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KAMHMUYECKHUU CAYyUYaU: peAKOe TMraHTCKoe
obbemHoe obpa3oBaHue rPyAHOU KAETKU
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060ocHOoBaHHe. HoBOOOpa3oBaHUs TPYAHOHM KAETKM Y AETEM OCTatoTCS aKTyaAbHOM MPOBAEMON, TaK Kak OHWU MOryT UMETb MpPo-
AONKUTEAbHOE BECCUMMNTOMHOE TeYeHME, a GOAbLUME Pa3MepPbl PUCKYHOT CO3Aatb yrpo3y Xu3HW. OmMcaHue KAMHWYECKOro
cAyyas. B npeacTaBAeHHOM KAMHMYECKOM CAydae y AeBOUKM 11 Mec Ha ¢pOHe OCTPOM AbIXaTeAbHOHM HEAOCTATOYHOCTM PEHTTE-
HOAOMMYECKMM METOAOM BbISIBAEHO TOTaAbHOE HEOAHOPOAHOE 3aTEMHEHNE AEBOH MOAOBUHbI rPYAHOMN KAETKM. CripasbHasi KoM-
nbrotepHas Tomorpadusi (CKT) aeTarnsmpoBasa OrpoOMHbIE Pa3MepPbl U Pa3HOPOAHYH CTPYKTYPY 06pa3oBaHMs, AMCAOKALMIO
CPEAOCTEHMS BMpaBo, KoAmabrupoBaHUE AEBOIro AErKoro. BbIMOAHEHO XMPYPrUYECKOE AEHYEHUE: OTKPbITasi TOPaKOTOMUS, aAre-
3MOAM3UC Craek, yaareHne obpa3oBaHius B karcyae. TopakoCcKonuyeckas onepawums MMeAa orpaHUYeHUs U3-3a 3HaUYMTEAbHbIX
pa3mepoB 0NyxoAu. TMCTOAOrMUECKas KapTMHa C yYeTOM MMMYHOGEHOTUNA COOTBETCTBOBAAA 3PEAOH TepaTtoMe C HU3KOH Npo-
AMpepaTMBHOM aKTMBHOCTbIO (5% Ki67) u oTHOcUAacCh K rpyrnne HoBoobpas3oBaHWIA repMUHOrEHHON NMPUPOAbI. 3aKAOUEHHe.
MpeAcTaBAEHHbIN KAMHUYECKUI MPUMEP AEMOHCTPUPYET, 4TO OOHapyXeHHasl peAKas NnepBuYHasi TepatomMa CPEeAOCTEHMS
TMraHTCKUX pa3mMepoB MMeAa ObICTPbINA POCT, OTCYTCTBME KAMHWYECKOHM CUMMTOMATHUKK, CO3AaBaa yrpo3y XU3HW MAAAEHLY
rpyaHoro Bo3pacta. CKT ¢ KOHTpacTUpOBaHUEM SIBUAACh ONMTUMaAbHbLIM METOAOM BU3yaAu3aLmn HOBOOOpa3oBaHMs y pebeHka
C AbIXaTeAbHOHM HEAOCTATOYHOCTbH. [MraHTCKMI pasMep AEPMOUAHOMN KMCTbI, CriaeyHbIl npoLecc ee 060A0UEK OrpaHUunBaroT
BO3MOXHOCTM TOPAKOCKOMUYECKOrO AeYeHMs. AAS paHHEeN AMarHOCTMKM 06pal3oBaHuil rPYAHONU KAETKM TpebyeTcsi BbiCOKas
HaCTOPOXEHHOCTb Bpaya-reanatpa nepBUYHOro 3BeHa 3APaBoOXPaHEHMUS.

KaroueBble caoBa: pebeHoK, HOBOO6GPa3oBaHME rPyAHOH KAETKM, TOPaKOTOMMS

Ara untnpoBanms: bouapoB P.B., MNMoropenko B.l., KonombiiiueBa M.A. KAMHUYECKUI CAydal: peAkoe ruraHTckoe obbem-
Hoe obpa3oBaHWe TPyAHON KAETKU Yy pebeHka 11 mecsueB. Poccuiickuit neanatpmudeckust xypHas. 2024;5(1):7-11. doi:

https://doi.org/10.15690/rpj.v5i1.2713

OBOCHOBAHUE

Cuutaetcs, uto y AeTelt HOBOOb6pa30BaHWUS MPYAHON KAETKU
NMPOUCXOAAT U3 PA3HOPOAHbIX TKaHel COBCTBEHHO cpepocTe-
HWA, TKAHEW aHATOMUYECKUX CTPYKTYp, OrpaHuWuMBaloLLMX ee
(Anadparma, rpyanHa, Wwenku pebep, MeprnacTMHaAbHanA NAEB-
pa, FPYAHOM OTAEA NO3BOHOYHMKA), OPraHoB, PacnoAaratoLLmX-
CA U NPOXOASLLIMX Yepe3 CPeAOCTEHUE (Tpaxes, cepaLe, nepu-
KapA, MULLEBOA, TUMYC), @ TaKXe U3 TKaHel C HapyLueHHbIM
3IMBpPUOreHe30M U IKTONMMPOBAHHBIX B FPYAHYO NOAOCTb [1, 2].
Y MAaAeHUEB MepBOro ropa XW3HW 3MOPUOHAAbHBLIN reHes
pa3BUTUSI OMYXOAEN U KUCT pocTuraeT 90% cpean BCEX BbIsiB-
AEHHbIX, NMPOUCXOAWUT B pe3yAbTate HapylueHWs AuddepeHuu-
POBKM U CO3peBaHWA 3IMOPUOHAAbHBIX TKAHEN M3 KaMbuanb-
HbIX KAETOK W M3 MPUMOPAMAABHBIX 3aPOAbILLEBLIX MOAOBBIX
(repMUHOTEHHbIX) KAETOK C TFOHAAHOM WAWM 3KCTParoHaAHOWM
AOKaAU3aLMen, B TOM YUCAE B CPeAOCTEHUE [3, 4].

KAMHWYECKME CUMNTOMbI MOPaXEHUS CPEAOCTEHUA y AETEN
HEepeAKO OTCYTCTBYIOT M MPOABAAIOTCH, KOrAa HOBOOOpa3oBa-
HWMA AOCTUratoT BOAbLLMX PA3MEPOB U BbI3bIBAOT KOMMPECCHIO
COCEAHUX OPraHoB: PEAKO — AUcOHarus npu CAaBAMBaHUM
MULLEBOAA; Yallle — TaxMKapAWs, OTEK AMLIA U BEPXHUX KOHEU-
HOCTEWN NPU KOMMNPECCUM Ha BEPXHIOK MOAYIO U MAEUYETOAOBHYHO
BEHbl; Y MAAAEHLEB NPW CAABAEHUM Tpaxeu M BPOHXOB BO3-
HWKalOT cAaboCTb, BAEAHOCTb, MOBbILEHHAA YTOMASEMOCTb,
KalleAb, CTPMAOP, OAbILLKa, 3ann3oAbl acoukenn [1, 4-8].

B neavatpuueckon npakThke peHTreHorpadus opraHos
rpyAHOM KneTku (OTK) B nepeaHe3aaHen M 60KOBOM NPOeKLUSIX
ABAAeTCA 0083aTeAbHbIM METOAOM AMArHOCTMKM MaTOAOTU-
YeCcknx 0bpa3oBaHWi CPEAOCTEHUS, NMO3BOASILOLLMM OMNpeAe-
AUTb AOKaAM3ALMIO OMYyXOAM, ee pasmepbl, GopMy, Haanuue
KUCT U BKAOUEHUI [1, 4-6]. YAbTpa3BYKOBOE MCCAEAOBaHWE
rPYAHOM MOAOCTU C AonAeporpaduert no3BoasieT 6e3 AyuyeBom
Harpysku MHGOPMaTMBHO BU3yaAU3UpOBaTb, AUGbEpPeHUnpo-
BaTb, YTOUHATb PaA3Mepbl W CTPYKTYPY BbISSBAEHHbIX HOBOOO-
pa30BaHW CPEAOCTEHMS, KPOBOTOK B HWX, OLEHWBaTb CBS-
3aHHbIE C HUMW MAEBPOMYABMOHAABHbIE U KAPAMOAOTUYECKHE
HapyweHusa [4, 9]. CnupanbHaa KoMNbloTepHaa ToMorpadus
(CKT) rpyAHOM KAETKM C KOHTpPacTMpOBaHWEM MNPULEABHO
MAEHTUOULMPYET aHaTOMUYECKWE, CTPYKTYpHble, MOPPOAO-
rmyeckue 0ocobeHHOCTU WccAepyeMoro ob6beMHoro obpaso-
BaHWA CPEAOCTEHWA W TPaHUYalLMX C HEl TKaHeW, COCYAOB
M OpraHoB, 4YTO MO3BOASIET YTOYHUTb GOPMY MNOpaxeHus,
n3bexaTtb Taknx AOMOAHUTEABHBIX NPOLEAYP, Kak 330darocko-
nus n 6poHxockonua [1, 7, 8, 10]. CornacHO cOBpPeMEHHbIM
pexkoMeHAaLUMAaM MexAyHapoAHOM rpynnbl MO U3YYEHUIO 3AO-
KayecTBEHHbIX HOBoobpa3soBaHuit TMMmyca (ITMIG), ara yayd-
LLeHUst Tonorpadpuyeckor AMarHoCTMKKM 06pa3oBaHMI NOAOCTb
CPEAOCTEHUS PA3AEAAIOT Ha NMPEACOCYAMCTbIN, BUCLEPAAbHBIN
1 napaBepTebpanbHblil OTAEAbI, 6a3UPysiCb Ha aHATOMUYECKUX
OpPWEHTMpPax, BU3yaAU3UPYEMbIX Ha MNOMNEPEYHO-MAOCKOCTHbIX
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cpesax, NoAyvyaeMblx MPU KOMMbIOTEPHOM Tomorpadumn (KT)
OlK, KOTOpble YCAOBHO COOTBETCTBYIOT NMEpeAHEMY, CPeAHEMY
1 3aAHEMY OTAEAAM MO paHee NPEeANOXKEHHOM KhacCubUuKaumu,
OCHOBaHHOW Ha pe3yAbTaTax 60KOBOW pPeHTreHorpamMMbl rpyA-
HOM KneTku [11-13]. UHdopMaTUBHBIE AOCTOMHCTBA MarHWUTHO-
pPe30HaHCHON TomMorpadum OrpaHUYMBaIOTCA AAUTEABHOCTbIO
MUCCAEAOBAHUSA, AOMOAHUTEABHOM CeAaLIMEN, YTPO30M BO3HUKHO-
BEHWUA OCTPOW 0OCTPYKLMU AblXaTEAbHbIX MYTEN Y AETEW paHHe-
ro Bo3pacta npu 6OAbLLMX ONYXOASIX M KUCTax CpepocTeHmn [1].

Xvpypruyeckoe AevyeHue PEeKOMEHAOBAHO KakK OCHOB-
HOM MeToA YAGAEHWA OMyXOAel cepala, AODBPOKaUYeCTBEHHbIX
HOBOOOPA30BaHWI BUAOYKOBOW XeAe3bl, BHErOHaAHbIX rep-
MWHOTFEHHbIX, ME3EHXMMAaAbHbIX U HEWPOreHHbIX OMyXOAeK
CPEAOCTEHUS, HO B CUTYyaLMsIX, KOTA@ OMyxoAb obrapaeT 6oAb-
LLIOM CKAOHHOCTBIO K MHBa3MU U MeTacTa3upoBaHULO, AeYeHNE
AOTMOAHSIETCS AYYEBOW UAU AEKAPCTBEHHOW NPOTUBOONYXOAEBOM
Tepanuen [7]. CTaHA@pPTHbIE XMPYPrUYeCcKUe AOCTYMbl (Nepea-
HAA, 6okoBasi M 3apHEBOKOBas TOPAKOTOMMS, CTEPHOTOMMSA)
XapaKTepu3yoTcsi OOAbLLIOM TPaBMAaTUUYHOCTbIO, AAMTEAbHLIM
W TSKEAbIM MOCAEONEPAUMOHHbIM NEPUOAOM BOCCTAHOBAE-
HUWS,, NO3TOMY 3HAOCKOMMUYECKME Oonepauun CTaHOBATCH OMTU-
MaAbHbIM METOAOM YAAAEHUS OMYyXOAEW U KUCT CPEAOCTEHMSA
[4, 10]. AkTyanbHOI npobaemoit 06pa3oBaHWIM rPYAHON MOAO-
CTU Yy AeTer COXPaHAETCA CKPbITOE TEUYEHME WX Ha PaHHWX
aTanax, NoTeHUMaAbHOE BO3HWMKHOBEHWE HeENpeACKa3yeMblx
M ONacHbIX AAAl XM3HU OCAOXHEHWM, TEXHUYECKME CAOXHOCTM
XUpYypruyeckoro yaanenus [4, 8, 10].

LleAb uccArepOBaHUA

LleAbto AQHHOTO MCCAEAOBAHUA ABASETCA aHaAWU3 TeueHUs,
AMArHOCTUKM, AeueHWss 06beMHoro obpasoBaHUs FPYAHOM KAET-
K1y pebeHka 11 mec.

KAMHUYECKWIA NPUMEP

AeBouka, 11 mec, noctynuaa 4 anpeas 2023 1. B oTAe-
AEHWE aHecTe3MOoAOTMKU U peaHumauun BCMI Ne 2 B cBA3n
C HapacTaloWUMK AblXaTeAbHbIMK PAaCcCTPOMNCTBAMM.

AHamHe3 3aboneBaHusA. PebeHok oT BTOpor 6epeMeHHO-
CTW, BTOPbIX PoAOB, poanacst B 40 Hep, macca Tena — 3400 T,
poct — 53 cMm. Pocaa v pa3BuMBanacb No BO3PacTy, OTKa3 oOT

NPUBKUBOK, KOHTaKTa ¢ MUHOEKLMOHHBIMW BOABHBIMU HE UMEAa.
B Bo3pacte 11 mec 3aboAaera OCTPO: HACMOPK, rMnepTepmus,
KaweAb. OCMOTp y4yacTKOBOrO neauaTtpa, Ha3HauyeHo AeyeHue
OCTPOM BMPYCHOM MHbEeKUMU. Ha 8-e cyT 3aboneBaHUs KalleAb
YCUAUACS,, MOSIBUAUCH XPpUMbl U OAblWKa. bbina rocnutamau-
poBaHa B comatuyeckui ctaumoHap AIb Ne 2. Ha 10-e cyt
BbIMOAHEHA peHTreHorpadusa OlK: [MHeBMOHUA (TOTanbHas)
cAeBa? ATenektas AeBOro Aerkoro? fmaponHEBMOTOPAKC CAEBaA
(puc. 1)? AAS YTOUHEHMS NATOAOTMW U TaKTUKK AeYeHusi pebe-
HOK MepeBeAeH B xupyprudyeckoe otaeneHne BCMI Ne 2.
Pe3yabtratbl AeyeHuA. pu noctynaeHun B BCMIT Ne 2
COCTOSIHME TSXeAoe, 0OYCAOBAEHO TEUYEHWMEM AbIXaTEAbHOWM

Puc. 1. B npsmoi npoekumu onpeaensetcs ToTaAbHoe
HEOAHOPOAHOE 3aTEMHEHME AEBOW MOAOBWHbI TPYAHOM
KAETKM, 3HAUUTEABHOE CMELLEHWE OPTraHOB CPEAOCTEHUSA
BrnpaBo. HeobxoarMo anddepeHumpoBaTb NAEBPOMHEB-
MOHMI0, 06beMHOE 06pa3oBaHUe NPaBOro AErkoro

Fig. 1. In direct projection, a total non-uniform
darkening of the left half of the chest, a significant shift
of the mediastinal organs to the right is determined.
It is necessary to differentiate pleuropneumonia, mass
formation of the right lung
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Puc. 2. A — B AeBOIi NMONOBHHE TPYAHOW KAETKU BO GPOHTAAbHOW MAOCKOCTM HEOAHOPOAHOE 06pa3oBaHWEe TMraHTCKUX
pasmMepoB CMELLAET BNPaBO OpraHbl CPEAOCTEHUS; b — B CarMTTabHOM NMAOCKOCTM HEOAHOPOAHOE 0BpasoBaHue 3Hauu-

TeAbHO KO/\I\aéI/IpyeT ANEBOE AETKO€e K3aAn

Fig. 2. A —in the left half of the chest in the frontal plane a heterogeneous formation of gigantic size significantly shifts
the mediastinal organs to the right; b — an inhomogeneous formation significantly weakens the left lung posteriorly in

the sagittal plane

HEeAOCTAaTOYHOCTU: TaxunHos — 5471 taxukapama — 15071,
HeuHBa3unsHas catypaumsa SpO, — 89-90% npwu FiO, 0,21%,
yyacTve BCMNOMOraTeAbHOM MYCKYyAaTypbl. /AOKaAbHbIV CTaTyC:
yBEAMYEHWE AEBOM MOAOBUHbI TPYAHOM KAETKM, OTCTaBaHWe ee
B aKTe AbIXaHWs; NEPKYTOPHbIM 3BYK CMpaBa AErouvHbli, CAe-
Ba — NPUTYNAEHME; ayCKyALTaTUBHO CrpaBa AblXaHWe XeCTKoe,
C BA@XHbIMU XpUNamu, CAeBa — He BbICAYLLIMBAETCA; NEPKYTOP-
Hble rpaHnLbl CepALA CMELLEHbI BMpaBo.

AAA yTOUHEHUS NATOAOrMK BbinoAHEeHa CKT rpyAHOM KAETKM
C BBEAEHWEM KOHTpacTHoro BeulectBa (KOHUrekcoa, Unique
Pharmaceutical Laboratories, MHAUSI) KOMMNbHOTEPHOW TOMO-
rpaduyeckomn cuctemon Siemens SOMATOM motion (Siemens,
lepmanua) (16 cpes3oB). 3akAtOUEHME: CTPYKTYPHbIX U3MeEHe-
HWW, AECTPYKLMU KOCTHOM TKAHW FPYAHOW KAETKM HE BbISIBAEHO;
B AEBOW MOAOBWMHE TPYAHOW KAETKWU onpepensietca obbemHoe
obpasoBaHue ruraHTckux pasmepos (10,2 x 8,0 x 9,1 cm),
3aHMMaloLEee NPaKTUYECKU BECb AETOYHOM 0ObEM U OTTECHS-
tolllee cpepocTeHre BnpaBo. CTpykTypa obpa3oBaHWa pasHo-
POAHasA: XMPOBAA TKaHb, KOCTHbIE BKAKOYEHMWSA, MATKOTKaHHbIE
NeperopoAkr U XUAKOCTHOM KOMMOHEHT N0 BEPXHEMY MOAKOCY
(nAoTHOCTL XMAKOCTM OoT 5 A0 30 ea. HU); KOHTypbl yeTkue,
HepoBHble. N\EBOE AErkoe OTTEeCHEHO 06pas3oBaHMEM K3aAM,
NPOMEXYTOUHbIN U BEPXHEAOAEBbLIE OPOHXM CAABAEHbI, HUXHSA
AOAAl B COCTOAIHUW TMNOBEHTUAAUMK. [THEBMATU3auMst NPaBoro
AETKOrO YAOBAETBOPUTEAbHAS, MHOUABTPATUBHBLIX M3MEHEHWIM
HeT. Tpaxef C YETKMMU POBHbLIMM KOHTYpamMu, OTTECHEeHa
BNpaBo, He poedopmupoBaHa. NAeBpa He YTOALLEHA, XXMAKOCTU
B MAEBPaAbHbIX MOAOCTSIX HET. CTPYKTYPbl CPEAOCTEHUA CMELLLEe-
Hbl BNPaBo, AMddepeHuUMpoBaHbI (puc. 2).

MpeaponepaunMoHHan MOArOTOBKa B TEUYEHUE CYTOK BKAO-
Yana KOPPEKLIMIO BOAHO-COAEBOTO U BenkoBOro HanaHca, noa-
AEpPXaHWE KUCAOPOAHOMO cTaTyca, Ha3HayeHUe aHTUOaKTepK-
aAbHOW Tepanuu. B kauecTBe XMpypruyeckoro MeToaa AeYeHun
6bina BblbpaHa OTKpPbITAas TOPAKOTOMUS, TaK KaK OMyXOAEBWA-
Hoe 06pa3oBaHWe 3aHUMANO NPAKTUUECKU BCHO AEBYHO MOAOBU-
HY FPYAHOM KAETKM, B NMOAOCTM KOTOPOM NpeAnoAarancs Bblpa-
XEHHbIV cnaeyHbll npouecc 060A0UEK C COCEAHUMM TKaAHAMM,
YTO 3HAUMTEABHO OrpaHuWuMBano 6bl paboyee MPOCTPAHCTBO
ANSI TOPAKOCKOMUYECKON MaHUNYASILMKU. AHECTE3UOAOTUYECKOE
nocobue BKAIOYAAO KOMOWMHUPOBAHHYID 3HAOTPAXEaAbHYH
aHecTe3unto, MOAAEPXXaHWE OKCUTEHALMN U BEHTUASILLMU B LiEAE-
BbIX 3HaueHuax: SpO, — 94-100%, EtCO, — 36-45 mm pr. CT.
Mpy nonoxeHun pebeHka Ha AeBoM 6oKy B V Mexpebepbe
BbINOAHEHA TOPAKOTOMMS, BCKpbITa NapuveTasbHasi NAEBpa,

A

1} i

Puc. 3. U3BnreueHne HOBOOOpa3oBaHUA U3 A€BOM Topa-
KaAbHOM NOAOCTU

Fig. 3. Extraction of neoplasm from the left thoracic
cavity

BbINota HeT. Cy6ToTaAbHO NAEBPaAbHYK) MOAOCTb CAEBA 3aHW-
Mano OnyxoAeBUAHOE 06pa3oBaHUE B Kancyae, UCXOASLLEN K3
cpepocTeHus, pasmepamu 12 x 10 x 8 cm. lNocae NyHKTUPO-
BaHWA C OAHOMOMEHTHbIM yAaneHnem 80 MA XMUAKOCTU KOPUY-
HEBOIO LIBETA CTEHKW HOBOOOPA30BaHMS MOBUAM3UMPOBAHbLI OT
cnaek, AMadparmManbHblit HepB oTAeAeH. Hoxka 0bpas3oBaHus,
UCXOAALLIAA M3 MepeAHEBEepPXHero cpepocteHus, obpaboTtaHa
koaryasiumeit. Obpa3oBaHWe YAAAEHO MOAHOCTbIO B Karncyae
(puc. 3). BusyannsmpoBaHHOE NoAXaTOE aTenekTa3upoBaHHOE
AEBOE NETKOE pacnpaBAEHO B PYYHOM PEXUME UCKYCCTBEHHOM
BEHTUASAILMK AETKUX. MAEBPaAbHasA NOAOCTb APEHUMPOBAHa CUAU-
KOHOBOM TPybKOW Uuepes oTAEAbHbIN NPOKOA B VIII Mexpebepbe
no 3aAHEN aKCUAAAPHOM AMHKK. MTOCAOMHOE yLIMBaHWE TOPaKo-
TOMHOM paHbl. AcenTuyeckan noBsA3Ka.

MocneonepaunOHHbIH NEePUOA: VICKYCCTBEHHAA BEHTUAS-
UMK Aerkux Ha annaparte Drager Evita V300 Infinity (Drager,
lepmaHusn) B pexmume PC-CMV B TeueHUE CYTOK C NEPEXOAOM
Ha CMoHTaHHbIM pexum PC-CPAP; o6e3boaMBaHUWE; napeH-
TepanbHOE NUTaHWEe; aHTUMUKPOOHaa Tepanus. Ha 3-u cyt
yAAAEH NAEBPaAbHbIA APEHaX, CMOHTAaHHOE AblXxaHue uepes
eCTeCTBEHHbIE MyTW, HayaTo 3HTEPaAAbHOE 30HAOBOE MuWTa-
Hue. KoHTponbHaa peHTreHorpadus OFK: nHeBmatusauus
AETKMX YAOBAETBOPUTEABHARA; KOPHU AETKUX U AETOYHbIN pUCy-
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MNCKUI NeanaTpUUecKUi XypHaA.
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Puc. 4. \eroyHasi TKaHb U COCYAUCTbIM PUCYHOK 0ObIY-
HOW CTPYKTYpPbI

Fig. 4. Lang tissue and vascular pattern of the usual
structure

HOK CTPYKTYpHblEe, He AedOPMUPOBaHHbIE; KynoAa Anadparmbl
NPaBUAbHOM GOPMbI, KOHTYPbl UETKUE, CUHYCbl CBOOOAHbIE;
TEeHb CPEAOCTEHUA HE CMELLEHa, He pacluupeHa (puc. 4). Ha
15-e cyT pebeHOK BbINUCaH B YAOBAETBOPUTEABHOM COCTOSIHWM.

MMMYHOIrMCTOAOTMYECKOE 3aKAOUYEHME: WHKAMNCYAMPOBaH-
Hoe HoBoobOpasoBaHWe pasmepom 11,5 x 85 x 10 cm
NPEeACTaBAEHO 3PEAbIMU TKAHAMU 3NUAEPMANbHOM, XPALLEBOM,
KOCTHOW, MMWEAOUAHON, AMMGOOMAHOM, XWUPOBOM, MbILLEYHOM,
HEPBHOM, 3MNUTEAMAABHOM W XEAe3UCTon AUddEPEHUMPOBKM
C aAeMEeHTaMMU BPOHXMAAbHOM TPYOKH.

OBCY)>XAEHUE

3a nocnepHne 15 aet B Tomckoi obnactu y 238 peteit
AMArHoCTMPOBaHbI PA3AMUYHbIE BMAbI OHKOAOTMYECKUX 3abone-
BaHWUI, U3 HUX 22 pebeHKa (9,2%) UMeAr NopaXeHUs rpyAHOM
KAETKW. B eaMHCTBEHHOM npeacTaBAeHHOM cayyae (0,4%)
TMCTONOTMYECKAs KapTUHa ONyXOAW C YYETOM MMMYHOdPEHOTMNA
COOTBETCTBOBaAAA 3PEAOM TepaToMe C HU3KOW NpoAndepaTmB-
HOWM aKkTMBHOCTbO (5% Ki67), oTHOCSILLIENCs K rpynne HOBOObO-
pas3oBaHW rePMUHOTEHHOW MPUPOAbI. Takue repMUHaAAbHO-
KAETOUHbIE OMYXOAK 06PA3YHOTCA U3 KAETOK-TIPEALLIECTBEHHUKOB
r€PMUHOTEHHOrO 3NUTEAUSA B MPOLECCE MUTPALUU XEATOYHOTO
MeLlKa 3HAOAEPMbI AO TOHAAHbIX CKAQAOK Ha 4-5- Hep BHY-
TPUYTPOOHOTO Pa3BUTUSI C IKTOMUPOBAHWEM B CPEAOCTEHME
[4, 14] v KAacCUMOUUMPYIOTCA KaK TepaToMbl npenybeprar-
HOrO TMNa C KAMHWYECKWM BapWaHTOM AEPMOWMAHOM KWCTbI
[7, 15]. MepBUYHbIE TEPATOMbl Y AETEM COCTABASILOT OT 8 AO
18,5% BCcex MeaMacTUHaAbHbIX HOBOOOPA30BaHWUIA 1 pacnona-
ratotcsi B NepeAHeM CPeAOCTEHMU 3a rpyavHon [4, 5, 8, 16].
KAMHUYECKME CUMMTOMbI 06bEMHOI0 06pa3oBaHUS CPEAOCTe-
HUSA CO CMELLEHMEM TPaxen U BPOHXOB OTCYTCTBOBAAW y pebeH-
Ka B TeueHue BCel XU3HU (11 mMec) U OCTPO MPOSIBUAUCH Ha
dOoHe pecnuMpaTopHON MHPEKUMU B BUAE HecneuudpUUeckmnx
AbIXaTeAbHbIX HapylleHWi. O3AHIOK AMArHOCTMKY HOBOOO-
pas3oBaHWA CPEAOCTEHUSA Y AGHHOTO NaumMeHTa MOXHO CBA3aTb
¢ AedeKTaMu BbINMOAHEHUSA CTAHAQPTHbIX NMPONEeAEBTUUYECKMX
METOAOB WMCCAEAOBAHMSA Ha ambyAaTOpHOM 3Tarne, B 4YacCTHO-
CTW NEPKYCCUU U ayCKYAbTALMKU AETKUX, PErAaMEHTUPOBAHHbIX
HOPMATUBHbIMU AOKYMEHTaMW B paMKkax NPOBEAEHWUS Npodu-
AAKTUUYECKOTO MEAULIMHCKOTO HAaOAOAEHWA C LEABID PaHHEro
BbIAABAEHWA MATOAOTMYECKUX COCTOSIHWIA COrAAcHO NpuKasy
Mun3sapasa Poccun ot 10 aBrycta 2017 r. Ne 514-H «O nopsa-
KE NPOBEAEHUS MPODPUNAKTUUYECKUX MEAMULMHCKMX OCMOTPOB
HECOBEPLLEHHOAETHMX». [TOMUMO PYTMHHOTO U 06SA3ATEABHOIO
peHTreHorpadmueckoro uccaepoBaHms, KT, aBaatoLanca ctaH-

AAPTOM YTOYHSAIOWEN AMArHOCTMKM MPU HOBOOOpPA30BaHUAX
OrK [14, 4, 7, 10], no3BoArAa aAnddepeHUMpPoBaTb U YTOYHUTb
MOPPOAOTMUECKYHO CTPYKTYPY NaTOAOrMyeckoro obpasoBaHMs
W CNAGHMPOBATb TAKTUKY ONEPaATUBHOMO AEYEHUS.

3penble A0BpoKauecTBEHHbIE TepaTOMbl AHOObLIX pa3MepoB
NOAANEXAT PAANKAABHOMY XMPYPrUUECKOMY YAGAEHWUIO METOAOM
BMAE0ACCUCTMPOBAHHOW TOPAKOCKOMUM, HO MPUUYMHOM Npw-
MEHEHUSI OTKPLITOTO TOPaKaAbHOIO AOCTyna SABAAIOTCA Bblpa-
XEHHbIM CnaeyHbl NPoLecc U HEBO3MOXHOCTb CO3AaHUSA
AOCTaTOYHOro paboyero NPOCTPAHCTBA B MAEBPAABLHOM MOAOCTU
[7, 10]. Y paHHOro naumMeHTa ruraHTckue pasmepbl 0bpa3oBa-
HUS NPEAONPEAENIAU TEXHUYECKUE TPYAHOCTU BbIMOAHEHWSA
TOPaKOCKOMUYECKOTO YAAAEHUS, KOTopble OblAM MpPeoAoAe-
Hbl OTKPbITOW TOPaKOTOMMEN uepe3 nepepaHeBOKOBOM AOCTYN
U aAresvoAM3nMcomM cnaek. [porHo3 npu 3pesor Tepatome
NOCAE PaAMKAABHOTO yAGAeHUst BAaronpUsaTHbIN [7].

3AKAKOYEHUE

BbisiBAeHHas y pebeHka 11 mMec peakasi nepBUYHas Tepa-
TOMa CPEAOCTEHWMSI TMFAHTCKMX pa3MepoB MMeAa ObiCTpbIN
POCT, XapakTepmn3oBanacb OTCYTCTBMEM KAMHWMYECKOW CUMMTO-
MaTUKK, PE3KON MaHWdecTaumen ¢ pPasBUTUEM KAMHUYECKOM
KapTUHbI OCTPOW AbIXaTEAbHOM HEAOCTATOYHOCTU U BbICOKUM
puckom AeTanbHoro ncxopa. CKT OFK ¢ KoHTpacTMpoBaHUEM
ABMAACb ONTMMaAbHbIM METOAOM BM3yaAM3auuu HOBOOOpa3o-
BaHWA B FPYAHOM NMOAOCTU y pebeHKka ¢ HaAMUMEM AbIXaTeAbHOM
HepocTaTouHOCTU. CybTOTaAbHbIN pa3mep BbISBAEHHON AePMO-
WAHOM KWUCTbI M CNaeyHblii NPOLECC, CONPOBOXAABLUNIA €€ POCT,
OrpaHUYMAM 3HAOCKOMUYECKME BO3MOXHOCTU TOPaKOCKOMU-
YeCKOro AeveHust. NoBbIlLEeHNE OHKOAOTUYECKON HACTOPOXEH-
HOCTW Bpayen-neAnaTpoB NEPBUUHOIO 3BEHA NOMOXET PaHHEN
AMArHoctMke HoOBOOOPA30BaHWMI TPYAHOM KAETKM, MO3BOAMUT
n3bexatb BO3HWKHOBEHWI XW3HEYrPOXatoWmX OCAOXHEHWH,
YBEAUUYUT BO3MOXHOCTM YCNELIHOMO PaHHEro TOpakoCKomnuye-
CKOrO LLAAALLErO XMPYPrMyecKoro Ae4eHus.
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CTYAEHTOB U MOAOAbIX YUEHbIX
«lepnaTpuyecKue UTeHUA»

OT pepakumu: 22 pekabpa 2023 r. coctosirach IX exeroaHas Beepoccuitckas KOHGEPEHUUS CTYAEHTOB U MOAOABIX YYEHbIX
«lepnatpuyeckne UYTeHus», NOCBALLEHHAs MaMSTU BEAUKWUX POCCUMMCKMX yuyeHbix-neanatpoB A.A. KoaTbinvHa, AA. NebeaeBa,
M.A. NoHomapeBor, H.C. Knucaak. Meponpuatne NpoBOAUAOCH kadeApon GaKyABTETCKOW NeauaTpun NeaAnaTpuyeckoro dakynb-
Teta ®TAOY BO PHUMY um. H.U. NMuporosa MuHsapasa Poccuun npu noasepxke Cotosa neanatpos Poccuu.

CEKUUA <HAYHYHO-UCCAEAOBATEABCKUE PABOTbI»

OueHKa LWKOAbHOUW 3PenoCTU AeTEU, UMEIOLLUX CUHAPOM
AedUuUTa BHUMAHUA U TUNEPaKTUBHOCTH

Assessment of school maturity of children with attention deficit

hyperactivity disorder

LannHa Enn3zaBera CepreeBHa

HayuHbiii pykosoauteAb: EBpokumoBa HuHa BUKTOPOBHA, K.M.H., aCCUCTEHT

®reoy BO CMN6IMMY MunsapaBa Poccun, Cankt-MNetepbypr, Poccuiickas deaepaums

AKTyanbHOCTb. OpHa M3 BaXHEWLW WX 3apady Bpada-neau-
aTpa — OLEHKa roTOBHOCTM pebeHKka K LUKOAbHOMY MpoLec-
cy. Mpouecc nepexopa pebeHKka M3 AETCKOTO capa B LUKOAY
ABASIETCS HACTOALLMM MCMbITAHWEM, BEAb, MOMUMO y4yeOHOM
Harpysku, AeTAM HeoBXOAMMO MNPOMTH NEepPUoA apanTaumu
W couManm3aLmm CpeAr CBOMX CBEPCTHUKOB. AeTH ¢ 3aboneBa-
HUAMMW LEHTPAAbHON HEPBHOW CUCTEMbI, B TOM YUCAE U C CUH-
APOMOM AeduUMTa BHUMaHWS M runepaktusHoctn (CABI),
MOryT OKa3aTbCsl HE3PEABIMU K MOMEHTY MOCTYNAEHUA B LLUKO-
Ay, UTO BAEYET 3a COOOM NAOXYHO yCneBaeMoCTb, Ae3aAanTaLuio
N KOHOAMKTbI CO CBEPCTHUKAMMU U yunTeAsIMU. He3penble AeTH
TpebytoT 0co60ro BHUMaHWA U MHAMBMAYAABHOTO MOAXOA@ CO
CTOPOHbI POAUTENEN.

LleAb. OLEHWTb FOTOBHOCTb K LLIKOABHOMY 06yUYeHUto AeTeW
¢ CABI.

3apaum. [posectn TecTMpoBaHue cpeamn petert ¢ CABI 1 3p0-
POBbIX AETEW, MPOAHAAU3UPOBATb PE3YALTAThbl TECTUPOBAHMUS.

Martepuanbl U MeToAbl. B vccaepoBaHMU NPUHAAM yua-
ctme 35 petert B Bo3pacte 6-6,5 neT (48,57% AEBOYEK,
51,43% MaAbuyMKOB), MOCELLABLUME AETCKUE AOLUKOAbHbIE
yupexaeHust obbl4HOro TMNa ropoaa Beankoro Hosropoaa.

Kputepuu BKAIOUEHUA B UCCAEAOBAHUE: OTCYTCTBUE TAXE-
AOW BPOXAEHHOW WMAM MpUobBpeTeHHoW (opraHWyeckoi) naro-
AOTMW HEPBHOW CUCTEMbI; OTCYTCTBME COMYTCTBYIOLWMX XPOHU-
YECKUX COMaTUUECKMX U NMCUXMUYECKMX 3aBOAEBAHWN; HAAUUUE
YCTAHOBAEHHOr0 BPauoM-HEBPOAOroM AnarHosa CABI (kombu-
HUPOBaHHbIN BapuaHT); MaHudectaunsa CABI ¢ 4 AeT; mearKa-
MEHTO3HOE AeYeHMe (TOAbKO nMpenapataMmn HOOTPOMHOIO PSAA).

OcHoBHyO rpynny coctaBuan 25 aeten ¢ CABI (aMarHos
6blA YCTAHOBAEH BPauOM-HEBPOAOTOM), KOHTPOALHYHO rpynny —
10 3A0POBbIX YEAOBEK.

AAS BbINOAHEHWA pPaboTbl BbIA MCMOAL30BAH TECT LLKOAb-
Hot 3penocTu KepHa - Mupacuka.

Pesyabtatbl. CABIT yalle peructprpoBancs Y ManbUMKOB.
dusnueckoe pasBuTHEe AeTer 06enx rpynn 6bIAO CPEAHUM, rap-
MOHMYHbIM. AeTn ¢ CABI B 36% cayyaeB MMEAU B KadyecTBe
COMyTCTBYHOLLETO 3a60AEBAHMA 3AAEPXKKY PEUEBOrO Pa3BUTUS,
12% — AOKaAbHble TUKK, 16% — 3Hypes. B xoae UCCAepOBaHMSA
6bIAO YCTAHOBAEHO, UTo 60% peTelt ¢ CABI 06Aapany HU3KUM
YPOBHEM 3PEAOCTH, B TO BpeMs kak 50% AeTert B KOHTPOAbBHOM
rpynne MMeAn BbICOKUIN YPOBEHb LLUKOAbHOM 3PENOCTH.

Mpu nccrepoBaHUU AMUHOCTHOM 3peAOCTU y aeTei ¢ CABI
npeobAapaeT HU3KUI ypoBEHb pPa3BUTUS (52% — HU3KUI ypo-
BeHb, 20% — cpeAHWUt ypoBeHb, 28% — BbICOKMIM YPOBEHD),
y 3A0POBbIX AeTel npeobAapaeT BbICOKUIA ypoBeHb (60% —
BbICOKMM ypoBeHb, 30% — cpeaHui ypoBeHb, 10% — HU3KKMI
YPOBEHD).

Mpn MccAep0BaHUU MEAKOM MOTOPUKK U 3PUTEABHON KOOP-
AMHaumKn y peteit ¢ CABI npeobrapaet HU3KWUIA yPOBEHb pas-
BuUTMS (40% — HU3KUW ypoBEHb, 32% — CPEeAHWI YPOBEHD,
28% — BbICOKWI YPOBEHb), Y 3A0POBLIX AeTel npeobrapaet
BbICOKMM ypoBeHb (100% — BbICOKMI YPOBEHD).

Mpn MccAep0BaHMM 3PUTEABHO-MPOCTPAHCTBEHHOIO BOC-
NPUSATUSE U 3pUTEABHOM NamsaTh y aeTer ¢ CABI npeobnapaet
HU3KKI YpoBEHb Pa3BUTUA (52% — HU3KUIK ypoBeHb, 20% —
CPEAHUI ypOBeHb, 28% — BbICOKMI YPOBEHbL), ¥ 3A0POBbIX
AeTeit npeobrapaeT BbiICOKUIA ypoBeHb (90% — BbICOKUIA YpO-
BeHb, 10% — CpeAHUI YPOBEHD).

Mpn MccAep0BaHUM MHTEANEKTYAAbHOM 3PEAOCTU Y AETEM
¢ CABI npeobaapaeT HU3KKIN ypoBeHb pas3BUTUA (36% — HU3-
KWW ypoBeHb, 36% — CpeAHWA YPOBEHbD), Y 3A0POBbIX AETEN
COOTHOLLEHWE AeTeENW CO CPEeAHUM U C BbICOKMM YPOBHEM
no 50%.

3akntoueHue. AeTi, MMeOWMEe CUHAPOM AeduumTa BHU-
MaHWA W TMNEPaKTUBHOCTU, HE FOTOBbI K LUKOAbHOMY 0Oyue-
HWIO B TOM Xe CTeMNeHU, YTO 1 3A0POBbIE AETH.
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CEKLUUA (UHTEPECHbIU KAMHUYECKUU CAYUAN

B NPAKTUKE BPAYA-NEAUATPA»

XpPOHUUYECKUUN PEeLUAUBUPYIOWUNA MYABTUPOKAABHDBIN
0CTEOMUEAUT — U3BECTHOE HEU3BECTHOEe 3aboneBaHUe

Chronic recurrent multifocal osteomyelitis —

known unknown disease

be3ameHoBa Mapua AMUTpUeBHa

HayuHblii pykoBoauTenb: CnuBakoBckui HOpuit MapkcoBuY, K.M.H., AOLEHT

Ore0Y BO Capatosckui TMY um. B.U. Pasymosckoro MuHsapasa Poccuun, CapatoB, Poccuiickan ®eapepaums

AKTyaAbHOCTb. AyTOBOCMNaAUTEAbHblE 3aboneBaHusi (AB3)
NPUBAEKaOT BHUMaHUE MEAULIMHCKOM 06LLIECTBEHHOCTH B CBSI-
31 C BO3POCLLUMMK B MOCAEAHWE FTOAbI BO3MOXHOCTSIMU UX AMa-
FTHOCTUKW U COBEPLLEHCTBYIOLWMMUCA MOAXOAAMMU K AEUEHMUIO.
OcTaBasch AOCTATOMHO PEAKUMU, BOAbLLMHCTBO AB3 npoaoAXa-
10T ObITb TPYAHOAMArHOCTUPYEMbBIMWU, MOCKOABKY MpobAeMa Mx
AMNArHOCTUKKN ABASIETCS MYABTUAMCLUMMNAMHAPHON. OAHO M3 TaKMX
3ab60AeBAHUI — XPOHWUYECKUIM PELMAMBUPYIOLWNIA MYABTUDO-
KaAbHbIM octeomuenmT (XPMO), KOTopbIn TpaAMUMOHHO OTHOCAT
K NePBUYHOXPOHMUYECKUM OCTEOMMUEAUTAM (CHH.: «MHOXECTBEH-
Hbl1 HebaKTepUaAbHbIA OCTEOMMUEAUT) U KOTOPbIN SBASIETCA
AMArHo30M WCKAUeHMA. OH XxapaKTepusyeTca acenTUYecKum
BOCMAAUTEAbHbIM MOBPEXAEHWEM KOCTEW C MPOAOHTUMPOBAH-
HbIM U GAOKTYUPYIOLLIMM TEYEHUEM.

Lenb. MpeacTaBAEHUE CEPUN KAMHUUYECKMX HADAOAEHUI
naumeHToB AETCKOro Bodpacta ¢ XPMO, oTpaxatoLmx CAOXHOCTH
W TUMUYHbIE OLIMOKKM NPU AMArHOCTUKE AAHHOTO 3a60AEBaHMUS.

KAMHMUYeCKUH cAayuyail. Hamu M3ydeHbl U NpoaHaAu3npo-
BaHbl 3 cayyan pAebiota XPMO y nauveHtok 8-12 aet. Bee
CAYYau UMEAU KAMHWMYECKYHD KapTUHY, 3HAUMMO pasAvyaloLLy-
tocs No Ae6HTy, MePeYHd AMArHOCTUUYECKUX KPUTEPUEB, UTO
BbI3BAAO CAOXHOCTb NEPBUUHON AMATHOCTMKKM Ha dTanax amoy-
AATOPHOTO HabAAEHUA. Bce nauMeHTKU MPOLLAW AOATWUIA MyTb,
CPeAHAsi MPOAOAKMTEABHOCTb KOTOPOro COCTaBMA@ AO 2 A€T,
C MHOXECTBEHHOW TpaHCchopMaLMeN AMArHo30B Npu Kypauuu
Bpayen pasAUYHbIX CrneuuaAbHOCTEN: OPTONEAOB, XMPYProB,
TPaBMaTOAOIOB, MEAMATPOB, PEBMATOAOrOB. O6bEAUHSOLMM
y BCEX NALUMEHTOB rpynmnbl ObIAO YKa3aHWe Ha BO3MOXHYHO TPaB-
My, YTO He TOAbKO HanpaBASINAO KypaTOpOB MO AOXHOMY MyTW
AEYEHUSI MOCTTPaBMATUYECKOW NMaTOAOTMK, HO U YKa3blBaAO Ha
BO3MOXHYIO POAb TPABMAaTUUYECKOIO NOBPEXAEHWA KaK TpUrTe-
pa KAMHUYECKON MaHudecTaumnn AB3.

OAHa M3 mauMeHToK, 8 AeT, Habatopanach ¢ Xxanobamu Ha
60AM B CNIKHE W YacTbiMK NeperoMamiu. BTopas peBouka, 9 AeT,

nocAe TpaBMbl CTpapana OOAbIO B MATOYHOM KOCTM, KOTopas
CMEHUAACh HapacTarolMMKU BePTEDPAATUAMU C NOABAEHUEM
cneundrUyYeckorm CUMMNTOMATUKU MOPaXeHUs MO3BOHOYHMKA.
Y TpeTbelt naumneHTkn, 12 AeT, oTMeYancs B Ae6toTe U NMpu peLim-
AMBE OAMH M3 CaMbIX 4acTblX CMMMNTOMOB, BCTPEYatoLLMXCS
npu XPMO, — nopaxeHue rpyAMHHO-KAKOUUUYHOTO COUYAEHEHMUS.
OAHaKO OTCYTCTBME CMeumManbHbIX 3HAHWWA MO AAHHOM nato-
AOTWM He TMO3BOAMAO HADOAOAABLUMM €€ AAUTEABHOE Bpems
Bpayam BkAoUUTb XPMO B Kpyr auddepeHumanbHO-AMarHocTu-
YECKOTO MOUCKa.

06c¢cyxapeHue. B pesyabtate AMarHo3bl y BCEX NALMEHTOK
6bIAM YCTAHOBAEHbI B YCAOBUSAX CTallMOHapa BpavyamMu-peBma-
TOAOTaMU U B MOCAEAYIOLLEM MOATBEPXAEHbI CneunasrcTaMmm
depepanbHbIX Cneumarm3nupoBaHHbIX LEHTPOB, YTO NMO3BOAMAO
HauaTb Tepanuio bucpochoHaTamu.

3aknueHune. [IpeACTaBAEHHblE KAMHUYECKME CAy4vau
B pamMkax 06CyXAeHWs BOMPOCOB CBOEBPEMEHHON AUArHOCTH-
KM MO3BOAAKOT CAeAaTb BbIBOA O HEAOCTATOYHOM OCBEAOMAEH-
HOCTK BpauyebHoro coobulectea 06 AB3, 1 XPMO B 4acTHOCTH.
DOCTaTOUHO AAUTEABHbIN NEPUOA NALIMEHTbI HABAOAQIOTCS Bpa-
YaMW pPasAUUHbIX CMELMAABHOCTEN C OLLIMOOYHBIMU AMATHO3a-
MU, Koraa amarHo3 XPMO ocTtaeTtcsi Hepacno3HaHHbIM B Teue-
HWE HEeAOMNYCTUMO AAMTEABHOIO BPEMEHM.

MHOXECTBEHHbIN HebakTepuaAbHbI OCTEOMUEAUT — PEA-
koe AB3, ocTatowleecqa AN cneuuasnctos terra incognita.
3HaHWE KAMHUYECKON KapTWHbI, TeUEeHWUA 3abOAeBaHMA, MOA-
XOAOB K AMArHOCTMKE WM AEYEHWIO MO3BOAMT CBOEBPEMEHHO
BbIAABAATb NMALMEHTOB, YTO 3HAYMMO COKPATUT NEPUOA AO Haua-
Aa crneunduyeckor Tepanuu. NMoUCK NyTM pelleHus AaHHOM
NpobAEMbl 3aKAKOUAETCH B TECHOW WHTErpauuu mneauMaTpos,
PEBMATOAOTOB C OPTOMNEAMUYECKUM U XUPYPTUUECKUM Bpaveb-
HbIMW COOBLLECTBAMW C LEABID MaKCMMaAbHO 3GPEKTUBHOMO
B3aMMOOOMeHa 3HAHUSIMW AASI CBOEBPEMEHHOW AMArHOCTUKM
XPMO.
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Short Report

KpaTtkue coobwieHus

KAMHUYECKUM CAyuYan peAKOro reHeTMueckoro saboneBsaHuna

(cuHapoma Mpaya) y pebeHka

Clinical case of a rare genetic disease (Proud syndrome)

the child has

BeptbAaHoBa AHactacusa HukonaeBHa, MoHaxoBa AHHa ButanbeBHa

HayuHbiii pykosoauteas: LLlyTkoBa AAna FOpbeBHa, K.M.H., AOLIEHT

®reoy BO «[MMMY» MuHsppaBa Poccuun, HuxHuin HoBropoa, Poccuickas deaepaumsn
BY3 HO «AI'KB Ne 1», HxHuin Hosropoa, Poccuiickas depepaums

AKTYaAbHOCTb. KAMHMYECKAA AMArHOCTUKA PEAKMX TeHe-
TUYECKUX 3ab0ONEBAHUI OKa3bIBAETCA 3aTPYAHWUTEABHON BBUAY
HEeYacToro ynoMWHaHuWA B AWMTEPAType M MaAOW OCBEAOM-
AEHHOCTM O Hel cneunanuctoB. CuHApom [Mpays o6ycAoB-
AEH MyTauuMAMU rOMeobOKCHOro reHa ARX, KOAMPYHOLLErO
OAHOMMEHHBIN 60K, ABASIOLLMIACS GAKTOPOM TPAHCKPUMLIMK.
MyTtauun reHa ARX NpUBOAAT K HapyLeHUo AnddepeHLMpoB-
KW Y MUrpaLIMU KAETOK B aMOpUOreHese, B YacTHOCTH, B FONOB-
HOM Mo3re. 3aboAeBaHWe XapakTepuayetcs X-CLEeMNAEHHbIM
TMNOM HacAeAOBaHUSA, Yalle BCTPEYaEeTCs Y MaAbYMKOB, CPEAU
AEBOYEK MOXET BO3HMKaTb B 38% cAyyaeB. AAA MaTOAOTMK
XapaKTepHbl areHe3uss MO30AMCTOro TeAa, Mukpouedarus,
3aAepXKa MCMXOPeYeBOoro PasBUTUA, 3MNWMAENCUS U ClacTUy-
HOCTb, BO3MOXHbl CKEAETHbIE MaAbPOpPMaLIMK, aHOMaAUK pas-
BUTUSI MOAOBbIX OPraHoB.

Llenb. MpeacTaBUTb KAMHUYECKUIA CAyYan cMHAPOMa Mpaya.

KAanHuueckuin cayyam. MaumeHtka A., 9 AeT, SKCTPEHHO
NnocTynuAa B OTAEAEHME peaHWMauMU U MHTEHCUBHOW Tepa-
N1 B CBA3U C YacCTbiMW, NOBTOPSOWMMUCA Kaxable 10 MUH
reMUKOHBYAbCUBHbBIMW CYAOPOraMu, He KynupyemMbiMW MHOrO-
KpaTHbIM BBEAEHWEM AMalenama. AKyLIepcKo-O1MOAOrMUYECKH
aHaMHe3 6e3 ocobeHHocTel. CeMenHbIi aHaMHEe3 OTAroLLEH
HaAMUMEM Yy npapesa v 6abyliku MO AMHUKM OTLA FeHepaw-
30BaHHbIX CYAOPOXHbIX NPUCTYNoB. B aebtote 3aboneBaHUs
y MauUMEHTKU OTMevyanucb ¢ebpuabHble cyaoporn. PebeHok
C paHHero Bo3pacTta HabArAAACA MO MOBOAY 3MWAEMNCUU C TEH-
AEHUMEN K CTaTyCHOMY TEUYEHMIO, XapaKTepU3YoLWENCs TPYyA-
HO KYNUPYEMbIMUW 3MUAENTUYECKMMU MPUCTYNaMKU C YacTOTOM
4 pa3za B rop. AN KyNUPOBaHWUA CYAOPOT MPUMEHSAAUCH KOM-
6MHALMU aHTUKOHBYAbCAHTOB, YAYULLIEHWE HABAOAAAOCH MPU
CcoYyeTaHUW KAOHa3enama ¢ Tonupamartom. lMpu npoBepeHUK
KOMMbIOTEPHOW TOMOrpadun FOAOBHOMO MoO3ra O6HapyxeHa

AMCTEHe3nss MO30AUCTOrO TeAa, MPU MarHWUTHO-PE3OHAHCHOM
TOMOrpapun — areHesanss MO3OAUCTOrO TeAa, rMnoTPoPUsA
runnokamna, HapyleHue MWEeAMHU3auuu, NPU3HaKku artpo-
dumn. Ha ocHoBaHWM GbapMaKkope3UCTEHTHOCTU IMUAENCUN, ee
CTaTyCHOro TEeYeHWs, HaAMuMA MOpoKa pPas3BUTUA TOAOBHOIMO
MO3ra BO3HWKAO MOAO3PEHWE Ha reHeTuyeckoe 3aboneBa-
HUe. MOAEKYAADHO-TEHETUYECKOEe WCCAEAOBaHWe Mo naHe-
A «HacAeACTBEHHbIE 3MUAENCUU» BbIABUAO NATOrEHHYHO AAA
cuHapoMa lMpaya MyTaumio reHa ARX. Ha MoMeHT nocaepHen
rocnuTann3aummn y nauMeHTKHn OTMeyaloTca MuKpouedanms,
BblpaXeHHOe OTCTaBaHWe NCUXOPEYEBOro Pa3BUTHUA C MOAHLIM
OTCYTCTBMEM PeuUn, CTEPEOTUNUN B BUAE pacKayMBaHus, coca-
HWA NanbLa, ayTUCTUKONOAOBHOE NoBeAeHKe. Ha aneKTpoaHLe-
danrorpamme GUKCMpoBaAaChb MUAENTUPOPMHAN aKTUBHOCTb.
KombrHMpOBaHHas Tepanusi AakocaMUAOM, KAOHa3enamom,
nepammnaHeAOM MO3BOAMA@ KynUpPOBaTb IMUAENTUUECKUI CTa-
TYC, YBEAUYUTb CMIOHTAHHYIO ABUraT€AbHYHO aKTUBHOCTb.

06¢cyxaeHUe. KAMHUYECKMe CcUMNTOMbl 3aboneBaHUs
y NauneHTKU UMERT CXOACTBO C GEeHOTUNOM CUHAPOMa [paya,
OMUCaHHbIM B AUTepaType. Y pebeHka OTCYTCTBYHOT CKeAeTHbIe
ManbdopMaumMm U aHoOMaAuM PasBUTMA MOAOBbLIX OPraHoB.
AnarHo3 6bin MOATBEPXAEH pe3yAbTaTaMi MOAEKYASIPHO-TEHE-
TUYECKOIO UCCAEAOBAHMSA.

3akAatoueHue. B cBA3M ¢ HekypabenbHOCTbO 3aboneBa-
HUA, GapMaKopPE3UCTEHTHOCTLIO 3MUAEMNCHUM, 3aAEPXKKOW NCH-
XOpPEYeBOro pasBUTUSA NPOrHo3 y pebeHka HebaaronpuAr-
Hblil. HeobX0AMMO AaAbHeNLee AMHaMUYeckoe HabAopeHue
HEeBpOAOra, reHeTMka W neauatpa, NoCTOAHHOE NPUMEHeHue
NPOTUBOCYAOPOXHOW Tepanuu. TpebyeTcs npoBeAeHUe Cek-
BEHUPOBaHUA Mo CeHrepy METOAOM «TPUO» AASE OMpPEAENEHUSA
reHesa Mytauuu reHa ARX y naumeHTku. Poautensam pebeHka
Aa@Hbl PEKOMEHAALMUN MO AAAbHEWLLEMY AETOPOXAEHUIO.



3¢ PeKTUBHOCTb UCNOAL30OBAHUA COBPEMEHHbBIX NMPUHLUNOB
MEAWULUHCKOro CONPOBOXXAEHUA AETEU, POAUBLLUXCA

C 3KCTpeMaAbHO HU3KOU Mmaccou Teaa (QHMT)
(kAMHUWUYecKuM cayuam pebeHka E., poauBluerocsa

Cc maccou Tena 485 rpammoB)

The effectiveness of using modern principles of medical support
for children born with extremely low body weight (ELBW)
(case report of a child E., born with a body weight of 485 grams)

EpumoB AeHuc KoHcTtaHTUHOBUY, PasaHkuHa KceHusa bopucoBHa

Hayunble pykoBoautenn: Typtu Tatbsina BAapumupoBHa, A.M.H., npodeccop, PrAOY BO PHUMY um. H.WU. MNMuporosa
MwunappaBa Poccun; Muranm Anna BuktopoBHa, K.M.H.; BakoBuu EneHa AHaToAbeBHa, K.M.H., [BY3 AI'B Ne 9

um. IH. CnepaHckoro

OrAQY BO PHUMY mm. H.U. Muporosa MuHsapaBa Poccun, MockBa, Poccuiickan ®epepaums

AKTyanbHOCTb. B Poccuiickon depepaumm exeropHo pox-
AQIOTCS XMBbIMU 1,4 MAH AE€TEN, U3 HUX C IKCTPEMANBHO HU3KOWM
maccol Tena (QHMT) — okono 0,39%. 3apauamu cOBPEMEHHO-
ro 3ApaBOOXpaHeHusa ABAATCS obecneyeHne BbKMBAEMOCTU
aAetert ¢ QHMT u coxpaHeHue Mx 3A0POBbS.

Lieab. MpoaeMoHcTpupoBaTb 3GHGEKTUBHOCTb MCMOAB30Ba-
HWSI COBPEMEHHbIX MPUHLMNOB MEAMLMHCKOIO CONMPOBOXAEHUSA
AETEN, poamBLLMXCS ¢ IHMT.

KauHuuecku cayuain. PebeHok E., 9 neT. Matepu 37 ner,
6epemMeHHOCTb NATas, NpoTeKana C yrpo3oi npepbiBaHuUs, TaXe-
AOW 3aAEPXKKON BHYTPUYTPOOHOTO pa3BuTHa. Poabl TPETbM, one-
paTvMBHble, Ha 28-1 HeA. Macca Teaa npu poxaeHun — 485 T,
AwHa — 28 cm. APGAR — 1/5/7. B poaMAbHOM 3ane: corpe-
BaHue, CPAP, nHtyb6aumna, UBA, BBeaeHue MopakTaHT AAbda.
B kpaiHe Taxenom coctosiHuKn nepesepeH B OPUTH nepuHa-
TaAbHOIO LIEHTPA, TAe YCTAHOBAEH AMarHo3: «PaHHWI cencuc,
ANCCEMUHUPOBAHHOIO BHYTPUCOCYAUCTOrO cBepThiBaHuA (ABC)
CUHAPOM. BpoxaeHHbIM nopok cepaua (BMC): ymepeHHas
rMnonAasusl nepellenka aopTbl, AEDEKT MEXKEAYAOUKOBOM
NeperopoAkM, OTKPbITbIM apTepuanbHbIM MNPOTOK. Tsxenan
acoukena npu poxaeHuu. lloctremopparnyeckas aHemus.
Manbit pasmep K cpoky rectaumu. IHMT. HepoHOLEHHOCTb
28 Hea. HeKpoTU3MPYHOLLMI SHTEPOKOAUT». AAUTEABHO MOAY-
yan pecnvpatopHyto nopaepxky: MBA, CPAP. C 51-x c.x. —
35% Kucnopop yepes3 macky. BckapmamBaHue: Tpopuueckoe,
3aTeM 3HTepanbHoe. AeueHue: 5 KypcoB KOMOUHWPOBAHHOWM
aHTUOaKTepUanbHON Tepanuu, KapAMOTOHWYECKAs MOAAEPX-
ka. OTMeyanocb 5 anU30A0B yxyaAlleHus cocTofHusA. Ha 56-e
C.X. YCTAHOBAEH AMArHo3 GPOHXOAeroyHow aucnaasuun (BAA).
C 66-x C.X. AMarHoctMpoBaHa BblCOKasi AerouHas rmnepTeH3us,
noAyYyan MHrMbuTop dochoanactepasbi-5 aAanTeAbHO. B 4 mec
nepeBepeH Ha |l atan BbIxaxuBaHUA C AMarHo3om: «bAA,
TaxeAoe TeueHue. MocaeacTBUS LepebpanbHoi uemuu. BIIC.
AHrMonatua ceTyatku». \eyeHue: pmetorepanus, KUCAOPOAOTE-
panus, cumnTomaTtuyeckas tepanusi. C NOAOXKUTEAbBHON AMHa-
MUKOW BbIMMCaH AOMOM. AeroyHasi rMnepTeH3nsa KynupoBaHa

B 5 mecC XM3HU. Knucnopoposasucnm A0 1 ropa xm3Hu. Ha
NPOTSXKEHUM XMU3HU PEBEHOK MOAYYaA KypCbl BOCCTAHOBUTENb-
HOro AeYeHus A0 4 pa3 B roA C UCMOAb30BaHUEM OU3UUECKMX
dakTopoB (06K Maccax, KnuHesnoTepanus, pusnotepanus),
NMCHUXOAOTO-MEAArOrMYECKON KOPPEKLMKU, MEAUKaMEHTO3HOTO,
CUMMTOMAaTUYECKOro AeveHuns. A0 2 AeT NPOBOAMAACH NPOdU-
AAKTUKa TAXeAoro TeyeHus PCB-uHbekumn naamsudymabom.
Mcnonb3oBanca MYyABTUAMCLUMMNAMHAPHBIA MPUHLMI BEAEHMSA
naumMeHTa crneumanmcTamu: neamatp, KapAMOAOT, MYAbMOHOAOT,
HEBPOAOT, AMETOAON, OPTaAbMOAOI, opTonep, du3noTepanesT,
Bpay ADK, NcrUxoAor, CneunanmucT KOPPEKUMOHHON NeAarormku.
B Bo3pacte 9 AeT AMarHos: «CMHAPOM MbILLEYHOW AMCTOHWMU.
PaccTpoWicTBO BeretatMBHOM HEPBHOM CUCTEMbI». 3aKAOUEHWE
MYABTUAUCLMIAMHAPHOTO pPeabUAMTAaLMOHHOIO KOHCUAMYMA:
6AaronpUATHbIN peabUAUTaLMOHHbIN NPOrHO3. MHTEAAEKT chop-
MWpOBaH Mo Bo3pacTy. PebeHoK yuntca B 0bieobpasoBaTenb-
HOM WwkoAe. dusnueckoe passutre: Macca tena — 23 (10%) «r,
poct — 133 (50%) cm. MpoduaaKTUUECKUE NPUBUBKU MO UHAKN-
BUAYaAbHOMY rpaduKy.

06cyxpeHue. Okono 50% peTeint, poxaeHHbIX SHMT, umerot
MHBAAMAHOCTb, cBA3aHHYto ¢ ALLM, notepeit cayxa, 3peHust, Hapy-
LIEHUSMWU KOTHUTUBHOIO pa3BuTUSA. [103TOMY AETU, POAUBLLMECA
¢ OHMT, HyXaatTCA B NPUMEHEHUW COBPEMEHHbLIX METOAOB
BbIXaXWBaHUS U AAAbHEMLLEro 3TanHOro MEAMLIMHCKOIO COMpo-
BOXAEHUA C KOMMAEKCHbIM WMCMOAb30BaHMEM COBPEMEHHbIX
METOAOB BOCCT@HOBMTEABHOTO AeYeHus. B Hawem KAvHuue-
CKOM cAydae Baaropaps paHHeMy Hauyany, MOCAEAOBATEABHOMY,
3TanHOMY WCMOAb30BaHWIO COBPEMEHHbIX MPUHUMMNOB abuau-
Tauuu, a Takxke NepCOHaAM3MPOBAHHOMY, NapTUCHNATUBHO-
My MOAXOAY YAAAOCb M3bexaTb PasBUTUS WMHBAAMAU3UPYIOLLMX
3aboneBaHUI y pebeHka, poAMBLUErOCS ¢ Maccol Tena 485 T.

3aknoueHue. CoOAIOAEHME OCHOBHbIX METOAOAOTMYECKMX
NPUHLMNOB BeAeHWA aetert ¢ SIHMT — paHHee Havano abuauTa-
UMW, MYABTUAUCLMMAMHAPHBIA TYMaHU3MPOBaHHbIA KOMMAEKC-
HbI 3TanHbIA MOAXOA K Tepanuu — MNo3BOAsieT obecneunTb
6AaronpPUSTHLIA NPOrHO3 AASl MaUMEHTa.
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Short Report

KpaTtkue coobwieHus

0c06eHHOCTU TeueHUA FAMKOreHoBou 6one3nu IV Tuna

(kKAMHUYecKoe HabAloaeHue)

Clinical features of glycogen storage disease type IV

(clinical observation)

Maneto EauzaBeta MuxaiinoBHa, AyueHko Banepua BrapaumupoBHa
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AKTyaAbHOCTb. [AMKoreHoBasi 6oaesHb IV tna (IB IV) —
OUYeHb PEAKOE HACAEACTBEHHOE 3ab0oAEBaHWe, XapaKTepusyto-
LLeecs HapyllEHUEM FAMKOTreHOreHesa, ObICTPbIM Pa3BUTUEM
UMppo3a U BbICOKOM AETAAbHOCTbIO K 5 ropam XM3HK 6e3 npo-
BEAEHUA TpaHCNAaHTaumm nevenu (TIM).

LeAb. AeMOHCTpaLMsi OCOBEHHOCTEN TEUEHUS U TPYAHO-
cTew anarHoctvkuy I IV y pebeHka paHHero Bo3pacTa.

KAuHnueckum cayuan. Manbumnk A., 2 AeT 3 Mec, OT BTOPOM
6epeMeHHOCTH (nepBas — 3A0POBbLIA pebeHoK), npoTekaBLIen
Ha ¢oHe cnaeyHon OOAE3HWM Manoro Ta3a, aHeMWUMU AErkom
cTENEeHu, BTOPbIX CaMOCTOATEAbHbIX POAOB Ha 38-i Hea. Macca
Tena — 2840 1, pavHa — 50 cm, oueHka no wkane APGAR —
8/9 6annoB. MNeprop HOBOPOXAEHHOCTM — 6e3 0COHBEHHOCTEN.
B 5 mec nepeHec oCTpbIi AAPUHTUT, BNEPBblE OTMEYEHO MOBbI-
WweHue koHueHTpaumit AAT/ACT B CbIBOPOTKE KPOBU A0 2 HOPM.
He poobcnaepoBaH. B 1,5 ropa — iMMyHM3auma AKAC-BakUMHOM,
B MeCTe MHbEKUMM 0O6pa3oBanca MHOUALTPAT, B CBS3U C UYEM
rocnutaansmMpoBaH. PuU3MKaAbHO BMNepBble OTMEYeHa renarto-
cnaeHomeranusl. AabopaTtopHo: remornobuH — 78 r/A (Hopma
> 110), AAT — 234 M/A (Hopma < 29), ACT — 678 ME/A
(Hopma < 59), ITT — 121 Ea/A (Hopma < 35), WO — 459 Ea/A
(Hopma < 400). Metoaom TMUP B kpoBu 0bHapyxeHa AHK
umMToMeranoBupyca. Y3U opraHoB OpHOLIHOM MOAOCTU: rena-
TocnaeHomeraamsa. AuarHos: LIMB-renatit ¢ ayTOUMMYyHHbIM
KOMMOHEHTOM. [loAyyan NpPeaHM30AOH B A03e 15 mr/cyt
(kypc — 5 Mec) 6e3 adpdekTa. A A00OCAEAOBAHMA MOCTYNUA
B depepanbHblit LeHTp. Mpn ocMoTpe: dusnyeckoe pasBuUTUE
HUXe cpeaHero (SDS pocta -1,82), AMCrapMOHUYHOE 3a CueT
BblpaxeHHOro apeduumta maccol Tena (SDS macchl Tena -3);
XMBOT YBEAMUYEH B pa3Mepax; HUXHAS rpaHuua neyeHn +7 cm;
ceneseHka +6,5 cMm. NabopatopHO: reMornobuH — 98 /A,
TpoMBOLMTEI — 132 x 109/A (Hopma 150-450 x 109/a), AAT —
131 ME/A, ACT — po 389 ME/A, ITT — 83 ME/A, UCKAIOYEHDI

6one3HM BuabcoHa, lowe, HumaHHa - Muka, HeAOCTaTOUHOCTb
anbda-1-aHTUTPUNCKMHA, HACAEACTBEHHAsA TMPO3MHeMUS | Tvna,
HaCAEACTBEHHbIM FreMOXPOMATO3, AEPULMT AM3OCOMHOM KUCAOK
Avnasbl. Y3U 1 MPT opraHoB O6pHOLLIHOM MOAOCTU: 3HAUUTEAbHASA
renatomMeraausi, NpU3Haku AMGPY3HOro NapeHXMMaTo3Horo npo-
Liecca; BblpaXeHHas CNAeHOMEraAus; pacluMpeHue AMamMeTpoB
BOPOTHOM U cene3eHoYHOW BeH. AIAC: BapMKO3HO pacluMpeH-
Hble BeHbl NUeBoAa | cT. BbinoAHeHa MyHKUMOHHas 6uoncus
neyeHu, MUKPOMOPHOAOTHMUECKOE UCCAEAOBAHKE renatobuonTa-
Ta: B AOAbKax NeYEeHU — KAETKM OKPYTAOM GOPMbI C BbITAHYTbIMMU
AAPaMW, CMELLEHHBIMU Ha nepudeputo, UMTonAasMa Ux romo-
reHHas, CBETA0-303MHOdUAbHASA, LLINK-peakumns pesko NoAOXM-
TeAbHasl, B KOHTpoAe ¢ amunalon LLUMK-no3nTMBHOE BeLLECTBO
coxpaHsieTcA. ABAEHWA renatuta HU3KOM CTENeHU MMCTOAOTUYe-
CKOW aKTMBHOCTM HOCAT PeaKTUBHbIN xapakTep, MHAEKC ¢pnbposa
no wkane Desmet — 2 (ymepeHHbIit). HE0BXOAMMO UCKAKOUMTL
6 IV. MeTopOM MNPSIMOro aBTOMATUUYECKOTO CEKBEHUPOBaHUA
B 9k30oHe 02 reHa GBE1 BbiiBA€HA HYKAEOTMAHAs 3ameHa
€.278C>T B retepo3nroTHOM COCTOAIHWM, B 3K30HE 05 — HyKAeo-
TUAHas 3ameHa ¢.614G>A B reTepo3vroTHOM COCTOSIHUW. Takum
obpasom, BepudpuumpoBaHa B IV. PebeHOK HaxoAWUTCS MoA
AVHAMWUYECKUM HabAtoAEHWEM U ByAET CBOEBPEMEHHO HampaBs-
AeH Ha Tl npu NoABAEHUU NOKa3aHWUW.

06¢cyxaeHue. MsHavanbHO pebeHky ObIA YCTAHOBAEH
HEBEPHbIM AMArHO3, B pe3yAbTate Yero HasHauyeHa Heapek-
BaTHas Tepanua. TOAbKO MOPPOAOTMUECKOE WUCCAEAOBaHUE
61oNTaToB NEYeHW MO3BOAMAO 3anop03puTb B IV, noaTBEpPX-
AEHHYIO BMOCAEACTBUU MOAEKYASIPHO-TEHETUUECKUM METOAOM.

3aknatoueHue. b IV caepyeT yuutbiBaTh Npu AnddepeHLm-
AAbHOW AMArHOCTMKE XPOHWYECKMX GOPM NATOAOrMU NEYEHMU,
YTO NO3BOAUT BOBPEMS OMPEAEAUTH TAKTUKY BEAEHWUS TaKKX
NauMeHTOB U NOBbLICUTb MX BbIXKMBAEMOCTb B paMkax CBOEBpe-
MEHHO nNpoBeAeHHOoM TIN.



KAMHUYECKUH CAyuYaH YCNELHOro Ae4eHUA MHOXKECTBEHHOTO
apTepuanbHoOro Tpomb6bo3a y HeAOHOLEHHOro pebeHka

Case report of successful treatment of multiple arterial thrombosis

in a preterm infant

Martpoc EkatepuHa CepreeBHa, AKCEHOB AHTOH OneroBuy, AémuHa Copusa AneKcaHAPOBHA

HayuHbii pykoBoauteab: NapuHa Ato6oBb EBreHbeBHa, K.M.H., AOLEHT

OrAQY BO PHUMY um. H.U. Muporosa MuHsapasa Poccun, Mockea, Poccuiickan ®eapepaums
BY3 «Mopo3osckasa ATKb ASM», Mockea, Poccuitickan ®epepaums

AKTyaAbHOCTb. HeoHaTanbHble Tpom603bl (HT) ABAAtoTcS
PEAKMM U TAXEAbIM 3abB0AEBaAHWEM Y HOBOPOXAEHHBIX, 3aya-
CTYIO MPUBOASLLMM K WHBAAMAM3ALUMU U AETAAbHOMY WMCXOAY.
OTMeueHO BO3pacTaHMe 4acToTbl BcTpedaemoctn HT y Hepo-
HOLUEHHbIX AeTEN. PaHHSA AMArHOCTMKAa MO3BOASIET COXPAHWUTb
XM3Hb PebeHKy M u3bexaTb TAXEAbIX OCAOXHEHWI. Tepanus
AHTUKOATYASIHTHBIMW NpenapaTamMmu U CUCTEMHbIA TPOMBOAU3NC
HaxoAAT BCe OOAbLLE NMPUMEHEHUSI B KAMHUYECKOW MPaKTUKE,
OAHAKO OMbIT WMCMOAb30BAHUSA TPOMOOAWUTUUECKOW Tepanuu
(TAT) B HEOHATOAOTMK OCTAETCH OrpaHUUYEHHbIM.

LeAb. OnucaHne KAMHWMYECKOrO CAyyasa YCMewlHOro Aeve-
HWA apTepUanbHOro Tpomb03a y HEAOHOLLIEHHOTO pebeHkKa.

KAMHUUeCcKU cAyyaill. HepOHOLWEHHbIM ManbuuK A,
(36 Hep) noctynun B BY3 «Mopososckas AFKb A3M» u3
POAMABHOIO AOMa B 1-€ CYT XM3HW Ha UCKYCCTBEHHOM BEHTU-
AAUMK AETKMX C TEeYEHUEM MHPEKLMOHHOro mpouecca, Ablxa-
TEAbHOM HEAOCTATOUHOCTbO, TPOMOO30M OpPIOLIHOrO OTAEAa
aopTbl, MOAB3AOLUHbIX apTepui, NpaBOW BETBU AETOYHOM
aptepun Ha ¢oHe aAmabetnueckon odetonatn. C poxXAEHUA
OTMEYaAUCb MOXOAOAAHME WM LMAHO3 HWXHUX KOHEYHOCTEMN,
nyAbcaums Ha 6eApeHHbIX apTepusix Obina pPe3ko ocrabaeHa,
apTepuanbHOE AABAEHUE U caTypaLmsa He ONPeAEAIAUCH, MoYa
KpacHan. KapAMOCKPUHUHI MOAOXMTEAbHbIA. Heab3s 6bin0
UCKAKOUUTb BPOXAEHHbIM NOPOK CepALa (KoapKTauus aopTbl?).
MHCTpyMEHTaAbHO: AUDOY3HbIE M3MEHEHMA MOYEK, TFEMOAM-
HamMuyeckne HapyleHus. NMPoBOAMAMCH KOPPEKLMA remocTa-
3a, aHTMbakTepuanbHas W renapuHotepanua. AabopaTopHo
AedULIMTA ECTECTBEHHbIX aHTUKOAryASIHTOB BbIIBAEHO He ObINO.
EAMHCTBEHHbIM BapWaHTOM Tepanuu, NO3BOASIOLLMM MPEAOT-
BpatUTb GatarbHOE MOBPEXAEHUE MOYEK U MPOrPECCUIO TPOM-
603a, sBAAAach TAT aATenAasoi, oTMeYanachb MOAOXKWUTEAbHAS
AMHaMMKa (YAYULLEHWE LBETA KOXHbIX MOKPOBOB, KyNUMpOBaHWe
Makporematypuu). Ha 4-e cyT XW3HU Npu HEMPOCOHOrpadun
6bIN0 BbIABAEHO 06pa3oBaHMe AEBOr0 TaAaMyca remMopparuye-

CKOTO reHesa, oT AaAbHewnLlero nposeaeHns TAT 6bIA0 peLleHo
BO3AEPXaTbCA, MPOAOAKEHA renapuHoTepanus NoA KOHTPOAEM
aHTWU-Xa-akTMBHOCTU. Ha 18-e cyT XM3HU pebeHOoK ObiA nepe-
BEAEH B HEOHATOAOIMUYECKOE OTAEAEHME, o4varn WMHPeKUUH
paspeLnanc, bbina AOCTUIHYTa NOAHAA PEKAHAAM3aLMA COCY-
AOB. PebeHOK cTan akTMBHee, PePAEKChl U MbILLEYHbIA TOHYC
C HapacTaHuem, npubaBAaA B Macce. bbia BbinMcaH AOMOW
B YAOBAETBOPUTEABHOM COCTOSIHMKM MOA HabAOAEHWE Bpadei
NOAVKAUHUKM.

06c¢cyxpeHue. Y pebeHka aprepuanbHbii HT umutmpo-
BaA CUMMNTOMbI KOapKTauuu aopTbl, N0 pe3yAbrataM 3XxoKap-
Avorpadun AMarHo3 6biA UCKAOUEH. Ha ¢oHe M3HauvanbHO
NPOBOAMMOMN M30AMPOBAHHOW renapuHoOTEPaAnUU OTMeYanacb
oTpuuaTeAbHas AMHaMMKa, COXPAHANCS BbICOKUWA PUCK KPWUTU-
UYECKOr0 HapyLLIEHUA KPOBOTOKA B apTEpPUAX MOYEK U HUXKHUX
KOHEYHOCTEN, YTO MOTAO 3aKOHYMTLCA NoTEPEN WX GYHKUMMU.
MpenapaTtom BbI6Opa AASI AeUeHMs TPOMOO03a CTana anTennasa,
npv NPUMEHEHMUU KOTOPOM PUCK TAXKEABIX KPOBOTEYEHWI U BHY-
TPUYEPENHbIX KPOBOWU3AUSIHWUI, MO AUTEPATYPHLIM AdHHbLIM,
coctaBaseT meHee 10%. B paHHOM cAayyae oxupaemas noab3a
npesbIllana PUCK OCAOXHEHWI. KoMnaekcHoe obcnaepoBaHWe
W NpaBUAbHO MOAOBpPaHHOE AeUYEHME MO3BOAMAM KynMpOBaTb
TPOM603 U U36EeXaTb XUIHEYTPOXAIOLLMX OCAOXKHEHWN.

3aknaoueHne. KAMHWYECKUIA CAyYal OMUCbIBAET PaHHIO
AMArHOCTUKY TPOM6030B Y HEAOHOLLEHHOTO pebeHka Co CBOEB-
PEMEHHO Ha3HaYeHHON W NPaBUABHO NOAOBpPaHHOM Tepanuen,
KoTOpasi MO3BOAMAA M36exaTb TSXEAOW OpraHHOW HeAOCTa-
TOYHOCTU U MHBaAMAM3aUMU. TAT Haubonee adpdeKTUBHA MPK
apTepuanbHbIx TPomMB03ax, OAHAKO CYLLECTBYET PUCK remop-
parMyecknx OCAOXHEHMWH, uTo TpebyeT OT Bpayeir NpucTanb-
HOro HabAOAEHUS 3a COCTOsIHWEM pebeHka. Manbuuky OblAO
PEKOMEHAOBAHO MPOAOAXKUTL FenapuHoTEpPanuio, MNpPOBECTU
MOAEKYAAPHO-TEHETUUYECKOE WCCAEAOBAHUE AAA UCKAKOYEHUA
HACAEACTBEHHbIX TPOMOODUANIA.
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Cayuau nepuHaTtanbHOU popmbl 60ore3HU HUmaHHa - MNMuka C
Ha ¢oHe natoreHeTuueckou off-label Tepanum

Case report of the perinatal form of Niemann - Pick disease type
C with the background of pathogenetic off-label therapy

MunraueBa Hauna PapukoBHa, AptbikoBa Hapruc AHBapoBHa

Hayuhble pykoBoautean: KamanoBa Aaauta AcxatoBHa, A.M.H., npodeccop; PaxmaeBa Pa3uaa doatoBHa, K.M.H.

Orb0Yy BO KasaHckuit TMY MuH3ppaBa Poccuun, KasaHb, Poccuitickan ®epepaumsn

AKTyanbHOoCTb. bone3Hb HumaHHa - lMuka C (BHMC) —
MYABTUCUCTEMHOE OpdaHHoe 3aboneBaHWe, 0OYCAOBAEHHOE
MyTaumsimu B reHax NPC1 n NPC2, BeAyLLIMMU K HapyLLEHUIO
BHYTPUKAETOYHOIO TPaHCNopTa AMMMAOB, U XapaKrepuaytoLee-
CSl KAMHUYECKMM MOAMMOPGU3MOM. CAOXKHOCTU NMPeACTaBAEH-
HOrO CAy4yasi 3akAatodaancb B AvbdepeHUManbHO-AMarHOCTU-
YECKOM MOWCKE MPUYMH CMHAPOMA XOAECcTasa WM WMHULMALMK
cybeTpaT-peayLMpYOLLEN TEpaNK.

LleAb. AHaAM3 KAMHWYECKMX OCOOEHHOCTEN, AMArHOCTUKM
W TeyeHua nepuHatanbHon ¢opmbl BHMNC Ha ¢doHe naToreHe-
TUYECKOM TEPaNUu.

KAnHnueckuit cayyai. Manbuuk, 10 mec, poxaeH B 6AU3-
KOPOACTBEHHOM Bpake. B 1-e cyT — UKTEPUUYHOCTb KOXM, rMnep-
6uAnMpybrHemusi. Ha 10-e cyT — noBbilieHne ACT.

Mpu rocnutasnsaumn Ha 18-e cyT — xanobbl Ha AeOULMT
MaccCbl TeAa, TUMOTOHWIO, XEATYLLHOCTb KOXW, CKAEp, Cbifb,
B3AYyTUE XMBOTa. NabopaTopHO: CMHAPOM LMTOAM3A, XOAECTa-
3a, nosblweHne CPB. B Bospacte 1 mec npuCOEAMHUAUCH
MblLIEeYHan AUCTOHUSA, rMnopedAeKcHs, renatocnAeHOMeraAms.
CUHAPOMbI UMTOAM3A M XOAECTa3a CoXpaHAANCh. Ha ocHoBaHMK
nonoxutenbHor MNUP Ha LUMBW BbictTaBAeH avarHo3 LIMB-
renatuta. Ha ¢oHe 3TMOTPONHOW TEPanUM COCTOSTHUE HE YAYY-
LLMAOCb, HE UCKAKOUAACA TOKCUUYECKUI renaTur.

MapanreAbHO C AEYEHWEM NPOAOAXKAACH AUArHOCTUYECKUI
NoucK. BbIMOAHEHO reHeTMyeckoe UccaepoBaHWE 52 reHoB —
naHeAb «XoAecTa3dbl». BblABAEHbI M3MEHEHWA HYKAEOTUAHOM
NocAeAOBaTeAbHOCTU B 3k30He 10 reHa NPC1. O6HapyxeHo
yBeAndyeHue AM3ocouHrommennmHa-509 metopom TMC, yto noa-
TBepanao BHIC.

CumntomMaTMyeckoe AeYeHWe NPOAOAKEHO, Ha GOHe OTCYT-
CTBMS NPOrpeccMpoBaHUsA LMTOAM3A, XOAECTa3a, KYyNMpOBaHMA

acupmTa 6biAa PaccMOTPeHa BO3MOXHOCTb NPOBEAEHUST pebeH-
Ky cybcTpaT-peayLmMpytoLLEen Tepaniu. Ha ocHOBaHUK peLleHus
BpayebHOM KOMWUCCUMM MALUMEHTY Ha3HauYeH MWIAYCTaT B AO3€
50 Mr/cyT, HauMHasa ¢ Bo3pacTta 9 mec.

B 10 mec coctoaHue pebeHka cpepHein CTemneHn TAXECTU
3a cuyeT bOH cpepHen cTteneHn TaXecTH, HEBPOAOTMUYECKON CUM-
NTOMAaTWKK, renatocnAeHOMeraAMn B pamkax 3aboneBanus. Ha
OCMOTP pear1pyeT NOAOXMTEABHO, YAbIOAETCS, B3rAAA GUKCUPYET,
3a NPeAMETAMMU CAEAMUT, AENEYET, TONOBY YAEPXKMBAET, UIPYLLKK
3axBaTbiBaeT, yaepxuBaeT. CaMOCTOATEABHO HE CWAMT, onopa
Ha cTtonbl cAabasi. NabopaTopHO: M3OAMPOBAHHOE MOBbILLEHUE
ACT po 64 Ep/A. Mo Y3U: renatocnaeHomeraaunsi. MPT roAOBHOIO
Mo3ra: Npu3Haku HapyLIeHUs MUEAVHU3aLWK BEAOro BELLECTBA,
KOpKOBas aTpodua NOAyLLIAPUIA FOAOBHOTO MO3ra, C 3aMeCTUTEAb-
HOM HapyxXHOM ruapouedarven, anrasusi BaaAMka MO30AUCTOrO
Tena. J3I: anuaenTMdOopMHan akTUBHOCTb HE 3aperMcTpupoBaHa.

06cyxpeHue. [peACTaBAEHHbIM CAyda AEMOHCTPUpPYET
CAOXHOCTb NOCTAHOBKW AMarHo3a pebeHKy npu MaHudecTauum
3aboneBaHMsA B MAAAEHUYECKOM Bo3spacTte. [0 XWM3HEHHbIM
NoKasaHUsIM naumeHTy 6blna HasHaueHa cybcTpaT-peayumpy-
owas Tepanus npenapatoMm MUrayctat. Hecmotpsa Ha To, uTo,
no AUTEPATYPHbIM A@HHbIM, BUAMMBIA KAMHUYECKUIA IbbEKT
HabAtopaeTcs uepe3 6-12 MeC OT HayaAa Tepanuu, y naum-
€HTa yXe yepe3 Mecsil, MOCAe Hauyana AeuYeHusi HabAoAAAOCh
KynupoBaHWe CMHAPOMA XOAEeCTasa, YTo MO3BOASIET U BMNPEAb
HaAesATbCA Ha 3PPEKTUBHOCTb NOAOOPAHHON Tepanuu.

3aknoueHue. KAMHWYECKUI CAyYai NMOATBEPXAAET Heob-
XOAMMOCTb BKAOUYeHUA BHIC B AddepeHumanbHo-AnarHocTu-
YEeCKWIM MOMUCK MPUYUMH XOAECTa3a y AeTel IpyAHOro Bo3pacTta
1N BO3MOXHOCTb paHHero Ha3HayeHus natoreHeTMyeckom off-
label-tepanuu.



TeueHue GpoKanbHO-CErMEHTAPHOro NNOMEpPYAOCKAEPO3a,
accouuMupoBaHHOro ¢ mytauueu B reHe INF2

Disease state of focal segmental glomerulosclerosis associated

with a mutation in the INF2 gene

CeayHuHa Aapba AneKCaHAPOBHA

HayuHbiii pykoBoauTens: XXypasaeBa Hatanbsa CepreeBHa, K.M.H., AOLEHT

Oreoy BO YIMY MwuH3apaBa Poccun, ExkatepuHbypr, Poccuiickas ®eapepaums

AKTyanbHOCTb. B CTpyKType HedpOoTUUYECKOr0 CUHAPOMA
(HC) y aetelt B 5-20% cAyyaeB Mo pesyabTataM Heppobuon-
CWU BbIABASETCS GOKANbHO-CErMEHTaPHbIN FAOMEPYAOCKAEPO3
(OCIC), KoTOpbI XapaKTepmusyeTca NePBUYHBIM MOBPEXAEHU-
€M NOAOLIMTOB U B MOAOBUHE CAYYaEB PELMAMBUPYET B TPAHC-
NMA@HTMPOBAHHOM NouKe.

Leab. Onucaxne kanHuyeckoro caydana OCIC, accoummpo-
BaHHOrO ¢ MyTaumein B reHe INF2, ¢ nocaeayromMM peumamBom
HC B TpaHCNAQHTUPOBAHHYHO MOYKy y pebeHka 15 Aer.

KAMHWYecKkur cayuyan. Aeb6rT NOAHOTO CUMMTOMOKOM-
nAekca HedpoTUUYECKOr0 CMHAPOMA Yy AEBOYKWM B BO3pacTte
12 AeT pasBuAcA B okTsibpe 2018 1. Pemuccusi AOCTUIHYTa Ha
CTaHAAPTHOM KypcCe TAHOKOKOPTUKOCTEPOMAOB. MepBbii peuu-
AMB pasBUACA CMycTA 2 MeC MOCAe OTMEHbl CTepoupoB. Mo
pe3yAbTaTaM Hedpobroncun onpeseaeHa MopdOoAorMyecKasn
KapTMHa Me3aHrMonpoAndpepaTMBHOrO rAOMepPyAOHEDpUTa
(r. EkaTepuHbypr). Bo3ob6HOBAEH NpWeM METUANPEAHU3ONO-
Ha, B TOM UYMCAE NyAbC-TEPANUS, C MOCAEAYIOLMM KypCOBbIM
BBEAEHMEM UMkrodochammpa B cymmapHor ao3e 1400 wr.
MpU CHUXEHMU AO3bl METUANPEAHWM3OAOHA 3apeErMcTpupoBaH
NoBTOPHbIN peunamB HC. HecmoTpsi Ha MHMUMKMPOBaHWE Tepa-
MM MMKOGEHOAATOM MOPETUAOM, Y AEBOYKM COXpaHAAACb
aKTUBHOCTb 3aboAeBaHMUS.

YuntbiBan MyABTUAEKAPCTBEHHbIM PE3NCTEHTHbIM HC,
NMOBTOPHO NPOBEAEHA Hedppobuoncus, No pe3yAbTataM KoTo-
pov BepudnumpoaH ®CIC (23%), anddysHana nopoumtonaTmsa
C TOTaAbHbIM PacnAacTbiBaHWMEM MaAbIX OTPOCTKOB MOAOLMTOB
(100%) (r. CaHkr-lMeTepbypr). B cBA3M ¢ pas3BuUTMEM arpa-
HyAOUMTO3a ObIA OTMEHEH MUKOdEHOAATa MOGETUA; K Tepa-
nuu NoAkAtodeH Takpoaumyc 0,1 mr/kr/cyT. Mpu npoBeaeHUM
MOAEKYAAIPHO-TEHETUUYECKOTO 0OCAEAOBAHUS Y AEBOUYKMU Oblna
BblABA€Ha MyTaumsa B reHe INF2 14-i XpOMOCOMbI C Heomnpe-
AEAEHHbIM 3HaueHuem — c. 1280_1285delCACCCC (aeneums

6e3 caBWra paMKK CUMTbIBAHUS B 3k30He 8). Ha 21-i1 xpomo-
COMe BbIIBA€Ha retepo3urotHas Mukpoaeneums seg[GRCh38]
del(21)(p12) chr21: g.5010001_656394del npoTsaXeHHOCTbIO
1553 948 nap HykAeoTUAOB. Y maTepu pebeHka BbisIBAEHA
aHaAorMyHasa MyTaums.

Ha ¢oHe Tepanuu TakpoAMMYCOM OTMEYEHO HapacTaHue
A30TEMUU, CHUXEHUE CKOPOCTU KAYOOUKOBOM OUALTPALMM.
JHAOTEAMOTOKCUUECKOE AENCTBME ObINO KYMMPOBAHO TMOCAE
OTMEHbI npenaparta. YuuTbiBas NPOrpeccUpoBaHWE XPOHU-
yeckow 6oAe3HM Noyek A0 5-M CcTapnu, MHWUMMPOBaAHA 3ame-
CTUTEAbHAA MoOYeyHas Tepanusi METOAOM MEepPUTOHEeaAbHOro
AManum3a.

B Hoabpe 2021 r. npoBeAeHa TPaHCMNAAHTALIMA POACTBEH-
HOW NoukK (0T maTtepu). Ha 2-e cyT nocae onepaummn CHUXEHUe
AMype3a, HapacTaHWe NpPoTeUMHYpuM, a3oteMun. CocTosHue
pacueHeHOo Kak peunamB HC. TpoBepeHbl NyAbc-Tepanus,
ceaHcbl NAa3mMadpepes3oB € NOAOXKUTEAbHbIM OTBETOM.

B aekabpe 2021 r. noBTOpHbIM peunanB HC, tepanus
YCUAEHA BHYTPUBEHHbLIM BBEAEHWEM MMMYHOTAOBYAMHA, CeaH-
camu naasmoobmeHa. B nocaeaytoulem, B mapte 2023 .,
BBEAEH pUTyKcumab B pAo3e 300 Mr. AOCTUTHYT MOAOXKUTEALHbIN
KAMHUYECKUIN 3D PEKT.

06cyxpeHue. OCIC ABAAETCA MPOrHOCTUUECKU HebAa-
ronpuaTHbIM  MOpPdOAOrMYeckuM BapuaHTom HC B cBA3M
C PVUCKOM PELMAMBUPOBAHWUS B TPAHCMAGHTMPOBAHHOM MoYke
y 30-50% 60AbHbIX, MPEUMyLLECTBEHHO B MepBble 2 ropa
nocAe TPaHCMAaHTaLMUM.

3aknoueHue. lpu peleHnn Bonpoca O NPOBEAEHMU
TPaHCNAAQHTALUMKU OT XWMBOIO POACTBEHHOTO AOHOPA B CEMbAX
¢ MyTaumuamMu B reHe INF2 uaeHbl ceMbK AONKHBI BbITb 06cAen0-
BaHbl HA HAAMUYME AAHHOW MyTaumu. MNpu OTCYTCTBUM y AOHOpa
ABHbIX NPU3HAKOB 3a60AEBAHWA TPAHCMAAHTALMSA NMOYKM MOXET
yBeAnunTb puck HC y peumnnueHTta u pooHopa.
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KAMHUYEeCKUM cayyau coOueTaHHOU BUPYC-aCCOLUMUPOBAHHOMU
KOAbLLEBUAHOU LLEHTPOOE)XXHOU 3pUTEMbl U TeMOppParMuecKoro

BaCKyAUTa

Case report of combined virus-associated erythema annulare
centrifugum and acute vascular purpura
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AktyanbHOCTb. B anoxy anuapemun COVID-19 u3BecTHbI
CAyYau NOCTKOBMAHOM 3pUTEMBI, CBA3AHHOW C UMMYHOBOCNA-
AUTEABHBIM MEXaHM3MOM KOPOHAaBUPYCHON MHPEKLMU HOBOMO
TMna. femopparuyecknin Backyaut (IB) LUeHaenHa - TeHoxa
Takxe ABASIETCS WMMMYHOBOCNAAWTEAbHBIM 3aboAeBaHUEM.
MpeanoAaraeTtcs, UTo BUPYCbl BbICTyNatoT TpUrrepamu B 3any-
CKE Kackapa BOCMAAUTEAbHbIX peakLMi, UTo ycyrybasieT Teue-
Hue 3aboAeBaHU y AeTel.

Llenb. OnvcaHne KAMHWYECKOIrO CAy4Yasi BUPYC-aCCoOLMMPO-
BaHHON KOAbLEBUAHOM LIEHTPOBEXHOM 3pUTEMBI U reMopparu-
Ueckoro Backyauta y pebeHka 8 Aer.

KAnHMuecKkuim cayuai. AeBouka, 8 AeT, 06paTUAaCh C XKano-
6amMu Ha HaAMYME CbiNK Ha AULIE, LLIEE M KOHEYHOCTAX. U3 aHam-
Hes3a M3BEeCTHO, 4To B Mae 2021 r. Ha dpoHe Amxopaakm (38 °C)
NMOSIBUAMCb CbiMb Ha HWXHWUX KOHEYHOCTSIX, 6OAb B XWBOTE,
OTEYHOCTb FOAEHOCTOMHOro cycTaBa. bbina rocnutaaManpoBaHa
B CTaLMOHap C AMarHo3om: «Annepruyeckasn nypnypa (nypnypa
LLleHnerHa - TeHoxa), cMelwaHHasa ¢opma (CMHAPOMbI KOXHBbIN,
abAOMUHaAbHbIN, CyCTaBHOM), OCTPOe TeueHwuer. Mpu obcaepo-
BaHUKU BbIABAEHbI aHTUTEAa anti-EBV IgM VCA — 115 Ea/ma,
anti-EBV 1gG EBNA — meHee 3 Ep/MA K BMpYyCYy dnwiTelHa -
bapp (B3B). Ha ¢oHe Tepanuu — NOAOXWUTEABHAA AMHAMMKA,
BbiNMcaHa NoA HabAOAeHWE neauaTpa, reMaTtoAora no Mecty
XuTeabctBa. MoBTOpHbIM anu3op B B aBrycte 2021 r. lMpu
obcnepoBaHun anti-EBV 1IgM EBNA — 47,7 Ep/ma, anti-EBV
IgG EBNA — meHee 3 Ep/MA. KoHCyAbTMpOBaHa MHGEKUMOHU-
CTOM — XpoHuyeckasa Bab-uHdekuma. Ha poHe Tepanumn — nono-
XWUTeAbHasi AMHaMWKa, BbiNCaHa MoA HabAoAeHWe neanaTpa,
rematonora no MecTy XuTeAabcTBa. B aekabpe 2021 r. nepe-
6onena rpunnom (obHapyxeHa PHK rpunna A/H3N2), uepes
2 Hep — peumamB 'B. Bbina rocnutanM3vpoBaHa B CTaumoHap,
npoBeAeHa COOTBETCTBYOWAn Tepanusa. Ha ¢oHe Tepanuun —
NOAOXWTEABHAA AMHAMKKa, BbinicaHa. B mapte 2022 r., nocae

nepeHeceHHoro COVID-19, nossBUAMCH KOAbLIEBUAHBIE 3PUTEMBI
pa3HbIX pa3aMepoB C YETKO 0603HAUEHHOW rMNePEeMUPOBaHHON
rpaHuuen. MNoayyana cMMNTOMATUYECKOE AEYEHME MO MECTy
XuteabctBa. B anpene 2022 1. Ha MOMEHT ocmoTpa obliee
COCTOSIHME MaUMEHTKM YAOBAETBOpPUTEAbHOE. Ha koxe Auua,
TYAOBULL@ WM KOHEYHOCTEW MHOFOYMCAEHHbIE 3pPUTEMATO3HbIE
KOAbLEBMAHBIE U MaKyASIpHblE 3AEMEHTbl C MPOCBETAEHUEM
B LEHTPE, AMamMeTpoM oT 4 A0 8 cM. B HEKOTOPbIX oyarax, a Tak-
Xe Ha MecTe pa3peLUnBLIMXCS BbICbINaHWA — CUHIOLLIHbIE NATHA
C HEYETKUMW TpaHuMLaMM, ucyesalowmne npu HapaBAMBAHWMU.
B 06AacTv FOAEHOCTOMHbIX CYCTAaBOB — EAMHUYHbIE FreMopparu-
UecKKne aNeMEHTbI Ha CTaAlK paspelleHmns. CAU3UCTbIE 0HOAOUKM
yucTble. B KpoBK: NOBbILEHWE YPOBHA BOCMAAUTEABHbBIX MapKe-
POB He BbIIBAEHO; 06HapyxeHbl aHTuTeAa IgG kK SARS-CoV-2 —
10,39 K (Hopma 0-0,9), anti-EBV IgM EBNA — 32,3 Ea/Mma,
anti-EBV 1gG EBNA — 3,5 EA/MA; BOAYAHOUHbIN @aHTUKOATyASHT,
@HTUHYKAEaPHbIE aHTUTEAd, @aHTUHYKAeapHbIN dakTop Ha HEp-2-
KAETKax, I18G, peBMaToMAaHbIM dakTop, Mapkepbl CKB — oTpu-
uateAbHble. B koaryaorpamme — yBeanueHue ypoBHA daktopa
BuanebpaHpa — 200% (Hopma 50-120%); runeparperauums
TPOMOOUMTOB C apaxMAOHOBOW KUCAOTOM.

PebeHKy BbiCTaBAEH AMarHos: «L53.1 dputeMa KOAbLEBUA-
Haa ueHTpobexHas (Aapbe). D69.0 Annepruueckast nyprypa
(nypnypa LWeHaenHa - TeHoxa). AktuBaums BIB-uHbekumm».
HanpaBneHa Ha cneuyanM3MpoBaHHOE AeYeHue.

06cyxpeHue. AaHHbIN CAyYait NMoKasbIBaET, UYTO BUPYCHbIE
UHPekummn (B3B, SARS-CoV-2) moryT BbICTynatb Tpurrepamu
UMMYHOBOCMAAUTEABHbIX PEAKLMI U IHAOTEAMAABHON AMCHYHK-
LMK, UTO MOXET yCyrybuTb TeUeHWe 1 NPorHo3 3aboreBaHUs.

3aknoueHue. OnucaHHbIA CAyYalh MOXET BCTPETUTLCSH
B MpPaKTUKe CMeLMaruCTOB PasAMUHOro npoduAsi, uto Tpedy-
€T NPUBAEYEHUS] BHUMAHUA C LUEAbH0 PaHHEW AMArHOCTMKM
N ONPEAENEHUS TAKTUKU BEAEHUS BOAbHBbIX.



NMOCTEPHAA CECCUA

KAMHUUeckoe HabalopeHue nauueHTa 12 AeT ¢ TAXKEAOU
MEAUKAMEHTO3HO HEKOHTPOAUPYEMOU OPOHXUAABHOU aCTMOM

Clinical observation of a 12-year-old patient with severe medically

uncontrolled asthma

AnvwbueBa MapuHa OcmaHoBHa, NyTbipuuk TaTbiHa AA€KCaHAPOBHA

HayuHbiii pykoBoaHuTeAb: BepexxaHckui MaBen BauecAraBoBMY, K.M.H., AoLEHT, TBY3 «MoposoBckas ATKB A3M»
OrAQY BO PHUMY mm. H.U. Muporosa MuHsapasa Poccun, MockBa, Poccuiickan ®epepaums

AkTyanbHOCTb. BpoHxranbHaa actma (BA) aBaseTcs rete-
pOreHHbIM 3ab0AeBaHMEM, XapaKTEPU3YHOLWMMCH XPOHWYe-
CKMM BOCMAAEHWEM AblXaTeAbHbIX MyTen, HaAMYMeM pecnupa-
TOPHbIX CMMMNTOMOB, TaKMX KakK CBUCTSILLME XPWMbl, OAbILIKA,
3aN0XEHHOCTb B TPyAM W KalleAb, KOTOpPble BapbMpyloT Mo
BPEMEHW U MHTEHCUBHOCTU U MPOABAAIOTCA BMECTE C Bapua-
6eAbHOM 06CTPYKLUMEN AblXxaTeAbHbIX NyTel. B cayuae npusep-
XEHHOCTU K 6a3nCHOW Tepanun BPoHXMaAbHasi acTMa SIBAETCS
KOHTPOAMPYEMbIM 3a60AEBAHUEM HA CEFOAHSILLIHUIA AEHb.

Leab. MpeacTaBUTb KAMHMUYECKOE HabAloAeHUe pebeHka
C TAXEAON MEAMKAMEHTO3HO HEKOHTPOAMPYEMOW BPOHXMaNbL-
HOW aCTMOMW.

KnauHuueckuit cayuai. Manbumk A., 12 aet. 11.09.2023
rocnutannauposaH B OPUT IbY3 «MoposoBckana ArKb A3M»
MO 3KCTPEHHbIM MOKA3aHWUAM C XanobaMK Ha OAbILLKY, 3aTPYyA-
HEHWEe AbIXaHWA, KalleAb, BAAOCTb, AecaTypauuio (SpO, —
83-85%). Co cnoB maTtepw, y pebeHka ¢ 2 AeT YCTaHOBAEH
AmarHo3 BA. Mposoaraack 6asucHas Tepanua CaAMeTepon +
dAyTMKa30H (CepeTna), ¢ 10 AeT pebeHoK noayyaeTt Oyae-
COHMA + dopmoTepon (Cumbukopt) 4,5 + 80 MKr/p03a Mo
2 BAOXA YTPOM 1 2 BAOXa BeuepoM. K HasucHom Tepanumn 6poH-
XMaAbHOW acTMbl pebeHOK He NMPUBEPXKEH, TEPANMIO MOAYYAET
HemnocTosiHHO. 3a roA y pebeHka oTMeuaetcs A0 4 3nu30A0B
obocTpeHus BA, kotopble TPebytoT CTALMOHAPHOIO AEUEHMS.
Ha mMomeHT noctynaeHuns B OPUT cocTosiHne pebeHka Taxenoe
BBUAY AbIXaTEAbHON HEAOCTAaTOUHOCTU 3-i cTeneHu, pebeHoK
6bIA MHTYOMpPOBaH. B TeueHue 13 pAHel pebeHOK HAaXOAMACA Ha
MBA, panee akcTybUpOBaH, B TEUEHWE MOCAEAYHOLIMX 3 AHEN
Ha AOMOAHWTEABHOW AOTALMK KUCAOPOAA Yepe3 BUHa3anbHble
KaHIOAUM CO CKOPOCTbIO 2 A/MWH, AAAee MNEPEBEAEH B MyAb-
MOHOAOTMYECKOE OTAEAEHME Ha CaMOCTOSITEAbBHOM AbIXaHWMU.
PebeHKy NpPOBOAMAWMCL MHFaAALMOHHAA OpPOHXOAMTUUECKAS,
NPOTMBOBOCMNAAMTEAbBHAA Tepanus, FAKOKOPTUKOCTEPOUAHASNA
Tepanus, Tepanus aMMHOGUAAMHOM. MocAe TOro Kak pebeHok

6bIA 3KCTYOMPOBAH, OTMEUYEHO CHUXEHUE O0ObeMa ABUXEHWIA
B AeBOM Hore. o pe3yAbTaTaM OCMOTpPa Bpayva-HeBpoOAOra
pebeHKY BbICTABAEH AMArHO3: MOAMHEMPONATUA KPUTUUECKMX
COCTOSIHUM. B OTAEAEHWM MYAbMOHOAOTMKM PEBEHKY NPOAOA-
XEHa WHranfiuMoHHana U BGPOHXOAUTUUECKAs Tepanusa 4epes
Hebynansep, exeaHeBHO npoBoanaack AQK. B otaereHUn nynb-
MOHOAOTMK Ha 38-e cyT NpebbiBaHWA B CTaLMoHape pebeHKy
nposeaeHa oueHka ®BA ¢ 6POHXOAUTUKOM: Hopma. Mocae
canbbytamona (300 wmkr, cneicep) — 6e€3 AMHaAMUKKU. TecT
oTpuuaTeAbHbIN. o pe3yabTataM MPOBEAEHHOW anAepropuar-
HOCTUKU: NoBbllleHWe obuiero IgE Ao 561,0 ME/MA, BbISIBAEH
BbICOKWI YPOBEHb MULLEBOMN, MbIAbLEBONW, 3NUAEPMAALHON
N 6bITOBOM CceHcubuansauun. B aMHamMuke Ha $oHe NpoBo-
AVMOW KOMMAEKCHOWM Tepanuu coctosiHe pebeHka yAyulu-
AOCb: AblXaTeAbHas HEAOCTATOYHOCTb, OAbILLKA, PECMMpaTopHas
CMMNTOMAaTHKa KynMpoBaHbl, 6POHX00BCTPYKLMA KynUpoBaHa,
00beM ABUXEHWI B KOHEUHOCTAX C BOAbLUEN aMNAMTYAON. Ha
43-n cyT pebeHoK ObIA BbINMWCAH U3 CTaUMOHapa C PEKOMEH-
AAUMSMU MPOBEAEHWUA TEHHO-MHXEHEPHON BUOAOTMUECKOM
Tepanuu BpPOHXMAAbHOW acTMbl, a Takxe 6asucHOM Tepanuu
6yaecoHup + dpopmoTepon (CumbukopT) 160 MKr/4,5 MKr/p03a
no 2 A03bl YTPOM U BEYEPOM.

06cyxpeHHe. AaHHbI KAMHUYECKUIA NpUMep YOeAUTEABHO
AEMOHCTPUPYET BO3MOXHOCTb TAXKEAOr0 0O60CTPEHUSI BPOHXM-
aAbHOM acTMbl BBWAY OTCYTCTBMS 6a3WCHOWM Tepanuu U BO3-
MOXHOCTU AAUTEABHOTO HaxoXAeHust Ha UBA 'y pebeHka 12 aer.

3akaroueHue. bpoHxnanbHas acTMa Ha CErOAHSILLHUI AEHb
ABASIETCSI KOHTPOAMPYEMbIM 3aboreBaHMEM. TIPUBEPXKEHHOCTb
6a3ncHON Tepanuu, aAeKBaTHaa OUEHKa COCTOAHUS pebeHka
POAWTEASIMU, CBOEBPEMEHHOE obpalleHWe 3a MEAULIMHCKOM
NMOMOLLLbIO MO3BOAAT CHU3WUTb KOAMUYECTBO FOCMMUTAAM3aALMK NO
AAHHOMY 3a60AEBAHUIO B OTAEAEHWE PEAHUMALIMM U UHTEHCHB-
HOW Tepanuu 1 YAYULLIMTb KauyecTBO XWU3HM NauMeHTOB, CTpaaa-
HOLMX 6POHXMAABHOM aCTMOMN.
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Short Report

KpaTtkue coobwieHus

CemeMNHbIM cayyan 6one3Hn BuanebpaHpa
Family case of Von Willebrand disease

BonoTuHa EAnsaBeta AHaToAbeBHa, Ao6poTOK AAb6UHA BUTanbeBHa

HayuHbii pykoBoauteab: TopaeeBa Onbra bopucoBHa, K.M.H., pooueHT, ®TAOY BO PHUMY um. H.W. Muporosa MuH3apasa
Poccuu, HKL, Ne2 HUW neamnatpmmn u oxpaHbl 3p0poBbs AeTelt GIBEHY «PHLX um. akaa. B.B. NMetpoBckoro» MUHOBpHayKu

Poccuun

®rAQY BO PHUMY um. H.W. NMuporosa MunHsapasa Poccun, MockBa, Poccuiickan Geapepaums

AKTyanbHOCTb. Bone3Hb Buanebpanpa (BB) — natonorus
CUCTEMbl reMocTasa, xapakKTepuayowasca CHUXEHHbIM YPOB-
Hem VWF uan Haamumem aHomanbHon dopmbl VWF B KpOBOTO-
ke. OCHOBHOM Npu3Hak Bcex ¢opm BB — 310 remopparmyeckui
CUHAPOM (NpeobrapaeT KPOBOTOUMBOCTb CAU3UCTLIX 0OONOUEK).
3aboAreBaHME MOXET MNPOoTeKaTb CO CTEPTOM KAMHWUYECKOW
CUMMNTOMATUKOM W, Kak CAEACTBME, HECBOEBPEMEHHO AMArHo-
CTUpOBATLCA.

Lleab. On1caHue cemenHoro cayyan bB.

KAanHMueckui cayyai. AeBouka, 9 AeT 7 mec, obpatuaach
¢ xanobamu Ha uactble (A0 5 pa3 B Mecsill) HOCOBbIE KpPO-
BOoTeueHusl. M3 aHamHe3a M3BECTHO, UTo AeBIOT anucTakcuca
B 3 ropa, CNOHTaHHO. MHOrOKpaTHO KOHCYABTMPOBAaHa OTOPMU-
HOAAPWHIOAOrOM, MATOAOTMK HE BbIIBAEHO. B aHBape 2023 r.
B YCAOBWSIX CTauMOHapa NPOBOAMAACHb aAE€HOTOMMST M TOH3UA-
AOTOMMUS MOA MECTHOW aHecTe3nen 6e3 ocAoXHeHMK. Yepes
CYTKM BO3HMKAO BbIPaXEHHOE HEKYNUpyeMoe KpoBOTEYEHME
13 NOCAEONepaLMOHHON paHbl. B oTAeAeHMM peaHrmaumu no
XW3HEHHbIM MNOKa3aHMAM MPOBEAEHO MEpeAMBaHWE CBeXe-
3aMOpPOXEHHOW NAA3Mbl KPOBW W 3PUTPOLMTAPHOM Maccehbl.
N3 ceMerHOro aHamHesa: y MaTtepu AAMTEAbHblE MeHopparuu
(0buAbHbIE, BOAee 7 AHEN), 3NU30A BbIPaXEHHOIO KpoBoTEUE-
HUA B 18 AeT (TOH3UAAOTOMMWSI) U BO BPEMS POAOB (KecapeBo
ceueHue), NepuoArYeckre 3KXMMOo3bl. Y 6abyliki no marte-
PUHCKOW AMHWM 3MU30A OBUABHOIO KPOBOTEUEHUSI UEPES CYTKU
NMOCAE 3KCTPaKLMKM 3y6oB. Y cTapluei cecTpbl M OTL@ Xanobbl
Ha remopparMyeckui CUMHAPOM OTCYTCTBYtOT. [pu ocmoTpe
dun3nyeckoe pas3BUTME MNALMEHTKM COOTBETCTBYET BO3pPacTy.

PaHee oTMevancsi KOXHbIM reMopparMyeckuii CUHAPOM B BUAE
9KXMMO30B Ha KOHEYHOCTSIX.

MpoBeAeHO UcCAeAOBaHME NapaMeTpoB CUCTEMbI reMocTa-
3a: BbiiBAeHO AYTB — 48 ¢ (Hopma 26-40 ¢), CHUXEHUE ypoB-
HA pakTopa VIl po 25% (Hopma 60-150%) 1 aHTUreHa ®B a0
19% (Hopma 74-111%), arperaunsi TPOMOOLMTOB C PUCTOMMU-
UMHOM (B HMU3KOW KOHUEHTpauMu) B npepenax pedepeHCHbIX
3HauYeHu. Y matepu BbISIBAEHO CHWxeHue daktopa VIl po 21%
(Hopma 60-150%), aHtureHa ®B po 13% (Hopma 52-152%),
AYTB — 43,8 ¢ (HopMa26-40 c). Y cecTpbl ypOBEHb aHTUrEHA
®B — 100% (Hopma 58-136%), daktop VIII — 70% (Hopma
60-150%). Y otua aHtMreH ®B — 156% (Hopma 52-152%),
daktop VIII — 100% (Hopma 60-150%). Takum obpasom,
y AEBOYKM AMarHocTMpoBaHa «D68.0 Bone3Hb BuanebpaHaa,
™n |, Aerkas ¢opmar. Y MaMbl Takke AMarHoctuposaHa
«D68.0 bone3Hb BuanebpaHaa, TMn |, Aerkan popman.

06cyxpeHue. prUBEAEHHbIN KAMHUUYECKWMIA CAYyYaid MoKa-
3blBa€T BaXHOCTb aAEKBATHOW TAKTMKWM AMArHOCTUMKW pPasAny-
HbIX HapyLlEeHWI, YTO BKAtOUYaeT B cebsi paHHble aHaMHesa
XWU3HW, CEMENHOIO0 aHaMHe3a, Xanob nauneHTa. Takov NOAXOA
NO3BOAWUT Ha3HAYUTb NPULEABHOE 0BCAEAOBAHUE AASI BbISIBAE-
HUWS1 NATOAOT UK.

3akAaoueHue. AN CBOEBPEMEHHOM AMarHoctMku BB
HEOOXOAMMO C BHMMaHWMEM OTHOCUTLCS K aHaMHe3y O6WAb-
HbIX KOXHO-CAM3WUCTbIX KPOBOTEUEHWI Y NaUMEHTA U 0BUAbHbIX
KPOBOTEYEHWI B CEMEMHOM aHaMHe3e, TakK Kak 3nUCTakcuc
MOXET ObITb EAUHCTBEHHBIM CUMMTOMOM MPOSIBAEHUA AGHHOM
naToAOTUMU.



KAMHWUecKuM cayuaum obuier BapuabenbHOM UMMYHHOMU
HEeAOCTaTOUYHOCTU Y ABYX CU6COB B NpaKTUKe neauaTpa

Case report of case of general variable immune deficiency
in two siblings in the pediatrician’s practice

FpuropbeBa AHactacua BanepbeBHa

Hayunble pykoBoautenn: LLlytkoBa Anna FOpbeBHa, K.M.H., poueHT, FTBY3 HO «ATKB Ne 1», ®BEQY BO «[MMMY» MuH3apaBa
Poccuu; LlabapwoBa AréHa BanapumupoBHa, accucteHt, ®r60Y BO «[MMMY» MunHaapasa Poccun

OreoyY BO «[MMMY» MunsapaBa Poccun, HuxHuin HoBropopa, Poccuitickaa depepaums

AktyanbHOCTb. Obllas BapuabenbHasi UMMYyHHas HeAOo-
cratouHocTb (OBMH) — nepBuuHbIM UMMyHoAeduumT (MUA)
C BbIPaXEHHbIM CHUXEHMEM 2 U 6oAee KAACCOB MMMYHO-
rnobyAavHOB (Ig) Npu HOPMAABHOM WAW CHUXEHHOM uUMCAe
B-aumouutoB. PacnpoctpaHeHHOCTb 1 K 10 TbiC. € MWKOM
3aboneBaemMocTM B Bo3pacte 1-5, 16-20 aAeT. TpyAHOCTb
AMArHoCTUKM 3aboneBaHMA 0OYCAOBAEHA TFeTepOreHHOCTbHO
reHotuna u deHotuna OBUH. B 10-20% HabatopeHWI peru-
CTPUPYIOTCA CEMENHbIE CAyYau.

LieAb. MpeacTaBUTb 0COBEHHOCTU KAMHUKO-AGBOPaTOPHOIO
Teuennsa OBUH y aByx cnbcos.

KauHuueckui cayuam. MpobaHa 1: manbunk M., 2008 r.p.
PebeHok OT BTOpOM GepeMeHHOCTM Ha $OHEe XPOHUYECKOM
runokcuun. Macca Tena pebeHka npu poxaeHun — 3300 r, AAu-
Ha — 54 cm, APGAR — 7/8 6ann0B. [eHeanOrMYeckrii aHamHe3
OTAMOLLLEH: Y OTLi@ XPOHUYECKUI BPOHXUT, Y CECTPbI MOAO3PEHUE
Ha TPaH3UTOPHYIO TMMNOraMMOrAOByAnHeMUIO. BakumMHupoBaH
no WHAMBWAYaAbHOMY rpaduky, 6e3 ocroxHeHun. C 1 roaa
XWU3HWU PErUCTPUPYIOTCA PELMAMBUPYIOLLME BUPYCHO-OakTepu-
anbHble UHOEKLMU BEPXHWX U HUXHUX AbIXaTEAbHbIX NyTew,
NAOP-opraHoB (06CTPYKTUBHbIE BPOHXUTbI, MHEBMOHWW, OTUTHI),
KULLEYHblE MHOEKUMM, B TOM UYWUCAE 3IHTEPOBUPYCHON 3ITUO-
AOTWM, CPEAHETSXXEAOTO W TAXEAOro TeueHus. Takxe Oblan
3aNn30Abl GebPUABHON AMXOPaAKKM 6e3 SIBHOro ovara MHOEeKLMK
yacTtotoin oT 1 pasa B Hepento A0 1 pasa B 2 MecC, XapomnoHu-
xatowme 6e3 abodekTta. C 4 AeT MUIMEHTHbIM PETUHUT, YacTUy-
Haa aTpoduss 3puTEeAbHbIX HepBOB. NAabopaTopHO: aHemwus
cpeaHen taxectn (Hb — 83 r/A), yckopeHne CO3 po 56 MM/ u,
noBblleHe ypoBHs C-peaktnBHoro 6enka (CPB) ao 36 r/h,
runoraMmmarnobyamHemus (I8G — 25 mr/an, IgA — 5 mr/an,
ISM — 27 mMr/aA), CHUXEHHbI OTBET Ha BakuuMHauuto (anti-
Hbs — 59 ME/A). UMMyHOGEHOTUNMPOBaHWE BbISBUAO CHUXE-
HWe uncna B-kneTok po 9% npu Hopme 19-39%. MpobaHa 2:
AeBouka A., 2006 r.p., oT nepBow 6epeMeHHOCTU C Yyrpo3on

BblKMAbILLIA Ha 19-i1 Hea. Macca Teaa npu poxaeHun — 3270,
AMuHa — 54 cm, APGAR — 8/8 6annoB. BakuuHaums no
KaneHAapto, 6e3 peakumun. Ha nepBoM roay Xu3Hu peuvanBu-
pyroliMe UHOEKUMU TAXEAOTO TeYeHUs: OCTpble OaKkTepuanb-
Hble OTWUTbl, STMOWAWT, MHEBMOHUSA, OOCTPYKTUBHbLIA GPOHXUT.
C 7 MeC: aneMEeHTbI Y3A0BOM ChbIMW C CYCTaBHbIM CUHAPOMOM,
noAbeMbl TeMnepaTtypbl 6€3 ABHOrO oyara MHOEKUMWM YacTo-
ToM 2-3 pasa B Mecsl, xapornoHwxawwune 6e3 adodek-
Ta. C 1 ropa cToMKuWe TsAXEAble MPOSBAEHUSI ATOMWUYECKOTO
AepMaTtuTa, MUOAEPMUS, UMNETUIO, KOHTArMO3HbIA MOAAKOCK.
Mpr 6UONCUU NOAKOXHO-KMPOBOM KAETYATKM AMArHOCTMPOBAH
NaHHWKYAWT. NabopaTopHOo: runorammarnobyamHemus (IsG —
361 mr/pn, I18A — 5 mr/an, 1M — 13 wmr/an). Mo paHHbIM
UMMYHODEHOTUNMPOBAHUA — NATOAOrMA B-KAETOUHOro 3BeHa
(CD19* — 3%). MoAeKyAApHO-TEHETUUYECKOE UCCAEAOBAHME
y 06oux cubcoB BbIBUAO MyTaumto ¢.310T>C (p.Cys104Arg)
B reHe TNFRSF13B B retepo3vrotTHoM COCTOSiHUKW. MyTtauui,
XapakTepHbIX AN CMHAPOMOB Makna - Yanca u TRAPS, He
BbIIBAEHO.

06¢cyxxaeHue. C yueToM KAMHUKO-AaBOPaTOPHbIX A@HHBIX,
TMNMYHON MyTauumn B reHe TNFRSF13B, siBasitollencs dakro-
pom pucka OBUH, cubcam BbicTaBAeH anarHos: MAA, OBUH.
Croikne anun3opbl GebpUABHOM AMXOPaAKM 6e3 ABHOMO ovara
MHOEKUUU CBUAETEALCTBYIOT O HaAWuMKU HeAnddepeHLMpo-
BaHHOIO MEPUOAUYECKOTO CUHAPOMA. B AeueHuu: pamtenbHasn
aHTMOMOTMKOTEpPaNUA, 3aMecTUTeAbHas Tepanusa g, Kypcbl
CUCTEMHbIX TAFOKOKOPTUKOCTEPOUAOB, MHTMBUTOP TNF-& ¢ nono-
XUTEABHOW AMHAMWKOM B BUAE CHWXEHMUS YacTOTbl, TAXECTU
MHPEKLMOHHBIX 3MM30A0B M 3MU30A0B AUXOPAAKMK.

3akaoueHue. AeTAM MNokasaHO MOAHO3IK30OMHOE CEKBEHU-
poBaHue AAA BepUdUKaLMK NePUOAMYECKOTO CUHAPOMA, a Tak-
Xe MOUCKa APYrMX MyTauun, ABASIOLUMXCA dakTopamu pucka
OBUH. PoauTtensim nokasaHO cekBeHupoBaHue no CeHrepy
«TPUO» ANA ONPEAENEHUS TUMA HACAEAOBAHMWS MATOAOTUK Y AETEN.
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Short Report

KpaTtkue coobwieHus

Lluppo3 neueHu y pebeHKa co chpepouuTo3oM U NpuobpeTeHHON

reMOAMTUYECKOU aHeMUueu

Hepatic cirrhosis in a child with spherocytosis and acquired

hemolytic anemia

AbiweBa AHactacusa UropeBHa, TyaynoBa Codpua AnekceeBHa

HayuHbiii pykoBoauTtenn: NapuHa Ato60Bb EBreHbeBHa, K.M.H., AOLEHT

®rAQy BO PHUMY um. H.U. NMuporosa MunHsapasa Poccun, MockBa, Poccuiickaa Geaepaums
IBY3 «Mopo3oBckas ArKb A3M», MockBa, Poccuiickaa ®eaepauus

AktyanbHOoCTb. Cdepounto3 — reHeTMueckoe 3aboneBa-
HWe, BblI3BaHHOE aHOMaAUAMMU LUTOCKEAeTa 3SPUTPOLIMTOB
M NPOSABASIOLLEECH B CHWXEHWU OCMOTUUYECKOW PE3UCTEHT-
HOCTU 3PWUTPOLMTOB U Pa3BUTUKW TFEMOAUTUYECKOM aHEMMUMU.
3aboneBaHWE MOXeET npotekaTb 6eCCUMMNTOMHO WAWM AebHOTU-
pOBaTb FrEMOAUTUUYECKUM KPU3OM.

Lleab. U3yunth TEUEHWE chepounTo3a Ha npumepe pebeH-
Ka, MOAyYaBLUEr0 MHOFOKpaTHble TpaHCcdy3uu 3puTpouuTap-
HOM MacCbl U C BbIPaXEHHON LMUTOAMTUYECKON aKTUBHOCTbIO
neyeHu.

KauHnueckui cayuan. Manbumk, 1 ropa 2 Mec, nocae
nepeHeceHHoM NHEBMOHWMM B 3 Mec OBHapyxeHa aHemwus
(remornobuH — 90 /A, aputpountsl — 3,2 x 1012/p), pacue-
HeHa Kak xenesopeduumtHasda. MNpu nAaHOBOM 06CAEAOBaHMM
B NOAMKAMHUKE B 6 Mec — reMornobuH 63 r/A, NoAydan BuTa-
MUWHbI U deppoTepanuto. HeopHOKPaTHO 6biA FOCMUMTAaAU3UPO-
BaH MO MECTY XWTEAbCTBA B CBA3W C Pa3BUTUEM AUXOPAAKM,
XEATYXW, YBEAUYEHUEM MEYEHU, PBOTbI. YCTAHOBAEH AMArHO3:
HaCAeACTBEHHas reMoAuTUYecKas aHemus. MpoBOAUAMCH MHO-
rOKpaTHble remMoTpaHchy3un U AeYeHne NPEeAHN3ONOHOM.

lfocnutanmauposaH B BY3 «Mopososckas AFKE A3M».
CUMNTOMOKOMMAEKC, BKAKOUAOLWMI BblpaXeHHYto renarto-
CNAEHOMETaAUIO, XEATYXY, AdHHble aHaMHe3a, AabopaTopHOro
obcaepoBaHus (Kym6bc-nonoXuTeAbHas runeppereHepartopHas
aHeMus, LMTOAM3 BbICOKOW CTEMEHW aKTMBHOCTM, XOAECTas3s),
notpeboBan UCKAKOUEHUSI CAEAYHOLLMX 3ab60AeBaAHMI: BPOXAEH-
Hbl€ UAW NPUOBPETEHHBIE TEMOAUTUYECKUE aHEMUU, TEMOAUTH-
yeckas TpaHCOY3MOHHaA peakuusi, HaCAeACTBEHHbIE BOAE3HM
obmeHa, NepBUYHbIN reModaroumTapHbii AUMOOrMCTUOLUMTOS.

B x0A€ AM@rHOCTUYECKOro MOUCKa BbIAM UCKAKOUEHBI HaCAEA-
CTBEHHblE aMUHOALMAONATHUM, OPraHUYecKue aumaypumn, Hapy-
LEHUSA MUTOXOHAPWMAABHOTO GETa-OKMCAEHUSA XUPHBIX KUCAOT,
AEDULIMT AU3OCOMHOM KUCAOW AMMA3bl, AM3OCOMHbIE BOAE3HU
HaKoMAeHWA, AedUUNT anbda-1-aHTUTPUNCUHA, TUPO3UHEMMUS,
ranakTo3eMus, ayTOUMMYHHBbIM renatut. UCkAtoueHbl MHeKLu-
OHHble 60AE3HM C MopaxeHuem neveHu. Ha doHe npoBoanMO-
ro AeyeHuss (MyAbc-Tepanusi NPEAHWU30AOHOM, BbICOKOAO3HbIN
BHYTPUBEHHbIA UMMYHOIAOBYAMH, TpaHCOy3uW 3puTpoumTap-
HOWM B3BECU MO MHAMBUAYAAbHOMY MOAGOPY) FrEMOAUTUYECKHMHI
1N @HEMUYECKUIA CUHAPOMBI ObIAU KyNUMPOBaHbI.

06¢yxaeHue. [1py NOBTOPHOMN rOCNUTAaAM3ALLMM NO AAHHBIM
reHeTMYecKoro 0bcAepA0BaHMA BbiABAEHA PeEAKas reTeposuror-
Has MyTaumus reHa SPTB ¢.1183-17T>C, kotopas MOXeT npu-
BOAUTb K Pa3BUTMIO ayTOCOMHO-AOMWHAHTHOrO cdepoumtosa
2-ro ™MNa WAM 3amnToumMTo3a 3-r0 Tvna. Beaywwmit cumnTom
y NauMeHTa — NeYeHoYHoe nopaxeHue (LMTOAM3 BbICOKOM CTe-
NEHU aKTUBHOCTU, BUAMPYOUHEMUA 3a CUET NPAMON dpaKLmK,
UMPPO3 MO AAHHBLIM GUOBPOINACTOMETPUM), TEHE3 KOTOPOro
B HACTOALLMIA MOMEHT HEAICEH.

3aknaoueHue. [eHe3 aHeMUM pacLEeHUMBAETCA Kak cMe-
LWaHHbIA (HACAEACTBEHHbIM U UMMYHHBIN). OAHAKO OTcyTCTBUE
MHULMaNABHBIX AaHHBIX (Tpoba Kymbea) B aoebroTe 3aboreBaHUA
He MO3BOAAET AOCTOBEPHO AMdDEPEHLMPOBaTL ayTOUMMYHHYHO
reMOAUTUYECKYIO aHEMUIO Y TEMOAUTUYECKYIO @aHEMMUIO BCAEA-
CTBUE UMMYHMU3ALIMU MOCAE NMPOBEAEHHbIX reMoTpaHCchy3ui no
MECTY XMTEAbCTBA. YUWTbIBas BbIPAXEHHOCTb LIUTOAMTUYECKON
AKTMBHOCTH, EAMHCTBEHHbIM METOA MOMOLLM — TPAHCMAQHTaLLMSA
neyeHu.



KAMHUWueckum cayuan. CucteMHas KpacHafa BOAUYAHKa
Case report. Systemic lupus erythematosus

UBaHoBa ApuHa AnekcaHApoBHa, MaxxaeBa AHHa CepreeBHa

HayuyHblii pykoBoauTenb: NapyuHa Ato60Bb EBreHbeBHa, K.M.H., AOLEHT

OrAQY BO PHUMY mm. H.U. Muporosa MuHsapaBa Poccun, MockBa, Poccuiickana ®epepaums
BY3 «Mopo3osckasa ATKbB A3M», MockBa, Poccuitickan Pepepaums

AKTyanbHoOCTb. CucTemMHas KpacHaa BoAnYaHka (CKB) —
XPOHWYECKOE ayTOUMMYyHHOE 3aboAeBaHWE HESICHOM 3TUOAO-
MK, NPOABASIIOLLEECH TMNEPMNPOAYKLMEN OpraHocneumnduyeckmnx
ayTO@HTUTEA K HOABLLOMY KOAMYECTBY SAEPHbIX aHTUIEHOB U pas-
BUTUEM TAXXEAOW BOCMAAUTEABHOM PEaKLMK B PA3AMUHBIX TKAHAX
N opraHax. bonesHb MMmeeT pasHble BapuaHTbl KAMHWUYECKUX
CMMMTOMOB U TEYEHWI, YEM BbI3bIBAET TPYAHOCTU AMATHOCTUKM.
Y mManbuMKoB paHHOe 3aboneBaHWe BcTpevaetcs B 3-4,5 pasa
pexe, YeM y AeBOYEK, U Xapaktepusyetcs bonee Hebaaronpu-
ATHbIM TEYEHWEM U BbICOKMM PUCKOM OCAOXHEHWH, TaKMX Kak
aHTMHOCHOAMMUAHBIV cuHAPOM (ADC), TpOMOOLMTONEHNA U AP.

LleAb. TpopeMOHCTPHUPOBaTbL Ha KOHKPETHOM KAUHUYECKOM
npumMmepe TPYAHOCTb CBOEBPEMEHHOM AMarHOCTHKM CKB, koTo-
pas 3a4yacTylo MOXeT AebloTMpoBaTh atMnuuHo. Heobxoanma
obwmpHasa aAnddepeHUManbHas AMArHOCTMKa, B TOM YUCAE
C KoarynonaTusmu.

KAanHuueckuit cayuam. MaumeHt A., 16 Aet. Habaropancs
y remMatoAora no noBoay BUTaMuH-K-3aBUCHMOM koaryaonaTtuu.
C neta 2019 r. NOABUAUCH Xanobbl HA HapacTatoLLy MblLLeY-
Hyl0 chabocTb, noxyaaHue. NabopaTopHble AaHHblE: AeHKone-
HUS, aHeMUS, TpoMboLMTONEHUS, AMMoneHus. B utone 2019 r.
HaXoAMACSA B OTAEAEHMM remaTtororumn FbY3 «Mopososckan ATKb
A3SM» (MATKB) ¢ nepeBoAOM B PEBMATOAOIMUYECKOE OTAEAEHUE
AN p0OBCAEAOBaHUSA. TeMaToAOrMueckne HapyLlleHUsl coxpa-
HSIAVCb, BbISIBAEHA MMOKOAryAaLmUsi C Pa3BUTMEM UHTMOBUTOPOB
K daktopam ceeptbiBaHua VII, IX, I, obHapyxuaachk Bbicokas
UMMYHOAOTMYECKAs aKTMBHOCTb (MOAOXKUTEAbHbIE @HTUHYKAE-
apHble dakTopbl, aHTuTera K AHK, Sm-aHTuren). YctaHoBAeH
AnarHos: «CKB, nopoctpoe TeueHue, ymepeHHas akTMBHOCTb.
BropuuHbit A®C. BropuuHas runokoaryaonatus CMeLlaHHOro
TMna». HazHaueHa natoreHeTMyeckasn Tepanua — rAHOKOKOPTU-
koctepouabl (FTKC) B coueTaHnn ¢ TMAPOKCUXAOPOXMHOM.

B aekabpe 2019 r. BbisiBAEH TPOMO03 apTepurit 5-ro nanbla
npaBoi KUCTU. MocAe Ha3HAYEHUS aHTUKOAryAsIHTHOM Tepanumu
yCTpaHeHbl HapyLUEHUS MUKPOLMPKYASILIMK.

MNMoBTOpHO 0bcAepoBanca B MAIKBE B aekabpe 2022rT.
Mo AabopaTopHbIM A@HHBIM BOCMAAUTEABHOM aKTUBHOCTU He
BbliBA€HO. MPT roAOBHOro Mo3sra: ouarv ramo3a B 6enom
BellectBe 06enx remucdep Ha OGOHe NEPUBEHTPUKYASIPHO-
ro Aerkoapeosa. Mo IxoKIl BbiIsBAEH TPOMOO3 a0pPTaAAbHOIO
KnanaHa (3HAoKapAMT AvbmaHa - Cakca), aopTanbHas Hepo-
CTaTOYHOCTb 2-# CT. ApTepuanbHas runepteHsus. MNpoaorxeHa
Tepanua TKC, TMAPOKCUXAOPOXMHOM W HW3KOMOAEKYAAPHBLIM
renapvHom, Ao6aBAEHbl MMMYHOAENPECCaHT U 3HAAaNpPwA.
Ha $oHe AeueHus oTMeyanachb MOAOXMTEAbHAs AMHAMMUKa Mo
HEAOCTaTOYHOCTU aOPTaAbHOrO KAanaHa M pa3mepam MoAOCTH
AEBOTO XEAYAOUKa.

06¢cyxpeHue. B Kpyr anddepeHuMpyeMbiX COCTOAHMM
BKAKOUEHbI remobaacTtos, AMMonpoAndepaTMBHble 3abone-
BaHWs, HOBOOOPa30BaHMA Pa3AUYHOW 3TUOAOTMU, CUCTEMHbIE
BaCKyAUTbl. BbISiBAEHHas 3HauWTEAbHAs TMMNOKOAryASLMA MPU
OTCYTCTBMM A@HHbIX 3@ reMobAacTos, Aeiko3, HOBoObpa3oBa-
HWA, KaK MPaBUAO, ABASETCS BTOPUYHBIM HapyLUEHWEM W CBW-
AETeAbCTBYET 06 ayTOMMMYHHOM 3aboAneBaHWW. B panbHenwem
obHapyxeHWe aHAOKapauTa AnbmaHa - Cakca MOATBEPXAAET
A@HHbIN AMArHos.

3aknwueHue. HecBoeBpemMeHHana aunarHoctuka CKB
W, COOTBETCTBEHHO, OTCYTCTBME AAEKBATHOIO A€YEHWS MPUBO-
ASIT K PA3BUTUIO PA3AMUYHBIX OCAOXHEHWM, TaKMX Kak TPOMOO-
3bl, 3HAOKAPAWT AMbmaHa - Cakca, KOTopbi MOXET Bbl3BaTb
3HAUMMYIO KAAMaHHYK OOCTPYKLMIO WAWM peryprutauumio. Mpwu
TAXEAOM TeueHun 3aboneBaHMA TpebyeTcsi Has3HauyeHue
TKC 1 MmMmyHoAenpeccaHToB, @ Npu OTCYTCTBUMU addeKkta —
puTyKCumaba.
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Short Report

KpaTtkue coobwieHus

Manasa ¢popma 6eTa-TanacceMum B COUETaHUMU
C HEeAOCTaTOUHOCTbLIO FAIOK030-6-¢pochaTaernaporeHasbl.

KAMHUYeCKUM cayuau

Beta-thalassemia minor in combination with glucose-6-phosphate
dehydrogenase deficiency. Case report

Kasopsa Aapba MuxannoBHa, LleuH Muxauna Cepreesuy, Aob6poTok AAb6UHA ButanbeBHa

HayuHbiii pykoBoauteab: TopaeeBa Onbra bopucoBHa, K.M.H., pooueHT, ®TAQOY BO PHUMY um. H.W. Muporosa MuH3apasa
Poccun, HUU neamatpun 1 oxpaHbl 3p0poBbsi Aeteit HKL, Ne2 GIBHY «PHLX um. akaa. B.B. MetpoBckoro» MUHOBpHayKu

Poccuun

®rAQY BO PHUMY um. H.W. NMuporosa MunHsapasa Poccun, MockBa, Poccuiickan Geapepaums

AKTyaAbHOCTb. [1peACTaBAEH CAyYal codeTaHust AByX Gopm
reMOAUTUUYECKUX aHeMWI: BeTa-TarnacCeMUU U HEAOCTATOYHO-
CTU TAHOKO30-6-hpocdataernaporeHasbi.

LeAb. OnucaHWe KAMHMYECKOTO CAydan 6eta-Tanaccemuu
Manon GopMbl, COMETAHHOW C HEAOCTATOYHOCTbIO TAKOKO30-6-
docodataernaporeHassl y pebeHka 3,5 ner.

KAanHuueckuin cayuan. Manbunk, 3,5 AeT. BnepBble aHe-
MUy pebeHka 6bina BbiiBAEHA B Bo3pacte 3 MeC, HOCW-
A@ TUMOXPOMHbIA MWUKPOLMTAPHLIA Xapaktep (reMorrobuvH —
94 r/A). Moayyan npenapatbl xene3a C He3HaAYUTEAbHbIM
NOAOXUTEABHBIM 3G GEKTOM.

Mocae nepeHeceHHoOW KOPOHaBUPYCHOM MHOEKLMU HOBOMO
TMna B Bo3pacTe 1,5 AeT NosBUMAMCH XaAobbl HA NOXEATEHWE
KOXHbIX MOKPOBOB, MOTEMHEHWE MOYU. [TPU OCMOTPE KOXHbIE
NMOKPOBbI U CKAEPbI pebeHKa XeATyLIHble, MaAbYMK BSAbINA. Mo
AQHHbIM AabOPATOPHbIX UCCAEAOBAHUI: FeMOrA0BKH — 98 /A,
MCV — 56,1 ¢m, MCH — 18,0 nr, MCHC — 301 r/A, noBbI-
LEeHWe ypoBHA neyeHouHbix depmeHToB (AAT — 27,1 EA/A,
ACT — 75,1 EA/A), 6uAnpybrHa (06wmini — 25,67 MKMOAb/A,
HenpaMon — 22,3 MKMOAb/A), NAI — 327 Ep/A, xeneso —
58,6 MKMOAb/A. U3 cemeliHOro aHamHesa: y matepu 1 6abyLu-
KM MO MaTepPUHCKOM AUHUW — MUKpOUMTapHas aHeMus (Heama-
rHOCTMPOBaHHaA).

MpeaBapUTEAbHbBIA AMArHO3: BPOXAEHHAs reMOoAUTUYE-
ckas aHeMuA. AN YTOUHEHUSI HanpaBAE€H Ha AOMOAHWUTEAbHOE
obcaepoBaHue B HMULL ATOU um. AmuTpus Porauesa, peko-
MEHAOBAHO Takxe 06CAep0BaTb POACTBEHHUKOB.

Mpu o6CAepOBaAHUKM BLISBAEHO MOBbILWIEHWE YPOBHEN
HbF (9%), HbA2 (4%), noBbllEHWE OCMOTUYECKOW pe3u-
CTEHTHOCTU 3puTpouMTOB. [0 pesyabTaTaM TFEeHETUYECKOro
TectupoBaHua (NGS-naHeab «BpoXaeHHble FeMOAUTUYECKUE
aHemMuu») Oblna BbliBA€Ha MyTauua reHa HBB (aeneuus
ABYX HYKAEOTMAOB C.25_26delAA B retepo3urotHOM COCTO-
AHUKU, NPUBOAALLAS K 6eTa-TanacceMuu, KaaccudUuMpyert-
CA Kak naTtoreHHas), B 9k30He 6 reHa G6PD BbisBAEHaA
3aMeHa OAHOTr0 HYKA€OTMAA B TE€MU3UIOTHOM COCTOSIHMM,
XapaKkrepHas AAS MAUMEHTOB C HWM3KOM aKTMBHOCTbIO dep-
MEHTa TAKKO30-6-GpochaTaernaporeHasnbl, Knaccuouumpyer-
CSl Kak natoreHHasi. bblaa Takke MCCAepOBaHa aKTMBHOCTb
TAHOK030-6-pochaTaernaporeHasbl, BbISBAEHO €€ 3HauuTeAb-
Hoe CcHUxXeHwue (8 MEa/10° ap. npu HOPMATUBHBIX 3HAUYEHUAX
244-299 MEA/10° ap.).

06¢cy)xpeHue. AaHHbIA NpuUMep NoKasblBaeT HaAuuue
COYEeTaHHOM MaTOAOTMKW — BPOXAEHHOM FEMOAUTUYECKOW aHe-
MWK (MeMbpaHonaThn U GepmeHTONaTHK).

3aknloueHue. B paHHOM KAMHMYECKOM CAyyae onu-
caH AeblT Aerko  GOpMbl  TEMOAUTUUYECKOM aHEeMWHU
(beTa-TanacceEMUM B COYETAHUW C HEAOCTATOUHOCTbIO
rAOK030-6-dochataernaporeHasbl) MocAe MNepeHeceHHoM
BUPYCHOM WHOeKumMn (COVID-19). PekomeHAOBaHO HabAto-
AEHWE y rematonora, NoAydyeHue CUMNTOMAaTUYEeCKOW Tepa-
nuKW, B CAyvae TreMOAUTUYECKOTO KpU3a U PE3KOro CHUXe-
HUSI YPOBHA rEMOrA0BMHA — MepeAuBaHUE 3PUTPOLUTAPHON
mMaccebl.



TpyAHOCTU BEeA€HUA NaLUeHTa CO CTeHO3upylowen GopmMoun

6one3Hu KpoHa

Difficulties in managing patients with the stenotic form

of Crohn’s disease

Kopo6oBa Codpbsa PomaHOBHaA

HayuHbiii pykoBoauTenb: CypkoB AHApen HukoaaeBuu, A.M.H., npodeccop, HUM neanatpum u oxpaHbl 3A0P0BbS AETEN
HKL, Ne2 ®TBHY «PHLUX nm. akaa. B.B. Metposckoro» MuHobpHayku Poccun, ®rAOY BO PHUMY um. H.W. NMuporoea

MwuH3apaBa Poccum

OrAQY BO PHUMY mm. H.U. Muporosa MuHsapaBa Poccun, MockBa, Poccuiickana ®epepaums

AKTyaAnbHOCTb. [lporpeccupytollee TeuyeHue 60AE3HU
KpoHa (BK) MpUMBOAWMT K PasBUTUIO KMLLIEYHbLIX OCAOXHEHWM
Y KaXA0ro BTOPOro 60AbHOro Ha npotsxeHun 10 AeT Habato-
AeHuA, 1 A0 90% nauMeHTOB NOABEPraloTCA B TEUEHWE XU3HU
OAHOM MAM HECKOAbKUM onepaumsam. MNpu 0CAOXKHEHWUAX Heob-
XOAMM TLLATEABHbIN MOABOP Tepanuu.

LeAab. OnucaHWe KAMHMYECKOTO CAyvasi CTEHO3MPYHOLLEN
dopmbl BK y noapocTka.

KAnMHUueckuit cayuyan. Manbuurk, 15 aeT 8 mec. B Bo3pacte
14 neT 3 MeC NOABUAMCH XaA0Obl Ha XXMAKUI CTYA MOCAE KaXAO-
ro npuema nuwu Ao 4 pas B CyTku, 60An B xmBoTe. C MOMEHTa
3aboneBaHMA CHUXeHMEe Maccbl Tena Ha 10 kr, CHWXeHue
annetuTta, acTeHus.

B 14 AeT 5 Mec npoxoaruA 06CAeAOBaHWE MO MECTY XUTEAb-
CTBa, NO pe3yAbTaTaM KOTOPOro BbiCTaBAEH AmMarHos: «bK ToH-
KOW U TOACTOM KULLKK (UAEUT, BayruHWUT, TUPAMT), CTEHO3MPYLO-
was dopma (pybuoBaa pedopmauma CAENON KWLLUKW, CTEHO3
bayrMHMeBOM 3aCAOHKM), yMepeHHas/BblCOKas aKTUBHOCTb».
Hauata aHTMUMTOKMHOBaA Tepanus MHOAMKCMMaboM B A03€e
5 mr/kr, no cxeme 0-2-6, panee 1 pa3 B 8 Hep. AobaBAEHbI
asatmonpuH — 1,25 mr/kr, mecana3uH — 50 Mr/kr/cyT, MeTpo-
HUAA30A W uMnpodaoKkcaumH. Ha ¢oHe Tepanuu oTMeuveHa
He3HauuTeAbHasA Y HECTOMKAA MOAOXWUTEAbHAS AMHaMMKa.

B 14 AeT 9 Mec rocnutannanpoBaH B SKCTPEHHOM MOPSAAKE
B CBfI3W C BblpaXeHHbIM abAOMWHAABHBIM OOAEBbLIM CHH-
APOMOM. [pK KOMMbIOTEPHOW TOMOrpadun KaptMHa TepMU-
HaAbHOTO WAEWTa, KOAWTA, MHOUABTPaTa B 06AACTM MAeoLe-
KaAbHOTO yrAa. NMpoOBEAEHO AeUYEHME: INEKTPOAUTHbBIN PacTBOpP
(cTEPOOYHAMH), METPOHMAA30A, LEPTPUAKCOH, MecanasuH,
doAveBas KUCAOTA, a3aTMONPWH, a TakXe MNPOAYKT AETCKOro
AMETUYECKOTO NUTaHuA. HabAatopanacb MOAOXMTEAbHAs AMHA-
MWKa B BUAE CHUXEHUA MapKkepoB BOCNAAEHUS, YMEHbLUEHUSA

pa3MepoB MHOWALTPATA, KynmMpoBaHMS GOAEBOro CUHAPOMA.
PekomMeHAOBaHO yaaneHWe MHOUABTPaTa B MAAHOBOM MOPSIAKE,
OT Yero maTb pebeHka oTka3anachb.

Yepes 2 Hep MOCTYMUA B OTAEAEHWE TaCTPO3HTEPOAOTUU
Ma peteit PHUX um. akaa. B.B. MNeTpoBCKOro AAf NPOBEAEHUSI
obcnaepOBaHMA U Koppekumu Tepanuu. OTMeuyeHa BbiCOKast
akTMBHOCTb BK (PCDAI — 45 6aAn0B). YunTbiBas HU3KMI OCTaTOu-
HbIl YPOBEHb MHOAMKCMMAba, BbICOKYHO AabOpaToOpHYHO akTWB-
HOCTb, 3HAOCKOMUYECKYIO KapTUHY, pebeHKy ObiAM COKpaLLeHbl
MHTEPBAAbI MEXAY BBEAEHWUAMM Mpenapara A0 4 Hep, yBeAuYe-
Ha A03a A0 6,8 Mr/Kkr/BBeaeHVe. Takxe A03a a3aTMoNpUHa yBe-
AMYeHa A0 62,5 mr/cyT. B 14 aeT 11 mec pebeHky npoBeaseHa
NAGHOBAasi AaNapOCKOMWUYECKU aCCUCTMPOBAHHAaA MWAEOLEKaAb-
HasA pe3eKuUusi, HAAOXEH MAeoacLieHA0aHacToMOo3. MpoaorxkeHa
AHTULIMTOKMHOBaA Tepanusa. Ha doHe NpoBOAMMOrO AeYeHWUA —
BbIpaXXeHHas NMOAOXWTEAbHAs AMHAMWKa B BUAE KyNWPOBaHWA
abAOMUHAABHOTO BOAEBOIO U aCTEHUYECKOTO CMHAPOMOB, HOP-
MaAM3aLMK xapakTepa CTyAa M YacToTbl AedeKaLmnil.

06¢cy)xaeHue. o pesyabTatam NocAeAHEN rocnuTaAM3aLmm
OTMEYEHO 3HaYUTEAbHOE CHWXeHUe akTuBHOCTM BK (PCDAI —
25 6aAA0B), B CBA3W C YEM MOKa3aHWUN K UHTEHCUPMKALIMK
Tepanuu He BbIN0. YAYULLMAUCH KAYeCTBO XU3HU U dusnyeckasn
AKTMBHOCTb NaLMeHTa.

3aknatoueHue. [lepBoHauyaAbHaa HepocTatouHas addek-
TMBHOCTb NPOBOAMMOM Tepanuu bbina 06yCAOBAEHA HaAUUMEM
MHOUABTPaTa B OPHOLLIHOM NMOAOCTH, B CBA3U C YEM Y NALMEHTOB
C TAXeAblM TeueHneM BK upesBbluaiiHO BaXHa CBOEBpEMEH-
Haa AMArHOCTUKA OCAOXHEHWW AAA MPUHATUS pelleHus o6
onepaTMBHOM BMelLaTeAbCTBE. BepHo u3bpaHHas TakTvka
BEAEHMA MauMeHTa NO3BOAMAA AOOUTBCSH CHUXEHWUSA CTENEHU
aKTMBHOCTK BK, uTo, 6€3ycAOBHO, HAAronpUATHO OTPa3UTCA Ha
nporHo3e 3aboAeBaHus.
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Short Report

KpaTtkue coobwieHus

HacneacTBeHHasA reMOAMTUUECKAA aHEMUA BCAEACTBUE
HecTabMUAbHOro aHoOMaAbHOro reMornobumHa y pebeHka
c overlap-CUHAPOMOM U UHCYAMHHE3aBUCUMbIM

CaxapHbiMm Anabetom

Hereditary hemolytic anemia due to unstable abnormal
hemoglobin in a child with overlap syndrome
and insulin-dependent diabetes mellitus

Martpoc EkatepuHa CepreeBHa, TuxoHoBa AnéHa CepreeBHa, lN'yceBa EkatepuHa BrnapymupoBHa,

l'yceB AaHuun BrnapumupoBuu

HayuHbiii pykoBoauTenn: NapuHa Ato60Bb EBreHbeBHa, K.M.H., poueHT, TAOY BO PHUMY um. H.WU. NMuporosa MuH3apasa

Poccuu, FBY3 «Mopososckaa ATKB A3SM»

®rAQYy BO PHUMY um. H.U. NMuporoBa MunHsapasa Poccun, MockBa, Poccuiickaa Geaepaums

AKTyanbHOCTb. HacCAeACTBEHHaAs reMoAUMTUYECKas aHe-
musa (TA) BcreacTBME HECTAOMABHOTO @HOMAAbBHOTO FEMOTAO-
6uHa (HAI) — peakoe 3aboneBaHWe, xapaKTepuayrolleecs
BapnabenbHOM KAMHWYECKOW KapTWHOM OT 6ecCUMMMNTOMHOro
HOCUTEABCTBA AO TAXEAOrO TPaHCPY3MOHHO3aBUCUMMOrO Teue-
HusA. TemoauTHueckne Kpusbl (FK) BO3HMKaKOT Ha GoHe Teue-
HUS MHOEKLMOHHOIO npouecca UAM NMpuema AeKapCTBEHHbIX
npenapatoB. OcobeHHocTb HAI cocTouT B BbIMAAEHWUMU €ro
B OCAAOK B apuTpoumte (Teabua lerHua). AaHHble 0 vacTtote
BCTpeyaemMoctTn B Mupe remornobuHa HB Brest otcytctaytorT,
B AUTEPAType BCTpeUatoTcs eAMHWYHbIE MyOAMKALMK.

Lleab. OnucaHWe naumeHTa ¢ HacAeACTBEHHOM A Bcaea-
ctBre HAT 1 conyTCTBytOLLLEN NATOAOTUEN.

KanHunueckum cayuan. Manoumk b., B aHaMHe3e MHCYAUH-
He3aBUCUMbIV caxapHbii anabet (CA), yctaHoBAeH B 15 AeT
(anpenb 2023 r). B ceHTA6pe 2023 1. 6bIA NepeBeaeH B [BY3
«MoposoBckaa ATKB ASM» 13 MHGEKLMOHHOM BOABHULLBI MOCAE
WUCKAIOYEHUS] BUPYCHBIX MOPAXEHUIM MeYyeHu C XoAecTaTuye-
CKUM W LIUTOAUTMYECKMM CHMHAPOMAaMMU, Xarobamu Ha XEATYXY,
60An B NpaBoM noppebepbe, TEMHYIO Mouy. Y pebeHka bbiau
WUCKAIOUYEHbI HACAEACTBEHHbIM MuKpochepoumnTos, 6oAe3Hb
BunbcoHa - KoHoBanoBa, AedUUMT anbda-l-aHTUTPUMCHUHA,
AM30COMHOW KUCAOM AMNa3bl. YUUTbIBas PETUKYAOLMTO3, MOAO-
XWUTeAbHYO Npoby Kymbea (MK), NoBbilEHWE AAKTaTAErMAPO-
reHasbl, HeAb3si ObIAO UCKAKOUMTL reMOAM3. o pesyabtratam
UMMYHOPEPMEHTHOrO aHaAM3a: nosbilweHne LKM-1, noao-
xutenbHble ANA, LC-1, 4To yka3blBaAO Ha HaAMuMe ayTOUM-
MyHHOro renatuta (AUl 2-ro tvna; nonoxutenbHble gp210
n M2/nPDC xapakTepHbl AN MEPBUYHOTO OBUAMAPHOIO UMP-
po3a (MBLU). Mo pAaHHbIM reHeTMyeckoro obcaepoBaHUA Obina
BbliBAEHa retepo3urotHaa Mytaunsa HBB, koTopas ykasbiBara
Ha Haanume HAT (HB Brest). Yepes 3 mec 6bin 3anopo3peH MK
(bebpunbHas AMxopaaka, TOLWHOTa, pBOTa, NMOTEMHEHWE MOUMH,

XEeATyXa, renatocnAeHOMEraAus, CHWXEHUE remMorrobuHa Ao
75 /A, yckopennme CO3 po 50 Mm/u, runepbuampybuHemus,
petnkyroumntos — 18%, nonoxutenbHasn [MK), b6bina npoBeae-
Ha TpaHChy3ns IPUTPOLMTAPHON B3BECH, Tepanus GOAMEBOMN
KUCAOTON. B CBA3M C ABYXPOCTKOBOM LMTOMEHWEN (aHEemMUs,
TpomMboLMTONEHNA) BbIAU UCKAKOUEHBI OHKOTEMaTOAOTMYECKME
3aboneBaHUA. B cpaBHeEHWWM C MPOLWIAOKM rocnuTaAnsaumen —
NMOAOXWUTEABHAA AMHAMWKa B BUAE CHwxeHus LKM-1, otcyt-
CTBME @aHTUTEA K MUTOXOHAPMSAM AMA-M2.

06cyxpeHue. CeponOrMUYECKM B MEPBYIO FOCMUTaAU3ALMIO
ObIAV MOAYYEHbI AAHHbIE, KOTOPbIE YKa3blBaAM Ha Haauuue
overlap-cuHapoma (couyetanne AUT u MBL), yto Takxe mMor-
AO MPUBOAUTE K KymOC-NO3UTUBHOMY FEMOAM3Y (ayTOMMMYH-
Has TA), HO cocTosiHMe pebeHka TpeboBaAo yTouHeHuA. Mpu
BTOPOM rocnuTaAu3auumn COCTOSIHME nauueHTa 6bIA0 06yCAOB-
AeHO TK Ha ¢oHe WHOEKUMOHHOro npouecca, OTMevaracb
CEepono3nUTMBHOCTbL NO ayToaHTUTEAAM 6e3 SIBAEHWUI XOAecTaTh-
Yeckoro renatuta, OTCYTCTBOBAaA@ MMMYHOAOTMUYECKAS aKTUB-
HOCTb. B AMHaMuKe B 06LEM aHaAn3e KPOBU aHEMMWM, BOCNa-
AUTEABHBIX UBMEHEHUI HE BbIAO, PETUKYAOLMTbI CO CHUXKEHUEM.
Bbin0 NpoBEAEHO KOMMAEKCHOE 06CcAeAOBaHUE U AeveHUe, TK
6bIA KyNMPOBaH.

3aknoueHue. TPYAHOCTb AMArHOCTUKM HaCAEACTBEHHOM
I'A BcaeacTBre HAT 0b6ychOBAEHA MAAOM3YYEHHOCTBIO U HEAO-
CTATOYHOM OCBEAOMAEHHOCTBIO O AGHHOM BWAE @HEMUM, YTO
NPUBOAUT K HEMPABWUALHOM MOCTAHOBKE AMArHo3a W HasHaue-
HUIO OLLIMOOYHOM Tepanuu. MPoBEAEHHbIN AMArHOCTUYECKMI
MOUCK C BOABLLMM KOAMYECTBOM 3aboAeBaHWUI MO3BOAWA yCTa-
HOBUTb MATOAOTUIO U BEPHO BbIOPATh TAKTUKY A€YEHMS nauu-
eHTa. PebeHky ObINO peKOMEHAOBaAHO HabAaoAeHMe neanaTpa,
racTpo3HTEPOAOTra, remMaToAora, 3HAOKPUHOAOTA U NPOBEAEHNE
MOAEKYASIPHO-TEHETUYECKOTO MCCAEAOBAHWUA Ha MOHOrEHHble
dopmbl CA.



OT cuMmnTOoMa K AMarHo3y: YCTaHOBA€HHbIW CeMeWHbIN
remodarouuTapHbii AMMGOrucTMoLuTo3 y pebeHka 6 mecaues

From symptom to diagnosis: established familial hemophagocytic
lymphohistiocytosis in a child of 6 months
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AKTyaAbHOCTb. CeMeliHbI reModarounTapHbli AUMOOru-
ctnoumntos (CI\) — 310 XM3HEyrpoxarLee MMMYHOOMOCPEAOD-
BaHHOE ayTOCOMHO-peLlecCuBHOe 3aboAeBaHUe, Bbi3BaHHOE
OYHKUMOHaAbHBIMU  pAedekTamu T-AuMounToB U NK-KAETOK,
NPUBOASLLEE K LUTOKMHOBOMY LUTOPMY, akTuBauuu daroum-
TOB W MOPaXeHWto 3penbix GOPMEHHbIX IAEMEHTOB KPOBMU.
Hanbonee uacto BcTpeuatolmecs nepeble NPOSIBAEHUSA: CTOW-
Kasi AMXOPaAKa, renatocrnAeHOMEraAusi, NaHUMUTONEHUS, AUM-
dapeHonatns 1 ak3aHTema. Mo aAaHHbIM J. Henter, 3aboneBa-
€MOCTb CEMeNHbIM remModaroumtTapHbiM AMMGOrMCTUOLUTO30M
coctaBaseT 1,2 cayyas Ha 1 MAH peteit A0 15 AeT B roa MAM
1 Ha 50 TbIC. HOBOPOXAEHHbIX B TOA.

LleAb. Onucatb KAMHUYECKUI caydait CIA.

KauHuueckun cayuam. MNaument E. B Bo3pacte 3 mec no
IKCTPEHHbIM MOKadaHuaM noctynua B [BY3 «Mopososckas
AFKB ASM» (MATKB) ¢ xanobamu Ha nopbeM Temnepatypbl
Tena A0 38,7 °C, cbinb Ha Tene. CO cAOB MaMbl, y pebeHka
C MEepBOro MeCALA XW3HWU NEPUOAMUYECKM MOABAAAACH ChiMb
Ha TeAe, NOAHMMaAach TemnepaTtypa A0 CybdebpUAbHBIX 3Ha-
YeHUN. KAMHUUYECKM: Ha KOXE TyAOBMLLA M B €CTECTBEHHbIX
CKAaAKax ManyAe3HO-NeTexManbHas Cbifb, Ha KOHEYHOCTSX eAM-
HWYHbIE AAEMEHTHI CbIMK, renatocnaeHoMeranmsi. O6HapyxeHbl
HOPMOXPOMHasn HOpMoLMTapHas aHeMus 2-i cTeneHu, TPom6o-
uuToneHus, runepdepputMHemMus, koaryanonatvs. lMposeseHO
UCCAEAOBAHWE MUENOTPaMMbl, WCKAIOYEH remobaacTos.
Metopom MUP BbisBAeHO AHK LIMB, pebeHok nepeBeaeH
B MHOEKLMOHHBIN CTaUMOHap AAS AAABHENLLIErO AeYEHUS.

B Bospacte 5 mec pebeHok BHOBb moctynua B MAIKB
C Xanobamu Ha OAeAHble KOXHblE MOKPOBLI, TPEMOP HUX-
HWX KOHEYHOCTEW, COXPAaHSAIOLLMECA W3MEHEHWA B aHaAu3e
KpoBW. NabopaTopHO: OTpuLaTEAbHAs AMHaMMKa aHeMuu

U TPOMOOLMTONEHUN, CHUXKEHWE BUTaMuHa B,,. MposeaeHbl
TaHAEMHasi MacC-CNEKTPOMETPUS U CKPUHUHI-TECT Ha AM30-
COMHble OOAE3HM HAKOMAEHUS — OTKAOHEHUSI He BblBAE-
Hbl. AHEMWYECKUI CUHAPOM KynupoBaH, MauMEeHT BblNWUCaH
B YAOBAETBOPUTEABHOM COCTOSIHUMW, PEKOMEHAOBAHbI KOHCYAb-
Tauus reHeTMka, NOAHOE 3K30MHOEe CeEKBEHUpOBaHWe. Yepes
14 pHel NoBTOpPHasi rocrnuTaAM3auus B CBS3W C aHEeMUEeWn.
B KAMHUUYECKON KapTUHE COXPaHAITCA renatocnAeHOMeraAms,
TpaHcdy3MOHHO3aBUCMMasA aHeMusl, TPOMOOLMUTONEHUS, Koa-
rynonatus. lo3aHee CTan M3BECTEH pPe3yAbTaT FeHETUYECKO-
ro uccaepoBaHusa — «femodaroumtapHbii AMMGOrMCTUOLMTOS,
MyTaums B reHe STXBP2». HauaTa Tepanusa cornacHO NpoTOKOAY
HLH-1994, nonck noaxoAfLLLEro AOHOpa.

06¢cyxaeHue. CIN\ 5-ro TMna pasBuBaeTcA B pesyAbrate
MyTauum B reHe STXBP2. CTA maHUdecTUpyeT B rpyAHOM BO3-
pacte ¢ HecneuMduyeckmux CMMMTOMOB, OTYErO B AUddepeH-
UMaAbHBIA MOUCK BXOAAT MHOEKLMOHHbIE 3ab0AEBaHUS, BPOX-
AEHHble HapyweHusi o6MeHa BeLLECTB, BPOXAEHHbIE MOPOKU
pa3BuUTMS. Ha AaHHBIV MOMEHT CYLLECTBYIOT MEXAYHAPOAHbIE
AMArHOCTUUYECKHUE KPUTEPUU, NPU Habope 5 U3 8 KAMHUYECKMX
W/MAn AabopaToPHbIX CUHAPOMOB MOXHO 3anop03puTb CIA, HO
OKOHYATEAbHbIN AMarHo3 GOPMyAMPYETCS MOCAE MOATBEPXKAEH-
HOrO reHEeTMYECKOro UCCAEAOBaHUA.

3akaroueHue. A\eT1 rpyAHOro M paHHEro Bo3pacTta SABAAKOT-
CA rpynnov pucka no BPOXAEHHbIM NMOPOKaM U reHETUYECKUM
3aboneBaHMAM, NO3TOMY CTOMKO COXPaHSALWMEC CUMNTOMBI,
OTCYTCTBME 3ddeKTa OT NMPOBOAMMOIO A€YEHUA — MoKa3aHue
ANSI NPUBAEYEHWSA Bpaya-reHeTMKa U NPOBEAEHUA COOTBETCTBY-
IOLLIMX UCCAEAOBAHWI. B AaHHOM cAaydae Baaropaps CAaXeHHOM
paboTe MHOMMX CNeLuuasucTtoB BOBPEMS MOCTABAEH AMArHoO3
W HauaTo AeyeHue.
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KAMHUWUYECKUHM cAyuyau pecCTPUKTUBHOU KapAuOMMUONaTUU
Case report of restrictive cardiomyopathy

Ca¢uyanuH bynat MaHcypoBuu

HayuHbiii pykoBoauTenn: NapuHa Ato60Bb EBreHbeBHa, K.M.H., poueHT, TAOY BO PHUMY um. H.WU. NMuporosa MuH3apasa

Poccuu, FBY3 «Mopososckaa ATKB A3SM»

®rAQy BO PHUMY um. H.U. NMuporoea MunHsapasa Poccun, MockBa, Poccuiickaa ®eaepaums

AKTyaAbHOCTb.  PecTpuMKTMBHas  KapAuMomMuonatus
(PKMIM) — 3aboneBaHue, XxapaKTepU3ytoLLleecs BblpaXeHHbIM
CHUXEHUEM PACTSXXMMOCTU MUOKapAa, 0BYyCAOBAEHHBIM pas-
AMYHBIMW NPUYMHAMMU, U CONPOBOXAAOLLLEECA HEAOCTATOUHbIM
KPOBEHAMNOAHEHUEM CEPALLA C MOCAECAYIOLLMM Pa3BUTUEM XPO-
HUYECKOWN CepAeYHOM HepOCTaToOYHOCTU. YacToTa BCTpeyaemo-
CTU cocTaBAseT 5% OT BCex KapaMoMuonatuin. TouHast pacnpo-
CTPaHEeHHOCTb HEU3BeCTHa.

LeAb. OnucaHne peakor MAaTOAOTUK AAST YAYULLEHUS MHOOP-
MWPOBAHHOCTH Bpayen.

OnuMcaHue KAMHUYECKOTro cAyvasa. [AeBOuka, 2 AerT,
29.06.2023 3KCTPEHHO rocnuTanM3MpoBaHa c OAbILLKOW, Hapac-
TalOLWMMU OTEKAMK, BSAAOCTBIO U OTKA30M OT eAbl. M3BecTHO,
yto ambynatopHo Ha IXOKI 6biAM BbIABA€HbI Y3-NpuU3HaKK
KapAMOMMOMATHK, NO3XKE BbICTABAEH AUATHO3: HEKOMMAKTHbIN
MWOKapA AEBOrO XeAyaouka. PebeHok oT BTopoin GepemeH-
HOCTW, NpoTekaBllen ¢ Tokcuko3om M OPBU B | TpumecTpe.
CemelHbIi aHamMHe3 He oTdarouleH. lpu peHTreHorpadum
OpPraHoOB MPYAHOM KAETKM NMPU3HAKW BEHO3HOMO 3aCTOSA B AETKMX
1 Kapanomeranmun. Ha SxoKI npusHaku kapavomuonatun no
PECTPUKTUBHOMY TUMY C BbIPaXeHHbIM pacliMpeHruem o6omx
NpeACepPAUiA, CTBOAQ, BETBEW AErOYHOM apTepuu, HEOAHOPOA-
HO€ YTOALLEHME CTEHOK MUOKapAa AEBOro 1 MPaBOro XEeAyAQY-
KOB C 3EPHWUCTOM CTPYKTYPOM, YMEPEHHO MOBbIEHHas Tpabe-
KYASIPHOCTb, PacLUMpPEHUE HWXHEN MOAOW BEHbl U YMEPEHHbIN
BbIMOT B NOAOCTU nepukapaa. Ha SKI BbiABAEHbI Neperpyska
oboux npeacepanr, NMoAHas OAOKapa MPaBOM HOXKW MNyyka
[Mca n HapyleHne npoueccos penoaspusauunn. Ha Y3U opra-
HOB BPIOLLHOM NOAOCTU — renatomeraauns. AabopaTtopHo: NOBbI-

weHne AAI — 595 EA/A, ANT — 68,7 EA/A, ACT — 104,5 EA/A;
NOBbILIEHWE NPOKaAbUUTOHUHA — 1,15 HI/MA U HaTpuiypeTu-
yeckoro nentvaa 32 — > 5000 nr/MA; NoBbIweH C-peakTUBHbIN
6enok — 156,1 mr/A u TponoHuH | — 148,46 nr/mn;
03.07.2023 npu TaHAEMHOM MacC-CNEKTPOMETPUN UBMEHEHUS
BTOPUYHOIO xapaktepa. CHUXEeHWe aKTUBHOCTU KMCAOW A1nasbl
TaKkXe UMENO BTOPUUHBIN XapakTep. AeyeHue: CNMPOHOAAKTOH
no 1-3 wmr/kr; ¢ypocemup no 1 Mr/kr; ueponepasoH + Cyab-
6aktam no 40-80 wmr/kr/cyT. COCTOSIHUE C MOAOXMUTEABHOMN
AMHAMWKON: KynNMpOBaHWE OTEYHOr0 CWMHAPOMA, CHUXEHMWE
OAbILLKW, TAXMKaPAWK, PaclUMPEHME ABUraTEAbHON aKTUBHOCTH,
yAyULLEeHWe annetuta. AnarHo3: pecTpukTMBHasa Kapavomuona-
TvA. bruoncua cepaua AAA UCKAKOUEHUS aMUAOMAO3a He NPOBO-
AMAACh B CBA3W C BbICOKMMU PUCKaMMU.

06cyxxaeHue. Yacto PKMI HOCUT HaCA€ACTBEHHbIV Xapak-
Tep, Npu 3ToM 3aboAeBaHUE MOXET ABAATbCS YacTbto Bonee
CAOXHbIX HACAEACTBEHHbIX CUHAPOMOB C BOBAEYEHUEM MHOTMX
CUCTEM W OpraHoB, MO3TOMY MOUCK MPUYUHBbI BO3HUKHOBE-
HUsA PKMI1 ABASIETCS OCHOBHBIM M CaMblM CAOXHbBIM 3Tarnom
Npu Kypauuu NauMeHToB C AaHHbIM 3aboaeBaHWeM U TpebyeT
AeTanbHOro c6opa aHaMHe3a, Ha3HauYeHUsa LIMPOKOro CnekTpa
WMHCTPYMEHTaAbHbIX U AaBOPaATOPHbLIX UCCAEAOBAHWI C NPUBAE-
YEHUEM CMEXHbIX CMELUaAUCTOB.

3akatoueHue. lNaumeHtol ¢ PKMI HyxaatoTcs B AMHaMU-
YECKOM HabAOAEHWW B YCAOBMAX CNELMAAM3UPOBAHHbBIX OTAE-
AEHWUI. YAYULLIUTb KauecTBO XM3HW MauMeHTa, CTpaAatoLLero
AaHHbIM 3aboneBaHMEM, MOMOMYT KOPPEKTHO MNoAOOpaHHas
Tepanua M CBOEBPEMEHHOe ObyyeHWe HaBblkaM apanTaLuu
CaMOoro nauMeHTa U YAEHOB ero CEMbM.



KAMHUWUECKUHW cAyuau Y3eAKOBOro noAnMaprepuuta y pebeHka

paHHEero eo3pacTa

Case report of polyarteritis nodosa in a young child
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AKTYyaAbHOCTb. Y3eAKOBbIM noanaptepuut (YM) — cuctem-
HOe WMMYHOKOMMNAEKCHOE 3aboneBaHWe, npoTekatollee
C NMopaxeHWem apTepuin MEAKOrO U CPEAHEro kaambpa ¢ pas-
BUTMEM AECTPYKTUBHO-MPOAMOEPATUBHOIO BAaCKyAUTa W WLUe-
MUeW opraHoB-MuLLEeHeR. Y aetelt Y — peakoe 3aboneBaHMe.
MNo3aHAA pnarHocTnka YN npuBOAWT K MHBAAMAM3ALMKU NaLUMEH-
Ta ¥ CMepPTEAbHOMY UCXOAY.

LUenb. MpeacTaBUTb KAMHUKO-AMArHOCTUUECKUIA NMOUCK NpU
YN y pebeHka paHHero Bo3pacTa.

KavHuueckum cayuan. Aesouka A., 3,5 aeT, obcaepo-
BaHa B /\eTCKOM TOPOACKOW KAMHWMYeckon 6oabHuLe Ne 1
(ATKB Ne 1). Aebiot 3aboneBaHMa B 3 ropa ¢ debpuabHOM
AMXOPaAAKHM, CHUXEHUS anneTuta, BAANOCTH, MOTEPU MacChl TeAa.
KAMHUKO-PEHTTEHOANOTMYECKU: AEBOCTOPOHHSAA MHEBMOHMUS,
3KCCYAQTUBHbBIV MAEBPUT, NEPUKAPAUT. B CBA3KM C Haanunem
UMMYHOTAOOYAMHOB G K HOBOM KOPOHaBWMPYCHOW MHbEKLMK
(HKM) BbICTaBAEH AMArHo3: MyAbTUCUMCTEMHbIA BOCMAAUTENb-
Hbl CUHAPOM, accoummpoBaHHbIi ¢ HKW. AabopaTopHO UCKALO-
yeHbl MEPBUYHbBIA UMMYyHOAEDUUMT, Tybepkyre3. Ha odoHe
Tepanuu (aHTMOMOTUKKM (AB), AMYPETUKU, CUCTEMHBIE TAKOKO-
kopTukoctepouabl (CTKC), aHTMKOaryafHTbl) — BpPEMEHHOe
ynyyweHue. Mpu otmeHe CIKC BHOBb debpunabHas Anxopaa-
Ka, notepa maccbl Teaa, cAaboCTb, MWAATWMU, MPOTEUHYPUS,
NMOABAEHWE COCYAUCTOrO AMBEAO, OAbILKA. [pu NOCTynAeHUU
B AFKB Ne 1 coctosiHve Tsaxenoe. OObEKTUBHO: Ha KOXe
YYaCTKM NUITMEHTaLMKU. B Aerkunx: ykopoueHue AeroyHoro 3Byka
CAeBa CrepeAu W cnpaBa Nop AONATKOW, OoCAabAeHME Abixa-
HUA CA€Ba B HWXHWUX OTAEAAX, BAAXHbIE MEAKOMy3blpyaTblie
xpunbl. fenatocnaeHomeranuns. NabopatopHo: Aerkas aHemus
(remornobuH — 93 r/A), TpoM6boLMTO3 — A0 706 x 109/a,
AENKOLMTO3 — A0 18 x 109/A, HenTpoduaes — 69%, NoBbiLIe-
HUe AaKTaTaernaporeHassl (1266 Ea/A), C-peaktBHOro benka
(167 mr/A), npokanbumTOoHMHA (5,7 Hr/ma), COI (48 mm/u),

D-anmepa (9000 mr/a), dubpuHoreHa (4,7 r/A), Aucramma-
rnobyamHemus. KomnbtoTepHasi Tomorpadusa Aerkux: yyacTku
YNAOTHEHWSA B BEPXHEN U HUXKHEN AOASIX AEBOTO AETKOT0, IKCCY-
AATUBHbIN NA€BPUT. C yueToM NOAUCUHAPOMHOCTU NOpaxeHus,
HaAMUMS MapKepPOB CUCTEMHOrO BOCMAAEHUS, TMNEPKOaryas-
LMW 3aMNOAO03PEH CUCTEMHBIN BACKyAWT.

06¢cyxaeHue. 10 AaHHBIM UMMYHODEPMEHTHOTO aHaA13a
KPOBU, MOAMMEPA3HOW LIeMHOW peakLmu, NOCEBOB CPEA UCKALD-
YeH aKTUBHbIN MHOEKLMOHHbBIM npouecc (repnecaupycel, BUY,
renatutbl, 6aktepranbHble UHOEeKUMK). o pesyasTaTam UMMY-
HOBAOTa UCKAOUEHBI 3a60AEBAHNA COEAMHUTEABHON TKaHU. Mo
A@HHBbIM MarHWTHO-PE30HaHCHON TOMOrpadun roAOBHOrO MO3-
ra u H6pOLWHOM NOAOCTU, HOPMAABHOTO 3HAYEHUSI OHKOMApKe-
poB, 6uoncun AUMOOY3N0B, KOCTHOMO3TOBOW MYHKLMU UCKALO-
YeHbl OMyxoAeBble U AMMdonpoandepaTnBHble npouecchl. Ha
10- AeHb rocnuTaAM3aLMu NPUCOEAUHUAUCH CYCTaBHOM CWH-
APOM, acLM1T, COXpaHAAUCh GebpUAbHasA AMXOPaAKA, MHTOKCUKA-
umA. C yuetom OTCYTCTBUS @HTUHENTPOOUABHBIX LIUTONAG3MaTH-
yeckux aHtuten (AHUA) mnckatoueHbl AHLIA-accoummnpoBaHHbie
BaCKyAUTbl. Ha OCHOBaHWWM KAMHUKU M A@HHBIX 06CAEAOBaHMUM
y pebeHKa BbICTaBAEH AMArHo3: CUCTEMHbIN Backyaut — YII,
BbICOKOM CTeneHn akTMBHOCTU. PebeHoK noayyan Ab, aHTMKoa-
ryAsiHThl. MaumeHTka o6crepoBaHa B HaumoHaAbHOM MeEAWLMH-
CKOM MCCAEAOBATEALCKOM LIEHTPE 3A0POBbA AeTel (r. MockBa),
rae avarHos YI 6biA NoaTBEPXAEH. Ha dpoHe reHHO-UHXeHep-
HOW Tepanuu UHIIMOUTOPOM daKTopa HEKpPo3a ONyXOAM anbda
(TNF-a) oTMeueHa cTabuansaumsa COCTOAHMUSA.

3akAatoueHue. B paHHOM KAMHMYECKOM CAyvae nokasaHa
TPYAHOCTb AMarHoctuyeckoro novcka npu YI. Umean mecto
MO3AHAA AMArHOCTMKa, OTCPOYEHHOE Hayano crneunduyeckon
Tepanuu 3aboreBaHusi. PebeHKy NokasaHo NPOAOAKEHKE Tepa-
nu nHrnbutopom TNF-&, MMMYHOCYNPECCUBHOM, aHTUKOary-
ASIHTHOW Tepanuu.
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AKTYaAbHOCTb. AALOMHW3M — rpynna HACAEACTBEHHbIX
3aboAeBaHUM, CBS3AHHbIX CO CHUXEHWEM WAM OTCYTCTBUEM
MEAaHUHA B TKaHMAX, MPOMUCXOASLLMX M3 SKTOAEPMbI (KOXa,
BOAOCbHI, TAa3a). B ocHoBe aTUx 3aboAeBaHUI AeXaT AedekT
6MOCUHTE3a MEAAHWHA UAW HapylleHWe 06pa3oBaHUsi MEAaHO-
coM. B HacTosilee BpemMsi onMcaHo 8 TMNOB M30AMPOBAHHOMO
rAA30KOXHOro anbbuHmuama (FKA). OAHAKO B PEAKMX CAydasix
TKA MOXeT HabAloAaTbCs B pamMKax CUHAPOMOB (CMHAPOM
lepmaHckn - Tlyanaka, cMHApPOM Yepnaka - Xuracu U Ap.),
KOTOPbIE XapaKTEPUIYHOTCA MOAMCUCTEMHOCTBIO MOPaXeHUs,
yTOo 3aTpyAHAET AnddepeHUMarbHO-AMArHOCTUYECKUIA MOUCK.

LeAb. AemMOHCTpauma naumeHta ¢ 'KA B pamMkax CUHAPO-
MaAbHOro 3aboAeBaHUS.

KAnHUYeckuit cayuail. ManbumK, 0T KPOBHOPOACTBEHHOMO
6paka, BTOpol HGepeMeHHOCTH, NpoTekaBLlei Ha GOHe yrpo-
3bl NpepbiBaHMA B | TpUMecTpe, aHEMUU TSXKEAOW CTEMEHMU.
Poabl BTOpble, Ha 38-39-i Hep. Macca Tena NP POXAEHUN —
2500 r, pavHa Tena — 48 cm. CoCTosIHUE MOCAE POAOB TAXEAOE
(acouKkeurs, AByKpaTHoe 06BUTHE MYNOBUHbI).

Mpr POXAEHWUU y pebeHKka BbISIBAEHbI TA@3HON anbOUHK3M,
HUCTarM, MOCTOAHHOE CXOAfLLEECA KOCOrAasue, 4vacTuyHas
atpodua 3pUTEABHOrO HEpPBA; OTMEYaAUChb 3MU30AblI 3amMupa-
HuA. MNpu MPT ron0BHOro Mosra B 5 MeC BbISIBA€HbI NPU3HAKK
NOCTIMNOKCMUECKON 3HUedanonatui. B 1,5 ropa Ha 33l —
NPU3HaKU AE30praHmn3aLnm KOPKOBOW PUTMUKKU TOAOBHOIO
Mo3ra, napokKcu3ManbHasi akTMBHOCTb. BbiCTaBAEH AMarHos:
abcaHcHas anuaencus. Hauata npoTMBOCYAOPOXHan Tepanus
BaAbMPOEBOM KUCAOTOM, KoTopas Bbina oTMeHeHa B 4,5 roaa.

B 5 AeT pebeHok rocnutanMauposaH B HMMWL, 3p0po-
BbA AeTel. MPUCOEAMHUANCH XaA0Obl HA HEYCTOMUMBBIN CTYA.
Mpu ocmoTpe PU3nUeckoe pasBUTUE CPEAHEE, rapMOHUUYHOE
(poct — 106 cm, macca Tena — 16,2 kr). Obpawanm Ha ceba
BHUMaHWe OAEAHOCTb KOXHbIX MOKPOBOB, CBETAbIE BOAOCHI,

rOPU30HTaAbHbIN HUCTArM, ronyboBaTtble CKAepbI. Mo pesyabTa-
TaM NMOAHOIO CEKBEHUPOBAHWS 3K30Ma BbIABAEH MATOreHHbIM
HYKAEOTUAHBIN BapuaHT ¢.568C>T (p.R196*) B roMO3UIOTHOM
COCTOSIHMM B reHe HPS5. BapuaHT BaAMAMPOBaAH METOAOM
cekBeHUpoBaHUsi Mo CeHrepy y pebeHka U POAUTEAEN, KOTO-
pble SABASIHOTCA FreTepPO3UroTHbIMU HocUTEASIMU. CornacHo base
AaHHbIX OMIM, myTaumun B reHe HPS5 onucaHbl y NauneHToB
¢ cuHapomom TepmaHcku - Myanaka, Tun 5 (OMIM #614074).

06¢cyxpeHue. CuHppom lepmarcku - TMyanaka (CIM) —
ayTOCOMHO-PeLiecCMBHOE 3aboAeBaHUE, XapaKTepuaytolleecs
KA u accoummpoBaHHbIMKU C HUM OPTaAbMOAOTMUECKUMU
HapylweHUsIMKU (FOPU3OHTaAbHbIA HUCTArM, CBETOO0SA3Hb, CHM-
XXEHWEe OCTPOTbl 3PEHWUS BMAOTb AO CAEMOTbl), FEMAaToAOrM-
YECKUMU HapyLIEHUAMU (NOBbILLEHHAA KPOBOTOUYMBOCTL 3a
CUET AUCOYHKLMU TPOMOOLIMTOB, B PEAKMX CAyYasx — HeMn-
TPONEHUA), rPaHYAEMaTO3HbIM KOAMTOM W B HEKOTOPbIX CAY-
yasix — ¢MOPO30M BHYTPEHHMX OPraHOB (Yalle — AErkuXx).
PacnpoctpaHeHHocTb CITl B Mmupe coctaBaseT 1 Ha 500 Tbic.
yenoBeK. KAMHUUECKWE MPOSIBAEHUS BapuabenbHbl B 3aBUCH-
MOCTU OT NOpaxXeHHoro reHa. B Hactosllee Bpems onucaHo
11 tvnoB CIT, npuuem 5-# TN xapaktepusyetcst Horee AErKUM
TEYEHUEM.

Mpu poobcnepoBaHWM pebeHka AaHHbIX 3@ rpaHyAeMa-
TO3HbIA KOAUT W AErouHbli GUOPO3 HEe MOAYYEHO, FrEMaTONO-
rMYECKMUX HapylweHWh He BbISBAEHO. AaHbl PEKOMEHAALMM
Nno AMHaMMWYECKOMY HaBAIOAEHMWIO cneupasuctamu (neamatp,
AEPMAaTOAOT, OGTAaAbMOAOT, FaCTPOIHTEPOAOT, HEBPOAOT).

3akatoueHue. [pepcTaBAEHHOE OnucaHWe MOATBEPXKAAET,
yto KA BCTpevaeTcs He TOAbKO B M30AMPOBAHHOW ¢dopMe, HO
1 B paMKax HaCAEACTBEHHOro cMHApoMa. PaHHee BbisiBAEHWE
3aboAeBaHUSA U MPOPUAAKTMKA OCAOXHEHWI C BOBAEYEHWEM
MYABTUAMCLUMNAMHAPHOW KOMaHAbl CNELMAAUCTOB MO3BOAAIOT
YAYULWTb NPOrHO3 Yy A@HHbIX NAUMEHTOB.
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AktyanbHOCTb. CuHAPOM AaHbapa — peakoe 3aboneBa-
HUe, KoTopoe nopaxaeT npumepHo 2 Ha 100 TbiC. YENOBEK,
nposiBAfitoLeecss abAOMMHAAbHBIMKU OOAAMM U AMCTENTUYE-
CKMMM pacCTpOMCTBaMM M3-3a@ CTEHO3a YPEBHOrO CTBOAQ,
Bbl3BAHHOMO CAABAEHWEM 3TOr0 COCyAa CPEAMHHOWM Ayro-
obpasHoi cBA3KON AMadparmbl. BOABLIMHCTBO MaLMEHTOB
MMEIOT CAyYaMHO BbISIBAEHHYIO apTEpPUaAbHyl0 ruMnepTeH-
3uto (Al). MNatodmnanonormyeckne MexaHm3mbl Pa3BUTUSA CUH-
APOMa KOMMPECCUM YPEBHOro CTBOAA OCTalOTCH HE AO KOHLA
MOHATHBIMM.

LeAb. OnvcaHue KAMHMYECKOTO CAyvas CUMHAPOMA KOM-
Npeccun YPEeBHOroO CTBOAA Y MOAPOCTKA CO BTOPUUHOM Al

KAanHuueckuit cayuan. AeBouka M., 16 AeT, NnpepbsaABAAET
Xanobbl Ha NoBbiWeHUE UMdpP apTepUaAbHOro AaBAeHUs (AA)
A0 170/100 MM pT. CT., KapAUAATUK, TONOBHYHO 60Ab. B aHam-
He3e HeOAHOKpaTHble 60AM B XMBOTE, MO MOBOAY YEro Haxo-
AMAACb Ha y4yeTe y ractpoaHteponora. C 2021 r. Ha npueme
y neavatpa BbisBA€HO nosbiweHue AA po 160/95 mm prT. CT.
Ha GOHEe CUABbHbIX FOAOBHBIX 6oAeW. HanpaBAaeHa K KapaMoAoOTy
no MeCTY XMTEAbCTBA, 3anoA03peHa BTopuyHas Al 13-3a noka-
3atenert A\ Ha Horax HWXe, Yem Ha pykax. HanpaBneHa Ha
CTauMoHapHoe 0b6cAeAOBaHME B KAPAMONOTMYECKOE OTAEAEHUE
APKB aaa npoBeaeHUs YTAyOAeHHOTo 06CAEAOBaHMUSA U YTOUHE-
HUSi AMarHo3a. PesyabtaTbl 06caepoBaHus: CMAA — B AHEBHbIE
yacbl MakcumanbHoe (Makc.) CAA — 175 MM pT. CT., Makc.
DAA — 98 mm prt. cT., UT CAA (85%), AAA (19%). B HOuHblE
yacbl: makc. CAA — 142 mm pr. cT., Mmakc. AAA — 87 MM pT. CT.
B HouHble uyackl runeptoHuyeckuin B CAA (78%), B AAA
(64%). Makc. CAA — 148 mm pt. ct.,, AAA — 85 MM pT. CT.

AvHamuka AJ\ xapaktepHa AAA CTaBMABHOW CHUCTOAMYECKOM
apTepuanbHOM rMnepTeH3nK B TeueHue cyTok. MposeaeHo UAC
COCYAOB OpPIOLLHOM NMOAOCTU: Y3-NPU3HAKKU reMOAMHAMUYECKU
3HaAYMMOro CTEHO3a YPEBHOrO CTBOAA. lpoBeaeHa aopTorpa-
dus, rae onpeaenseTca BblpaxeHHbIM CTEHO3 YPEBHOIO CTBOAQ,
AMameTp B ycTbe — 4,72 MM, B 30He cTteHo3a — 0,63 MM, npo-
LEeHT cyxeHns — 86,72-98,24%. Onpepensetca MOCTCTEHO-
TUUYECKOE paCLUMPEHUE AMCTAAbHOM TPETU YPEBHOrO CTBOAA.
Mpu aHrMorpadum AeBOV NOYKU B BEHO3HYIO daly oTMeyaeTca
BblpaX€eHHOE HapylleHWe BEHO3HOIO OTTOKa OT AEBOM MOYKMH,
AebEKT KOHTPACTMPOBAHUSA B NPOEKLIMU BEPXHEW ME3EHTEPaAb-
HOW apTeprmn U aopTbl C OCAABAEHHBIM KPOBOTOKOM.

06¢cy)xaeHue. o utoram npoBepeHHOro obcAaepoBaHMA
y pebeHKa BbIABAEHO pparmMeHTapHoe cyxeHue abAOMUHaANb-
HOro OTAEA@ aopTbl, NPU3HAKM KOMMPECCUM NEBOW MOYEUYHOM
BEHbl, YTO NPWMBEAO K Pa3BWUTMIO BTOpUYHOM Al BbicTaBAeH
KAMHUYECKUI AMarHo3: «Koapkrauusi abAOMUHAABHOMO OTAe-
AQ aopTbl, CTEHO3 YPEBHOIO CTBOAA, aOPTOME3EHTepHUanbHas
KOMMpPEeccHUs AeBOM MoyeyHowr BeHbl. BropuuHas Al». PebeHky
nokasaHa KOHCYAbTALMS COCYAMUCTOTrO XWpypra AN peLUeHus
BOMpoca 0 AAAbHENLLEN TaKTUKe BEAEHUS.

3akatoueHue. [1py BbISBAEHMU NOBbILWEHHOTO AJ\ Ha pykax
HeobxoAMMO 06s3aTenbHO M3MepsaTb AJ\ Ha Horax Ha npueme
Y Y4acTKOBOrO NneAnaTpa, Tak Kak 3T0 MOXET OblTb «KpacCHbIM
dnrarom» AN BbIABAEHUSI BTOPUYHOTO reHesa Al CoBpeMeHHble
METOAbI AUArHOCTUKU B COYETAHUU C KAMHUYECKUMU NPOSIBAE-
HUAMMW MO3BOASIIOT HEWHBA3WMBHLIMK Cnocobamu AMarHOCTW-
poBaTbh TaKyld PEAKYtO NMPUUMHY BTOpUUHOM Al y AeTel, Kak
cMHAPOM AaHbapa.
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B 3UMHMI nepuos roBbILLIAETCS YacToTa OCTPbIX PECIUPATOPHbLIX MHYEKUM. B 310 BpeMs roaa neauarp Hauboree uyacto
CTaAKMBAETCS C TakuMu xarobamu, Kak AAMTEAbHbIN 1/UAW AatoLLMI KalueAb, 6OAb B ropAae, Auxopaska. B aTom Homepe B pybpuke
«[loBbIlWas HaBbIKW KOMMYHUKaLMUK C POAUTEASIMU» XOTUM OCBETUTb U OCBEXWTb B MaMATH YnTaTenes MHPOPMaLMIO O pAAE MHPEK-
LIMOHHBIX 6OAE3HEH, CONPSKEHHbIX C 3TUMM Xarobamu. KOKAKL — 0CTPOE UHPEKLUMOHHOE 3ab0AeBaHME C BO3AYLLIHO-KaneAbHbIM
nyTem nepeAayu, nposiBASIOLLEECS 3aTSXKHbIM M3HYPAIOLUMM KaluaeM. Hanmboree pacnpocTpaHeHHbIM BO3OyAMTEAEM KOKAKLLA
aBnsieTca Bordetella pertussis. HecmMoTpsi Ha BbICOKMI OXBaT NpMBUBKaMMU Ha MEPBOM rOAY XM3HU, KOKAKOLL OCTaeTCs OAHOM M3
OMPEAEASIIOLLMX MPUYMH AETCKOM CMEPTHOCTU U MPOBAEMON 3APaBOOXPaHEHUs BO BceM mupe. MOHOHYKAeo3 — 3aboneBaHue,
B eAMaTprUYEeCKOU NMpaKTUKe Bbi3biBaeMOoe B OCHOBHOM BUpycoMm InwiteriHa - bapp (B3b). 3aboreBaemMoCTb MHYEKLMOHHBIM MOHO-
HYKA€030M CPEAU AETCKOIro HaCeneHms HaxoAMTCS Ha AOBOAbHO BbICOKOM YPOBHE. KAMHUYECKME NMPOSIBAEHNSA UHPEKLMUN Y MarEHb-
KUX naumeHToB pa3HoobpasHbl, UTO CO3AAET ONPEAEAEHHbIE TPYAHOCTU AASI CBOEBPEMEHHOM U MPaBUAbHON AMArHOCTUKN. OCTPbIH
06CTPYKTUBHbIN AAPUHTUT (AOXKHbIH KPYN) — XU3HEYyrpoxatoLee 3aboreBaHUe BePXHUX AbIXaTeAbHbIX MyTeH PasAUYHOM 3TUOAOIUHU,
XapaKTepu3ytoLLeecsi CTEHO30M ropTaHu pa3AMYHOM CTENEHW BbIPaXEHHOCTU C AAIOLUMM KaluAeM, AMCOOHMEN U MHCIIMPATOPHOM
OAbILUKOH. NapPUHIUT 3aHUMAaET AMAUPYHOLLLEE MECTO CPEAM OCTPLIX PECMIMPATOPHbLIX MHPEKLMI MO KOAMYECTBY CAyYaeB obpalleHus]
3a 3KCTPEHHOMN HEXMPYPTUYECKON MEANLIMHCKOM MOMOLLBIO B OCEHHE-3UMHMI nepuoA. Ce30HHOCTb COBNaAaEeT C TakoBOM Npu BUPY-
ce naparpunna, aAeHoBUpYyCe, BUPYCe rpumna, PeCnMpaTopHO-CUHLUUTUAABHOM BUPYCE.

Kokarowl

— 3T0 pecnupaTopHas UHGeKUMS, Bbi3BaHHan 6aktepuelt Bordetella pertussis (B. pertussis). Yalle nopaxaet Henpw-
BUTbIX AETEN MAAALLE 6 MEC U AeTew OT 6 A0 18 AeT, NOCTBaKLUMHAAbHbIM UMMYHWUTET KOTOPbIX HauaA ocrabeBaTb. KOKAOLL Bbi3biBaET
CUABHBIM NPUCTYNooBpasHbIf KalleAb ¢ penpusamu.

NPU3HAKHU U CAUMINITOMBDI:

HacMopK,;
uMxaHue;

CNacTUUYECKUin KalleAb;
cybdebpunabHas Temneparypa.

MepBble NPU3HAKN KOKAIOLLIA HECTIELIMOUYHBI U CXOXW C CUMNTOMaMM OCTPbIX PECNIMPATOPHBIX BUPYCHbIX MHeKLMn (OPBU) —
uMxaHWe, HaCMOPK, Cyxol KalleAb, cybdebpuabHasa Temnepatypa. MpumepHo yeped 1-2 Hep CyxoW HaBSA3UMBBIN KalLeAb CTaHO-
BUTCSI NPUCTYNoobpasHbiM. MPUCTYN MOXET AAUTLCA BOAEe MMHYTbI, 3aKaHUMBATLCA PBOTOWM MAM XapaKTepHbIM 3BYKOM Ha BAO-
Xe — Penpu3on, Npu aToM pebeHOK MOXET MOKPaCHETb MAM MOCUMHETb. MEXNPUCTYMHbIA Nepuos, Kak NpaBuAO, BAAronoAydyeH.
Y MAGAEHLEB KalleAb «CTaKKaTo» — OTPbIBUCTbIN, 3BOHKUIA, CAGAYHOLLMIA MPUCTYNamu, Ho 6e3 penpus, AeTH B 3TOM BO3pacTe 00bIYHO
KpacHetoT. TsxeAble MPUCTYNbl MOTYT 3aKOHUUTLCA OCTAHOBKOW AbIXaHWA (anHO3). ATO 0YEeHb ONACHO AT MAGAEHLEB NEPBbLIX Mecs-
LLEB XM3HW, CPEAM KOTOPbIX A0 CUX MOP BCTPEYAOTCA CAyYan CMEPTEAbHbIX MCXOAOB KOKAOLLA.

3APA3HOCTb

KokAtoLw o4eHb 3apaseH. baktepun pacnpocTpaHATCA OT 3apaXeHHOro YeAOBEKa K 3A0POBOMY BO BPeMS KalUASl, CMeXa, unxa-
HUA C KPOLLEYHBIMWU KanAMU XUAKOCTU U3 HOCa UAM pTa. TakKe MOXHO 3apasuTbCs, Kacasacb pTa MAM HOCa HEMBITbIMU PYKaMMU.
BonetoLme AoAM Hanbonee 3apa3Hbl Ha CaMbIX PaHHUX CTaAUAX 60A€3HU, B TEUEHUE NPUMEPHO 2-3 HeA NOCAE HavaAa KalLAS.

MPOOUNAKTUKA

KOKAIOLL MOXHO MPeAOTBPaTUTb C MOMOLLBLIO BaKUMHbl AKAC pa3AMuHOro Tuna (BakuuHa NPOTUB KOKAKLLA, AUDTEPHM, CTOND-
Hsika). OHa MOXET BbITb LIEAbHOKAETOUHOM, Kak oTeuecTBeHHas AKAC-BakumHa (elle ee 0603HauatoT kak AUKAC), a MOXeT bbiTb
HU3KOPEAKTOrEHHOM, UMEIOLLEN B COCTABE ALEAMOAAPHBIN (BECKAETOUHbIN) KOKAIOLLHbIA KOMIOHEHT (AaKAC). Ee npon3BOACTBO
AOKaAM30BaHO Ha ceropHsi B Poccuiickon ®epepaumn (A0 CTapAMKM FOTOBOM A€KapCTBEHHOM GopMbl). AN 3alUmTbl OT MHOEKUMK
HeobxoaMMo BBeCTU 4 p03bl AKAC-BaKUMHbI, HaUMHAsA ¢ 3-mecAadvHoro Bodpacta (3 - 4,5 - 6 Mec ¢ peBakUMHauuen B 18 mec).
B nocaeaytoLleM HEOBXOAMMO MPOBOAUTL PEBAKLIMHALMIO OT KOKAKOLLIA AOLLIKOABHUKOB B 6 AET U MOAPOCTKOB B 14 AeT. AAsi 3TOrO
€CTb CrelpanbHas UMNOPTHAsS aUEAAOASIPHAsS BaKLUMHA MPOTUB KOKAKLLA, AUGTEPUM U CTOADHSIKA, copepXallas YMEHbLIEHHOe
KOAMYECTBO BENKOB BO3OYAUTENEI.

AOAW, KOTOPbIE XMBYT UAM HAXOASITCSI B TECHOM KOHTaKTe ¢ HOAbHbLIM KOKAKOLLEM, AOAXKHbI MOAYYaTb aHTUOaKTEpPHUaNAbHYIO Tepa-
nuto, YTobbl NPEAOTBPATUTL PacnpPOCTPaHeEHUe 3a60AeBaHUS, AAXE ECAU OHU YXe ObIAM BaKLUMHUPOBAHbLI NPOTUB HETO.

MPOAO/NKUTENBHOCTD

MHKYOALMOHHBIN Nepuoa (BpeMS MexXAy 3apaXeHUMeM W MOSIBAEHMEM CUMMTOMOB) KOKAIOLWA OObIYHO COCTaBAsieT OT 7
A0 10 AHEN, HO MOXET AoCTUraThb 21 AHS.

Kokatoww 06bIYHO BbI3bIBAET AAMTEAbHBIE CUMNTOMbI — OT 1 A0 2 Hea nposiBAeHW OPBU ¢ noCAeAYHOLLMM AAMTEABHBIM MPU-
cTynoobpasHbiM Kawnem A0 3-6 mec. [ocAeAHAs CTapnua COCTOMUT U3 ellle HECKOAbKMX HEAEeAb BOCCTAHOBAEHWS C MOCTENEHHbBIM
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yracaHWeM CUMMTOMOB. Y HEKOTOPbIX AETel BOCCTAHOBUTEAbHbIN MEPUOA MOXET AAMTLCA MeCcALAaMU, NPUCTYNO0BPasHbI KalleAb
npu 3ToM cnocobeH Bo3HUKaTb Npu Kaxaoi OPBU. Y HEKOTOPbIX AeTel Ha GOHE KOKAKOLLHON MHOEKLMIU MOXET Pa3BUTLCA SMNUAEN-
CUA, Pa3pblB AETKOrO UAK, Kak BbIAO HanMcaHo Bblille, NPOU30NTH OCTAHOBKA AblXaHMA M HACTYMUTb CMepTb.

NEYEHUE

MpK NOAO3PEHUM HA KOKAIOLL CAEAYET 06paTUTLCA K Bpauy. UTo6bl MOATBEPAWTL AMArHo3, MOryT NOTPE60BaTLCA aHaAM3bI KPOBH,
nccaepoBaHMe 06PasLIOB CAM3HM U3 HOCA U FOPAA, NPOBEAEHWE PEHTIEHA TPYAHOW KAETKM.

KOKAIOLLI A@UUTCH aHTUBUOTUKAMU. MHOMME 3KCMEPTbI CUATAIOT, UTO aHTUOMOTUKU Hanboree 3bOEKTUBHBI AN COKPALLIEHUA MPO-
AOAXMUTEABHOCTU UHEKLIMM, KOTAG OHW HA3HAYaoTCA Ha NepBOM CTaau GOAE3HM, A TOTO, KaK HAauYaACa NapOKCU3MaAbHbIN MEPUOA.
AHTHMBaKTepraAbHaA Tepanua Takxe nokasaHa U B HoAee NO3AHME CPOKU AAA MPEAOTBPALLEHUA PACNPOCTPAHEHWUA KOKAKOLLIHOM
MHOEKLMU CPEAM OKPYXaoLLMX. B CBA3M C BbICOKMM PUCKOM PasBUTUA MHEBMOHUM, OCOBEHHO CPEAM AETEM A0 3 AET, BO3MOXHO,
notpebyeTca rocnUTaAn3aLms B CTalMoHap. KOKAOLL MOXET BbiTb OMACHbIM AAA XU3HU AETEN MAAALLE 6 MEC, MOSTOMY OHU MOYTH
BCErAA HYXAQIOTCA B CTALIMOHAPHOM AEUEHUU.

MOTEHLIMAAbHbIE OCAOXHEHWUSA TaKXe BKAKOUAIOT B ceba 3aTpyAHEHME AbIXaHWSA, 3MU30AbI anHO3, NOTPEBHOCTb B KUCAOPOAE
(0ocobeHHO BO BpeMs MPUCTyNa KallAa) U 06e3BOXMBaHKeE.

YXOA HA AOMY

EcAv Ball pebEHOK AEUMTCS OT KOKAKOLLIA B AOMALLIHUX YCAOBUSAX, CAEAYITE rpaduKy npuema aHTMOMOTUKOB B TOYHOM COOTBET-
CTBWM C MpeAnMcaHrsaMU Bpaua. Mprem NpoTMBOKALLAEBbLIX MPENapaToB, MECTHasA CUMMTOMAaTUUYECKan Tepanusa Takxe MoryT 6biTb
MCMOAb30BaHbI MO HA3HAYEHWUIO Bpaya-neanarpa.

Crapaitech, Utobbl pebeHOK MOMEHbLLE CMOTPEA TEAEBU30P MAM UCMOAB30BAA rapXeTbl. [PU KOKAIOLLIE B KOPe rOAOBHOMO MO3ra
bopMHpyeTca ouar 3aCTOMHOTO BO36YXAEHWSA, KOTOPbIN 1 BbI3bIBAET 3TOT HEOObIUHbBIN «KOKAIOLLHBIM» KalleAb. Atoboe pasppaxeHue
LEHTPaAbHOM HEPBHOM CUCTEMbI (MEAbKAIOLLIME TOUKM TEAEBU30PA, KOMMbIOTEPA MAM APYTOro rapXeTa) MOXET MOCAYXUTb pasapa-
XUTEAEM U BYAET TOABKO CNOCOBCTBOBATL YCUAEHWIO KaLLASl. UMEHHO NO3TOMY TPAAMLMOHHbIE CPEACTBA OT KalLASl (OTXapKUBatOLLIME
AeKapcTBa UAM MyKoAUTUKKM) HE PABOTAHOT.

MpoBoaKnTe HoAblLE BPEMEHW C peBEHKOM Ha CBEXEM BO3AYXe, UYallle NPOBETPHUBANTE NoMelLeHe. TAOTOK MPOXAGAHOIO YBAAX-
HEHHOIo BO3AyXa CNocob6eH NpUHECTH obaerueHne. MoXHO MCMOAb30BaTb YBAGXHUTEAb C XOAOAHBIM MNAPOM, UYTOObl YCNOKOUTb pas-
APaXeHHble BEPXHUE AbIXaTeAbHbIE NyTU.

Bo Bpems BbI3AOPOBAEHHWSA AaiiTe pebeHKy 60AbLLIE BPEMEHW AN OTAbIXA, MPOBOAMTE EXEAHEBHYHO BAAXHYIO YOOPKY, UCKAKOUU-
Te AoMa TabauHbIl AbIM, AbIM OT NPUFOTOBAEHUA MULLK, OT CBEUEN, KAMUHOB U APOBAHBIX Neuein.

Y AeTel C KOKAIOLIEM MOXET ObiTb PBOTA, OHWM MOTY OTKa3blBaTbCsl OT €Abl U HOAbLLE MWUTb U3-3a KaLAA. MO3TOMy NpeasaranTte
6oAee YacTble MPUEMbI MULLM U YBEAUULTE 0ObEM XMAKOCTH B PaLIMOHE.

CaeauTe 3a NpU3HaKaMu 06E3BOXMBAHUS: XaXAa, PAa3APAXUTEAbHOCTb, 6ECMOKOMCTBO, BANOCTb, 3anaBLUWe IAasa, CyXOCTb CAU-
3UCTbIX 0O0AOUEK PTa M 3bIKA, CYXOCTb KOXM, NAay 6e3 cAes, yMeHbLIEHUE YacTOTbl MOUEUCMYCKAHWUIA UAW, Y MAQAEHLIEB, «MyCThbIe»
NOATY3HUKMU.

KOrAA OBPALLIATBCA K BPAYY?

O6patnTech K Bpaudy, eCAv Ball pebeHOK ObiA B KOHTaKTe ¢ 60AbHBIM KOKAIOLLIEM, AaXe eCAM Ball pebeHOK MOAHOCTbIO BaKLy-
HUPOBAH NPOTUB UHOEKLMMU.

Ecan y Bawwero pebeHka AAMTEAbHbIE NMPUCTYMbI KALUAS U:

NPy KalAe Koxa UAW rybbl CTAHOBATCS KPACHbIMU, GUOAETOBBLIMU UAU CUHUMU;

pBOTa NOCAE KallAS;

penpuabl Ha BAOXE;

NPO6AEMbI C AbIXaHWEM UAW HEMPOAOAKUTEAbHbIE NEPUOALI OCTAHOBKU AbIXaHWUS (anHO3);

pebeHOoK KaXeTcs oYeHb BAAbIM.

EcAu Bbl AeYUTE KOKAKOLL AOMA@, HEMEANEHHO OépaTMTer 3a MEeAMLIMHCKOM MOMOLLIbO rnpn BOBHUKHOBEHNN 3aTPYAHEHHO-
ro AbiXaHus UAU NMNOABAEHUN NMPHU3HAKOB 06e3B0XMBaHMSA!
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UHPEeKUUOHHbIN MOHOHYKAE03

, TaKXe Ha3blBaeMbIW MPOCTO MOHOHYKAE030M, — OCTPas BUpyCHasi MHGeKUMA. Yalle BcTpeya-
€TCs CPeAn NOAPOCTKOB, 0COBEHHO CTYAEHTOB KOAAEAXEW U By30B. M0 KpalHel Mepe Yy OAHOTO 13 YETbIPEX NMOAPOCTKOB, MHOULIMPO-
BaHHbIX BUPYCOM AniuTeriHa — bapp, pa3oBbETCA MOHOHYKAEO03.

YEM BbI3bIBAETCAl UHOEKLIMOHHbI MOHOHYKAEO3?

MOHOHYKA€03 0ObIUHO BbI3biBAETCA BMPYcOM IniuteiHa - bapp (B3B). Y MAapeHUEB M AeTEN MAAALLErO Bo3pacTa, UHOULM-
poBaHHbIX BB, Kak npaBWAO, HAOAKOAQIOTCA OYEHb AETKUE CUMMTOMbI MAM MX HET BooblLLe. Ho y MOAPOCTKOB YacTo pa3BuBaeTcs
pas3BepHyTas KAMHUYECKas KapTMHa MOHOHYKAE03a.

AtoAn, MHOULMPOBaHHbIe BB, 6yAyT HOCUTEASIMUW BUPYCA BCHO OCTaBLLIYIOCS XM3Hb, AAXE ECAU Y HUX HUKOTAA HE ObIAO HUKaKMUX
cMMnToMOB 60Ae3HW. Te, KTO NepPeHEC MOHOHYKAE03, BPSAA AW 3aBOAEHOT UM BHOBb.

Xotsi BOb siBAsieTcs Hauboaee pacnpocTpaHEeHHOW MPUUMHON MOHOHYKAE03a, ApYre BUPYChl, Hanpumep LMTOMEraAOBUPYC,
MOTyT BbI3blBaTb N0AOBHOE 3aboneBaHKe. Kak 1 BB, UMTOMEranoBUPYC OCTAaeTCsl B OpraHM3Me Ha BCHO XW3Hb U MOXET HUKaK He
NPOABAATLCA.

KAK PACNIPOCTPAHAIETCA UHOEKLUOHHbIA MOHOHYKAEO3?

MOHOHYKAE03 pacnpoCTPaHAETCA BO3AYLUHO-KaneAbHbIM MyTeM (Y4epes3 NouUeAyu, C KalAeM, MpU YUxaHUU UAU NOCPEACTBOM
AOBOr0 KOHTaKTa CO CAKOHOM YEAOBEKA, BbIAEASIIOLLETO BUPYC). OH paxe NOAYYUA Ha3BaHME «6ONE3Hb noueayes».

KAKOBbl CUMNTOMbI UHOEKLUOHHOIO MOHOHYKAEQO3A?

CUMNTOMbI 0ObIYHO NPOABAAIOTCA Uepes 4-7 HeA NOCAE 3apaXeHUs BUPYCOM U MOTYT BKAKOUATb B ceba:
BbIpaXeHHyo cAaboCTb;

ObICTPYHO YTOMAAEMOCTb;

noTepto annetuTa;

AVMXOPAAKY;

60Ab B FOPAE C HAAOXEHUAMU HA MUHABAUHAX;

60Ab B XMBOTE;

FOAOBHYO 6OAb;

60Ab B MbILLLIAX;

yBeAUeHue AMMbaTUUECKUX Y3A0OB B 0OAACTU LEW, MOAMbILLEK U Naxa;
YBEAUUYEHUWE NEUYEHU U CENE3EHKM;

CbliMb.

3T CMMNTOMbI 0BbIYHO NPOXOAAT B TeueHne 2-4 Hea. OAHAKO Y HEKOTOPbIX NOAPOCTKOB YTOMAAEMOCTb U cnabocCTb CnocObHbI
COXpaHATbCA MecAUaMK. HECKOABKO HEAEAb MOTYT OCTaBaTbCH YBEAMUEHHBIMU AMMPATUUECKUE Y3Abl, CEAE3EHKA UAU MEYEHb.
NEYEHUE

Aydliee neyeHe — OTAbIX, 0COOEHHO B Hadane HOAE3HM, KOTA@ CUMMTOMbI Hanbonaee TaxeAble. MBynpodeH MOXEeT nomoub
06AerunTb Xap 1 60Ab B MblLLLAX.

Hunkoraa He paBatite alueTuAcarnunAoOBYHO KUCAOTY pe6eHKy npu OCTPbIX BUPYCHbIX 3ab60AeBaHUSX B CBSA3MU C BbICOKUM
PUCKOM pa3BUTUS CUHAPOMaA Pesi — ¢ nopaxeHueM neyeHu, roA0BHOro Mo3ra u Aaxe AeTaAbHbIM UCXOAOM.

B 60AbLUMHCTBE CAyYaeB, eCAn pe6eHOK AOCTaTtO4YHO OTAbIXa€eT U AOCTAaTOYHO MbET, CUMNTOMblI MOHOHYKAE03a UCYEI3AKOT B TEUE-
HUE HECKOAbKUX HEAEADb.

KOrAA PEBEHOK NOCAE NEPEHECEHHOIO MHO®EKLIMOHHOIO MOHOHYKAEO3A MOXXET 3AHUMATbLCA CNTOPTOM?

PekomeHAOBaHO orpaHuyeHne GU3UYECKUX Harpy3ok Kak MUHUMYM B TeYeHUe Mecsila MOCAe UCYE3HOBEHUA CUMIMTOMOB,
TaK KaK yBEAUUEHHas Cene3eHKa MOXET AErko pasopBartbCA MpW Harpyske, Bbl3BaB BHYTPEHHEE KpoBoTeuyeHue. [loaTomy chae-
AYyeT usberatb Ype3MepPHOM aKTMBHOCTU, KOHTAKTHbIX BUAOB CMOpPTa, TAXXEAOW aTAETUKU MAU AaXe WUIPoBOM 60pb6b| c 6paTbHMM
N cectpamMmmn UAU APYy3bAMMU, MOKa Bpay HE CKaXET, UTO BCE B NOPAAKE.

KAKWUE NPOBAEMbIl MOIYT BO3SHUKHYTb?
BOABLLUMHCTBO AETEN, NEPEHECLUMX MOHOHYKAEO03, MOAHOCTbLIO BbI3AOPaBAUBAIOT. B peAKMX CAyUYasx OCAOXKHEHWA MOTYT BKAIOUATb
B ceb6s NpobAeMbl C MEYEHbIO, CEAE3EHKOM, C AbIXaHUEM, @ TaKXe aHEMUIO, MEHWUHIUT U MUOKaPAWT.
MO>XHO AU NPEAOTBPATUTb BOANE3Hb?

He cyLiecTByeT BaKUMHbI AAA 3aLUMTBI OT BUpYCa AnwrerHa - bapp. PekomeHAOBaHO n3beratb TECHOIrO KOHTakKTa Co BCEMM, Yy KOro
€CTb CUMNTOMblI MOHOHYKAE€03a, OAHako 6eCCMMMNTOMHbIE BUPYCOHOCUTEAU TaKXE MOTyT 6bITb 33 pasHbIMU. B CBA3K C 3TUM AETU AOAXK-
Hbl TLLATEABHO U PETYAAPHO MbITb PYKK, HE €CTb U HE NUTb U3 OAHOW NOCYAbI C APYTUMU AKOAbMU, AaXE C TEMMU, KTO KaXETCA 3A0POBbIM.
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NOXXHbIU Kpyn

— MOPaxXEHUEe CAM3KUCTON OBOAOUKM FOpPTaHWM BCAEACTBME OCTPON BUPYCHOM MHOEKLMU AbIXaTEAbHbIX MyTEN.
Kpyn — Hanbonee yacTasi MpuuMHa OCTPOM OBCTPYKLMU (CYXEHUS) BEPXHUX AbIXATEAbHbIX MyTEN Y AETEN B BO3pacTe OT 6 MeC A0
6 neT.

CUMNTOMDbI KPYNA:

AQIOLLMI KallleAb;

OCMMAOCTb;

LUYMHbIM BbICOKMI 3BYK Ha BAOXE;
3aTPYAHEHWUE AblXaHWS;

OTEK CAM3UCTOM 0OONOUYKM HOCA UAM HACMOPK;
AMXOPaAKa.

06bI4HO BeuepoMm pebeHOK OTHOCUTEABHO 3A0POB, MOXET CAErka MOAKALLUAMBATL, @ HOUbKD OH BAPYr MPOCLINAEeTCs OT rpyboro
NPUCTYNOOHPA3HOIO KaLUAs, HAUMHAET NAAKaTb U 3aAbIXaTbCAl.

NOPAAOK OKA3AHUA NEPBON MOMOLLM NMPU NOXKHOM KPYNE

Ycnokoite cebs n pebeHka, Npu BOAHEHWM U MAAYE MbILLLbI TOPTaHW CXKMMAIOTCA, M AblllaTb CTAHOBUTCS eLLe TAXeAee.

MOXHO BKAKOUWTb TOPSYMIA Ayll, YTOObl HAMOAHMTL MAPOM BaHHYD KOMHaTy, FA€ Bbl CMOXETE HaxOAWUTbCA C pebeHKoM

Ha npotsxeHnn 10-20 MUH UAK AO NPUE3AA CKOPOW MOMOLLM NPU YXYALLEHWM COCTOSTHUS.

B npoxAaaHyto BA@XHYK MOroAy MOXHO BbiBECTU pebeHKa Ha CBEXMM BO3AYX HA HECKOABKO MUHYT MAWM OTKPbITb OKHa AASI NMPO-

BETPMBAHUSA — 3TO MOXET HECKOAbKO 0OAEruuTh AbIXaHHe.

BabIxaHWe «BOASAHOTO TymMaHa», MPOU3BOAMMOTO YBAGXHUTEAEM BO3AYXa XOAOAHOTO UCMAPEHUS, MHOTAQ OCAADASET CUMMTOMBI.

ChaeayeT n3beratb MCMOAb30BaHUSA YBAGXKHUTEAEN C TOPSAUYMM NAapPOM M3-3a PUCKA OXOroB.

YBeAnubTe 06beM BbiMMBAeEMOW PebeHKOM XUAKOCTH, UTOObI NPEAOTBPATUTL 06e3BOXMBaHUE.

Bbi3oBuWTE BpUrasy CKOpon MeAULIMHCKOM nomMoLm no tenedpoHy 103 man 112, ecau:

— HapacTaeT 3aTpyAHEeHWEe AblxaHUsl (PEOEHOK AbILUMT OYEHb YacTo, MAM Bbl BUAUTE BTSXEHWUA Mexay pebpamu u B obaactv
wen);

— HapacTaert LWyMHOe AblXaHUe;

— pebeHoK 3aabixaeTcs Npu xoabbe UAK Pa3roBope;

— KOXa BOKpyr pta nobAeaHeAa MAM NMOCUHEA];

— 3aMETHO YBEAMUYMAOCH CAIOHOOTAEAEHWE;

— MNOABUAOCH 3aTPyAHEHWE TAOTaHUS;

— pebeHOoK BbICTPO YCTaeT U AOATO CMUT;

— MOABUAMCH NPU3HAKK 06E3BOXMBAHNA (CYXOCTb AW AUMTKOCTb BO PTY, MAAO CAE3 MPW NAaYe, 3anapeHUe raasHbix SOA0K, Xax-
A, «MyCTble» MOATY3HUKM UAVM PEAKOE MOYEUCNYCKaHKE).

3anpelueHo ctaBUTb FOPYUHHUKU U pacTuparb peéeHKa Ma3sMU, UCMOAL30BaTb 3PUPHBLIE MacAa ANl BAbIXaHWS Napos,
MPOBOANTb MHTAASILIMM C MMHEPaAbHOM BOAOH / MacAaMu 1 rp. YCrIOKOUTEAbHbIE, aHTUIMCTaMMHHbIE, NPOTUBOKALLAEBbIE CPEACTBA
He UCIMOAB3YIOT AASI AEYEHUS AOXKHOIo Kpyna. AAS Tepanum AOXHOIo Kpyna He npuMeHSHTCS aHméaKTepma/\bele npenaparsl, no-
CKOAbKY 3ab0AeBaHUe BblI3blBaOT BUPYCHI. C/\eAyeT nzberatb KYpPEeHUsa B AOM€E — AbIM MOXET YCUAUTb KalLLlEAb Yy peéeHKa.

BOABLLMHCTBO AETEN C AOXHBIM KPYNOM MOMNPaBAAKOTCA Yepe3 HECKOAbKO AHEN. OCAOXHEHHOE TeYeHUE MOXET ObiTb Y HEAOHO-
LUEHHbIX MaAbILLIEN U Y AeTEN, CTPaAaOLLMX BPOHXMAABHOM acTMOM UAWM APYTMMUK 3aBOAEBAHUSIMWU OPraHOB AbIXaHWsA. B HEKOTOPbIX
CAyYanx AETEN C KPYNOM FrOCMUTaAU3UPYHOT AO YAYULLIEHWUA COCTOAHMS.

PerynsapHoe v TwaTteAbHOe MbiTbe PyK, U3beraHue KOHTAKTOB C AOAbMMW, MEPEHOCALUMMU PECMUPATOPHbLIE UHDEKLIMU, EXETOA-
Haa BaKUMHaLMA OT rpunna ABASIOTCSA AyULLEN 3aLUMTON OT PacnpOCTPaHEHUSI BUPYCOB, Bbi3blBAOLLMX AOXHbIA Kpyn.

Mpr BO3HUKHOBEHUM AOXHOIO Kpymna MOXHO 0BAErUWTb COCTOAHME pebeHKa B AOMAaLLHMX YCAOBUSIX C MOMOLLBIO Nprbopa AAS
WHranaumi (komnpeccopHblit uan MESH-Hebyaaisep).

«30AOTbIM CTAHAAPTOM» B AEUYEHWMU AOXHOTO Kpyna ABASIOTCSH FAKOKOKOPTUKOCTEPOUABI (BYAECOHMA, AEKCaMeTa3oH, NPEAHU30-
AOH), BBOAMMbIE MHFAASILMOHHO/NEePOopaAbHO/ BHYTPUMbILLEYHO/ BHYTPUBEHHO. 3@ PEKOMEHAALMSIMHU MO NPUMEHEHUIO U AOUPOBKE
cAeAyeT 06paTUTbCA K Bpauy.
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AnekcaHAp UAbUY KAMOPUH —
K 100-AeTUIO CO AHA POXXAEHUA

1 gaHBapa 2024 .
ucnoaHunaoce 100 AeT co
AHSI POXAEHUSA W3BECTHO-
ro POCCUMCKOrO Y4YeHOoro-
neanatpa, reHepas-mano-
pa MEAWLMHCKON CAYXObl,
npodpeccopa AAeKcaHApa
Mabnua KanmopuHa.

Poannca  AnekcaHap
Mabny B 1. Opae B cembe
M3BECTHOTO B FOPOAE Aep-
MaToAora U 06LLECTBEHHOIO
AeATeNs, 3aCAYXKEHHOTO Bpa-
Ya PCOCP N.U. KamopuHa.

B Hauane Beankon Ote-
YeCTBEHHON BOWHbI 17-AeT-
HuA Cawa cTtan 6owuLom
ncTpebutenbHoro 6artanbo-
Ha, MOKWHYB POAHOW rOpPOA
3a AeHb A0 3axBaTa ero dawuctamu. B Hosbpe 1941 r.
CTaA KypcaHTOM AeHWHrpaackoi BoeHHo-Mopckon MeaWumH-
CKOM aKapeMuM, 3BaKyMpoBaHHOW B I KupoB. B 1947 r.
B AEHUHIpape MOAYYMA AMMAOM O €€ YCMELHOM OKOHYaHWW
M OblA OCTaBAEH B aAbIOHKTYpe Ha Kadeppe AeTCKux 6ones-
Hel, KOTOPON PYKOBOAMA BbIAQIOLLMICS Y4YEHbIA akKapeMMK
H.U. KpacHoropckui.

Mocne 3awmtel B 1950 . KaHAMAQTCKOM AuMccepTa-
uMn Ha Temy «O OGU3UMOAOTMUYECKOM CHE W €ero paccTpow-
cTBax Yy AeTel rpyaHoro Bo3pacta» A.M. KAMOPUH OblA
OCTaBAEH Ha Kadeape B KayecTBe 3aMeCTUTEAR Hauyab-
HUKa KAMHWKM. B 1956 1., korpa BoeHHo-Mopckasa akape-
MUA cTana dakyAbTeTOM BOEHHO-MEeAMLMHCKON akapeMuu
um. C.M. KupoBa, AaekcaHAp Mabuu ctan npenopaBarte-
AeM KadeApbl, KOTOPON 3aBEAOBAA KAQCCUK COBETCKOM NeAu-
atpun akapemunk M.C. MacnroB. B 1965 r. yexan B MockBy,
rA€ CTaA 3aBepoBaTb Aabopatopueit Bo3pacTHOM GU3MOAOTUK
B UHctutyTe neamatpun AMH CCCP 1 B 1967 T. 3alUMTUA AOK-
TOPCKYIO AMCCEpPTaLMIO Ha TeMy «AesTEAbHOCTb CUIHAAbHbIX
cuctem 3p0poBOro U 6oAbHOro pebeHkar. B 1970-1988 rr.
A.N. KAMOPUH 3aHMMaA AONKHOCTb Ha4aAbHUKa KadeApbl U KAK-
HUKM B BoeHHO-MeaMUMHCKOM akapemMun um. C.M. Kuposa.

B 1979 r. cTan reHepan-MaiopoM MEANLIMHCKOM CAYXObl U BbIA
Ha3HayeH Ha AONKHOCTb TA@BHOIO CreuuasucTa-neamnaTpa
MuHuctepctBa 060poHbl CCCP. CkoHuancs 13 mapra 2022 r.
B Bo3pacTe 98 nerT.

A.W. KamopuH — aBTop 6onee 300 HayuHbIx paboTt, B TOM
ynucne 6 moHorpadui. Mop ero pykoBOACTBOM BbINMOAHEHO
19 KaHAMAATCKUX U 3 AOKTOPCKME AUCCEpTaUMU. IHEPTUUYHO
NPOAOAXMB B HayYHOM TBOpYECTBE TpaAuLMKU GU3IMOANOTUYE-
CKOTO HanpaBAEHWA B MEeAMaTpUM CBOMUX yUUTEAEN — akape-
munkoB H.U. KpacHoropckoro u M.C. MacnaoBa, OH AOMOAHUA
€ro aHTPOMOAOTMYECKMM U FEHETUYECKUMM MOAXOAOM. Pa3BuA
YyUYEHWE O KOHCTUTYLMSIX, 0OBOCHOBAA NOHATUE PapMaKoAOTMK
KOHCTUTYLIMOHAABHbIX TWUMOB Kak CaMOCTOATEAbHOE Hanpas-
AeHWe dapmakoTepanuu. Paspabotan pss METOAMK UCCAEAO-
BaHWA BbICLUENH HEPBHOM AEATEABHOCTM uYenoBeKa. Bblaeana
«CcybCTpaTHO OTKPbITble» U «CyOCTPATHO 3aKPbITble» CUCTE-
Mbl OpraHusma, ONpeAeAMB Ha PaHHMX 3Tanax OHToreHesa
nepuoAbl, KOraa Ta UAM MHas CUcTeMa npu CBOEM CO3peBa-
HWM Hanbonee BOCMPUMMUMBA K BHELLHUM dakTopam pucka.
MpPeAnNOXUA METOAMKY AO3MPOBAHHOW MULLLEBOW Harpysku
MOAOKOM MaTepu AAS AETEWN TPYAHOro Bo3pacTta. B pykoBoawu-
MoW AnekcaHAPOM MABMYOM KAMHWMKE ObIAM BHEAPEHbI MEPBbI-
MU B AeHWHIpaAe pAA METOAMK 06CAep0BaHUS pebeHka, B TOM
YnCAE IHAOCKONUS y AETEN NEPBBIX MECALEB XMU3HMU.

A.U. KAMOPUWH BEA aKTUBHYHO 0OLLECTBEHHYIO AEATEABHOCTb.
MocAe KOHUMHBI akapemuka A.®. Typa B 1974 1. OH B TeueHue
20 AeT BO3rAaBASIA \eHUHIpaAckoe OOLLEeCTBO AETCKMX Bpa-
yel. B at0 xe Bpems ObIA YUNEHOM MpaBAeHUs Bcecoto3Horo
obLecTBa MEAWULMHCKUX FEHETUKOB W YUPEAWUA OTAEAEHWEe
A@HHOM 06LLECTBEHHOW OpraHu3aummn B AeHUHrpaae. Beictynan
OpraHM3aTopoM PEryAsipHbIX BCECOK3HbIX CUMMO3UYMOB MO
npobAeMaM KOHCTUTYLMU YEeAOBEKa. FBAAACS 3aMeCTUTeneM
rAABHOIO pepakTopa XypHana «<MexayHapoAHble MEAULIMHCKKUE
0630pbI», UAEHOM PEAKOANETUM XypHara «Terra Medica», une-
HOM peAaKLMOHHOIo cCoBeTa XypHana «®@U3noAOTrus YenoBeKan.

3a 6e3ynpeuHyto cayx6y A.U. KaopuH HarpaxaeH 6onee
yem 10 mepanimMu, B TOM YMCAE KaK GPOHTOBUK — MEAAABHD
«3a nobepy Haa lepmanuel B Beankor OteuectBeHHOM BoHe
1941-1945 rr.» 1 Mepanbto «3a 60eBbIE 3aCAYTW».

Coro3 neamatpos Poccumn
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Mamatu Bnaaumupa BukrtopoBuua AAMHA
(05.10.1954-15.02.2024)

15 deBpana 2024 1. Ha
70-M roay ywea U3 XU3HU
M3BECTHbIN  POCCUNCKUI
yyeHbIn-neanaTp, BHeC-
Wwu  dyHAaMeEHTaAbHbIN
BKA@A B pasBuTUE OTe-
YeCTBEHHON AETCKOM He-
dponorumn, 3acAyxeHHbIn
Bpau Poccuiickon depe-
paunu, npodeccop Bnaau-
Mup BukTopoBuy AAKH.

PopuBwwncb B . Apo-
robbiue AbBOBCKOM obhac-
TM B CeMbe Bpauyen,
OKOHuMB B 1977 1. ¢ OTAM-
ynem  neapumaTPUUYECKUN
dakynbTeT  MBaHOBCKOIO
roCyA@pPCTBEHHOTO MEAUUMHCKOTO WHCTUTYTa, a 3ateM —
MHTEpHaTypy BO BTopoM MOCKOBCKOM MEAMLIUHCKOM MHCTH-
TyTe uMm. H.WU. Muporoea, Hayan pabotaTb OPAMHATOPOM
B KpacHoropckoi aeTckon H6oAbHMLE MOoCKOBCKOWM obAacTw,
CTaB BCKOPE PaNOHHbIM AETCKMM Hedponorom. B 1981 r.
Baaaumup BUKTOpPOBMY CTan BpauoOM-OpAMHATOPOM B OTAEAE-
HUKU Hedponrorun NHCTUTyTa neamatpmum Munsppasa PCOCP,
B 2006 r. Bo3rnaBua OTAEA HAaCAEACTBEHHBIX U NPUOBPEeTeH-
HblX 6oAe3Hel novek M. npod. M.C. UrHatosow, ¢ 2008 no
2023 . ABASINCA 3aMECTUTEAEM AMPEKTOPA MO HayuyHOM pabo-
Te, a ¢ 2016 no 2021 r. — aupeKTopoM UHCTUTYTa neamaTpuu
n AeTckom xupyprum um. HO.E. BenbtuiLesa.

3awmieHHble B.B. AAMHOM aAuccepTauMoHHble paboTbl
Ha COWCKaHWE YYEHOM CTEeNeHU KaHAMAATa MEAULMHCKMX
Hayk «KAMHMYeckoe 3HaueHue depMeHTypun npu 3abo-
AeBaHWAX nouyek y peter» (1986) M AOKTOpa MEAMLMH-
CKUX Hayk «[laToreHeTMyeckoe 3HayeHWe NepcUCTUpyo-
e BUPYCHOM MHOEKUUU NMpPU TAOMepyAoHedpuUTe Yy AeTeit
B 0OOCHOBaHWW MPOTUBOBUPYCHOM U WMMYHOMOAYAUPYHO-
wen tepanuu» (1993) BLIABUHYAM €r0 B UYWCAO BEAYLLMX
OTeYeCTBEHHbIX AETCKMX Hedpoaoros. B.B. AavH — aBTOp
6onee 600 nybankauui, B ToM uucae 20 MoHorpadwui
M PYKOBOACTB MO AETCKOM HebPOAOTrMM, HayuHbIM PyKOBO-
AVUTEAD U KOHCYABTAHT 13 KaHAMAQTCKMX U 2 AOKTOPCKMX
AMccepTaumi.

Brapvmup BUKTOPOBMY yCNELWHO COBMeLLan MAOAO-
TBOPHYIO HayuyHyto paboty ¢ 06UWeCcTBEHHON AeATEAbHO-
ctbto. C 2012 no 2020 r. BO3rAaBAAA «TBOpuYeckoe 00b-
eAVMHEeHune AeTCKUX HedpoaoroB Poccuun», NpepcTaBASA
Haly cTpaHy B MEXAYHapPOAHbIX HedpOoAOrMyecKux oblLue-
CcTBax, ABASIACS OpPraHW3aTOpOM EXEeroAHOro neauatpuye-
ckoro KoHrpecca «MIHHOBaUMOHHbIE TEXHOAOTUM B MNeEAU-
aTpUKM U AETCKOW XMpPYpruv», OBbiA 3aMeCTUTEAEM TAABHOTO
peaakTopa XypHana «POCCUIUCKWUI BECTHUK MEPUHATOAOTMU
neanaTpum».

MamaTb 0 Brapumupe BuktopoBuue AAMHE POCCUICKUE
neAuaTpbl COXPaHAT Ha AOATUE TOAbI, UMS €10 BOWAET B UCTO-
PUIO OTEYECTBEHHOM AETCKON HEPPOAOTUM.

Coto3 neamnarpoB Poccum


https://kidshealth.org/en/parents/fever.html






