbHON BnacTu cybbeKkToB Poccuickon Pepepaunu
ypoBeHb GaKTMYECKOW MNPUBUTOCTM AETCKOro HaceNneHus
OT BaKLMHOMpPeaoTBpaTUMbIX 60Ne3HEN, a TaKKe YPOBEHb
3a60/1€BaeMOCTM U CMEPTHOCTU OT BaKUMHOMNPEeLOTBpaTH-
MbIX MHOEKLMOHHBIX B0SIE3HEN cpeaun AeTEN.

2.6. BHectn wn3meHeHusa B PepepanbHblii 3aKOH
oT 17 ceHTa6ps 1998 . N2 157-P3 (pea. ot 02 niona 2021 r.)
«06 MMMYHOMpoodUNaKTUKe WUHOEKLUMOHHbIX G0Ne3Hen»
B YacTW BaKUMHaALWMM NPOTUB MEHUHTOKOKKOBOW MHbEK-
LMK, POTaBUPYCHOM MHOEKLMK, BUPYCa NanuanoMbl Yeno-
BEKa W BETPSHOM OCMNbl YETKO B COOTBETCTBMMU C MPEAYCMO-
TpeHHbIMKM PacnopseHuem [NpaBuTenbctBa PoccuincKomn
depepaumm o1 15 depana 2023 r. N2 343-p cpoKamu
n3meHeHui MnaHa meponpusaTuin no peanmsauunm Ctpaterum
pasBUTUS OTEYECTBEHHON MMMYHONPODUNAKTUKM Ha Nepu-
on no 2035 roga.

2.7. KoHTponvpoBaTb CBOEBPEMEHHOCTb U pPaBHOMEp-
HOCTb NOCTABOK MMMYHOBGMONOIrMYECKMX NpenapaTtos, obe-
cneymBatolmx rpaxaaH Poccuiickon depgepauun B pam-
Kax ¢egepanbHoro 6oaxeta B COOTBETCTBUU C [puKazom
MunsapaBa Poccun ot 06 aekabps 2021 r. N® 1122H «06
YTBEPKAEHUM HALMOHANbHOIO KaneHgaps npodbunaktuye-
CKMX NPUBUBOK, KaneHgaps npodunakTM4eCcKMX NPUBUMBOK
no aNMAEMUYECKMM MOKa3aHWAaM WM MopsiAKa NpoBefeHUs
NPobUNaKTUHECKMX MPUBUBOK».
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3. Mpocutb MuHHUCTEpPCTBO 3ApaBOOXpPaHEHUN
Poccuiickoii ®depepauun un depgepanbHylo CAYKOY
no Haasopy B cdepe 3awuTbl nNpaB notTpedutenewn
u 6narononyuusn YenoseKa (Pocnotpe6Haasop):

3.1. BHecTn n3ameHeHuns B lNpunoxenne N2 1 lNpuKasa
MuHsgpaBa Poccun ot 06 gexkabps 2021 r. N2 1122H
«06 yTBEpPXKAEHUM HaUMOHaNbHOrO KaneHpaps npoowu-
NaKTUYECKUX MPUBMBOK, KaneHaaps MNpoduaaKTUYECKUX
NPUBUBOK MO 3MNWAEMMYECKMM MOKa3aHUAM M MNopsaka
npoBefeHUs NPOoPUNAKTUYECKMUX NMPUBMBOK» B 4acTWU Bak-
LUMHaLMN NPOTUB MEHUHIOKOKKOBOW, POTaBUPYCHON UHODEK-
UMK, BUpPYCa NanuaaoMbl YefloBEKa M BETPSIHOM OCMbl YETKO
B COOTBETCTBUM C MPeAyCMOTPEHHbIMM PacrnopsKeHnem
MpaBuTenbcTBa Poccuickon Pepepaunn ot 15 deBpans
2023 1. N2 343-p cpoOKamu U3MEHEHUN.

3.2. BHecTu nameHeHus B lMNpunoxkenme N2 2 MNMpukasa
MwuH3apaBa Poccum ot 06 gekabpsa 2021 r. N2 1122H «06
YTBEPXKAEHUM HALUMOHANbHOTO KaneHnaaps npodunaktnye-
CKMX NPUBMBOK, KaneHaaps NpopunakTU4eCcKnx NpMBmUBOK
no 3NWAEMUYECKUM MOKa3aHUAM M Mopsiika NpoBeeHMUS
NPodUNaKTUYECKMX NMPUBMBOK» B YaCTK Pa3BUTUS KalleH-
faps NpodUNaKTUYECKUX MPUBMBOK MO 3MNUAEMUYECKUM
NoKa3aHWsSM CcornacHo pas3paboTaHHOMY 3KCMEPTHbIM
€c006LLECTBOM KOMMJIEKCHOMY MOAXOA4Y B LENsX NoBblle-
HUS KayecTBa W MPOAOSIKUTENbHOCTU XU3HU HaceneHus
C y4eToM MpuBeaeHWs B COOTBETCTBME C TpeboBaHW-
amu CaHuTapHbix npaBun M Hopm CaHlluH 3.3686-21
«CaHUTapHO-3NMAEMNONOTNYECKME TpeboBaHUA MO MNpo-
PUNaKTUKE MHOEKLMOHHBIX 60NEe3HEN» MOKa3aHUN K UMMY-
HM3aLMW NPOTMB BETPSAHOM OCMbl U MEHMHIOKOKKOBOM
MHOEKLMK, B TOM YKUCEe PaCLUMPEHNUS KOHTUHIEHTOB, Noa-
NeXallnx BaKuMHaLMM NPOTUB MEHUHIOKOKKOBOM MHOEK-
UMM 1M B MepBylD o4vyepeab C oxBaTom fJeten o 5 ner
B pEervMoHax BbICOKOrO PWCKa C MPUMEHEHMEM BaKLM-
Hbl, COAEPKalLEN MaKCMMabHOE KOIMYECTBO ceporpynn
(ACWY).

3.3. Pa3pabotatb M aKTyann3npoBaTb KJAWHUYECKME
peKoMeHaaunn no Ho3oJsormyecknm dopmam, o6ycnoBs-
NIEHHbIM TE4YEHUEM KOHTPONMPYEMbIX MHOEKLMIA, B pasaene
«CneumdunyecKkas npodPpunakTMkar, a TakKe MeToanvyeckue
pEKOMEHAALMN MO BaKUMHOMNPODUIAKTUKE YyNpaBaseMblX
MHOEKLNK, B TOM YMUCSIE MPOTUB MHEBMOKOKKOBOW MHODEK-
UMW NS geTen M B3pOCblX, PECMMPATOPHO-CUHLUTHUANBHON
BMPYCHOW MHEKLUMK.

3.4. MNpuBectn B 06LLEEe COOTBETCTBME BCE HOPMATMB-
Hble AOKYMEHTbl, Kacatoluecs BOMPOCOB OpraHu3auuu
BaKLUMHOMNPOPUNAKTUKM HaceneHus, B yactHoctu CanllvH
n lNMpukasa MwunHsgpaBa Poccum ot 06 gekabps 2021 .
N2 1122H «O6 yTBEpXAEeHWM HauMOHaNbHOro KaneHaaps
npodunakTM4eCcKnXx MNPMBMBOK, KaneHaaps npodunak-
TUYECKMX MPUBMBOK MO 3MNUMAEMUYECKMM MOKa3aHWaM
M nopsaka nNpoBeAeHUs NPOOUNAKTUHECKUX MPUBUBOK».
MHuMuMMpoBaTb NepecMoTp AOKYMEHTOB, YTBEPMKAEHHbIX
MuH3gpaBom Poccum n PocnotpebHaa3opom, ans mx rap-
MOHM3aLMK C yHacTMeM rpynnbl 3KCNepToB.

3.5. 0O6ecneuyuTb npoBegeHMe cbopa 3afABOK
4na onpegeneHvns NoTpebHOCTM PEernoHoB B BaKLUWHE
B CPOK 10 1 ceHTA6pS KaXK4oro TeKyLwero roga ¢ nocnegyto-
Wwen peanmsaumnen 3aKynok BakLMH He NO3xe 1-ro KBapTa-
Na nocneaytowero roaa.

3.6. PagpaboTaTtb eAnHY0 METOAMKY A5 OLEHKM 3KOHO-
MUYECKOro yuep6a OT KOHKPETHbIX MHOEKLMOHHbIX 3a60-
NeBaHUM U AKOHOMMUYECKOro addeKTa OT BHeAPeEHNUS MeEPO-
NPUATUA UMMYHOMNPOPUNAKTUKN.

4. Mpocutb depepanbHylo cayX6y no Hap3opy
B chepe 3apaBooxpaHeHuna (PocagpaBHaasop):

4.1. lepecMoTpeTb M aKTyalnsuMpoBaTb CoOAepKa-
HWE MHCTPYKLUMN MO NPUMEHEHWUIO UMMYHOOMONOMMYECKUX
npenapaToB OTEYECTBEHHOro0 MPOM3BOACTBA, OCOGEHHO
B pasgenax «Cnocob npuMeHeHus» 1 «[1IpoTUBONOKa3aHUs».
B yacTHOCTH, BHECTU U3MEHEHUS B MHCTPYKLIMM NO NpUMe-
HEeHWIO psaga MMMYHOBMONOrMYECKUX NpenapaTtoB MpoTUB
KOPMW, KPacHyxu M 3nNuMAEeMMYEeCKOro napoTuTa, pacliMpuB
B pasjgene npoTMBOMNOKa3aHWi BO3MOXHOCTU MMMYHU3a-
LMW NaLMEeHTOB C ayTOMMMYHHbIMK 3a607€eBaHUAMU U KOp-
MSALLMUX KEHLLMH.

5. Mpocutb MuUHUCTEPCTBO 3ApaBOOXpaHEHUNA
Poccuiickonn Peagepaumm, MMHUCTEPCTBO HayKU U BbiC-
wero o6Gpa3oBaHus, MUHUCTEPCTBO MNPOCBELYEHUA,
AKagemuio HayK Poccuiickon ®egepauyuu:

5.1. YBenn4nTb puUHaAHCUPOBAHME Hay4YHbIX UCCNef0oBa-
HUA B 06n1acTv CO34aHWs MMMYHOOMONOIMYECKUX NeKap-
CTBEHHbIX MpenapaTtoB, HanpaBfeHHbIX Ha MNOBbIWEHUE
3PPEKTUBHOCTM M 6€30MacHOCTU MMMYHOMPODUNAKTUKHM
MHOEKLUMOHHBIX 6O0NIE3HEN, a TaKKe dyHAaMeHTanbHbIX
M MOUCKOBbIX Hay4HbIX paboT No MMMyHonpobunakTuke
MHPEKLMOHHbIX 3a60N1€eBaHUN.

5.2. AKtyanunaupoBatb POC 1 npodeccroHanbHble CTaH-
JapTbl NeanaTpoB M AETCKUX CNEeLUannCToB C BKIOYEHWEM
B 06a3aTefibHbl NepevyeHb AN U3YYeHUS U KOHTPONS 3Ha-
HUA BOMNPOCHI NO MMMYHONPOODUNAKTUKE MHOEKLMOHHBLIX
3a60neBaHWI, BKAOYas NpaKTUYeCKUe UHCTPYMEHTbl KOM-
MYHUKaLWUK U yOEXOEHUS.

5.3. Paspabotatb U BHeAPUTb B MPaKTUKY 0Oy4YeHus
MHTEPaKTUBHbIE O06pa3oBaTe/ibHble MOAYIM MO BOMpocam
UMMYHOMPOOUNAKTUKN MHPEKLMOHHbBIX 60Ne3Hen Ans pas-
HbIX KaTeropu MegnLUHCKMX PpabOoTHUKOB.

5.4. lpeaycmMoTpeTb MexaHW3Mm BblAeNleHUs AOMOJSIHU-
TeNbHbIX GUHAHCOBLIX CPEACTB AN OpraHM3aLnn HayyHbIX
nuccnefoBaHuMM NO TeMaM, UMEIWUM YPreHTHYIO aKTyalb-
HOCTb (B Cny4yae BO3HMKHOBEHUS NaHAEMWI, TEXHOTEHHbIX
KatacTpod M T.4.), HE BXOASLLMX B rocygapcTBEHHOe 3aja-
HWe NOo HayKe TeKyLLero roga.

5.5. Wupe npuBnekatb npodeccuoHasibHOE Meau-
LMHCKOE COoO06LWEeCTBO K MOArOTOBKE Y4YeOHbIX MporpamMm
no ¢opmMuMpoBaHUi0O 340POBOro M 6GesonacHoro obpasa
KU3HM yyHalmxcs o6pasoBaTebHbIX YHPEXKAEHUN CpeaHEero
W CpeaHero cneunanbHOro o6pasoBaHMs ¢ 0693aTeNbHbIM
BKJIIOYEHWEM BOMPOCOB MMMYHOMPOPUNAKTUKU UHPEKLK-
OHHbIX 3a601eBaHUN.
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PE30J1IOLUNA
HE3SABUCUMOI'O SKCINEPTHOIO COBETA
COIO3A 3KCIEPTOB
B COEPE UMMYHOINPOD®UTIAKTUKH

podunakTMka MHPEKLMOHHBbIX 3aboneBaHuin aBnseTcs

OAHUM M3 NpuopuTeToB B cdepe oxpaHbl 340POBbS
(PepepanbHbI 3aKOH OT 21 Hos6psa 2011 r. N° 323-d3
«06 ocHOBax OXpaHbl 3[10pOBbsA rpaxaaH B Poccuickon
depepauun» (gencTeytollaa pepakuuns, 2016 r.). B ycno-
BUSAX rnobanbHbix Npo6aeM MHDEKLMOHHOM 6e30MacHOCTH
W pacWMpeHns BO3MOXHOCTEN COBPEMEHHON MMMYHOMPO-
duNaKTUKKM Hanbosnee akTyalbHOE 3Ha4YeHUe CBOEBPEeMEH-
Has 1 addeKTUBHas MUMMyHoMNpodunakTMka npuobpetaeT
Yy NaLMeHTOB C XPOHMYECKUMM OGONE3HAMU, AN KOTOPbIX
MHDEKLMS MOXKET cTaTb MPUYUHOM OTArOWEHHOIO TeYeHUs
OCHOBHOro 3a6ofeBaHna U NPUBECTU K He6narononyyHbim
ucxogam. K coxkaneHuto, B HacTosiLee Bpems B Poccun oxsat
HaceneHus NPMBMBKaMU U AOCTYMHOCTb OTAENbHbIX UMMYHO-
OMONOrMYecKmx npenapatos AN8 MalUMeHTOB rpynn pucKa
TSXKENOro TeyeHus npeaoTBpaTtUMbIX MHbEKLUMA ocTatoTes
KpanHe HefoCTaTo4YHbIMW. B 4aCTHOCTH, OAHUM U3 TaKKX pea-
Kux 3aboneBaHui, ANg KOTOPOro 0CO6EeHHO HacCyLLHOM ocTa-
eTcs npobnema 3HAYMTENbHOMO0 PUCKA TAMKENOro TevyeHus
OTAENbHbIX GaKTepuManbHbiX MHbEKUWUIA, cneayeT Npu3HaTb
napoKcu3mMasbHyto HOYHY0 remorno6uHypuio (MH). B 60n1b-
LUMHCTBE CTpaH MUpa BOMPOC MMMYHOOMMYECKOW 3allnTbl
TaKnx 6ONbHbIX YCMELHO pPeLaeTcs ¢ UICNob30BaHUEM Mnpe-
napartoB cneundnu4ecKkon UMMYHONPOPUNAKTUKM.

[Ons nauMeHToB C pefkumu 3aboneBaHus MW, TakUMK
KakK MHI, nHdeKumnn MoryT cTaTb TPUrrepom A4ss MaHudecTta-
LMK 3aboneBaHus, NOCNYKnUTb GaKTOPOM, CyLLECTBEHHO YTH-
Kenawlwmm TedeHne 3aboneBaHns 1 3anyCcKalolWwmM Kackas
TAXKENbIX KIMHUYECKUX NPOSBAEHUI, BNAOTb 4O SIeTaNbHOIro
ucxofa. Cnepyet Takxe OTMETUTb, 4TO Y nauueHToB ¢ MHI
aHTUKOMMNJIEMEHTapHasa Tepanus, y4uTbiBas MeXaHu3M ee
[ENCTBUSA, MOXET MOTEHUMaNbHO YBENUYUTb PUCK MHDEK-
LN, OCOBGEHHO Bbl3BaHHbIX MHKaMNCynMpOBaHHbIMKU 6GaK-
Tepuamu, BKNovaa Streptococcus pneumoniae, Neisseria
meningitidis ceporpynn A, C, W, X, Y, B u Haemophilus
influenzae TMna b. B cBA3M ¢ 3TUM ANsl o6ecnevyeHns nyy-
Wen 3awnTbl 0T MHOEKLUMIN faHHas KaTeropus nauueHToB
[O/MKHa 6blTb BaKUMHMpPOBaHa B ob6s3aTeflbHOM nopsake
[0 Havyana aHTMKOMMJAEeMEHTapHOW Tepanuu U NPOXOAUTb
peBaKLUMHaLMIO Ha GOHe nevyeHus.

[MHI — 310 pegkoe npuobpeTeHHoe KJioHanbHoe 3ab0-
fleBaHne CUCTEMbl KPOBM, XapaKTepusytoleecs BHYTPU-
COCYAUCTbIM FEMOSIM30M, AMCPYHKLMEN KOCTHOro mo3ra
M MOBbIWEHHBIM PUCKOM TPOMOGOTUYECKUX W OPraHHbIX
OCNOXHEeHUN [1].

Mo AaHHbIM KpyNHEWWnX aNUAEeMUONOrM4EeCcKUX nccne-
[OBaHWI, Npu ectecTBeHHOM TedeHun MHI o 35% naumeH-
TOB norn6atoT B Te4eHne nepBbix 5 1eT nocne ycTaHoBAEHUS
[AnarHosa, HeCMOTPS Ha BCE COBPEMEHHbIE Mepbl COMPOBO-
auTenbHOM Tepanuu, a Yepes 10 neT neTanbHOCTb JOCTUIAET
50% [2, 3], npv aTOM A0N9 NeTaNbHbIX MCXOA0B, 06YCNOBNEH-
HbIX TPOMBOTUYECKUMU OCNOXKHEHUAMM, cocTaBnseT oT 40
no 67% [3-6]. Opyrumu TaxKenbiMKM ocnoxHenuamu TMHI
ABNAIOTCS NOYeYyHas HeJOCTAaTOYHOCTb, Nero4yHas rmnepTeH-

3us, 60711 B FPYAHON KNETKE U XXUBOTe, BblpaxeHHas obLas
cnabocTb, Aucdharus, apeKTunbHasa auchyHKumMa [6, 7].

MporHos MHI KapgWHanbHO U3MEHWICA Ha COBPEMEH-
HOM 3Tane B CBA3M C BHEAPEHWEM Tepanuu UHrnbutopamu
KOMMiemMeHTa, NO3BONAIOWEN AOCTUraTb AOATOCPOYHOrO
KOHTpONA remonnsa u 3apPeKTUBHO MNpoPUNaKTUpYIoLLEN
ero ocnoxHeHusl. Ha cerogHslHWM OeHb B PoCCUMCKOM
depepaumm 3aperucTpupoBaHbl Tpy Npenapata AN nato-
reHetnyeckon Tepanuu [MHI: aKynusymab, paByniM3ymab
W NarueTakoniaH.

OKynu3ymab v paBynMaymab npeactaBnsioT cobon ryma-
HM3MPOBaAHHOE MOHOKJ/IOHANIbHOE aHTUTENO MNPOTUB KOM-
noHeHTa KomnaemeHta C5. JleyeHne aTUMM npenapaTa-
MU MPUBOAMT K OCTaHOBKE BHYTPUCOCYAUCTOro reMonunaa,
MCYE3HOBEHMIO UMM YMEHbLUEHMIO TPAHCY3MOHHOM 3aBUCH-
MOCTM, CHUXEHMIO YacTOTbl TPOMOOTUYECKUX OCOXHEHWH,
YAYYLEHUIO UK cTabunundaunm GYHKLUKM NOYEK, CHUKEHMNIO
BblpaXKEHHOCTW NEeroYHOM rmnepTeH3nn U B LLENOM K AOCTO-
BEPHOMY YBEMYEHMIO NPOAOSIKMTENBHOCTU KU3HU NaLMEH-
ToB ¢ [THI.

MaruetakonnaH npeacTaBasger Co60M CUMMETPUYHYIO
MOJIEKYY, COCTOSALLYIO M3 ABYX WMAEHTUYHbIX MeHTajeKa-
nenTMAOB, KOBANEHTHO CBSA3aAHHbLIX C KOHLaMW JIMHENHON
MONEeKynbl naruetakonnaHa maccon 40 k[a. MentuaHble
dparMeHTbl CBA3bIBAOTCA C KOMNOHEeHTOM C3 # OKas3bl-
BaloT WKWPOKOE WMHIMOMPOBaAHME KacKafja KOMMJeMeHTa.
®dparMeHT naruetakonnaHa JaHHON MONEKYNSPHOM MaccChl
obecneynBaeT ynyyweHHyl0 pacTBOPUMOCTb U 6onee Anu-
TelbHOE BPEMS YyAepKaHua B opraHuM3me nocne BBeAeHus
NleKapCcTBEHHOro npenapara.

MarueTtakonnaH ¢ BbICOKMM CPOACTBOM CBSA3blBAETCA
c 6enkom KommnnemeHTa C3 M ero aktusupylowmm dpar-
MeHToM C3b, perynupysa Tem cambiM pacwenneHne C3
M o6pa3oBaHWe HuKenexawmnx abGeKTopoB aKTuBauuu
KomnnemeHTa. Mpu MHI oncoHnzauma C3b cnoco6eTByeT
BHECOCYAWCTOMY remMonu3y, B TO BpPeMs KaK BHYTpUCOCY-
OWCTbIV remMonn3 onocpeayeTcs HuxKenexawmm memoépa-
HoaTaKylolWwmnm Komnaekcom (MAK). MaruetakonnaH ocy-
WwecTBNseT OOWHMPHYIO PEryAfLMIO KacKada KOMMIEMEHTa,
[LEeNCTBYS MPOKCUMManbHO MO OTHOLWEHUIO K 06pa3oBaHuio
Kak C3b, Tak 1 MAK, TeM caMbIM KOHTPOIMPYS MEXaHU3MbI
BHECOCYAWCTOro U BHYTPUCOCYAUCTOrO remosinsa.

B cOOTBETCTBMU C UHCTPYKLMEN MO NPUMEHEHMIO NeKap-
CTBEHHbIX NpenapatoB 3Kynu3ymab, paBynudymab v nar-
LueTtakonnaH 3a 2 Hej A0 Havyana nevyeHus Bcem 60NbHbIM
B o6s3aTeNlbHOM NopsiiKe JOMKHa ObiTb NpoBejeHa Mnpo-
PUNaKkTMKa MeHWHroKOKKoBoM MHbekunn (MW). CornacHo
MHCTPYKLMU NO MELULIMHCKOMY NMPUMEHEHMIO, ANS NauMeH-
TOB, MONyYaloLWMX IKYNIM3yMab 1 paBy1M3ymad, peKoMeHo-
BaHbl BaKLUMHbI NpoTnB cepotunoB A, C, Y, W, a Takxke B (ecnu
foctynHa [8]). Ang nauMeHToB, MAaHUPYIOWMUX MonydYeHue
naruetakonnaHa, obs3atefibHa BaKLUWHaLMA MPOTUB BCEX
cepoTtunos MU. MauneHTam 6€3 UMMyHU3aLMK B aHaMHe3e
Heo6X0auMble BaKLUMHbI CneayeT BBOAWTb HE MEHEE YeMm
3a 2 Hea 4O NonyYeHus NepBon A03bl Npenaparta narueta-
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KonnaH. Ecnn nokasaHa HeMmenneHHas Tepanus, cneayet
KaK MOXHO CKopee BBECTU HeobXoMMble BaKLMHbI U o6e-
CMeYnTb leyeHne NaumeHTa COOTBETCTBYIOWMMU aHTUOMO-
TUKaMu B TevyeHue 2 Hef nocne BaKkuuHaumu [9].

CornacHo MexayHapoAHbIM PEKOMEHAALMAM N0 UMMY-
HonpodunakTMke naumeHToB n3 rpynn pucka (CDC, Green
book), HeKoTopble MeANLMHCKNE COCTOSIHWUSA NMOBbILLAIOT PUCK
OC/NOXHEHUN OT MHOEKLMOHHbIX 3a60/feBaHUN, MALMEHTHI
C TaKMMW 3a601eBAHUAMM AOMKHbI 6bITb UMMYHU3UPOBAHbI
B MPUOPUTETHOM MopsiAKe. ITUM rpynnam TaKKe MOXKET
notpe6oBaTbCA [OMNONHUTENbHASA BaKUMHaUKMSA Ana obe-
cneyeHns AOCTaTOYHOM 3aliMTbl. MMauMeHTbl, noayyatouine
AHTUKOMIMJIEMEHTAPHYIO Tepanuio, BblAeNeHbl B OTAENbHYIO
rpynny pucka passutua MU, oaHaKo noaxodbl K BaKLMHa-
LMK B pa3HbIX CTpaHax HECKOJIbKO oTiMyatoTes [10-12].

B Poccuitickon depepaunn K HacToAWEMY MOMEHTY
OTCYTCTBYIOT 0dHLMANbHbIE PEKOMEHAALIMM MO BaKLMHALMK
W peBaKuUMHaUMK nauueHToB ¢ [MHI, yyuTbiBalOlMe BO3-
pacT nauueHTa, TAKecTb OCHOBHOIo 3a60neBaH1a 1 getanu
BaKUMHAUMM WM peBaKUMHALMK. TaKKe OTCYTCTBYIOT PEKOo-
MEHAaUWW OTHOCUTENbHO CUTyalMK, KOrga BaKUMHaUMA
JIaHHOW KaTeropuu nauMeHToB HEBO3MOXHAa B MOTHOM 006b-
emMe. B cBSI3U C BbICOKOWM aKTyallbHOCTbIO BbllLEO3HAYEHHbIX
BOMPOCOB GblI0 MPUHATO pelleHne 0 He0BX0AMMOCTU NPOo-
BelleHUs1 JKCMNEePTHOro coBeTa ANs UX 0OCYKAEHUS U NpwU-
HATMA KOHCONUAMPOBAHHOIO PeLleHUs.

14 wnoHa 2023 . no uHuumatuBe Coto3a neanaTpoB
Poccun wn HauymoHanbHoOM accouunauunu cneuuannucTtonB
MO KOHTPOJI0 MHDEKLMOHHBIX U HEMHPEKLIMOHHbBIX 60/IE3HEN
(HACKW) cocTosincs MeaucumnamHapHbid COBET 3Kcnep-
TOB M0 BoMnpocam cneumupruyeckon NpoduUNakTUKK TAHKENbIX
MHOEKUMN Yy naumneHToB ¢ IMHI, nonyyYalowmnx aHTMKomnne-
MEHTapHYI0 Tepanuto.

B mMeponpuaTum NpuUHANM y4acTve Beaylime cneuan-
CTbl CTPaHbl B 061aCTU UMMYHOMNPOPUIAKTUKM, SMUAEMMO-
JI0TMKN, MHOEKLMOHHBbIX 60Ne3Heln, rematosiormm u dapma-
KO3KOHOMWKMW: INaBHbIA BHELWTATHbIA AETCKUIA creunanunuct
no npodunakTnyeckon meamumnHe MwuH3gpaBa Poccuu
akagemunk PAH J1.C. Hama3oBa-bapaHoBa, akageMunk PAH
H.N. BpuKo, rnaBHbIM BHELWTATHbIA CAEUUanncT No KIUHU-
YEeCKOW MUKPOBMOIOTMKU U aHTUMUKPOBHOM PE3UCTEHTHOCTHU
MuH3apaBa Poccun uneHn-koppecnonaeHT PAH P.C. Kosnos,
npodeccop A.[. KynaruH, u4neH-koppecnoHaeHT PAH
M.IM. KoOCTMHOB, TrNaBHbIA BHELWTATHbIA 3NUAEMUONOTN
MwuH3apaBa Poccun P.B. MNonnbuH, npodeccop C.M. XapuT,
akagemunk PAH A.B. Topenos, akagemuk PAH O.l1. KoBTyH,
yneH-KoppecnoHaeHT PAH C.B. CwuaopeHKo, npodec-
cop A.B. PymakoBa, npodeccop B.M. YynaHoB, KaHauaa-
Tbl MeanumHCcKux Hayk A.C. Amutpues, M.B. ®epoceeHko,
3.T. dupgaposa.

Mepen akcnepTamu cTosiia 3aaa4a cdopMUpoBaTh MEXK-
OVUCLUMNIMHAPHbBIA 3KCMEPTHbIA KOHCEHCYC MO COBEpPLIEH-
CTBOBAHUIO KOMIMJIEKCHOrO Mojaxojla BeAeHWs nalueHToB
¢ INHI ¢ ogHOBPEMEHHbIM BbIMOIHEHWEM NMATOreHEeTUYECKOM
AHTUKOMMNEMEHTapPHON Tepanuu ¢ NepBUYHON U BTOPMY-
HOM NPODUNAKTUKOM TSHXKENbIX YrNpaBnsemMblX MHPEKLUWN.
TpeboBanochb TakKe BOCMONHUTL HeAOCTAaTOK MHbOoPMaLIUK
06 0COBGEHHOCTSAX UMMYHOMPOPUIAKTUKKU Y AaHHOW KaTe-
ropun nauMeHToB, MPeayCMOTPEHHOW A8 ChneuManucToB-
remMaTonoroB, HedponoroB, pPeaHMMaToNOroB, aKylepoB-
TMHEKOJIOroB.

OTKpbIBas 3acefanue, npeacenatens CoBeTa aKcnep-
ToB akagemuk PAH J1.C. HamasoBa-bapaHoBa o6patuna
BHUMaHWE ayaUTOPUMN Ha aKTyaslbHOCTb BOMPOCa, CTOALLErO
Ha NoBECTKe [HS.

B cBoem poknage npodeccop A.[. KynarvH BbicKasdan
MHEHWe, 4To npobremMa crneunduyeckon npodUNaKTUKK

TAXenblXx UHOEKUMn y nauneHtoB ¢ MHI no-HacTosuwemy
Ba)kHa, Tak KaKk 061acTb NPUMEHEHWUS UHTUBULMKM KOoMMe-
MEHTa B HacTosllee BpemMs 3Ha4YUTeNbHO pacluMpunach.
MHI — 3TO MPOTOTMMHOE COCTOAHME ANA XPOHUYECKOM
aHTUKOMMNNEMEeHTapHON Tepanuu, HO MOKa3aHWW CTaHo-
BMTCHA Bce 6onblie n 6onble. M COBEPLIEHHO OYEBUAHO,
4YTO KOJIMYECTBO TaKMX MaLMEHTOB GyAeT HEYKNOHHO yBe-
nnmumBatbes. MoaTomMy npoBeAeHHass 3KCMEPTHbIM CoBe-
TOM paboTa pacnpoCcTPaHAEeTCs Ha OYeHb LUMPOKUIN CNEeKTP
nokasaHun B Hepponornu, HeBpPoNorvu, odTasbMONOrnu
W Apyrux o6nacrsx.

PacuyeTtHas nonynaumsa 6onbHbix ¢ MNHI B Poccuun goctura-
eT 2-2,5 Tbic. UHTEHCUBHbIN reMONM3 UMEOT OKOo10 1,5 Thic.
NnauueHToB, KOTOpble TPEBYIT NMPUMEHEHUS aHTUKOMIIIe-
MeHTapHoW Tepanuu. MeanaHa Bo3pacta Ha MOMEHT e61o-
Ta cocTaBnsdeTr 28 neT, HO 6onetot U aeTu. 3aboneBaHue
neboTmpyeT Ao 18-netHero Bo3pacta npumepHo y 14-16%
nauneHToB. MeHLWMUHbl U MYXX4YMHbI GONET C OJMHAKOBOM
4acTOTON.

Ha paHHbIM MOMEHT B Poccum HaKonaeH AOCTaTOYHbIN
OMbIT JIEYEHUS TaKMUX NMaLMEHTOB NpenapaTtom 3Kyau3ymao,
B OCHOBE MexaHuM3Ma [JeNCTBWUS KOTOPOro NEXWUT MHIUOK-
poBaHue ¢parmeHTa CH5 Kackaga KoMnieMeHTa. 3a Bce
Bpemsl HabnoaeHMs 3a 60/bHbIMK, NONyYaloLWMMK TEPanuio
3KYNM3yMaboM, HECKOJIbKO NaLMEHTOB CTONKHYMChL ¢ MW.

OpHako B cpeaHem ao 30% nauMeHToB, HaxoAslLMXCS
Ha Tepanuu 3aKynnM3ymabom, MMetoT cy6onTUMasbHbIA OTBET
Ha NleyeHune, KOToPbIV BbiparkaeTca B BMAE coxpaHsaiollencs
aHeMuu, MOBbIWEHHOrO YPOBHS HEnpsiMoro GunnpybuHa,
BbICOKOrO YPOBHSI PETUKYNOLMTOB, a TaKXe B COXpaHe-
HUW TpaHCPY3MOHHON 3aBUCUMOCTU. Ha cerogHsaWHMI eHb
NosIBUAINCb HOBbIE MOAXOAbl, TAKME KaK MPOKCMMalbHble
MHTMOUTOPbLI CUCTEMbI KOMMJIEMEHTa. B 4acTHOCTU, B UIOHE
2023 r. B Poccun 6bin 3aperMctpMpoBaH npenapaTt narue-
TaKkonnaH, NpeacTaBnsoWmMmM coO60M MHIIMOGUTOP dparmMeHTa
C3 KacKaja KoOMMieMeHTa.

Mpn NpUMEHeHUN nNpenapaTtoB aHTUKOMMNIEMEHTAPHOro
[IeNCTBUS HEOBXOAMMO YUYMUTbIBATb, YTO 3HAYUTESNIbHO MOBbI-
LUEH PUCK Pa3BUTUS U TAKENOro TeyeHus GaKTepuanbHbIX
MHPEKLNIN, CBA3AHHbIX C UHTMOULIMEN AUCTANbHbBIX U MPOKCK-
MasbHbIXx pparMeHTOB Kackaja KOMMNieMeHTa, BO36yanUTeNu
KOTOPbIX UMEIOT NoNncaxapuaHyro Kancyny, Takue Kak nHeBs-
MOKOKK, MEHMHTOKOKK W remModwufibHaa nanovyka Tuna b.
Kpome Toro, nauuneHTbl ¢ [MHI MOryT UMeTb AONO/IHUTENbHbIE
daKTopbl pUCKa pPa3BUTUA MHOEKLIMN, TaKME KaK HEWTPO-
NeHus, CrJIEHIKTOMUS B aHamHe3e, Tepanus KopTUKocTe-
POUAHBLIMU MpenapaTtaMn U XpoHMYecKas GONe3Hb MoYeK.
Takasi Kateropus GO/bHbIX HyXXAAeTcs B MOIHOM Kypce
BaKLMHaLMW. B cBA3KM C TEM YTO YaCTb GO/bHbIX HYXKAaloTCS
B HEOT/IOXXHOM aHTUKOMMJEMEHTapPHON Tepanuu, paccma-
TpMBaETCs anbTepPHATUBHbLIA BapuaHT B BUae NpPodUnaKkTu-
YyecKon aHTubakTepuanbHon Tepanuu. K Haubonee 4yacTto
BCTpevatlmmes ceporpynnam MW, Bbi3biBaloWMUM WHBaA-
3MBHble 3ab60/ieBaHNs y YenoBeKa, oTHocAaT A, C, B, X, Wn Y.
Cpeaun ycTaHOBJ/IEHHbIX BO30OyaAUTENEen reHepann3oBaHHOM
dopmbl MU B Poccuickon depepaunn B 2021-2022 rT.
Yale Bcero BcTpeyanuck ceporpynnbl A, C, W, Y — o1 60 go
80%, No pa3HbiM AaHHbIM [13].

B HacTosiLiee BpemMs Ha 0Te4eCTBEHHOM PbIHKE AOCTYMHbI
cneayloliMe MEHWHTOKOKKOBbIE BaKLMHbI: MonMcaxapuaHas
NpOTUB ceporpynnbl A, nonMcaxapuaHas MEHUHIOKOKKOBas
npoTuB ceporpynn A v C, a TaKe noimMcaxapuiHas KOHbOru-
poBaHHas BaKUuHa npotnB MU ceporpynn A, C, W, Y. OgHaKo
Ha [laHHbIM MOMEHT B Poccuu cylllecTByeT npo6iemMa BBo3a
BaKUMHbI Ana npodunaktukn MU cepotmna B [14].

YneH-koppecnoHaeHT PAH P.C. Ko3noB HanpaBuW/ BHU-
MaHWe 3KCMepTOB Ha 3MNUAEMWONOTMYECKYI0 CUTyaLMio



B OTHoweHun MM, KoTopas ocTaeTcd OLHOW W3 Beay-
WMX NPUYUH BGaKTEPUaNbHOr0O MEHWHIMTa U NleTanbHOCTb
OT KOTOPOW Ha [AaHHblhi MOMeHT cocTaBnser 10-15%.
Takxke npodeccop P.C. Ko3noB ocBeTW Npo6GAeMbl aHTU-
6MOTMKOpE3NCTEHTHOCTU. Oco60e BHUMaHKe 6bINo yaene-
HO BOMpocaM NPodUNaKTUKKN UHOEKLIMOHHbBIX OCNIOXKHEHWH,
aCCOLMMPOBAHHbBIX C MHKaMNCYyMPOBaHHbIMK MUKpoOOpra-
HU3MaMW (MEHWHTOKOKKaMM, MHEBMOKOKKaMH, reMopuib-
HOW NasiovyKkomn), y naumneHTos ¢ MHI, nonyyatowmx aHTUKOM-
nnemMeHTapHylo Tepanuio, U 0COB6EHHOCTAM MNpoBeAeHMs
npodunakTM4eCKoM aHTUMUKPOBHOW Tepanum B 3TON rpyn-
ne nauueHToB. [0 MHEHMIO AOKNaf4vMKa, npodunakTuye-
CKMUI KypC aHTUMWMKPOOHbLIX MpenapatoB peKoMeHAoBaH
ANA BCeX MNauMeHTOB C LUeNbld MUHUMU3ALMKM MOTEeHLUMU-
anbHOro pucKa pa3BUTUS MHOEKLMOHHbIX 3aboneBaHui.
OpHaKo He cTouT 3abbiBaTb O paLMOHaNbHOM NPUMEHEHUH
aHTUMUKPOOHBIX NpenapaToB — BaxHOM daKTope, N03BO-
NAoWemM MOBbICUTb B ONpPeAeneHHON CTeneHn YypOBEHb
3awWwmThbl B rpynne 6onbHbIX MHI OT Taknx TsaxKenbix MHOEK-
LMI, KaK MEHUHIOKOKKOBas.

YneH-koppecnoHaeHT PAH C.B. CnaopeHKo noayepKHyn,
410 9PGDEKTUBHOCTb MPAKTUYECKU BCEX BaKLUWH 3aBUCUT
OT CTeneHW COOTBETCTBUSA BaKLMHHbIX aHTUIEHOB LIMPKY-
nvpylownm WwramMmmam Bo3byautens. B HacTosiwee Bpems
HeT eAMHOM TOYKWM 3PEeHUss 0 HeOBXOAMMOM YPOBHE COOT-
BETCTBUSA aHTUIE€HHON CTPYKTYPbI BAKLUMH M LLUPKYIUPYIOLLMX
LWTaMMOB NaToreHoB. lNpeanonaraeTcs, YTo OXBaT BaKLUMHa-
Mu oo 70—80% aHTUreHHOro pasHoo6pa3uns MoXKeT obecne-
YWUTb JOCTATOYHYIO NPOTEKTUBHYIO aPdeKTUBHOCTb. B paae
PEernvoHOB Halwen CTpaHbl OTMEYaeTcs HW3KUM YpPOBEHb
MUKPOBUONOrMYECKOM AMarHOCTMKKM, CeporpynnoBas npwu-
HaAeXXHOCTb MEHUHIOKOKKOB He onpeaensetcs. MNpu atom
B CaHkT-lNeTepbypre, rae pacwmndpoBbIBAETCH CEPOrpynno-
Bas NpuHagnexHoctb 6onee 90% MEHMHIOKOKKOB, K Cepo-
rpynne B oTHocaTtca 45% u3onatoB. OgHako no npeasa-
pUTENbHBbIM [aHHbIM, 3aperucTpupoBaHHas B Poccuickon
depepaumn BaKuUMHaA NpoTMB ceporpynnbl B  nuwb
Ha 20-40% coOoTBETCTBYET @aHTUIrE€HHOMY COCTaBY MEHWUHIO-
KOKKOB 3TOM Ceporpynnbl, LMPKYIUPYIOWMX Ha TEPPUTOPUM
cTpaHbl. Cepbe3Hble U3MEHEHUS MPOUCXOAAT U B CEpPOTU-
NOBOM COCTaBe NMHEBMOKOKKOB, LIMPKyAMpyoWwmux B Poccuu.
Tak, 3a nocnefgHue roabl OoxBaT CepPoOTUNOB 13-BaneHT-
HOM KOHbBIOrMPOBAHHOW BaKUWMHOM cHM3uncs ¢ 70-80%
00 meHee 40%. B Tex cTpaHax, rae AaBHO NpuMeHseTcs
BaKUMHaALMA NPOTUMB reModUIbHOM Manovyku tuna b, otme-
YatloT POCT MHBA3UBHbIX MHOEKUMH, Bbl3bIBAEMbIX APYTMMU
cepotunamun. MccnepoBaHums B yKa3aHHOM HamnpaBieHwuu
B Poccuun He npoBogatcs. Mcxoaa M3 atoro, ciegyer npwu-
3HaTb, 4TO 06CYXAeHUe cTpaTernn BakuMHONPODUIaKTUKK
6e3 Hannuus ybeauTenbHbIX AaHHbIX 06 aHTUFEHHON CTPYK-
TYpPEe MMKPOOPraHW3MOB, LIMPKYIMPYIOWNX Ha TEPPUTOPUM
Poccuiickon ®epepaumm, HocUT 6e3a0Ka3aTeNlbHbIN XapaK-
Tep. foBops 06 aHTUMUKPOGHOM NPOdUIaKTUKE MHDEKLNH
y 60nbHbIX [THIN Ha $oHe aHTMKOMMNIEMEHTApPHON Tepanuu,
yneH-koppecnoHaeHT PAH C.B. CuagopeHKO noavyepKHyn,
4YTO NPUMEHsiEMble npenapatbl JOMXKHbI OXBaTblBaTb Mak-
CYMalbHbIN CMEKTP NOTEHLUMANbHbBIX NATOreHOB, K KOTOPbIM
oTHOocATCA S. pneumoniae, N. meningitidis v H. influenzae.

[Joknapn 4neH-koppecnoHaeHTa PAH M.I. KocTuHoBa
Obll NOCBALWEH BO3MOMHOCTAM CNELUNPUYECKON MMMYHO-
npodunakTUKKN yrporkaemblx MHPEKLUIM y nauneHToB ¢ MHI
B COBPEMEHHbIX YCIOBUSAX Ha Tepputopun Poccum n npasu-
nlaM opraHu3auuuM v nNpoBefeHUs BaKUMHOMPODUNAKTUKM
nauMeHTam, nony4vyarowmnm aHTUKOMMNIEMEHTapHyl0 Tepa-
nuto. Takke B AoKnage Obliv NOAHATHI BONPOCHI CO3A4aHMS
KJIMHUYECKUX PEKOMEHAAUMH No BaKUMHaALMKM NauMeHTOB
¢ [THI, nony4awowmx aHTUKOMMIEMEHTAPHYIO Tepanuio,

N BHECEHUS HEOOBXOAUMbBIX BaKLMH B NepevyeHb HaLnoHa b-
HOro KaneHaaps NpoduIakTUYECKUX NPUBUBOK.

Akagemuk PAH A.B. TopenoB nogHsan TemMy npuMeHeHuUs
MOHWUTOPWHIa HaNPSKEHHOCTU UMMYHOOTMYECKON 3aLUUThI
N9 OTBeTa Ha BOMPOC O NEePUOAMYHOCTU pPeBaKLMHaLUK
[aHHOW KaTeropmn 60/bHbIX.

Mpodeccop A.B. PynakoBa oTmMeTuna, 4TO0 CTOMMOCTb
nevyeHuns nauueHToB ¢ IMHI Yype3amepHO BbICOKa, a Bcnesa-
cTBMe 3Toro ntobas BO3MOXHOCTb YNy4YllUTb MNPOrHO3
YKa3aHHbIX NauueHToB, 6e3yc/IoOBHO, O4YeHb BarkHa. Ecnu
roBOPUTb O 3HAYNMMOCTU GAPMaKOIKOHOMUYECKOW COCTaB-
naouen BakUMHAUMKW AAaHHOW TPynnbl NaLMEHTOB, TO OHa
yCTynaeT 3Ha4UMMOCTU KIIMHUYECKON 9DDEKTUBHOCTU U 6E3-
0MacHOCTK, MOCKOJIbKY Harpy3ka Ha 6t04XeT CMCTeEMbI 3apa-
BOOXPaHeHUs OyaeT He3Ha4yuTeNbHOW M3-3a HebOoNbLIoro
KonuyecTtBa nauneHToB ¢ IMHI.

KaHanpat meguuuHcKmMx Hayk 3.T. ®dupapoBa Hapsay
¢ GaKkTepuanbHbiIMKU WMHDEKLMAMKU YyKa3ana Ha BbICOKYHO
BEPOATHOCTb Pa3BUTUSA TPUOKOBbLIX OCNOXHEHUI Yy AAHHON
KOropTbl NALMEHTOB.

Akagemuk PAH H.N. BpMKO OTMeTUN Ba*KHOCTb M CBO-
eBpPeEMEHHOCTb npoBeaeHus CoBeTa 9KCMNepToB, a TaKKe
HEeob6Xx0AMMOCTb pPa3paboTKM peKomMeHAauuin no BaKLUMHa-
LMN Y @aHTUMUKPOBHOM NMpodUNaKkTUKe TaxenblX MHOEKLMH,
BbI3BaHHbIX MHKAMNCYIMPOBaAHHbIMW GaKTepMaibHbIMU BO3-
6yautensamMu, y naumeHToB ¢ NMHI, Haxoasawmxcs Ha aHTUKOM-
niemMeHTapHOM Tepanuu.

B cBoem 3aknwuutensHom cnose J1.C. HamasoBa-
bapaHoBa yKkasana Ha Heo6XxoaAMMOCTb pPa3paboTKK ABYX
[IOKYMEHTOB MO pe3y/nbTaTamM MNPOBEAEHHOr0 COBELlaHUA
CoBeTa aKcnepToB. Ba)kHbIM HanpaBieHMeM paboTbl JOMK-
Hbl CTaTb MHULMALMA U COBMECTHaa ¢ Apyrmmu npodeccu-
OHaNbHbIMW COOOLWECTBAMM aKTyanu3auns KIMHUYECKMUX
pekomeHgaum no MHI ¢ BKAOYEHWEM pasfenia No BaKuu-
HonpodunakTuke. Takke Heo6X0AMMO COBEPLUEHCTBOBATb
HaUMOHaNbHbIM KaneHAapb NPOdUNAKTUYECKUX MPUBMBOK
B 4acTu GopMMpoBaHUA pasgena no UMMyHU3auuu nauu-
E€HTOB C XPOHWYECKMMK 3ab60neBaHUIMU, NPEeACTaBNAIOLLMX
Cco60M rpynnbl PUCKa TAXKENOro Te4YeHus NpeaoTBpaTUMBbIX
MHPEKLMUIN, B TOM Yucne 60nbHbIX ¢ MHI.

PE30J1IOLUA MEXXAUCLUINJIMHAPHOIO
COBETA 3KCNEPTOB «CNMELIUDPUYECKAA
NMPODUNIAKTUKA TSIKEJIbIX UHOEKLIMM
Y NALMEHTOB C NAPOKCU3MAJIbHOM
HOYHOW FEMOI/IOBUHYPUEN, NONTYUAIOLLUX
AHTUKOMMJIEMEHTAPHYIO TEPANUIO»
YyacTHMKM MexaucuuMniMHapHoOro copeta aKcnep-

TOB B XO/1€ AMCKYCCHUMN N OGCYXKAECHUIA OTMETUIU:

e [IHI — ynbTpapenkoe opdaHHoe 3aboneBaHne, MMeto-
Lee yrpoxKatoLime Xn3Hu nocneacTemns;

® 9KynuM3ymab, paBynuM3ymab M narueTakonnaH — npena-
patbl 4N natoreHeTndyeckon Tepanuu MNHr;

® MeXxaHu3M [JencTBus 3Kynamsymaba, paByin3ymaba
W narueTakonnaHa npegnonaraet NoBbIWEHWE pPUCKa
pa3suTua MU, B CBA3K C YeM BCe NauMeHTbl, Nosyyato-
me 3T npenapatbl, 4ONIKHbI 6bITb NPUBUTLI NPOTHB MU
[0 cTapTa Tepanuun. Kpome Toro, naumeHTsl ¢ MHI Takke
LOMKHbI 6blTb BaKUMHUPOBAHbLI NMPOTUB MHEBMOKOKKO-
BOW M remodunbHoM MHbeKuun tnna b. OTcyTCcTBME
HEKOTOPbIX BaKLMUH HE JOMKHO BAUATb HAa CBOEBPEMEH-
HOEe Hayano aHTMKOMMNEMEHTapHOM Tepanuu;

® COBpPEMEHHbIe CXeMbl MPOPUIAKTUHECKON aHTUOUOTHUKO-
Tepanuu no3BONAIOT NaLMeHTaM CBOEBPEMEHHO MOony-
YWUTb AOCTYN K @aHTUKOMMIEMEHTapPHOM Tepanuu B cryyae
OTCYTCTBUS HEOOXOAMMOWM BaKLMHbI UIM HEBO3MOMKHO-
CTW CBOEBPEMEHHO BbINOIHUTL BaKLMHALMIO.
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B xofe 06CYAeHWA aKCcrnepTbl paspaboTanu MpakTu-
YyecKue peKoMeHJaumnu no BakuuHauuK nauuenTos ¢ MHT,
nosfy4yaloWmx aHTUKOMMIEMEHTaPHYIO Tepanuio, a Takxe
0603Ha4YnIM 0COBEHHOCTU MPOBEAEHUS MNPOPUNAKTUKM
C UCMOJIb30BaHNEM aHTUMUKPOBHbIX NMpenaparos.

MpakTnyeckue peKkomeHaauumn

MNepea HavyanoM nNpuUMEHeHWs npenapata narueta-
KonnaH Heo6xoAMMO y6eauTbCs, YTO MaLMeHTbl BaKuUu-
HMPOBaHbI OT WMHKaMCyn1MpOBaHHbIX GaKTepuih, BKO4Yas
Streptococcus pneumoniae, Neisseria meningitidis Tunos
A, C, W, Y u B u Haemophilus influenzae tuna b, B TeyeHne
2 neT JO Hadvana Tepanuu npenapatom MarueTakonaaH.
Mpun OTCYTCTBMM AaHHbIX YCNIOBUI cnegdyeT cobnoaatb crne-
Aylolme pekoMeHaaumn.

BaKuMHauunsa NnpoTMB MEHUHIOKOKKOBOM UH)EKL UK
nauyueHToB ¢ NMHI Ha aHTUKOMNIeMEeHTapHOM
Tepanuu

e [launeHtam c¢ IMHI go crtapTa aHTUKOMMIEMEHTApPHOM
Tepanuu nokasaHa BaKuuHauus npotuB MW Ha ¢doHe
CTabUbHOIO COCTOSIHUS.

°* PeKOMeHAO0BaHO MNpeuMylLecTBEHHOE BBEeAEeHWe [ABYX
03 KOHBIOTMPOBAHHOM YeTblIPEXBANIEHTHON MEHMUHIO-
KOKKOBOM BaKLMHbI NpoTus ceporpynn A, C, W, Y ¢ MUHHK-
MaslbHbIM MHTEPBaNoOM 8 Hea.

° CpoKM BBeAeHWs BTOPOW [03bl BaKUWHbI He BAWUSIOT
Ha Ha4yano aHTMKOMMAEMEHTapHOM Tepanuu.

e [lpu OTCYTCTBMU KOHBIOrMPOBAHHON MEHWUHIOKOKKOBOM
BaKLMHbl BOSMOXXHO BBEAEHWE OAHOM [03bl Nonucaxa-
pUAHON BaKUMHbI Ang npodunaktmkn MW cepotuna A
WM O4HOM A03bl NoAUCaxapuAHON BaKLMHbI 4N Npodu-
naktMkn MU cepotunos A u C.

e OgHOBpPEMEHHO C BaKLUMHOM NpoTuB ceporpynn A, C, W,
Y unu no6ow M3 nonucaxapuiHbiX MEHUHTOKOKKOBbIX
BaKLMH BBOAMTCS BaKLMHa NPOTUB MEHUHIOKOKKa Cepo-
rpynnel B, ecnn TakoBas goctynHa. OgHOBpeEMeHHOe
BBeAeHWe npeaycmaTpuBaeT BBeAeHWE B OAMH AeHb
B pa3Hble aHaToMM4yecKue 061acTi ¢ UCNONb30BaHUEM
pa3HbIX WNPULEB.

e CornacHo MHCTPYKLMKU NO MEAULIMHCKOMY NPUMEHEHMIO,
nauueHTamM, KOTOPbIM MNOKalaHa Tepanus naruetako-
nfaHoM, BaKLMHALMA NPOTUB MEHUHIOKOKKa ceporpynn
A, C, W, Y n B o6a3artenbHa. CyuiecTByeT TO4Ka 3peHNs
CNeunanncToB, YTO BaKLMHaALMIO NPOTMB Ceporpynmbl
By 60nbHbIX ¢ MHIT uenecoo6pas3Ho OTNOXKKUTb A0 AOCTH-
KEHUS KOHTPONS reMonn3a Ha GoHe aHTUKOMMNIEMEH-
TapHoOM Tepanuu. 3TO CBA3AHO C PUCKOM MPOBOKALMK
TSXKENOro reMosIMTUYECKOro Kpmaa [15].

e Ecnu BakuuHa npotnuB MU ceporpynn A, C, W, Y u B Hefo-
CTyMHa, NauMeHT JO/MKEH Nony4yaTb NPOPUNaKTUYECKYIO
aHTMBHOTUKOTEpanuio.

e [lauMeHTaM B KPUTUHECKOM COCTOSIHUM @aHTUKOMMIEMEH-
TapHas Tepanus Ha4ynHaeTCs NO KMSHEHHbIM NMOKa3aHu-
M Ha ¢$oHe NpodPUNaKTUYECKON aHTUbaKTepuabHOM
Tepanun. BaKuuHauus Takux NauneHToB NPOBOAMTCSA
B nepuog ctabunnsaumu, Kak ToNbKo no3sonseT obliee
COCTOSIHME.

e OTcyTCcTBME MPOBELEHHON BaKUMHALMM HE [OMKHO
0TOABMUIraTb CPOKM HayaNa aHTUKOMMAEMEHTapHOWM
Tepanuu.

e ECnM No MeAULMHCKUM CoOBpaxeHusam (Hanpumep, ecnu
€CTb MPOTMBOMOKa3aHUsA) MAM KM3-3a HEJOCTYMHOCTH
BaKUMH MauUMeHTy HEeBO3MOXHO MPOBECTU BaKuUWHa-
LMo, TO HEOBXOAMMO MPOBOAWUTb aHTUOaKTepUanbHylo
NPodUNaKTUKY B TeYEeHWEe BCEro nepuoaa HaxoxAeHus
nauueHTa Ha aHTMKOMMAEMEHTapHOM Tepanuu.

° PeBaKuuHauusa npotuB MW npoBoAUTCH OAHOKPATHbIM
BBeAEHWEM [103bl KOHbIOrMPOBAHHOW YETbIPEXBANEHT-
HOW MEHMHIOKOKKOBOW BaKLMHbI NPOTUB ceporpynn A,
C, W, Y yepe3 5 net nocne nepBMYHOM BaKLMHALMK
1 B NocneayloLlem Kaxable 5 ner.

CxemMma BaKLMHaLUU
3a = 2 Heg go cTapTa aHTUKOMIJIEMEHTapHOMH
Tepanum

e [layMeHTaMm, He NONYYUBLIMM NEPBUYHYIO CEPUIO BAKLIU-
Hauun oT MW, BBOAMTCH NMPEUMYLLECTBEHHO MEHMWHIO-
KOKKOBasi KOHbIOTMpPOBaHHas YeTblpexBaneHTHas Bak-
LMHa ABYKPATHO C MUHMMaNbHbIM MHTEPBAIOM > 8 Hef,
WM OIHOKPATHO MonucaxapuaHasa BakuMHa ans npodu-
nakTMkn MU cepotuna A, unu ogHa gos3a nonucaxapua-
HOW BaKUWHbI Ang npodunaktmkn MU cepotmunos A u C.
MNMauneHTam, NnpuBUTLIM Gonee 2 NeT Ha3aa 0AHOM 1030M
No60n M3 nonncaxapuiaHblX MEHUHIOKOKKOBBIX BaKLMH
unu 6onee 5 net Hasag OOHOM AO30M KOHbLIOIMPOBAH-
HOM YeTblpexBaseHTHON MEHWHIOKOKKOBOW BaKLMHbI,
Ha3Ha4yaeTcs oflHa A03a KOHbIOTMPOBAHHOM YeTbIpexBa-
JIEHTHOM MEHUHIOKOKKOBOW BaKLUHbI.

MeHee 2 Hep Ao cTapTa
AHTUKOMIIJIEMEeHTapHOMN Tepanumn

e [lauMeHTamM, He MPUBUTbLIM MO 3aBEPLIEHHON CXeme
npotus MW, BBOAAT NPeWMyLLECTBEHHO MEHMHIOKOK-
KOBYIO KOHbIOrMPOBAHHYIO YETbIPEXBANEHTHYIO BaKLIMHY
C NOBTOPHbIM BBeAEHUEM Yepe3 = 8 Hef WU OAHY A03Y
060N MEHUMHIOKOKKOBOW MonMcaxapuaHon BaKLMHbI.
B naHHOM cny4yae Heo6xoAnMMO Ha3HaYeHne aHTUOUOTH-
KOB, UCMNONb3yeMbIX AN npodunaktukn MW, B TeyeHne
2 Hef nocne BaKUMHaLUMK.

e [laumeHTam, nonyunsluMM 6onee 2 neT Ha3aj OaHY 403y
No60N M3 nonncaxapuaHblX MEHUHIOKOKKOBBIX BaKLMH
unu 6onee 5 net Hazag A03Y/A03bl KOHbIOTMPOBAHHOM
YyeTblpeXBaNeHTHON MEHMHIOKOKKOBOM BaKLMWHbI, BBO-
[UTCS OflIHa 103a KOHbIOTMPOBAHHOM YeTbipexBalieHTHOM
MEHWHIOKOKKOBOW BaKLUMWHbI C HAa3Ha4YeHWeM aHTMOWO-
TUKOB, UCMNONb3yeMblx Ansa npodunaktukn MU, B Teve-
HWe 2 Hea nocne BaKuMHaLUuu.

CxeMbl BaKUMHaLUHUMU B Pa3/INYHbIX

KJIMHUYE€CKUX CUTYyaLUsX

MNMauneHTam, NONYyYUBLIMM NEPBUYHYIO CEPUIO BaKLIMHA-
umm npotne MW, cnenyet Ha3HavyaTb Kaxkable 5 net gonon-
HUTENbHYIO 03y KOHbIOTMPOBAHHOM MEHMHIOKOKKOBOW BaK-
LUMHbI ansg obecnevyeHuss Hanbonee adPeKTUBHOM 3alUMUTHI.
OKCnepTbl CYUTAOT BO3MOXHbIM B CUTyaLMW KWU3HEHHOM
HEeo6X0AMMOCTU aHTUKOMMIEMEHTAPHOM Tepanuu U NnoKa-
3aHMA K BaKuuHauuu npotuB MW nepen Hadvanom nedve-
HUS BaKLUMHMPOBATb KOHbIOrMPOBAHHOW MEHUHTOKOKKOBOWM
BaKLMHOW NaLMeHTOB B Bo3pacTe cTapue 55 neT (B cnyvyae
OTCYTCTBMSA NoancaxapuaHon MEHMHITOKOKKOBOW BaKLMHbI).

MNauneHTam ctapwe 55 net pekomeHayeTcs ogHOKpaT-
Has BaKLUMHaLMA NonucaxapuaHon BaKLMHOM ANns npodwu-
nakTmkn MW cepotnna A unu ogHa fo3a nojvcaxapuaHon
BaKUMHbI Ansa npodbunaktnkm MU cepotmunos A u C n oaHo-
KpaTHaa peBaKuMHauua yepe3 2 roga MEHUHTOKOKKOBOWM
KOHbIOrMPOBAHHOM BaKUMHOW (nocneaylolwmne peBaKuuHa-
LMK nonncaxapuaHbiMu BaKLMHAMKU He JOMyCcKatoTes).

MauneHTaM, npepBaBWWUM aHTUKOMMNNIEMEHTAPHYIO
Tepanuio 1 BO306HOBMBLUUM Jle4eHne Yepes onpeaeeHHoe
BpPEMSl, pPeKOMeHAyeTcs MOBTOpHas BaKUMHALMA MPOTWB
MW, ecnv ¢ MOMEHTa BBeAEHWS NEepBOWM [103bl BaKLMHbI
npouno 6onee 2 net (Npu UCNONb30BaAHMM paHee nosMcaxa-
pPUAHON MEHWHTOKOKKOBOM BaKLUMHbI) U 6osiee 5 neT (nocne



npeablaywero npUMMeHeHUs KOHbIOTMPOBAHHOW MEHWHIO-
KOKKOBOW BaKLUMHbI).

AHTUOUOTUKU, UCNOJIb3YEMbIE AN NPOPUNTAKTUKHN
MEHUHIOKOKKOBOW MH}EeKLUK:

®  aMOKCULMNNWH — 2 T B CYyTKM;

e umnpodnokcaunmH — 500 Mr gBaxKabl B CYTKH;

° uedTpMaKCOH — 2 T B CYTKMU;

e pudamnuumH — 450 Mr B CYTKM.

A/IbTepHaTUBHbIE CXeMbl:
°  3pUTPOMULIMH — 500 Mr ABaX/bl B CYyTKM;
° asuTpomMuumMH — 500 Mr 3 pa3a B Heaento.

[Mpn HapyweHun GYHKLUMM NOYeK A03Yy aHTMOWOTUKa
cnepyeT yMeHbLWNUTb B 3aBUCMMOCTHM OT 3HAYEHUIN KNIMpeHca
KpeaTuHWUHA M COMMacHO WMHCTPYKUMM MO MEAULMHCKOMY
NPUMEHEHMIO, ECIN MPUMEHUMO.

CpoKM ¥ ANUTENbHOCTb aHTMGaKTepuanbHOW Tepanuu
yCTaHaBNMBaOTCA UHAMBUAYANIbHO C Y4ETOM OCOOEHHOCTEWM
nauuneHTa, ne4yeHnss OCHOBHOIO 3a60/1IeBaHNS U CXEMbI BakK-
LMHaumMu.

BaKkuuHaumns nocne cTapta aHTUKOMMJIEMEHTapHOM
Tepanuu NPoOBOAMTCS Cpa3y Xe nocse ctabuansaummn cocTo-
AHWA NauMeHTa No BblleyKa3aHHbIM CXeMaM.

BaKuyuMHauua NpoTUB NHEBMOKOKKOBOW UHPEKL KN

BaKkuuHauua npoTuB NHEBMOKOKKOBOM MHOeKUnn (MN)
[O/I)KHa NPOBOAUTLCS B COOTBETCTBMM CO CXEMOW ANSA rpyn-
Mbl PUCKA; BaKUMHaLuMsa npoTus MN He ABNsSieTCS OCHOBAHU-
eM /19 OTCPOYKM Havyana aHTUKOMMNIEMEHTAPHOM Tepanuu.

Cxema BaKLMHaLUKn

MNMauneHTam B Bo3pacTe 18 neTt u ctaplie Ha3HavaeTcs
OfHa [03a MHEBMOKOKKOBOM KOHbLIOTMPOBAHHOM BaKUMWHbI
(MKB), npenmyllecTBEHHO 60fee WUPOKOW BaNIEHTHOCTH,
3aTemM C MHTepBaloM He MeHee 8 Hej MOXHO BBOAWTb
NMHEBMOKOKKOBYIO NonmMcaxapuaHyto Bakuuny (MMB23). Ecnu
nauueHT yxe npueut MMNB23, To BakumMHauusa MNKB npoBo-
OWTCA He paHee YeM Yepes 1 roa.

BaKuyuHauua npotuB remopuibHON

uHPpeKkuuu Tuna b

MNMaumeHToB, NoayYyatoWwmnx aHTUKOMMIEMEHTapPHYIO Tepa-
nuto, NPUBMBAIOT NPOTUB reMOodUIbHON MHPEKLUUK Thuna b
(Hib) no cxemam ans rpynn pucka.

Cxema BaKLMHaLUKn

B3pocnbiM  NpoBOAAT OAHOKPATHYI BaKUMHaLMIO
C WCNONb30BaHMEM MOHOBAKLMHbI MPOTUB remModunbHOM
MHPEeKLUKM TuNa b. PeBakunHauusa He TpebyeTcs.

B HacToflllee BpemMsi Ha3HavyeHue BaKUMHbl MPOTUB
remodunbHON WHGEKUUM TUna b 340pPOBbLIM AETAM CTap-
we 2 Mec ¥ B3pOCAbIM C ONpPeAeIEHHbIMU XPOHUYECKUMMU
3a60/1eBaHNAMU, NOBbLILAIOLWMUMKU PUCK TAKENOr0 TEYEHUS
Hib-nndeKumnun, B Poccuinickon ®eaepaumm pernaMmeHTMpo-
BaHO METOAMYECKMMU peKoMeHaaumnamm MP 3.3.1.0001-10
oT 31 mapta 2010 r. [JaHHble NPUHLUMMNbLI cornacylTcs
¢ noauumen BO3 B OTHOLWEHUU KOHBIOTMPOBAHHOM BaKLUMHbI
NpPoTUB reModUNbHON MHPEKLUN TUNa b — aeTen n B3poc-
NbIX cnefyeT BaKUMHWPOBaTb B C/ly4ae NOBbIWEHHOro puUcKa
3aboneBaHUs MIHBa3UBHON GOPMON MHDEKLMM NPU HANTUYUK
COOTBETCTBYIOLINX pecypcoB [16].

B cBA3K € orpaHWyYeHHbIM OOGBLEMOM BbINyCKaemoun
B Poccun MOHOBaKUMHbI NpoTUB Hib-MHbEKUMU BO3MOXK-
HO OAHOKpaTHOE BBeAEHWEe NeHTaBaJeHTHOW BaKLMHbI,
KOMOGWHUPOBAHHOW MPOTUB KOKJOWa, AMdTEPUN, CTONOHS-

Ka, BUPYCHOro nosnomuenuTa u remodunbHon MHOEKLIUK
TMnNa b, Npu ycnoBWWM OTCYTCTBWMA MPOBEAEHHOW MNaLUeHTy
BaKLMHALMKM NPOTMB NepedncrieHHbiXx MHOEKL MM 3a nocnea-
Hue 10 ner.

Mp#n HEOBXOANMOCTHU NPOBEAEHNS OAHOBPEMEHHONW BakK-
LIMHALMKU MMMYHOGUONOrMYECKUE NpenapaTbl cneayeT BBO-
JWTb OJJHOMOMEHTHO (B O[IMH [E€Hb) Pa3HbIMKU LWIMNPULLAMHM
B pa3Hble 4acTu Tena.

YyacTHMKKM MeXaucumnimHapHoro copeTa
3KCNEepPTOB PEKOMEHAOBAaNMU:

° BK/IOYUTb BbllleyKa3aHHble peKoMeHJauun B Hauwu-
OHaNbHbIN KaneHdapb MNPOdUNAKTUYECKUX MNPUBMBOK
W ApyrMe HopmaTWMBHbIE AOKYMEHTbl, onpeaensiolwme
NnopsigoK NpoBeAeHUs UMMYHONPOPUNAKTUKK ANA AaH-
HOWM KaTeropuu nauueHToB;

° paspaboTaTb NpaKTUYeCKoe PYKOBOACTBO ANS Bpadven
no cneundunyeckon npodbmnnakTnke MHOGEKLMIM y NaLmueH-
ToB ¢ [MHI, nony4awowmnx aHTUKOMMNIEMEHTaPHYO Tepa-
nuio;

* paspaboTatb METOANYECKME PEKOMEHAALMN MO Creuu-
duryecKon npodpunakTuke nHdeKkunn y naumneHTos c MHr,
noslyyatoLWwmnx aHTMKOMMNAEMEHTaPHYIO Tepanuto;

e paspaboTaTb MaTepuasnbl Mo cneunduyeckon npoodu-
NTaKTUKe MHPeKUun y naumeHToB ¢ [MHI, nony4vatouwmnx
aHTUKOMMIEMEHTAPHYIO TEPanuio, AN BHECEHUS B K/KU-
HUYECKMEe peKkoMeHaumu no aeyvexuto MHr.

B MeponpuaTUn NpuMHANK yyacTue:

1. HamasoBa-bapaHoBa Jleiina CerimypoBHa, AOKTOP
MeaULMHCKKNX HayK, npodeccop, akagemuk PAH, pykoBoau-
Tenb HAW negunatpun n oxpaHbl 3a0poBba aeter HKL, N°2
®IrBHY «PHLUX M. akag. b.B. MetpoBcKkoro» MMHOGpHayKu
Poccuun, 3aBepyowas Kadbenpon dakynbTeTCKoM neauna-
Tpun neamatpuyeckoro darynbteta ®rA0Y BO «PHUMY
M. H.W. Muporosa» MuH3gpasa Poccuu, rnaBHbIK BHeLWTAT-
HbIM OETCKUIM cneymanuct no npodunakTM4ecKon MmeguunHe
MunsapaBa Poccuun, npeaceaatens NITAG PP, npe3vaeHT
Coto3a negunatpoB Poccuu, nact-npe3naeHT EBponenckomn
negnaTpuyeckon accounaumm (EPA/UNEPSA)

2. bpuko Hukonatt MBaHOBMY, LOKTOP MEAULIMHCKUX
HayK, npodeccop, akagemuk PAH, aupekTtop WHcTUTyTa
obulecTBeHHOro 3a0poBbst M. P.P. IpucmaHa, 3aBeayto-
WK Kadenpon anmaeMmnonorum n goKkasateslbHONM MeauLmHbl
®rAQYy BO Mepsbii MTMY um. .M. CeyeHoBa MuH3apaBa
Poccum (CeveHoBcKui YHUBepcuTeT), npe3naeHT HIT«HACKW»

3. Kosnos PomaH CepreeBud, JOKTOP MEAMLMHCKMUX
HayK, npodeccop, uYneH-koppecnoHaeHT PAH, rnaBHbIM
BHELTaTHbIN CneumManmncT No KAMHUYECKON MUKPOBUONOrum
W aHTUMUKPOOBHOW pe3nucTeHTHOCTM MuH3gpaBa Poccuu,
pekTop ®IrB0Y BO «CMONEHCKMI roCyaapCTBEHHbIA Meau-
LIMHCKKUIK yHMBepcuTe™ MuHsgpasa Poccuun

4. KynaruH AnekcaHap LAMATpUEBMY, [OOKTOP Meau-
UMHCKMX HayK, npodeccop, aupektop HUW 00T
uM. P.M. Top6ayeBon, 3aBeayloLlnin Kadbeapon remaTonormu,
TpaHCHY3MONOrMM M TPAHCMAAHTONOMMK C KypCOM [AETCKOM
oHKonormn ®rNO um. npod. b.B. AbdaHacbeBa PrEOY BO
«[lepBblt CaHKT-NeTepbyprckmMin rocyaapCTBEHHbIN Meau-
LIMHCKUIK yHUBepcuTeT uM. akaa. W.I. MaBnosa» MuH3apaBa
Poccuun

5. Xaput CycaHHa MuxarioBHa, AOKTOP MEAULIMHCKUX
HayK, npodeccop, pyKoBoAMTENb OTAena npodunakTnKu
MHOEKLMOHHbIX 3a6oneBaHnit PIrbY «eTCKui Hay4YHO-Kn-
HUYECKUIN LIEHTP MHDEKLMOHHbIX 60ne3Hen» PMBA Poccuu,
rNaBHbIM BHEWTaTHbIA cneunanucT nNo BaKuuHonpodunak-
TUKe ropogckoro Komuteta no 3gpaBooxpaHeHuto CaHKT-
MNeTtepbypra
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6. KosTtyH Osbra eTpoBHa, AOKTOP MEAULMHCKUX HayK,
npodeccop, akagemuk PAH, rnaBHbIM negnaTp YpanbCKOro
denepanbHoro okpyra, pektop Prooy BO «YpanbcKui rocy-
LapCTBEHHbIN MEeAWLMHCKUI yHUBepcute™ MuH3gpaBa
Poccuun

7. KoctuHoB Muxann [leTpoBuY, [JOKTOpP Meau-
LMHCKUX HayK, npodeccop, uYneH-koppecnoHaeHT PAH,
3aBeaylowmn  naéopatopuen BaKUMHOMNPODUNAKTUKHK
M MMMYHOTEpanuu annepruyeckunx 3sadoneBaHunin PrbHY
«Hay4yHO-uccnegoBaTelbCKUt MHCTUTYT BaKLMH U CbIBOPO-
TOK M. N.1. Me4yHnKoBa»

8. [lopenoB AnexkcaHap BacunbeBuy, NOKTOP MeAULIMH-
CKMX HayK, npodeccop, akageMuKk PAH, 3amecTuTenb AMpek-
Topa no HayyHon pab6ote ®PBYH UHWWU 3Snmnpemuonoruu
PocnotpebHaasopa

9. [llonmbuH PomaH BnagnmupoBuY, TNaBHbIA BHEL-
TaTHbIM anuaemuonor MuHsagpaBsa Poccun, goueHT Kade-
[pbl 3NUAEMMONOIM U AOKa3aTeNbHON MeauunHbl PrAQY
BO MNepBbit MTMY nm. U.M. CeyeHoBa MuH3apaBa Poccuu
(CevyeHoBcKMIM YHMBepcHTeT), cekpetapb HIMT «<HACKW»

10. PygakoBa Anna BceBosiogoBHa, AOKTOP dapmaueBs-
TMYECKMUX HayK, npodeccop Kadeapbl ynpaBneHUs U IKOHO-
MUKK papmaumn Pre0Y BO «CaHKT-MeTepbyprckui rocy-
LapCTBEHHbIN XMMUKO-PapMaLeBTUHECKUIA YHUBEPCUTET»
MuH3sgpaBa Poccun, cTaplimMii Hay4Hbli COTPYAHUK oTaena
BaKUMHONPODUNAKTMKM U MOCTBAKLMHANBHOM NaToN0MMu
DIy «JeTCKMn Hay4YHO-KIUHUYECKMI LEHTP WHOEKLIMOH-
HblX 60n1e3Hen» PMBA Poccun

11.CupopeHko Cepreii BnagummpoBud, OOKTOP MeAu-
LMHCKUX HayK, npodeccop, uYneH-koppecnoHaeHT PAH,
3aBefyloWni Hay4YHO-UCCneaoBaTe/lbCKUM OTAENO0M Mone-
KYNSIPHON MUKPOBHUONOTMK U MEAULMHCKOM 3NNAEMUONOTMK
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BbIJAIOLWUNCA OETCKUU XUPYPT

IOPUN ®DEAOPOBUY UCAKOB
(k 100-neTH1o co AHA POXKAEHUA)

nioHa 2023 1. ncnonHgaetca 100 neTt co AHA poxae-

HWS BblAAlOLLErOCS YYEHOrO U OpraHM3aTopa 34pa-
BOOXPaAHEHUS, nuaepa OTEYECTBEHHOM AETCKOW XWUPYpruu
BTOPOW NOMOBUHbI XX CTONETUS, akaeMUKa, 3aC/yKEHHOIO
neatens Hayku HOpua degoposuya McakoBa. Ero cygbba
TUNUYHA ANS NpeAcTaBUTENEN BEIMKOro NOKONEHNUS COBET-
CKMX Nt04eN, OKOHYMBLUMX LIKOAY M Yyleawux 3alumiiaTb
PoaunHy B Tparnyeckom 1941-mM 1M BEPHYBLUIMXCS C BOWHbI
agHO nornowartb 3HaHMA B CTYAEHYECKUX ayauTopusX,
4YTO6bl BEPHO W YCMELWHO MNPoAoKaTh CAyxuTb OT4yecTBy
B HEMPOCTblE NOC/IEBOEHHbIE AECATUNETHUSA. FPKO CBUAETENb-
CTBYIOT 06 3TOM MMeHa Tpex GpPOHTOBUKOB, BbIMYCKHUKOB
BToporo MOCKOBCKOr0O MeAMLMHCKOro MHCTUTYTa 1951 r.,
oyaywmx yneHos AMH CCCP 10.®. UcakoBa, A.B. MasypuHa,
M.A. CtyaeHnKnHa, 100-neTHUM lobunen KoTopbix Nneamatpbl
CTpaHbl oTMeyatoT B 2023 T.

OKOHYMB Ne4ebHbIN dakynbTeT ¢ oTAnYmnem, K0.9. Ncakos
npogo/mkaeT y4yeby B poAHOM By3e Ha Kadedpe OeTCKoMn
XUPYpruuM B opAuvHaType M acnupaHType. Boibop Kadenpbl
MOMOAbIM CNELMaNUCTOM Bblal HECyYalHbIM, NGO el PyKO-
BOAWN OAMH M3 OCHOBaTeNel COBETCKOM LWKOMbl AETCKUX
xupypros npodeccop C.[. TepHoBCKMI. [oa ero pyKkoBoA-
ctBom H0.P. McaKoBbiM ycnewHo 3aluuwaercd B 1955T.
KaHauaaTcKas gucceprauus Ha TeMy «BHYTpMBEHHAS U BHY-
TPUKOCTHAs aHecTe3us Nnpu onepaumsx Ha KOHEYHOCTAX
y aeten». O cBoem yuutene HOpun PegopoBmy BCeraga roeo-
pun ¢ rNy6oKon NPU3HATENbHOCTBIO U YBAXKEHUEM; YIKe Byay-
4yu 3aBeaylolMM Kadeapomr, MoaYepKMUBan, YTO COTPYAHUKMU
[O/MKHbI YCMEWHO MPOAOo/KaTb BbICOKME Hay4Hble Tpaau-
LMK, 3aN10KeHHble ee ocHoBaTenem. B 1963 r. H0.®. Ncakos
3alMTUA JOKTOPCKYO auccepTtaumio «bonesHb MplunpyHra
y AeTen (natoreHes, KAWHWKa, nevyeHue)», a B 1966 r. ero
n3bupaloT B aNbma-matep 3aBeaylownm Kabeapon xupyp-
rmyeckmx 6o0fe3Hen [eTcKoro Bo3pacTa. YyTb nosxe
B 9TOM Y€ rogy OH CTaHOBMTCS rMaBHbIM AETCKMM XMPYProm
MuH3gpaBa PCOCP, a 3aTem Ha3Ha4yaeTcs Ha [JOMKHOCTb
pyKoBoauTens [MaBHOro ynpaBneHus y4ebHbiX 3aBeAeHUn
MwuHsapaBa CCCP. C 1981 no 1987 r. H0.®. NcaKkoB aBnsancs

3amecTutenem MUHUCTpa 3apaBooxpaHeHns CCCP.B1971 r.
HOpusa PenopoBnya nsbupaloT HYI1EHOM-KOPPECTOHAEHTOM,
a 1975 r. — AeNCTBUTENbHbLIM YJIEHOM AKaaeMUN MeOULINH-
CKnx Hayk CCCP, ¢ 1989 r. no 2001 r. OH BULE-NPe3naeHT
AMH CCCP (3atem PAMH). CkoHuancs H0.®. McakoB 4 aBry-
cta 2016 1.

O He3aypsgHOW Hay4YHOM W nejarorMyeckon paboTte
TanaHTAIMBOro OTEYECTBEHHOrO Y4YeHoro B ob6nactv AaeT-
CKOM XMpPYypruun y6eantenoHO CBUAETENbCTBYIOT cregyloline
dakTbl. 0.P. McakoB — wHMLMATOP CO3[aHUSA XMPYPruu
HOBOPOXAEHHbLIX KaK CaMOCTOATENbHOro pasgena xupyp-
TMYECKOW HayKM M nomolum aetam. M n ero ydyeHuKamu
npoBefeHbl uccnegoBaHnsg GU3N0NOTMKU U NATOIOM MK Nepu-
0ja ajanTauuu y HOBOPOXAEHHbIX; BHEAPEHbI B XMPYPru-
YECKYI0 KJIMHUKY 3HOOCKOMUYECKME MeToAbl AMArHOCTUKMU
N XMPYPTrUMYECKOrO NEYEeHUs Yy HOBOPOXKAEHHbIX C MaTosio-
rMen Xenyoo4YHO-KMILEYHOro TpaKTa M Ken4yeBbIBOAALMX
nyTew; AOCTUIHYTbl 6aecTalme pesynbTaTbl B AUAarHOCTUKE
U XUPYPrHUYEeCKOM JfleYyeHUn 60ne3HU [UplnpyHra; BHe-
CEeH 3HayYuMbI BKNag B pa3BUTME TOpaKalbHOM XUpPyp-
MWy JeTeRn, XUPYPru4ecKom KoppeKuuu nopTaibHOM
rMNepTeH3nKn, KapaMOXMPyprum aeten paHHero Bos3pacTa,
B Jle4eHune aeten C NMopoKaMu pas3BUTUS Pa3/IMYHOW JIOKa-
nun3dauun. Takxke H0.®. McakoB BHec 60blION BKNaA B pas-
BUTHE aHAOXUPYPrun y geten. OH aBTOp 6051ee 400 HayyHbIX
ny6nvKaunn, B TOM 4Yncie 23 pyKOBOACTB U MOHOrpadun,
12 n3obpeTeHunn.

BbeccnopHa Bbigatouasaca ponb H0.d. NcakoBa B opra-
HU3aUMN CUCTEMbI XMUPYPIrMYECKOW MEAULMHCKOM MOMOLLM
petam Poccuu. Mo ero nHnumatuee Ha 6a3e MOCKOBCKOM
[EeTCKOM KJIMHMYecKon 6onbHuubl uM. H.®. dunatosa
co3pgatoTcsd BcecowsHbIM OETCKUN XMPYPTUYECKUIN LEHTP,
OTAENEHUA TOKCUMKONOruu, runepbapnyeckon oKcure-
HaLWW, MUKPOXMPYPIMU U PEKOHCTPYKTUBHOW XUPYPruu,
aHrnorpaduun, nepBblin B Poccuun KpuoueHTp. Bosrnasuse
maBHOe ynpaBneHWe y4yebHbIX 3aBeaeHnn MuH3gpaBa
CCCP, 10.®. icakoB MHULMUPYET NpOBeAeHWe NOArOTOBKU
KaapoB no o6umm BpayebHbIM cneumnanbHOCTIM B cy6op-
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AVMHaType W WHTepHaType, co3jaHue Kadeap OeTCKoM
XMPYPrunM B MeAMUMHCKMX By3ax. O Bblgatoulencs ponu
€ro Kak negarora — AeTCKOro xumpypra y6eantenbHo roBo-
pUT 1 TOT daKT, 4TO ero nepy npuHagnexart 7 y4ebHUKOB
M y4ebBHbIX NOCOBMN, B UX YUCNe Y4EOHUK AN CTYAEHTOB,
BblAEPXaBLWWIA NATb U3AAHWUN, U ABYXTOMHOE PYKOBOACTBO
no AeTCKOW Xupypruu ans sBpaden. Mo nHuumatuee Bbiaa-
tolerocs ydyeHoro B 1993 r. co3gaeTca Poccuitckasa acco-
uMaumMa AETCKUX Xupypros, npeacepatenem lpesunanyma
KOTOPOW OH 6bin B TevyeHue 22 neT, a B 1997 r. — xypHan
«JleTcKasa xupyprus».

HdesatenbHocTb HOpua PepopoBuya McakoBa AOCTOM-
HO oTMe4yeHa. Cpeau ero GPOHTOBbLIX Harpajg rnaBHas
4N9 pSaoBOro congata — Mefdanbs «3a otary». OH Harpa-
neH opaeHamu OTevyecTBeHHOW BOWHbI | cTeneHu, «3a

3acnyrn nepep OtedectBom» Il n Il cTtenenn, Tpyaosoro
KpacHoro 3HameHu, OKT6pbcKon PeBontouunn, [pyxo6bl
HapogoB. O NpuM3HaHUKM GYHAAMEHTANbHOCTM €ro Hay4HbIX
TPyAOB CBWMAETENLCTBYIOT ABe [0OCyAapCTBEHHbIE MPEMUM
CCCP u locynapctBeHHas npemus Poccuiickon deaepaumm,
Mpemus MpaButennctea Poccuiickon ®eaepaumu.
Poccuitckas MeguuMHCKas o6LWeCTBEHHOCTb, LEeTCKue
XMPYpPru u neauatpbl 6epexHo XxpaHaT namsatb o HOpuwu
depopoBunye Mcakose. B 2020 r. B MOCKOBCKOW AEeTCKOM
KNMHUYeCcKom 60nbHuLE M. H.D. dunatoBa OTKpbITa NOCBS-
LleHHaa emy mMemMopuanbHas gocka. B Poccuickom Haumo-
HaNbHOM UccnefoBaTeIbCKOM MEAULIMHCKOM YHUBEPCUTETE
nm. H.W. Muporoea Kadeape AETCKUX XMPYPruieckmx 6ones-
HEen NPUCBOEHO Ero UMmsl.
Coto3 neguartpoB Poccumu



