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Te3ucobl yuactHukoB Xll Bcepoccuuckoun
HayYHO-NPaKTUUECKOU CTYAEHUYECKOU
KOHpepeHUUU «Ma3ypuHCKHUE UTEeHURA»

Ot peapakuuu: 2 anpens 2022 r. B PHUMY um. H.U. MuporoBa cocTtosinacb exeropHasa Xl Bcepoccuitckasa HayyHo-Mpak-
TUYecKasi CTyAeHUYECKas KOHbepeHUMs namsaTv 3aBeAytolwero kadeapor NpPoneAeBTUKM AETCKMX BOAE3HEN MeAuaTpUuYecKoro

dakynabteta A.B. MagypuHa.

WUCMNOAb30BAHUE FrEHHO-UH)XEHEPHOW BUONOTUYECKOM
TEPANWUU NPU COYETAHNUU BONE3HU KPOHA U NCOPUASA

A6aunesa K.E.1
HayuHblit pyKOBOAUTEAD: A.M.H., Npod. AAuesa 3.U.2

1 ®rA0Y BO PHUMY um. H.WU. NMuuporosa MuHsapasa Poccum

2 OreY OHKL, aeteit u noapoctkos ®MBA Poccuu

AkTtyanbHOCTb. BonesHb KpoHa (BK) — BocnaautenbHoe
3aboneBaHue kuweyHuka (B3K), xapakrepusyrolleeca rpa-
HYAEMaTO3HbIM BOCMAAEHWEM CAM3UCTOM 0OOAOUKKM U TAyBxKe-
AEXalLMX CAOEB C BO3MOXHbIM MOPaXeHWeM BCEX OTAEAOB
MULLLEBAPUTEABHOTO TpakTa — OT POTOBOM MOAOCTM AO aHyca.
Mo pesyabTatam KOrOPTHOrO MCCAEAOBaHUA nauneHToB ¢ B3K
YyCTaHOBAEHO, YTO akTMBHasA ctaausa BK accoummpoBaHa ¢ nco-
puasom B 2% caydaes. lpu B3K puck passutusa ncopuasa
yBeAnunBaetcs B 1,5 pasa, UTo AOKa3biBaET BbICOKYHO YacToTy
KOMOPOUAHOCTM AQHHbIX COCTOSIHMI. copras — XxpoHUYeckoe
BOCMaAUTEAbHOE ayTOMMMYHHOEe 3aboneBaHMe MyAbTGaKTOPH-
aAbHOM 3TUOAOTMU C AOMMHUPYIOLLUMM 3HAYEHWEeM reHeTuye-
CKOro dakTopa, Xapakrepuaytolleecs runepnporndepaumen
W HapylweHnemMm AMdPepPeHUMPOBKU KEPATUHOLIUTOB.

Mpn obenx 6OAE3HSAX B TAXEAOW GOpMe MUCMOAb3yeTcs
reHHO-UHXeHepHas 6uonornueckan Tepanus (TWMBT): aHTW-
TNF-0- 1 TapretHble npenapatbl. TNF-a SBASETCS KAKOUYEBbLIM
NPOBOCMAAUTEABHBIM @reHTOM Ha PaHHWX CTaAUSX LUTOKUHO-
BOrO Kackaaa, 4to obecneumBaer AOCTAaTOUHO YHUBEPCAAbHbIV
MExXaHW3M AEMCTBUSA — aKTUBaLMIO T-KAETOK C MOCAEAYHOLLEV
akcnpeccuen nHtepdepoHa ramma, IL-2, IL-1, 1L-12, IL-8. AHTH-
TNF-a-npenapatbl (MHOAMKCMMAD, apanrmymab) OAOKMPYHOT
3T addeKTbl U ABAAKOTCA npenapatamu Bolbopa. TapretHas
Tepanua UeAeHanpaBAEHHO OAOKMpYeT Takue 3BeHbsi nato-
reHesa, kak IL-12, I1L-:23 (ycteknHymab), IL-17, yto no3soAseT
AOCTUYb PEMUCCUM B CAyvae HedIGOEKTUBHOCTU MEPBUYHON
I'MBT.

KauHuueckui cayuait. Mauvertka C., 12 aet. 3 aHamHe-
3a M3BECTHO, UYTO pebeHok oT 1-i BepeMeHHOCTH, NpoTeKaB-
lwen 6e3 ocobeHHocTen, 1-x camMoCTOATEAbHbIX POAOB. Macca
Tena npu poxaeHnn — 3060 r, aamHa Tena — 51 cm. OueHka no
wkane APGAR — 8/9 6annoB. MNpodurakTuyeckue nNpuBUBKK
no kaneHAapto. CemelrHbI aHaMHE3 He OTATOLLEH.

B aBrycte 2017 r. nosBMAUCL MpuCTynoobpasHble 60Au
B XMWBOTe, BOAbLLE B NPaBOM MOAB3AOLLHOM 06AACTH, C MOAB-
€MOM TeMnepaTypbl U MHOFOKPaTHOM PBOTOM. 10 3KCTPEHHbBIM
nokasaHusim rocnutanmsuposaHa B HUUMA r. KuwuHesa
C NOAO3PEHUEM Ha OCTPbIN anneHAULMT, KOTOPbI HE MNOATBEP-
AMACA Ha Aanapockonuu. C LEeAblo yTOUHEHUS] AMarHo3a U Tak-
TUKU AeveHUs Bbina NnepeBeAeHa B XMPYPruyeckoe OTAEAEHUE,
rae 3anopospeHa bK.

Brnepsble obcrepoBaHa B PAKB . MockBbl B Hosibpe
2017 r. Mpn 3HAOCKOMMUYECKOM UCCAEAOBAHUU: MHOXECTBEH-
Hble AYOOKMEe A3BEHHO-3PO3MBHblE AeDEKTbI, MPOCBET CyXeH
3a CYET OTEKA CAU3UCTON 0BONOUKM 1 YBEAMUEHUS AMMODOUAHBIX
$GOAMKYAOB A0 7-10 MM. TIpK rMCTOAOTMYECKOM MCCAEAOBaA-
HWM BUOMTATOB: CTPYKTYPa CAM3UCTOM 0BONOUKM MOAB3AOLLIHOWM
KULLUKK CTepTa, NyOOKUI A3BEHHbIN AeDEKT, B CAEMOM U BOCXO-
ASILLEN KULLKAX oyaroBble KpunT-abcLecchbl, HepaBHOMeEpPHas
AMMONAasmoLmTapHan MHPUALTPaLMA. Mpu peHTreHorpadun
opraHoB XKT: cyxeHue p0 3,5 CM TEPMWHAABHOrO OTAEAa
MOAB3AOLLHOM KUWKKM C Aedopmaumen penbeda CKAAAOK,
B 06AacTu 6ayrMHUMEBOW 3aCAOHKM BOAbLLON AedEeKT HanoAHe-
HWUA MOAYAYHHOM GOpPMbI, CyNpacTeHOTUYECKOE paclUMpeHne
KULLKK A0 2 cM. Ha ocHOoBaHMK npoBeaeHHOro obcaepoBaHMA
AMarHocTMpoBaHa BK ¢ nopaxeHnem TepMUHaAbHOTO OTAEAA
MOAB3AOLLUHOW M TOACTOW KWULUKM MWHUMAAbHOM aKTUBHOCTM.
YuutbiBass Bo3pacT pebeHka, MPOTAXEHHOCTb MOpaxeHus,
BbIPaXEHHYI0 3HAOCKOMUYECKYID aKTUBHOCTb 3aboAeBaHus,
Ha3HauyeHa aHTULMUTOKMHOBas Tepanua nHoAMkcumabom 200
MrI B/B, @ Takxe asatmonpuH 50 mr/cyT, mecanasuH 1,5 r/cyr.

15.12.2017 BbINOAHEHO 2-€ BBeAeHWE WMHOAMKCMMaba.
3a BpemsA rocnutaamsaLiin 0TMeYaAoChb 2 NpUCTyna UHTEHCUB-
HbIX abAOMUHAAbHbIX BOAEN C MHOrokpaTHOM pBOTOM. lMocne
3-ro BBeaeHus npenapata NMBT B AHBape 2018 r. coxpaHan-
€Al CTEHO3 MOAB3AOLLHOM KULLUKK, B CBA3M ¢ yem 12.02.2018
6bINO NPOBEAEHO OMEPaATUBHOE AeYEHME B BUAE AanapoTOMUm
C paspeneHVeM Cnaek, pPe3ekUMer WAEOLEKAAbHOro Yraa,
HaNOXEeHWEM TOHKOTOACTOKMLLEYHOro aHactomosa. B mapte
2018 r. nocae 4-ro BBepeHUst npenapata MBT oTmeveHa kan-
Huueckas pemuccus BK. CymmapHo ¢ poekabps 2017 no ¢es-
panb 2019 r. pebeHok noayuma 11 BBepeHWN UHOAMKCHMaba.
Ha ¢oHe noayuyaemon Tepanuu nosiBUAUCL 6OAM B XMBOTE,
dekanbHbIN KanbnpoTekTnH 6oaee 1000 MKr/T, UTO pacLeHeHO
KaK noteps nepsuyHoro oteeta Ha MMBT. MNauneHTka noayunaa
KypC aHTMOMOTMKOTEPANUK, MECTHYIO Tepanuio (MeHa cano-
danbk). Ha ¢oHe HenpepbIBHOrO TEYEHWA OCHOBHOIO 3abone-
BaHWA B Aekabpe 2018 r. nossBUAUCH CUMMTOMbI GYPYyHKYAE3a
Ha AroamMuax, AeyeHue MPOBOAMAOCH aMOyAaTOpHO (MOBA3KM
C XAOPODUAMNTOM Ha HOUb) C HE3HAUUTEABHBIM 3PPEKTOM.

Mpu naaHoBow rocnutaansaumm B PAKB B nioHe 2019 T.
NpPU 3HAOCKOMUYECKOM MCCAEAOBAHWU BbIIBAEHbI 3PO3UBHbIV



WAEUT, 3PO3UBHbINA aHAaCTOMO3MT, YTO CBMAETEALCTBYET 00 yXyA-
LLIEHUN IHAOCKONMUYECKOW KapTuHbI. B CBA3M C HEAOCTaTOuHOM
apdpekTUBHOCTLIO TMBT MHPAMKCMMaboM BbIAO MPUHATO peLle-
HWe 0 3amMeHe npenapata Ha apaarMmymab no cxeme 160 mr —
80 mr — 40 mr n/k.

B utone 2019 r. nauneHTka 6blAa KOHCYABTMPOBaHa Aep-
MaTOAOrOM MK3-32 MOPaXEHUST KOXM AMLA, YLIHbIX PaKOBWH,
NMOAOBBIX OpPraHoB, iIFOAML, B BMAE 3pUTEMbl C UHOUABTPALM-
el 1 wenylweHmem, anoneumn. AvarHoctmpoBaH ByAbrapHbIi
ncopuas. YuutblBaa TAXECTb COCTOSIHUS, AeOHOT ncopuasa,
nporpeccupytoLlyto dopmy 3aboreBaHuUs, B CAyyae Heabdek-
™BHOCTM TUBT apanvmymabom ObIAO PEKOMEHAOBAHO pac-
CMOTPETb MEpPexoA Ha ycTekuHymab. MHTepec npeacTaBAseT
TOT daKT, UTo AEBHOT TAXKEAOro TeYEHNA Ncoprasa NPULLEACS Ha
nepuoA nprvema apasvimymaba, KOTopbli MUCMOAb3YETCS B Tepa-
NMWU AQHHOTO 3aboAeBaHMA.

C utoHa 2019 no ¢eBpanb 2020 r. pebeHOK MOAYUUA
16 BBepeHW apanMMymaba, OAHAKO CTOMKaa PemMUCcCUs He
6blAa AOCTUTHyTa. M3-3a HeaddEeKTMBHOCTM nepBuyHoOn TMBT
aHTU-TNF-npenapatamu KU TsAXeCTU TeuyeHUAa BK B anpene
2020 r. nepewaAn Ha ycteknHymab 90 mr n/K. B mexrocnu-
TaAbHbIM NEPUOA OTMeYanacb KAMHW4YecKas pemuccus bK
N MOAOXMTEABHAA AMHAMMKA CO CTOPOHbI KOXHbIX MPOSIBAEHWH,
no3xe — aHAOCKonuyeckasa pemuccusa bK 1 perpecc aBAeHUI
ncopuasa.

3akntouenue. Takum o6pa3om, B HacTosillee Bpems
nauMeHTbl C TAXEAbIM TEYEHWEM COYETaHHOW WMMYHOBOC-
NaAMTEABHOW MaTOAOTMM MOTYT U AOAXKHbI noayyatb [UBT.
Bonee TOro, B cAydyae HeahpPeKTMBHOCTM MpenapatoB NepBon
AMHWKM — aHTaroHWcToB TNF-6 — HEeobX0AMMO MEPEXOAUTbL Ha
TapreTHyto Tepanuio, YTo NO3BOAUT AOCTUUYb PEMUCCUM NO BCEM
«dpOHTaM».

TPAHCINAAHTALUUA TEMONO3TUYECKUX CTBOAOBbBIX KAETOK
NMPU BETA-TANACCEMWUU U MUENOAUCTINACTUYECKOM

CUHAPOME

AbpaynaeBa A.P., MonoBa A.A.
HayuHblii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponepaeBTMKM AETCKUX 6onesHen NP GrAQY BO PHUMY um. H.U. MuporoBa MuHaapasa Poccun

AKTyaAbHOCTb. beTa-TanacceMusa — reHetnuyeckoe 3abo-
AEBaHWE, HacAepyeMOe MO PeLecCUBHOMY TUMy, B pe3yAbTate
KOTOPOrO OTCYTCTBYET WMAM CHWXEH CUHTE3 6eTa-TAoBMHOBbIX
Lenen, BXOASILLMX B COCTaB remMorrobuHa A, COCTaBAAIOLLETO
noytn 97% obuiero remornobrvHa 3pUTPOLMTOB. ITO MPUBO-
AUT K Pas3BUTUIO FEMOAM3a, HE3IOHEKTMBHOMY 3PUTPONO33Y
M TMMNOXPOMHOM MUKPOUMTApPHOM aHemuu. 3aboreBaeMocCTb
AeTel b6eTa-TanacceMUeEN B MUPE COCTaBASIET OKOAO 1 cAyyast
Ha 100 TbIC. HACEAEeHUs B TOA.

OCHOBHbIM METOAOM A€YEeHMs NnauMeHToB ¢ beTa-Tanacce-
MUEW ABASKOTCS TPAHCOY3NM AOHOPCKMX 3PUTPOLIMTOB B COYe-
TaHWM C XehaTopHOM Tepanueil. Takaa MoAAepXMBatOLLAn
Tepanua He yAy4yllaeT KauyecTBO XM3HWM U He M3AeuuBaeT oT
3aboneBaHuUSA.

B HacTosiLee BpemsA eAMHCTBEHHbLIM PaAMKaAbHbIM METO-
AOM AEUEHWA SBAAETCA NpoLeAypa anAOrEHHOW TpaHCMAaH-
TauMmn reMornoaTMYECcKMX CTBOAOBbIX KAETOK (TTCK), HO KoAu-
4YeCTBO MCTOCOBMECTUMbIX AOHOPOB OrPaHMUYEHHO (TaKOBbIX
MOXHO HalTh an 25-30% nauneHToB), a NpeaonepaLmoHHasn
NMOArOTOBKA BHOCWT TPYAHOCTWM AASt MPOBEAEHMWS AAHHOM Npo-
LeAaypbl.

KAMHUueckui cayyam. Manbunk M., 9 aet, U3 aHamHe3a
M3BECTHO, UYTO C NEPBOro roAa XM3HWU HabAtOAAETCS MO NMOBOAY
6eTta-TanacceMun B pecrnybAnkaHCcKoM LeHTpe AsepbaripxaHa.
AvarHo3 BbICTaBAEH Ha OCHOBaHWW 3AeKTpodopesa remMorno-
6u1HOB. MpoBoAMAaCh TpaHCHY3MOHHAA U XeAaTopHas Tepanus.
B Bospacte 3 AeT B OIBY HMULL ATON um. AmuTpura Poravesa
BbINOAHEHO FEHETUYECKOE UCCAEAOBaHMWE, B pe3yAbTate KOTo-
poro obHapyxeHbl MyTauuMu B reHe 6eTa-rAobuHa B retepo-
3UTOTHOM COCTOSIHMM, TakxXe BbliBAEHA reMoPuAUSt A AErkow
CTENEHU TAXECTU, HEe TpebytoLan PeryAspHOM 3aMeCTUTEAbHOM
Tepanuu VIII dakTtopom cBepTbiBaHMUS KPOBU.

B utoHe 2021 r. rocnutaannsanpoBancss B MoOpo30BCKytO
AIKB ¢ LeAbto NPOBEAEHUS MPEATPaHCMAAHTAUMOHHON MOAro-
TOBKW — B CBSI3W C BbICOKOM (1 pa3 B 2 Hep) TPaHCOY3MOHHOM

3aBWCUMMOCTBIO — npenapatamu dayaapabuHom 1 mr/kr/cyt
n pekcametaszoHom 0,5 mr/kr/cyt. [locae npoBeaeHMs Kypca
Tepanuu OTMEYEHO pas3BUTUE TAYOOKOW amnAasunu KpoBeTBOpe-
HWA, BbIMOAHEHA TpenaHobuoncKa KOCTHOro Mosra. B npeae-
AaX UCCAEAOBAHHOIO Martepuana npu3Haku MUEAOAUCMAACTH-
4YeCcKoro cuHApoma. HLA-MAEHTMYHBIX POACTBEHHbLIX AOHOPOB
y NauMeHTa HeT.

Bo Bpems npebbiBaHWs B CTauMoHape B Xoae obcae-
AOBaHWA y pebeHka AMarHocTHpoBaHa A3BeHHaa 60Ae3Hb
ABEHaALATUNEPCTHON KULLKM C KPOBOTEYEHWEeM. BbimoAHeHa
remocrtatnueckas (koHueHtpatom VIl dpaktopa 120 Ea/kr/cyTt
B TeUeHWe 2 AHEIN) U racTpPonpoTEKTUBHAS Tepanus.

B Hoabpe 2021 r. HanpeH HLA-coBMeCTMMbIi AOHOP.
Mocne pexruma KOHAMUMOHWPOBaHWUA pebeHKy npoBeaeHa
onepauma TICK. lMocaeonepauMoHHas Tepanus BKAKOYaAa
B cebs WMMMYyHOCYNpecCuBHbIE, LMTOCTAaTUYECKUE, aHTUMbak-
TepuranbHble, NPOTMBOBUPYCHbIE, NMPOTMBOrPUOKOBLIE MNpena-
patbl. AaAbHeNWas TakTMka MpeAnoAaraeT rocnutaAn3auunio
1 pa3 B MecsiL, AN KOHTPOASI COCTOAIHUSA U A€UYEHUSA.

Bo Bpemsi HacTosilen rocnutaamsaunmn (aHeBapb 2022 r.)
OTPULATEABHON AMHAMMKHK HET, NOAyYaEeT Tepanuio TakpPOAUMY-
com 0,12 mr/Kr/cyT, MukopeHonata Mopetraom 30 Mr/Kr/cyT,
a Takxe asutpoMmuumHom 10 Mr/Kr/cyT, auUMKAOBUPOM
12 wmr/kr/cyt. CaMOUyBCTBME COOTBETCTBYET TAXECTU MpOBe-
AEHHOM MaHWNyASLMK U COMYTCTBYHOLLETO A€YEHUSI.

3akAaoueHue. AaHHbIN NpyUMep naumeHTa ¢ TaxeAon beta-
TanacceMuven U MUENOAMCMAACTUYECKMM CHHAPOMOM AEMOH-
CTPUPYET BaXHOCTb CBOEBPEMEHHOTO NPOBEAEHUSI TPAHCMNAGH-
TaumMu KOCTHOTO MO3ra A0 Pa3BWUTUSE OCAOXKHEHWI — Neperpy3Ku
OpraHoB XeAe30M U HE3IPPEKTUBHOIO reMonoasa.

Pesynbtatbl TTCK ceropHsi 3HaYMTEAbHO YAYYLUIUAMCH.
BbkMBaemocTb nocae onepaunun coctaBafer 90%. Tem He
MeHee, TICK conpsikeHa CO MHOIMMW PUCKaMM, MO3TOMY
HeobX0AMMO MPOAOAXATb NMoUcK Boree Ge3onacHOro mMertoaa
AEYEHUS.
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Poccu



Short Reports
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TEYEHUE TEMO®AITOLUUTAPHOIO CUHAPOMA Y PEBEHKA
NOCAE NEPEHECEHHOW KOPOHABUPYCHOW UHOEKLUHU

AbpeteHéBa A.A., lonoBko E.A.
HayuHbIi pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.

Kadeppa nponeaeBTUKK AeTCKMX BoaesHelr NP GTAOY BO PHUMY um. H.WU. MNMuporosa MuH3apaBa Poccuu
bY3 Mopo3oBckas AeTCKan ropoAckasn kKAMHWYeckast 6oabHMLa A3SM

AKTyanbHOCTb. emodarountapHbit cuHapoM (TOC), nam
remodaroumTapHbii AUMGOrMCTMOLMTO3 — TAXeAoe 3abone-
BaHWe, XapaKTepU3yloLLEECA HapyLIEHMEM PErYAALMU UMMYH-
Horo oTBeTa. B ocHOBe naTtoreHesa AexaT aHOMaAbHasi aKT-
BaUMA LMTOTOKCUYECKUX T-AUMPOUMTOB M MakpodaroB, WX
HaKOMAEHWe B MOPaXeHHbIX OpraHax WU pasBUTHE CUCTEMHO-
ro BOCMAAMTEALHOrO OTBETa. XapaKTepu3yeTca CcoyeTaHWeM
KAMHUYECKUX (AMXopaaka, CMAeHOMeraAust) U AabopaTopHbIX
(naHUMTONEHMA, Koaryaonatusi, AMCAMMUAEMUS) MPOSIBAEHWH,
KOTOpble OTpaxatoT TUMnepakTMBauuio MMMYHHON CUCTEMBI
N MyABTUOPraHHOE BOCMAAUTEABHOE MOpaxeHue.

KAanHuueckui cayyan. MaumeHtka B., 3 ropa 11 wmec,
04.10.2021 noctynraa B Mopo3soBckyto ATKB ¢ xanobamu Ha
XEATYLLHOCTb KOXHbIX MOKPOBOB U CKAEP, BOAM B XMBOTE.

M3 aHamHesa: ¢ 23.08.2021 no 23.09.2021 peBouka
NPOXOAMAA AeYeHUe U obcAepoBaHME B YAbAHOBCKOM obAacT-
HOM 6OAbHWMLE C AMArHo3oM: «MyABTUCUCTEMHBIN BOCMAAW-
TEAbHbIA CMHAPOM, cBf3aHHbIM ¢ COVID-19, HeyTOYHEHHbIN.
OcTpan nNpaBOCTOPOHHAS HWXHEAOAEBAsi MOAMCErMeHTapHas
NHEBMOHMUS, TAXEAOE TeUEeHUE, OCAOXKHEHHAA AMCKOBUAHBLIMM
atenekTazaMu ¢ 06eux CTOpoH. [enatonatva HeyTOUHEHHas.
XAA nerkon crtenenm». 28.09.2021 B OBUOXMMUUYECKOM aHa-
AM3Ee KPOBW, CAQHHOM ambOyAaTOpHO, OTMEUYEHO MOBbILLEHME
ANT — 2970,3 Ea/A, ACT — 2485,5 Ep/A, GUAMPYOUH NpsiMON —
63,8 MKMOAb/A, BUAMPYOUH 06U — 89,3 MKMOAbL/A.

30.09.2021 mama 3aMeTUAa MKTEPUUHOCTb KOXHbIX MOKPO-
BOB, CKAEP; NosaBUAKUCL 60AK B xmBoTe. 03.10.2021 — pBorTa.

04.10.2021 camocTosiTeAbHO 06paTUAUCL B MpUeMHoe
otaeneHne Mopososckon AMKB.

M3 aHamHe3a XM3HW: HACAEACTBEHHOCTb HE OTArOLLEHa,
XpoHUUYeckne 3aboneBaHWsA, TpaBMbl M OnepaurMu OTPULAET,
BaKUMHaLMA No Bo3pacTy.

MpW NOCTYNAEHUWU COCTOSIHUE CPEAHEW TSXECTU, CO3HaHWE
AcHoe. KoXHble MOKPOBbI CyOUKTEPUUHbIE, CbinMK HeT. YAA —
27/MUH. UCC — 115 yA./MUH. XXUBOT yBEAUUEH, MATKUI, 6e3-
60Ae3HEHHbIN. fenaToMeranums.

B remorpamme o1 04.10.2021: AeWKOUUTO3 —
23,54 x 109/a, Heutpodpuaes — 20,84 x 109/A, aHemus
1-i cteneHn. B 6UOXMMUUYECKOM aHaAM3e: MPUBHAKU LMTOAK-
3a, MEeYEHOUYHO-KAETOYHOM HEAOCTATOYHOCTU: TMMONpoTEUHE-
Mus (46 /), runoanbbyMmuHemus (23 r/A), TPUTAULEPUABI —
2,76 MMOAb/A, OGUAMPYOUH 06K — 155 MKMOAb/A, Nps-
MoW 6UAMPYOUH — 85 MKMOAb/A, AAT — 772 Ep/A, ACT —
800 Ep/A, NAT — 555 mmonb/A, TTTIMN — 144 Ep/A, dEPPUTUH —
2323 MKr/A. BblpaxeHHana BOCNaAUTEAbHAA aKTUBHOCTL:
CPB — 22,7 wmr/A, NpoKanbUMTOHMH — 9,83 Hr/mA. IgG
SARS-CoV-2 — 73,38 Ep/MA. B koarynorpamme: runodpubpu-

HoreHemus (1,69 r/A), runokoaryasumsa (NpoTPOMOMHOBBIN
MHAEKC — 38%).

o pesyAbTaTaM MHCTPYMEHTaAbHOM AUArHOCTUKK: Ha Y3U —
renatomeranus, oTe4YHO-UHOUALTPATUBHbIE U3MEHEHWSA CTEHKK
XEAUHOro ny3blps. MpeaBapUTEAbHO ObIA MOCTABAEH AMArHo3
«XONECTaTUUECKMI renaTuT BbICOKOW CTENEHU aKTUBHOCTM».

B AnHamuke pesyabTaTbl MHCTPYMEHTaAbHbIX WMCCAEAOBa-
HUI: Ha Y3W opraHoB OPOLIHOM MOAOCTM — AaAbHeENLlee
yBEAUYEHME PA3MEPOB NEYEHN U cene3eHkU. o AaHHbIM ana-
CTOMETPUM NeYeHn — drbpos, HaanuKne ydacTKoB uMpposa. Ha
KT opraHoB 6pOLWLHOM MOAOCTU — aCLMT, CHUXKEHWE MAOTHOCTU
TKaHW NEYeHW, paclUMpPeHNe BHYTPUNEYEHOUYHbIX MPOTOKOB.

HecmoTps Ha nNpoBOAMMYHO Tepanuto, oTMevyaracb OTpU-
uateAbHana AMHaMKKa B AabopaTOpHbIX MoKasaTeAsiX: aHeMMUS
2-i1 cTeneHun, TpombouutoneHmsa Ao 45 x 109/A, coxpaHeHue
rMnopubpPUHOreHEMMK, TMNONPOTEMHEMMU, BbICOKOTO YPOBHS
beppuTHHa, NeYeHoUHbIX GepMEHTOB, HapacTaHWe runepouan-
pybuHemun Ao 232,59 MKMOAb/A. B MruenorpaMmme: npusHaku
remodaroumntosa.

KAMHUYECKM OTMEeYanoCh NOABAEHWE 3HUebanonaThn, Kae-
AVMAO3a CAU3UCTBIX 060AOUEK NMOAOCTH PTa, 3aAHEN CTEHKM IAOTKM.
CoxpaHsinaCb MKTEPUYHOCTb KOXHbIX NMOKPOBOB, renatoMeraams
A0 3 cM. MpU3HaKOB KPOBOTOUMBOCTU HE 0BHAPYXMBAAOCH.

AvddepeHumanbHaa AMaArHOCTMKa MNPOBOAMAACH B Kpy-
ry cAeayllmx 3aboneBaHWi: reModaroumTapHbii CUHAPOM,
Ae6IOT peBMaTUUecknx 3aboAeBaHWI, B TOM YWUCAE HOHOLLE-
CKWW apTpUT C CUCTEMHbBIM BOCMAAEHUEM, MYABTUCUCTEMHbIN
BOCMAAUTEAbHbIA CUHAPOM. [10 COBOKYMHOCTU KAMHWYECKMX
1 AabopaTopHbIX AQHHbIX Y MAUMEHTKU MPEANOAOXEH reModa-
rouMTapHbIi CUHAPOM, rEHE3 KOTOPOro A0 KOHL@ He SICEH.

[MPOBOAMAOCE AeueHMe: MHOY3MOHHas, remocTatMyeckas,
IKC-Tepanus, aHTMbaKTEpUanbHas, NPOTUBOrPUOKOBas, XeAue-
rOHHas, aHTauMAHasA, Cna3MoAUTUYECKas Tepanus.

HecmoTpsa Ha npoBoaMMOE AedeHne, AabopaTopHO oTMeYa-
AaCb OTpULUATEABHAA AMHAMUKa — NaHUMTONEHWA, HapacTaHue
deppuTMHaA, B CBA3M C YeM MPOBEAEHA KOPPEKLMA Tepanuu
1 BbINO MPUHSTO PELLEHKEe O NEPEBOAE B PEBMATOAOrMYECKOE
otaeneHne OrAY HMMULL 3p0poBbsa AeTeEN AN AAAbHEMLIErO
obcrepoBaHUA pebeHka.

3aknoueHue. [emodaroumTapHbii  AMMOOTUCTUOLM-
T03 WUMeeT pasHoobpasHble KAMHUYECKWE TMNPOABAEHMSA,
YTO MOXET ABAATBCA MPUYUHOW €ro MO3AHEW AMArHOCTUKM.
ITUOAOTMUYECKUMU MPUUMHAMMK MOTYT ObITb BUPYCHblE UHGbEK-
UMK, NepBUYHbIE UMMYHOAEDULMTBI, CUCTEMHbIE 3aboAeBaHUA
COEAMHUTEABHON TKaHW, HACAEACTBEHHble 60Ae3HM obMeHa
BelLLeCTB, NO3TOMYy 0COBEHHO BaXHO BEPUOULMPOBATL OCHOB-
HOW AMArHo3 M3HayaAbHO.

TPYAHOCTU AUATHOCTUKU ANINACTUYECKOU AHEMUU

Apanosa B.B., MocecoBa E.A., lumuHoBa A.B.
HayuHbIi pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponeaeBTUKKN AeTCKUX BoaesHer MO OTAQY BO PHUMY um. H.W. Muporosa MuH3apasa Poccuun

AKTyanbHOCTb. lanonatnyeckasd anaacTMyeckasd ade-
MuUA — 3aboneBaHME CUCTEMbI KPOBH, XapaKrepusyroLlee-
€Sl NAaHUMTOMEHWEN HEU3BECTHOM 3TUOAOTUM, 06yC/\OB/\eHH08

CHWXEHHOW KAETOYHOCTbIO U OTCYTCTBMEM LIUTOAOTMYECKMX,
UUTOr€HETUYECKUX, MOAEKYAAPHO-TEHETUUYECKNX TMPU3HAKOB
AeKo3a, MWENOAMCMAACTMYECKOr0 CUHAPOMaA, Muenodu-



6po3a M OTCYTCTBMEM TEHAEHUMWM K CMOHTAHHOMY BOCCTa-
HOBAEHMIO.

KAuHuueckun cayyam. [MauneHtT N. (pAata pPoXAEHUSA
20.07.2020, 1 roa 6 mec). 17.01.2022 rocnutaAnsanpoBaH
B OTAEAEeHMe remaTtonorum Mopososckon AIKB ¢ HanpaBasito-
LWMM AMArHO30M «MMMYHHan TPpoMOoUMTONEHUYECKas nypny-
pa», ¢ Xanobamu Ha 06MAbHYHO NETEXMAABHYIO CbliMb, CHUXEHWE
koanyectBa TpomboumntoB (a0 30 x 109/A). U3 aHamHesa
3aboAeBaHWA U3BECTHO, CO CAOB MatepH, uto ¢ 07.09.2021 no
13.09.2021 6bina nepBas rocnutaAM3auma B CBSA3W C MOAB-
AEHWEeM TremMopparMin Ha KOXe M CHUXEHMEM KOAMYECTBa
TpombouuntoB A0 32 x 109/A. Mo pesyAsTatam UCCAEAOBaHWA
YCTAHOBAEH AMArHO3 «<MMMYyHHas TpPoMOoUMTONEHMYECKanA Myp-
nypa». Mo pesyabtataM MuUeAnorpaMmbl — AebroTa remobaacTto-
3a W anAasnyv KPOBETBOPEHUA He BbIABAEHO. [1poBOAMAACH
Tepanua BHYTPMBEHHbIMWU MMMYHOrA0ByArHamu (BBUT) B po3e
1 r/kr Ha kypc. Ha ¢oHe npoBOAMMON TepanuMu OTMevanacb
NMOAOXMUTEAbHASA AMHAMUWKA — YBEAUYEHWE KOAMYECTBA TPOMOO-
LMTOB (A0 187 x 109/A) M perpecc KOXHO-reMoppParnyeckoro
CUHAPOMA.

23.09-01.10.2021 — noBTOpHasA rocnurtaM3aumst ¢ M30-
AMpOBaHHOM TpombouutoneHuein (po 20 x 109/a), netexu-
aAbHOW CbINMbtO MO BCeMy TeAy. HasHaueHa Tepanus rAKOo-
KOPTUKOCTEPOMAAMWU — MPEAHW3OAOH B AO3MPOBKE 3 MI/KT.
OTMeyanacb MOAOXMTEAbHAA AMHaAMWKa (TPOMOOLMTBI A0
107 x 109/A).

B nepuop akTyanbHOM rocnutasmnsaumum ¢ 17.01.2022 6bian
NPOBEAEHbl AOMOAHUTEAbHbIE AAOOPATOPHbIE W MHCTPYMEH-
TaAbHble UCCAEAOBaHMA. B remorpamme oTmMeyanacb TPEXpPOCT-
KOBaa UMTOMEHWS: HOPMOXPOMHasi HOpMOUMTapHaa aHemus

1-2-i crenenn, abcoatotHas HeiltponeHuna (a0 0,2 x 109/a),
TpombouuTtonenuns (po 19 x 109/A). B muenorpamme OTCyT-
CTBOBaAM NpW3HaKW remMobAacTo3oB. C y4eTOM TPEXPOCTKOBOM
LMTONEHUU, OAHOPA30BO MOAOXMTEABHOM Mpobbl Kymbca ot
MPOLUAbIX FOCMWUTAAM3ALMIA, YBEAUYEHUS pa3mMepa Cene3eH-
Kn (70 x 22) npoBoavAacb AnddepeHUManbHas AUMarHOCTU-
Ka C ayTOMMMYHHbIM AMMOOMPOAUPEPATUBHBIM CUHAPOMOM,
C BPOXAEHHbIMW TPOMOOLMTONATUSIMU U TPOMBOLMTONEHUAMM,
C aHTUPOCOHOAUMUAHBIM CUHAPOMOM, C MUEAOAMCNAACTMYE-
CKUM CUHAPOMOM.

C yyeToM aHamHe3a M A@HHbIX NMPOBEAEHHOIO WMCCAEAO-
BaHUs ObIA YCTAHOBAEH AMArHO3 «anAacTMyeckas aHemMusi».
B kauecTtBe CUMNTOMATUUYECKOTO A€YEHUS Ha3HaYEeHbl ATaM3u-
Aat 125 mr per os, 2 p/cyt, 10 aHewn, BBUT — 1 r/kr/cyT B/B,
1 p/cyt, 2 pHA. [POBOAMAUCE TPAHCOY3UWM 3PUTPOLMUTAPHOWM
B3BECW W TPOMOOKOHLEHTpaTa. MpoBeaeHbl A0OBCAEAOBAHUS:
MCCAEAOBAHWE Ha HaAMUYME KAOHa NapOKCUM3MaAbHOM HOYHOM
reMorn06MHyprKn, UCCAEAOBAHUE KOCTHOTO MO3ra Ha KOAbLe-
BUAHbIE CMAEpobAacTbl, TpenaHoOMOMNCHUA KOCTHOrO MO3ra,
UMMYHOTUCTOXMMUA U LUMTOTEHETUKA. AaHHbIE MOATBEPXAAIOT
anAasvio KPOBETBOPEHHS.

3aknoueHue. Annactvyeckass aHeEMUA — KpalHe Tsaxe-
Aoe 3aboneBaHMe, 0BYCAOBAEHO MOpaXeHWeM BCEX POCTKOB
KPOBETBOPEHWSA, KOTOPOE NPUBOAWT K Pa3BUTUIO reMopparmnye-
CKOTO, TMMOKCMYECKOrO CMHAPOMOB, K Pa3BUTUIO BTOPUUYHOTO
UMMYHOAEDULMTHOTO COCTOSIHUSI, KaXAblA M3 KOTOPbIX YCyry-
6AsileT cocTofHME nauueHTa. EAMHCTBEHHbIM MNaToreHeTuye-
CKUM AeYEHMEM ABASIETCS TPAHCMAAHTALUMA reMOMO3TUYECKMX
CTBOAOBbIX KAETOK M TLATEAbHbIA KOHTPOAb 3@ COCTOSIHUEM
naumeHTa.

KAMHUYECKUIA CAYYAN HEAOHOLLEHHOIO PEBEHKA

C 9KCTPEMAAbHO HU3KOI MACCOM TENA U BOAE3HbIO
XAFEMAHA OT MATEPU, UMEIOLLEEN OTATMOLLEHHbIN
COMATUYECKUN AHAMHE3 U NEPEHECLUEN HOBYIO
KOPOHABUPYCHYIO UHOEKLIUIO COVID-19

Buaynsa A.C., ErnazapsaHn A.K.
HayuHbii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponeaeBTMKM AETCKUX BonesHen NP GrAQY BO PHUMY um. H.U. MuporoBa MuHaapasa Poccun
I'BY3 Mopo30BCcKas AeTCKasi ropoACcKan KAMHUUYeckasn 6oAbHMLE ASM

AKTyaAbHOCTb. bepeMeHHble XEHLUWHbI, NepeHecluune
COVID-19, BbI3BaHHbIM KopoHaBWpycom SARS-CoV-2, umetor
60A€e€e BbICOKWUI PUCK MPEXAEBPEMEHHbIX POAOB. AOCTOBEPHO
M3BECTHO, YTO 3TO AaCCOLMMPYETCA C PECNMPATOPHBIMU U HEBPO-
AOTMYECKUMU PACCTPOMCTBAMM Y HOBOPOXAEHHbIX. OAHAKO Ha
CEroAHSILLHMI A€Hb HEAOCTaTOYHO AAHHbIX O HEOHAaTaAbHbIX
OCAOXHEHUSAX, BO3HUKAIOLWMX M3-3a NepeHeceHHon bepemen-
HbIMWU HOBOW KOPOHaBUPYCHOM MHOeKUMK. B HacTosLee Bpe-
M usyyaetcs BansHMe SARS-CoV-2 Ha cuctemy remoctasa
y BHYTPUYyTpOoOHOIo pebeHka 1 HOBOPOXAEHHOIO, a TakXe BO3-
HUKaeT HeobXxoAMMOCTb M3ydyeHus Bo3penctBua SARS-CoV-2
M Ha HEPBHYIO CUCTEMY BHYTPUYTPOOHOro pebeHka.

KAanHuueckui cayuam. AeBouka M., 15 cyT XMU3HM, NOCTY-
nuaa B oTaeneHue HeoHatonornn uz OPUTH. U3 aHamHesa:
pebeHok oT mMaTtepu 39 AeT, UMEelOLLEN OTATOLLEHHbIN coMma-
TMYECKUI aHaMHE3 (XPOHWUYECKUI NMUEAOHEPPUT CO CMOPLLM-
BaHWMEM AEBOM MOYKM, BUKAPHOE YBEAMUYEHUE MPABOM MOYKH,
XPOHWYECKas apTepuanbHas runepteHsus, B 2019 r. — tpena-
Hauus yepena, yAaneHUE reMaHrMobAacToMbl MPaBOM remu-
chepbl Mo3xeuka), oT 1-i bepemeHHocTM (AKO), npoTekaBLLein
B | TpumecTtpe 6e3 ocobeHHocTel, B Hauvane Il TpumecTpa

nepeHecaa COVID-19, noBblleHWe apTepUanbHOro AaBAEHUA
A0 150/90 Mm pr. cT., B 06LleM aHaAM3e Mouu obHapyxeHa
6aktepuypus, B Il TpUmecTpe — ymepeHHas npeakramncus,
nAaLeHTapHas HEAOCTaTOUYHOCTb (AeKOMNeHCUpoBaHHaA Gop-
Ma), HapylleHWe MaTOYHO-MAALLEHTapPHOro KPoBOOOpaLLeHMs
3-11 cT. Poabl nepBble, NpexaeBpeMeHHble Ha 31-i Hea recTa-
UMK, CaMOCTOATEAbHbIE, B TOAOBHOM MpearexaHun. Macca
Tena npu poxaeHun — 910 r, pAaMHa — 34 CM, OKPYXHOCTb
rOAOBbl — 26 CM, OKPYXXHOCTb rpyAn — 21 cm. OueHKa no wkane
APGAR — 7/7 6annoB. Mpu poxaeHUU cAabblii MUCK, AblXaHue
HeperyaapHoe, cToHyllee, YCC > 100/MUH, pa3AUTON LMaHO3,
rMNoToHus, runopedaekcus. MponsBeaeH MPOANEHHBIM BAOX,
HauyaTa HeWHBa3WBHas BEHTUAALMS AErKMX C MOCTOSHHbIM
NMOAOXWUTEABHBIM AaBAeHWeM (CPAP) uepes AuMLEBYHO Macky.
Ha 3-% MWH XW3HW, yuuTbiBas HapacTaHwWe 3aBUCMMOCTM OT
KUCAOPOAQ, PebeHOK MHTYBMpOBaH, NepeBeAeH Ha WMHBa3WB-
HYIO BEHTUAALMIO Aerkux (MBA). AyCKyAbTaTMBHO: AbIxaHue
¢ 6OABLLMM KOAMUYECTBOM KPEMUTUPYHOLLIMX MPOBOAHbIX XPUMOB
N0 BCEM AETOYHbIM NOAAM. HauaTa aHTMbaKTepranbHas (amnu-
UMAAVH + HETUAMUUMH), MHOY3MOHHanA, aHTUreMopparuyeckas
M cumMmnToMatnyeckaa Tepanusa. C AeuyebHOW LeAbl0 BBEAEH
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WCKUIA NeanaTpUUeCcKUi XXypHan.
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Short Reports

KpaTtkue coobwieHus

Kypocyd 200 mr/kr. Ha 3-u cyT nepeBeAeH Ha CaMOCTOSITEAb-
HOe AblxaHue. Mpy NPoOBEAEHUN HEMPOCOHOrPadUK BbISIBAEHDI
NPU3HAKKW YMEPEHHO BbIPaXEHHbIX FMMNOKCUYECKU-MULLEMUYE-
CKUX U3MEHEHWI BELLECTBA MOAOBHOIO MO3ra, MOpGOPYHKLMO-
HaAbHOW HE3PEeAOCTH, HeBOAbLLOW AMAATaLLMK AEBOTO HOKOBOrO
xenyaouka. Ha IOxoKI — OTKpbITbIM apTepuanbHbid MPOTOK,
OTKPbITOE OBaAbHOE OKHO. Ha 3-u cyT XM3HU y pebeHka oTme-
YaAUCb NPU3HAKKU HEKPOTU3UPYIOLLLErO 3IHTEPOKOAMTA: B3AYTUE
XWBOTA, BblpaXeHHaa BEHO3Has CeTb Ha NepeaHew GPHOLLIHOWM
CTEHKE, XMBOT BOAE3HEHHbIN, HEAOCTYNEeH rAybokoW naAbna-
UMK, PEHTFEHOAOTMYECKU — NMHEBMATO3 KMLLEYHUKa. B TeueHune
3 AHEN MPOBOAMAACH 3HTEpaAbHas nay3a. Ha 5-e cyT Xu3Hu
NPOBEAEHA PEHTreHorpaduss OpraHoB TPYAHOW KAETKM, MO
pe3yAbTaTaM KOTOPOM AEroYHbIM PUCYHOK YMEPEHHO oboralleH
B MEAMAAbHbIX OTAEAAX 3a CYET COCYAMCTOro KOMMOHeHTa. 3a
BpeMsi npebbiBaHus B otaeneHn OPUTH coctosiHue pebeHka
C MNOAOXUTEABHOW AMHAMMUKOW. Mocae 3 AHEN 3HTEpPaAbHOM nay-
3bl NUTaHWe BO30OHOBAEHO. CTyA CaMOCTOATEAbHbIN, PEryAap-
HbI. [eMOAMHAMWUYECKN U PECNIMPATOPHO YCTOMUMB, MOAAEPXK-
K1 He TpeboBaA. AHTHbaKTepranbHaa Tepanus 3aBeplUeHa Ha
15-e cyT. NepeBepeH B OTAEAEHWE HEOHATOAOTMKM B BO3pacTte
15 cyT.

CocTosHWe Npw NOCTYNAEHMU: obLlee COCTOAHUE TAXEAoe.
Macca Tena — 958 1, pAavHa — 34 €M, OKPYXXHOCTb TOAOBbI —
27 cM, OKpPYXHOCTb rpyau — 20 cM. LiBET KOXHbIX MOKPOBOB
6AeAHO-PO30BbIN. MpamMopHOCTL B MOKOe, HapacTaeT npu
Harpyske. Typrop CHwxeH. pu Harpyske nepvopanbHbli LMa-
HO3, akpouunaHo3. YAA — 44/MuH. AbixaHuUe peryasipHoe,
ocAabAeHHoe, XpWNoB HeT. pu nepeBoaAe OTMeyanacb HecTa-
6uAbHanA caTypaums B npeapenax 85-90%, Hauata OKCUreHaums
yepe3 KMCAOPOAHbIE KaHIOAM CO CKOPOCTbO MOTOKa 1 A/MUH.
OpbllKa € 3anapeHUMeM YCTYyNuUMBbIX MECT TPYAHOW KAETKM
B Mokoe, HapacTaet npu becnokonctee. YCC — 158 ya./MUH.
ToHbI cepaLa fACHble, PUTMUYHbIE. HEBPOAOTMYECKMI CTaTyC:
KPUK CcAaboi CWAbI, M03a BAAON MOAYOAEKCHM, ABUraTeAbHas
AKTUBHOCTb CHWXXEHA, MbILLEYHbIA TOHYC CHWXEH, GU3UOAOTU-
yeckune pedrekcbl ocrabaeHbl, ObICTPO UCTOLLAKOTCS.

3akAtoueHue: uepebpanbHas ULIEMUA 2- CTENEHW.
LlepebpanbHas aenpeccus.

Mpn 0PTaAbMOAOTMUECKOM OCMOTPE CAEBA BbISBAEHO CAe-
30CTOSIHWE, CKYAHOE CAM3UCTO-THOMHOE OTAEAIEMOE B KOHBIOH-
KTUBaAbHOW MOAOCTM M3 CAE3HOW TOYKM. [OCTaBAEH AMArHos:
«BpoxaeHHan HenpoOXOAMMOCTb CAE3HbIX MyTeW, AaKpUOLMU-
CTUT». PUCK pa3BUTUS PETMHOMNATUM HEAOHOLLEHHbIX. B aAnHa-
MUKe B Bo3pacTe 1 mec 23 pHel pa3BUTUE PETUHOMNATUM HEAO-
HoLeHHbIX, || cTapna, aktTuBHas dasa.

Yepes Mecsl, Ha peHTreHorpaduu oTpuuatenbHas AuHa-
MWKa (HEOAHOPOAHOE CAAOOWMHTEHCUMBHOE CHWXEHWE MHEB-
MaTu3aumMn ¢ obenx CTOPOH, AErOYHbIA PUCYHOK YCUAEH 3a
CYET COCYAMCTOrO KOMMOHEHTA, KOPHWU AETKMX YeTKO He Mpo-
cAeXMBatoTeA). 3a 2 Mec M3MEeHEHMM B pasmepe GpeTanbHbIX
KOMMYHWKaLMI HET.

B Bo3pacte 1 mec 24 pHel cocTosiHue pebeHka ¢ oTpuua-
TEAbHOW AMHAMMWKOM 3a CUET peaansaumm UHPEKLMU MOUYEBBIX
nyTen, npoBeaeHa aHTMbaKTepuaAbHas Tepanusi No YyBCTBW-
TEAbHOCTH BaKTEPMOAOIMYECKOro noceBa (aMMKauMH) C MOAO-
XUTEABHBIM 3ddEKTOM, TEpanus 3aBeplUeHa B Bo3pacTe 2 mec
2 pHel. B koarynorpamme B AMHAMWKE OTMEYAAOCb YAAU-
HeHne AYTB, nNpoBeAeHO pacClUMPEeHHOE KoaryaAoAOrMyeckoe
obcaepoBaHue, BbisiBAeH aeduumt Xl dpaktopa U BUTAMWH-
K-peduumtHaa koarynonatvs. TOAyuMA Tepanuio BUKACOAOM
B TeueHWe 5 AHEeM C yAydlleHWeM nokasaTenen. 3a Bpems
HabAIOAEHWMA B CTauMOHape MOBbILWEHHON KPOBOTOUMBOCTM
N KOXHO-TEMOPParMyeckoro CUHAPOMa He 0TMeYanoChb.

lpoBeaeHO AeuveHue: BUTaMUH D, MHdy3noHHas Tepanus,
kodenHa 6GeH3oaT, NPoTMBOAHEMMYECKasi Tepanus (3MO3TWH
6eta, xenesa |l rMAPOKCMA MNOAMMAALTO3aT), 3akarnblBaHWe
B A€BbIM IA@3 rAasHbIX KaneAb MUKAOKCUAMH.

Ha ¢oHe npoBepeHHOW Tepanuu COCTOSIHWE YAYULLWMAOCh,
€ 21-X CyT XM3HW NepeBeAeHa Ha OKCUIeHaLmio Yepe3 Macky co
CKOPOCTbIO NoToKa 2 A/MWH. C 2 MeC He 3aBUCUT OT KUCAOPOAA.
B AMHaMKKe NPOBOAMAOCH paclUMpeHne obbemMa 3HTEPAAbHOMO
NUTaHUS TPYAHBIM MOAOKOM, MOCTENEHHOE BBeAeHWEe GOopTu-
dukatopa. Havana cocatb camMocCTonaTeAbHO ¢ 1 mec 8 aAHew.
K MOMEHTY BbINUCKM COCTOSHUE pebeHKa yAOBAETBOPUTEABHOE.
dusnyeckoe pasBuTHE < 3 LEHTUAA NO MACCe M POCTY NO LKaAe
noctHatanbHoro pocta INTERGROWTH-21st. Mo3a rMnoToHWY-
Has, ABUrateAbHasi akTUBHOCTb YCUAMBAETCSH, pedAEKChbl HOBO-
POXAEHHbIX CHUXEHbI. KoXa 6AeAHO-P030Basi C MPaMOPHOCTbHO
npu Harpyske. OTMeyaeTcsi yMepPEHHbI LMaHO3 HOCOrybHOro
TPEYroAbHMKa Mpu Harpyske. AbixaHne ocnabaeHo. Mo octanb-
HbIM OpraHam 1 cuctemam 6e3 ocobeHHOCTEN.

3akaoueHue. TakuM 06pa3om, onucaHue nauueHTa CBU-
AETEABCTBYET O HEOOXOAMMOCTM BoAee TLLAaTEABHOTO HabAAe-
HUS 3a 6epeMeHHbIMU XeHLLMHamMK, nepeHecunmm COVID-19,
0COBEHHO MMEILLIMMM OTATOLEHHbI COMATUUYECKMI aHaMHE3,
a Takke 06 aKTyaAbHOCTWM AAAbHEMLIEro U3yyeHus BO3HMUKa-
IOWMX U3-38 AQHHOM MHOEKLMU MepuHaTaAbHbIX OCAOXHEHWI
Yy HOBOPOXAEHHbIX, UX MPEAYNPeXAEeHUa W Tepanun. AaHHbIM
KAMHUYECKMIM CAyYan TakKe AEMOHCTPUPYET, YTO MYABTUAMUCLIU-
NAVHAPHbIN MOAXOA — OCHOBHOW KPUTEPUIM NPOBEAEHUS yCneLwl-
HOW Tepanuu Npu Ae4eHNN HEAOHOLLEHHbIX AETEN.

CAYYAMHOE OBHAPY)KEHUE FEMO®UAUU B XOAE
NPEAONEPALMOHHOU NOATOTOBKU

BnacoBa A.A.
HayuHbIi pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponepeBTUKK AeTCKMX BoaesHer NMd GrAQY BO PHUMY umenn H.U. Muporosa MunHsapasa Poccun
IBY3 Mopo30BCKas AeTcKan ropoACKasa KAMHUYeckas 60AbHULA A3M

AKTyaAbHOCTb. [eMOGUANS — 3TO BPOXAEHHOE 3aboneBa-
HWe, CUENAEHHOE C X-XpOMOCOMOW. Mpu AaHHOM NaTOAOTMK
HapylleHa CBepTbiIBAEMOCTb KPOBW BCAEACTBME HEAOCTaTKa
B nAa3me IX dpaktopa cBepTbiBaHWA, TakXe M3BECTHOIO Kak
daktop Kpuctmaca. lfemoduams B B cpaBHeHUM C remModu-
AMEN A NMOAyyaeT MeHbllee pacnpoCcTpaHeHWe U COCTaBASET
AMWb 15-20%. OCHOBHOM NPOBAEMON reMODUANK ABASIKOTCA
HEKOHTPOAMPYEMbIE KPOBOTEYEHWSA, C KOTOPbIMW OPraHu3Mm
3a4acTylo He CcnocobeH CrnpaBWUTbCA CaMOCTOATEAbHO. ITOT
BOMPOC KacaeTcsi Kak NauMeHTa v ero NOBCEAHEBHOW XWU3HMU,

Tak M Bpaya Npu NpoBEAEHWU Pa3AMUYHbBIX MaHUMNYASLUMIA, NPK
KOTOPbIX €CTb BO3MOXHOCTb BO3HWKHOBEHUSA KPOBOTEYEHMS,
B OCOBEHHOCTM MpPU CTOMATOAOTMUECKUX W XWUPYPrUYECKUX
BMeLLaTeAbCTBAX.

KAanHuueckum cayuan. MNaumeHt A., 4 mec. MocTynua B cTa-
UMOHap ¢ Xanoboi Ha rHoeteyeHune U3 raa3. Co cAOB Mambl:
y pebeHka raasa rHoATCA C POXAEHWSA. 3a HEAEAD AO FoCnu-
TaAM3aUMU KOAMYECTBO THOMHOIO OTAEASEMOrO YBEAMYMAOCH,
0COBEHHO MpU NaAbnaunMn CAe3HOro Meluka. Mpu nocTynAeHuu
npaBbli rAa3: CAE3HbIM annapat — Pe3ko BbIPaXEHO CAe30-



CTOSIHWE, CKOMAEHWE XEATOrO CeKpeTa BO BHYTPEHHEM YrAy
ranasa. MNpu naabnaunmn 06AACTU CAE3HOTO MeLlKa yMepeHHoe
KOAMYECTBO THOMHOMO CEeKpeTa XEATOro LBeTa, KOHbIOHKTMBA
crnabonHodULMpoBaHa. AeBbIM TAa3: CAE3HbIN annapar — pe3ko
BblpaXXeHO CAe30CTOSIHWE, CKOMAEHUWE XEATOro CeKpeTa BO BHY-
TPEHHEM Yray raasa, Npv naabnaun 06AacT CAE3HOTO MelLlKa
06MAbHOE OTAEASIEMOE YCTOrO THOMHOIO CEeKPEeTa XEATOro LiBe-
Ta, KOHbIOHKTUBA YMEPEHHO UHOMLMPOBaHa.

NabopaTopHO B XOA€ NpeAonepaLrMoHHON MOArOTOBKM
BbIIBAEHbI HapyLUEHWs1 B KOoaryaorpaMmMe nauveHTa B BMAE
yAAMHeHUs AYTB. MNpu pa3BepHYyTOM MCCAEAOBaAHUN GAKTOPHO-
ro remMoctasa noBTOPHO yaAAMHEHUe AYTB po 50,9 ¢ 1 cHUXeHne
aKTMBHOCTM dakTopa IX A0 29,1%. Taknum obpa3om, y pebeHka

BbIIBAEHaA Aerkas remopuansa B. Bbino NpoBeAeHO nepBUYHOE
30HAMPOBAHWE HOCOCAE3HOIO0 KaHaha U yAANEeHUE AAKPUOLM-
cToueAe cnpaBa M cAeBa. HazHaueHO MeAMKaMEHTO3HOEe Aeye-
HUE: KCUAOMETA30AUH, BEH3UAAUMETUA-MUPUCTOUAAMUHO-TTPO-
NMMAGMMOHKI, ToBpamMuLMH. Ha doHe AeueHuss HabAaopanacb
NMOAOXWTEAbHAA AMHAMWKa, NPU BbIMUCKE B 0GTAaAbMOAOTUYE-
CKOM CTaTyce crnpaBa M CAeBa — CAE3HblIM annapar B HOpPMeE,
KOHbIOHKTMBA CMOKOMHA.

3aknrueHue. PacCMOTPEHHbIN KAMHUUYECKUIA CAyYal MOA-
YepKMBaEeT BaXXHOCTb NMPEAONEPALIMOHHON MOATOTOBKM, B XOAE
KOTOPOW B AQHHOM CUTyaUuuKM ObIA BbIIBAEH HACAEACTBEHHbIN
AednumT daktopa IX, UTo ABAAETCA 3HAUYMMbIM AAST UCKAKOUEHUS
OCAOXHEHUWI B XOA€ OnepaLmu.

KAMHUYECKUI CAYUYAN BONE3SHU KABACAKU C NOPAXKEHUEM

KOPOHAPHbIX APTEPUM

FapranosH M.A., A\aBpoBckas A.D.
HayuHblii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponeaeBTMKM AETCKUX BonesHen NP GrAQY BO PHUMY um. H.U. MuporoBa MuHaapasa Poccun
I'BY3 Mopo30BCcKas AeTCKasi ropoACcKan KAMHUUYeckasn 6oAbHMLE ASM

AkTyanbHOCTb. bone3Hb KaBacaku (BK) — ocTpoe cuctem-
Hoe 3aboneBaHuWe, XxapaKTepU3yoLLEecs NPeUMyLLECTBEHHbIM
nopaxeHWemM MeAKWUX Y CPEAHUX apTePUI, Pa3BUTUEM AECTPYK-
TMBHO-NpoAndepaTMBHOro Backyauta. B Poccun BK amarHo-
CTMpYeTCs BCE uYalle, OAHAKO HEPEAKO B MO3AHWE CPOKM,
BCAEACTBME YEr0 AEYEHWe Ha3HauyaeTcs HEeCBOEeBPEMEHHO.
Mo3aAHAA AMArHocTMKa MOXET O6biTb 06YCAOBAEHA KaK HeCBOe-
BPEMEHHbIM 06palleHneM 3a MEAMLMHCKOM MOMOLLbIO, Tak
W pasBuTHEM HenoAHoW dopmbl BK. UMeHHO HecBoeBpeMEH-
HOe AeyeHMe SIBASETCA OCHOBHbIM $aKTOPOM pUCKa pa3Bu-
TUSi OCAOXHEHUIM CO CTOPOHbI CEPAEYHO-COCYAUCTOM CUCTEMBI,
a UMEHHO MOPaXeHUsA KOPOHAPHbIX apTepuit ¢ 06pa3oBaHUeM
AHEBPW3M M BbICOKMM PUCKOM MOCAEAYHOLLETO TPOMOO03a U/ UAK
CTEHO3a KOPOHAPHbIX apTepUi, KOTOpble MOTryT MPUBECTU
K ULIEMUN/UHPAPKTY MUOKapAa M BHE3aMHOM CMEepTU AWL,
MOAOAOTO Bo3pacTa. Takum obpa3om, B HacTosilee BpemMsi BK
ABASIETCS OAHOM M3 OCHOBHbIX MPUYMH MPUOBPETEHHBIX OPraHu-
YECKMX NOpaXeHU cepaLa y AeTEN.

KAuHuuecku cayuyan. Aesouka [., 5 mec. AHamHe3
XWU3HU: pebeHOK OoT 2-i 6epeMeHHOCTH, BTOPbIX CPOYHbIX
dusmonornyecknx popos, APGAR — 8/9 b6annoB. Macca Tena
npu poxaeHun — 3300 1, aamHa Tena — 53 M. BakupHaums:
BLPK-M, renatut B — B poAuAbHOM pAoMe. AHamHe3 3aboneBa-
HuA: ¢ 20.11.2021 y pebeHka oTMeuaracb AMXOpPaAKa C Mak-
CMManbHbIMU Ldpamu po 39 °C.

28.11.2021. O6bwmit aHaam3 Kposu (OAK): MOHOLMTOS.
HasHaueHo cumnToMaTMyeckoe AeveHue (KapOomoHMXatOLLMM
npenapart Npu NoBbILLEHWUU TEMNEPATYpPbI).

30.11.2021. OTMeYaAUChb THOMHbIN KOHBIOHKTUBKT, MEAKO-
TOYeuHasn CbiMb, YTO MaTb pebeHKa CBsi3ana C NPUEMOM Xapo-
MOHWXAOLLMX NPenapaTos.

05.12.2021. OAK: aeikoumTo3 — 16,8 TbiC/MKA, HEWTPO-
dUAE3 CO CABUIOM AEMKOLMTApHOM GOpMyAbl BAEBO, TPOM6OO-
unto3 — 400 Thic/MKA. CPB: 31 mr/A. MNoayyana Kypc Ledrpuak-
COHa 5 AHEWN, KNaPUTPOMULMH — C HE3HAUUTEABHBIM 3P dEKTOM.

11.12.2021. Y3U opraHoB 6ptoLHOM NOAOCTH: 6e3 NaTono-
rn. Y3U noyek: 6€3 natonoruu.

14.12.2021. NoceB MOuK: pocTa HeT.

16.12.2021. lTocnutannsaumsa B Mopo3sosckyto AFKE B cBs-
31 C COXPaHEHUEM AMXOPAAKU C AMArHO30M «MHOEKLMA Moye-
BbIBOASAILUMX NyTer 6€3 yCTaHOBAEHHON AOKaAM3aLMm».

Mpr NOCTyNAEHUM COCTOAHME NALMEHTKWU CPEAHEN TAXECTU
3a CYET CMHAPOMA MHTOKCUKaLMKU. YPOBEHb CO3HAHUS: ICHOe,

Ha OCMOTp pearupyet naayem. AMHa Tena — 66 cMm, macca
Tena — 7 kr, UMT — 16 kr/m2, Temnepatypa tena — 38,5 °C.
KOXHbIM MoKpoB OAEAHO-PO30BOr0 LIBETa, BAAXHbIN, CbInK
HET, TYyprop coxpaHeH. MHbeunmpoBaHHOCTb ckaep. AnddysHasn
rmnepemMus CAU3UCTON POTOrAOTKU. AMMOY3AbI HE YBEAUYEHDI.
AbixaHue camocrtostenbHoe, YAA — 36/MWH, ayCKYALTaTUBHO:
MySpUABHOE AbIXaHWE HaA BCEMW MOAIMWU AETKMX, XPUMOB
HeT. Sp0, — 98%. YCC — 134 ya./MUH, TOHbI cepaua ACHbIe,
PUTMUYHBIE, LYMOB HET. XXMBOT MArkni, 6€360Ae3HEHHBIN, He
YBEAUYEH.

[poBeAeHbl UcCAeA0BaHMS:

16.12.2021 — OAK: moHoumTo3 (1,10 x 109/A), AMMPOLU-
103 (8,6 x 109/A), TpOMBOUMTO3 (707 x 109/A), MUKPOLMTO3
(72 on), aHemus 1-i1 ctenenn (Hb 99 r/a).

06wwmii aHann3 moun (OAM): aerikoumntypus (70/MKA).

17.12.2021: D-aumepbl — 0,48 wmr/A, dubpuHOreH —
4,87 r/n, CPB — 39,1 mr/A.

OAM: 6e3 NaTOAOrMUYECKHUX UBMEHEHUI.

Y3MU nouek, HAANOYEUYHMKOB, 3aOPHLWMHHOIO MNpo-
CcTpaHcTBa: 6e3 axorpaduueckMx MNPU3HAKOB CTPYKTYPHbIX
N3MEHEHUN.

IXoKT: 6BoAblLIME U CpepHMe aHEBPU3MbI NMPaBOM KOpoHap-
HOM, A€BOW KOPOHaPHOM, NepeAHen HUCXOAALLEN, ornbatoLen
aptepuit. Tpomb B 6oAbLIOM aHeBpr3mMe MMXKB.

Ha ocHoBaHMM A@HHbIX aHaMHe3a, 0CMOTpa, AabopaTopPHbIX
M MHCTPYMEHTaAbHbIX METOAOB 06CAEAOBaHWSA ObIA BbICTaBAEH
AnarHos: «bonesHb KaBacaku, noAHaa opma C nopaxeHuem
KOPOHapHbIX apTepuit. TPOMO B NPOCBETE NEPEAHEN MEXOKENY-
AOYKOBOW BeTBUW». [auneHTKa bbina NepeBeAeHa B peBMaToONO-
rMUYECKoe OTAENEHUE.

BbInO HauaTo AeueHre HOPMaAbHbIM BHYTPUBEHHBIM UMMY-
HOrAOBYAMHOM YeAnoBeka U3 pacueTa 2 1/Kr/Kypc, aueTUACanm-
LMAOBOW KUCAOTOM M3 pacyeta 80 Mr/Kr/cyT, AaATENAPUHOM
HaTpus n3 pacyeta 150 Ep 2 pas3a B A€Hb NMOA KOHTPOAEM
aHTU-Xa-akTMBHOCTU. Ha ¢poHe AeueHus oTMeyanacb MOAOXKM-
TeAbHasA AMHAMWKa B BUAE KYMMPOBAHUSA AMXOPAAKM, CKAEPUTa,
rMnepemMmmn CAU3MCTON 0HONOUKM POTOTAOTKM.

Aanee ¢ 17.12 po 30.12.2021 BBLINOAHSAUCH CAEAYHOLLME
MCCAEAOBaHMS.

NabopatopHble: OAK — K MOMEHTY BbIMUCKU COXPaHs-
AMCb MOHOLMTO3, AMMOOLMTO3, HEWTPONEHUsi, TPOMOOLMTO3
n aHemus; COJ 3a BpeMA AeYEeHUSA CHU3MAACh U K 27.12.2021
coctaBasina 33 mm/y; D-aumepsl, drnbpuHoreH, CPb Hopma-
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WCKUIA NeanaTpUUeCcKUi XXypHan.
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Short Reports

KpaTtkue coobwieHus

AM30BaAMCb K 9-M cyT rocnutanmdaumnmn (24.12.2021); takxe
€ 9-X CYyT OTMEYaAOCh NOBbILWEHHOE 3Ha4YeHue TponoHuHa | (A0
19,90 nr/mn).

MHcTpyMeHTanbHble: ponAaep-OxoKI: K 5-m cyT rocnuta-
am3aumn (20.12.2021) npou3oLWIA0 paccacbiBaHMe Tpomba;
OoCTaAbHble U3MeHeHus 6e3 auHamuku; 17.12.2021 npoBoau-
Aacb pPeHTreHorpadua Aerkux, No pesyastatamM KoTopol 6bina
BbIfiBAEHa OKycHas TeHb B S3 cnpasa; 25.12 1 30.12.2021
npoBoAMAacb KT opraHoB rpyAHOM MOAOCTU C B/B GOAIOCHbIM
KOHTpacTMpoBaHMeM: obpasoBaHne B S3 crpaBsa, npuAexa-
ee k 6poHxy, pasmepom 8,9 x 10,9 MM, BEPOSITHO, COCYAU-
CTOro reHesa.

PebeHoK OblA HanpaBAEH Ha KOHCYAbTALMIO AETCKOro
XvMpypra U CepAEYHO-COCYAMUCTOrO XMpypra: yuuTbiBasi OTCyT-
CTBME KAMHWKM CO CTOPOHbI COCYAOB AErKUX, BbICOKMM PUCK
WMHBA3WBHbIX BMELIATEALCTB, ObIAO MPUHATO PELUEHUE O KOH-
CepBaTUBHOM AEYEHUU.

31.12.2021 pebeHoK ObIA BbiNMCaH B YAOBAETBOPUTEAb-
HOM COCTOSIHMM NOoA HabAtOAEHWE NeanaTpa, kKapAMoAora, PeB-
MaToAOra, reMaToAora no MecCTy XUTEAbCTBA.

AaHHbIV KAMHWYECKUI CAyYar AEMOHCTPUPYET pasBuUTUE
NaTOAOrMYECKMX M3MEHEHUI KOPOHAPHbIX apTepuii, YTo, BEPO-
ATHO, MOTAO ObITb NPEAOTBPALLEHO NPU CBOEBPEMEHHOM 0bpa-
LLEHMM 38 MEAMLMHCKOW NMOMOLLBIO U HaYane AeUYEHUs B nep-
Bble 7-10 AHelt 3aboneBaHMS.

3akaoueHue. MporHo3 y AaHHOW NauMEHTKM HEeOAHO3Ha-
yeH. AHeBpPM3Mbl KOPOHAPHbLIX apTEPUI MOTYT 3HAYMTEABHO
YMEHbLUUTLCS B pa3Mepax, @ B HEKOTOPbIX CAyYasix UCUE3HYTb
B NepBble 2 ropa NocAe NepeHeceHHoro 3abonreBaHmus, HO Tak-
X€e BO3MOXHO pa3BWTME KOPOHAPHOro CTEHO3a UAM Tpombo3a,
YTO MOXET MOCAYXMTb MPUUMHON PA3BUTUA KAMHUUYECKON Kap-
TWHbI UWEMUK MUOKapAa. ITO 0OyCAOBAMBAET HEOBXOAMMOCTb
AAMTEABHOTO HABAKOAEHUS C LIEABIO PaHHEN AMArHOCTUKK Yrpo-
XaFOLLLMX XXKM3HWU OCAOXKHEHWIA.

KAMHUYECKUI CAYYAN NALMEHTA C TEHEPAAU3OBAHHOM
®OPMOI rPAHYAEMATO3A C NOAMAHTUUTOM (BONE3HU

BEFEHEPA)

Fepacumona 0.A., MbiwkuHa E.B.
HayuHbIi pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponepeBTUKK AeTCKMX BoaesHer NP GTAQY BO PHUMY um. H.WU. MNMuporosa MuH3apaBa Poccuu

AKTyanbHOCTb. [paHyaemato3 ¢ noAnaHrumtom (IMA) —
3TO TWUTAHTOKAETOUHbIN TPaHyAEMaTO3HO-HEKPOTU3UPYHOLLMI
BaCKyAWT, oTHocsilwmics K rpynne ANCA-accoUMMPOBaHHbIX
CUCTEMHbBIX BACKyAUTOB W XapaKTEPU3YHOLLMINCA XPOHUUYECKUM
UMMYHHbIM BOCMaA€HUEeM CTEHKW COCYAOB MEAKOIrO Kanu-
6pa, NPeMMyLLECTBEHHbBIM MOPaAXEHUEM BEPXHWUX U HUXKXHWUX
AblXaTeAbHbIX MyTEW, AErkux, nouyek. 3aboreBaHWe CBSI3aHO
C reHeTMYeCcKMMU BapraHTamu B npepenax HLA-DP, SERPINA1
(koamnpyet al-aHTuTpUncuH), PRTN3 (koampyeT npoTtenHasy-3),
NyCKOBbIMW GpaKTopamMu MOTYT CAYXUTb 3arpsa3HUTEAN BO3AyXa
(AByOKMCb KpeMHuA), uHdekuuun (Staphylococcus aureus),
AeKapCTBEHHble npenapaTtbl (aHTMOWOTUKKM). Hu3kaa 3abo-
AEBaeMocCTb B neauatpuyeckor nonyaaumm (0,02-0,64 Ha
100 ThbIC. YEAOBEK B TOA), WMPOKWUIA CMEKTP COCTOAHWI AAA
AddepeHUManbHOM AMarHOCTUKM, HEAOCTAaTOUHOCTb CBEAEHUN
0 pauMOHAAbHbIX CTPATErMAX AEYEHUSI AAA AETEN, BEPOATHOCTb
Pa3BUTUS TAXKEABIX U XU3HEYTPOXaOLWMX OCAOXKHEHWUI Tpeby-
HOT HaCTOPOXEHHOCTW B OTHOLUEHWW A@HHOro 3aboAeBaHus,
MYABTUAMCLMNAMHAPHOIO U NEPCOHAAM3MPOBAHHOMO MOAXOAA
K K@XXAOMY KOHKPETHOMY CAyYalto.

KAanHuueckun cayyai. lMauveHt E., 12 aet. MocTynua
B Mopo3oBckyto ATKB 22.06.2021 ¢ xanobamu Ha AUXOPAAKY,
BANOCTb, KalleAb C MPOXUAKaMU KPOBMU.

M3 aHaMHe3a: pebeHoK oT nepBoi 6epeMeHHOCTH, NEPBbLIX
CPOYHbIX POAOB, MPUBMBKKU A0 3 AET, AAAee — OTKa3, HaCAeA-
CTBEHHbI U aAAEPrOAOTMYECKWIA aHaAMHE3 He OTATOWEHbI.
B mae-utoHe 2021 r. Tpmxabl noctynan B Mopososckyto AFKb
C AMArHo3oM «ocTpblit otum. 14.06.2021 poctaBreH B ATKB
Ne 9 6purapovt CKOPON MEAWMLUMHCKOM MOMOLLM C HanpaBAs-
IOLWMM AMArHO30M «KMLWEeYHas MHOEKUMA HeyCTaHOBAEHHOM
3TMOAOTMW» — AMArHO3 WCKAKOUYEH. YUWTbIBas KalleAb C anow
MOKPOTOM, AAUTEABHbIA ABYCTOPOHHWI OTUT, AAUTEABHYHO AMXO-
PaAKy, USMEHEHMA B AeTKMX Ha KT, NpOTEMHYPUIO U reMaTypumio,
OblAa 3anop03peHa peBmaTuyeckan npuposa 3aboneBaHUS.
PebeHok nepesepeH B Mopo3soBckyto ATKB ¢ LeAbto pooobche-
AOBaHUA.

Mpu noctynaeHun: Temnepatypa Tena — 37,6 °C, obuiee
COCTOSIHWE CPEAHEWN TAXECTU, 0BYCAOBAEHO reMopparnyeckum

N WHTOKCUKALMOHHbIM CUHAPOMamMU. Koxa 6AaepHasi, remop-
parmyeckas cbifnb ¢ HEKPOTUUECKMM KOMMOHEHTOM B 06AaCTU
KUCTEN U rOAeHel, BOAe3HEHHa NpW NaAbnauuu; OTEKOB HET.
AmbaTnyeckune y3nbl He YBEAMYEHDI, TMNEPTPODUS MUHAGAUH
| ctenenn. YAA — 24/MWH, AbIXaHWE XECTKOE, XPUMOB HET;
Sp0, — 99%. ToHbl cepala fiCHble, pUTMUYHbIE, YCC, Ps —
100 ya./MuH, A — 100/70 mm pT. cT. CUMNTOM NOKOA@YMBaHUSA
OTPULIATEABHbIV C 06enX CTOPOH. AabopaTtopHO: reMornobuH —
95 /A, aputpoumTbl — 3,42 x 1012/A, rematokput — 27,8%, Aeit-
Kountbl — 11,2 x 109/A, TpombouuTbl — 409 x 109/A; 06Kt
6enok — 57 1/A, anbbymuH — 21 /A, CPB — 240,9 Mr/ma,
NPOKAAbUMTOHUH — 0,79 Hr/maA; Kt — 2,8 mmoab/A; Tnl —
1125 nr/mA, KOK-MB — 5,9 Hr/mA; D-aumepbl — 6,97 Mr/a;
reMatypus (\3MEeHEeHHbIE 3PUTPOLMTLI 27 B M. 3p.), YMEPEHHasn
npotenHypus (1 r/A).

23.06.2021. IKT: taxnkapamsa (UCC — 142 yp./MUH), Hapy-
LUEHME NPOBEAEHMA MO NPaBON HOXKe Nnyuyka ca, AMddy3Hble
n3MeHeHua B mMuokapae. IxoKIl: dyHkumus Bbibpoca — 58%,
OTKPbITOE OBaAbHOE OKHO — 2-3 MM 6e3 3HaunMmoro cbpoca,
peryprutauma 1-1,5-% cteneHn Ha TPUKYCNIMAAABHOM KAanaHe,
nokKasaTeAu COKPaATMMOCTU AEBOTO XEAyAOUYKa HE3HAUYMTEAbHO
AMDPY3HO CHMXKEHbI. KT ronoBHOro mMoara: HepaBHOMeEpPHoe
YTOALLEHUE CAU3WUCTOM OBOAOUKM KAMHOBMAHOM Nasyxu U siue-
eK pelletyatoro AabupuHTa ¢ ABYX CTOPOH. B 6HapabaHHOMN
NMOAOCTW, SlYEMKAX COCLEBMAHOrO OTPOCTKA C ABYX CTOPOH
BM3yaAM3UPYETCA Natoaornyeckoe copepxunmoe. KT opraHoB
TPYAHOM MOAOCTW: Y4YaCTKWM YMAOTHEHWA AErOYHOM TKaHW MO
TUMNY KOHCOAMAQUMU C MepudOKaAbHbIM aAbBEOASIPHBIM OTe-
KOM NapeHXMMbl AETKMX, MaKCHMaAbHble pa3Mepbl rpaHyAeM:
17,5 x 11,5 mm — S5 npaBoro Aerkoro, 17 x 13 MM — npukop-
HeBble 0TAeAbl S8 npaBoro Aerkoro, 10,5 x 15 MM — npUKoOpHe-
Bble OTAEAbl S6 AeBOro Aerkoro, NPU3Haku remopparmyeckoro
anbBeoAUTa. AaHHbIX 3a Haanume TONA He noayyeHo. KT opra-
HOB BPIOLLHOM MOAOCTU: KapTUHa AMPDY3HOrO CHUXEHMSA MAOT-
HOCTW NapeHXMMbl NEYEHU, YMEPEHHOE YBEAUYEHWE PA3MePOB
CEeNe3EeHKU, B MapeHXMMe MHOXECTBEHHbIE TMMOAEHCUBHbIE
CTPYKTYPbI C YETKUMU HEPOBHBIMU KOHTYPaMK, MakCUMaAbHbI-
MW pa3mepamu 8 x 5 Mmm. Me3seHTepuanbHble AMMdaTUYEeCKue



Y3Abl YBEAMYEHDBI A0 14 MM, dopMa U CTPYKTYpa HE U3MEHEHbI.
MpoBoarAach anddepeHUManbHan AMarHoCTMKa Mexay rpyn-
namMu CUCTEMHbIX BAaCKyAMTOB (FpaHyAeMaTo3 ¢ NOAMAHIMUTOM,
MWUKPOCKOMNUYECcKUin noavaHrnmt), ANCA-aHTUTEAG B pabore.
HasHaueHa uWHY3MA CBeXe3aMOpPOXeHHOW naa3mbl (C3IM)
10 ma/kr, pantenapuH Hatpusa 3000 Ea X 2 p/aAeHb N/K, NyAbC-
Tepanua mMeTtuanpeaHmMdonoHom 500 mr B/B (23.06, 24.06,
25.06), annpoctapun 25 MKr 2 p/AeHb, Ledenum B/B 2 p/CyT.

24.06.2021. Pa3BuWACA remMopparuMyeckuini HeKpo3 MaAr-
KUX TKaHel (dyAbMUHaHTHaA nypnypa). OTpuuateAbHan AMHa-
MUKa AabopaTopHbIX MokasaTener: reMornobuH — 59 r/a,
aputpountbl — 2,22 x 1012/a, rematokput — 18,0%, Aeiiko-
umtbl — 15,1 x 109/a, Tpombountl — 449 x 109/A; 06wmi
6enok — 50 /A, anbbymuH — 22,7 1/, CPB — 141 mr/ma, npo-
KaAbLUMUTOHUH — 0,89 Hr/MA; KT — 7,2 MMOAb/A; Tnl — 1457 nr/
MA; D-anmepbl — 4,51 Mr/A. BeakoBble dpakumm: Y-ra — 16,1%,
bl-ran — 12,3%, A2-rn — 17,5%, A1-Tn — 12,9%. C yueTom nono-
XWUTeAbHbIX aHTUTEA K PR3 IgG, xapakTepHOM KAMHWYECKOMU
1 AabopaTOPHO-UHCTPYMEHTAAbHON KapTUHbI YCTAHOBAEHO, UTO
y pebeHka WMMeeT MeCTO rpaHyAemMato3 C MOAMAHIMUTOM,
reHepaAn3oBaHHaa ¢opma. B cxemy AeUeHMA C LEeAbIO UHAYK-
UMM PEMUCCUM BKAKOUEHbI: MPeAaHM30AoH 15 mr — B 6:00,
10 mr — B 10:00, 5 mr — B 13:00, putykcumab 375 mMH/M2,
a Takxe CMNUPOHOAAKTOH 25 Mr 2 p/A€Hb, KO-TPMMOKCA30A
480 mr/c 25.06.2021. KoHcyAbTaums AETCKOrO KapAMOAora:
A@HHbIX 332 OCTPbIA KOPOHAPHbIA CUHAPOM HET.

28.06.2021. BBrAy HEAOCTATOUHOM MOAOXMUTEABHOW AMHA-
MUKW M HAAMYMA YaCTUYHOW PE3UCTEHTHOCTH K NMPOBOAUMOMY
AEUYEHUIO NMPUHATO peLleHne A0b6aBUTb B CXeMy LMKAodOcha-
Mup 654 mr B/B.

05.07.2021. CocrtosiHue pebeHKa YAYULIMAOCb, OAHAKO
AabopaTopHble NnokasaTeAM ocTaBaAUCb 6e3 3HaUYMMbIX M3Me-
HEHWIM: reMornobuH — 79 /A, apuTpoLmTbl — 2,97 x 1012/A,
reMatokput — 25,4%, nerkouutbl — 16,95 x 109/A, Tpomb0-
untbl — 570 x 109/A; 06wmit 6enok — 58,1 /A, anbOYMUH —
31,0 r/a, CPB — 97,7 mMr/mA, MoyeBUHa — 11,1 MMOAb/A.

12.07.2021 pebeHoK BbiNUCaH B YAOBAETBOPUTEAbHOM
COCTOSIHUM, CbiNMb B 0OAACTU KUCTEN W TOAEHEW B CTaAuW yra-
CaHuA, NOKpbITa KOPOYKOW. Ha OCHOBaHWW KAMHWKO-aHaMHe-
CTMUYECKMX AAHHBIX WM pPEe3yAbTaToB 0OCAEAOBaHWA (BbICOKMI

ypoBeHb aHtUTen K PR3 IgG, KT-npu3Haku ABYCTOPOHHERO
rPaHyAEMaTO3HOro MOPaXeHUsI AErkux) YCTaHOBAEH OKOHYa-
TEAbHbIM AMarHos: «[paHyaemato3 ¢ noAnaHrumtom, ANCA-
acCoUMMPOBaHHbIN BACKyAUT, reHepaAn3oBaHHas opma
(nonoxutenbHble aHTUTEAa K PR3 IgG, noAucuHycuT, peuu-
AMBUPYIOLLME OTUTbI, NOPAXEHUE AErKuX, MOopaxeHue MoyekK,
TPOMO0OBACKYAUT). AHEMUS CPEAHEN CTEMEHU TSXECTU». AaHbl
peKoMeHAaUMK: n3beratb NEPEOXAAXKAEHMUS, UHCOASILMU, Ypes-
MEPHbIX OUBNYECKUX M MNCUXOIMOLMOHAABHbBIX Harpy3ok; He
MCMOAb30BaThb B A€4EHUNM UMMYHOMOAYAATOPbI; COBAOAATL AME-
Ty. MearKaMeHTO3Hasn Tepanua: NPEAHU30AOH B TeveHue 4 Hep
no cxeme: 15 mr — B 6:00, 10 mr — B 10:00, 5 mr — B 13:00,
MHUKopeHonaTa ModeTuA 250 Mr 2 p/AeHb, UMKAOPOCHaMMA
0,5 r/m?2 B/B B yCAOBMAX CcTaunoHapa 1 p/4 Hea, pUTykermab
375 mr/m?2 B ycAoBMAX ctaumoHapa 16.07.2021, paatenapuH
HaTpusa 4000 Ea 2 p/aeHb N/K, 3Hananpua no 2,5 Mr 2 p/AeHb
ANTEABHO, KO-TPUMOKCa30A 240 Mr 2 p/Hep, npenapartbl Kanb-
ums, BUTaMuH D, Kaanst 1 MarHua acnaparmHat, oMenpasoA.

Ao pekabpsa 2021 1. pebeHok HbiA HEOAHOKPATHO rocnuTa-
AM3UPOBaH B NpoduAbHOE otaeneHre MoposoBckor ATKB ans
LMKAMYECKOTO AEYEHMA PUTYKCUMAboM U LMKAODOCHaMMAOM
B YCAOBMSIX CTaumoHapa. Caepytowas rocnutaAM3auma 3ansa-
HUMpoBaHa Ha MmapT 2022 1.

3akatoueHue. prBeAeHHOE OnMMcaHWe nauueHTa AeMOH-
CTPUPYET TPYAHOCTb BEAEHMA NeAruaTpuUeckmnx 60AbHbIX ¢ TTIA.
MoAMMOpOHbIE KAMHUYECKME MPOABAEHWUS, OTCYTCTBME KpynM-
HbIX AOATOCPOYHBIX MCCAEAOBAHWIA, MOCBSALLEHHbIX U3YUYEHWUIO
acnekToB AMarHOCTMKM W AEeYEeHWUs AaHHOro 3aboreBaHUs
y AeTel, HEOOXOAMMOCTb arpeccUBHOM Tepanuu, ConpPsXXeHHOM
C CEepbE3HbIMWU pUCKaMM, TPeOBYHT ydyacTUst MHOronpodUAb-
HOW KOMa@HAbI CMeuMaAUCTOB U MHTEHCUBHOIO MEXAUCLMMAK-
HapHOro COTpyAHM4YecTBa. Bbicokas yactota peuravMBOB (AO
83% B TeueHue 8 AeT) 00yCAOBAMBAET BaXHOCTb TLIATEAbHO-
ro HabAOAEHMA U AAUTEABHOW MOAAEPXMBAIOLLEN Tepanuu.
HecmoTpsi Ha peakyto BcTpevaemocTb [TIA B neanatpruyeckon
NpaKTuke, NeanaTpbl AOAKHbI MMETb HACTOPOXEHHOCTb B OTHO-
LIEHWU AAHHOTO 3aboAEeBaHUS, MOCKOAbKY 3aAEPXKa B AMArHo-
CTUKE W, CAEAOBATEABHO, HECBOEBPEMEHHO HavyaToe U HEKOp-
PEKTHOE AEYEHUE 3HAUMTEABHO YXyALLAIOT MPOrHO3 MaumeHTa
M MOTyT NPUBECTU K GpaTanbHbIM NMOCAEACTBUSIM.

TPYAHOCTU AUGDEPEHUUANBHON AUATHOCTUKHU
Y HEAOHOLLUEHHbIX HOBOPOXXAEHHbIX
C MHOXXECTBEHHbIMU NOPOKAMMUW PA3BUTUA

punac A.10., imbynaTtoBa E.M.

HayuHbIWi pyKOBOAUTEAB: K.M.H., AoLeHT AapuHa A.E.

Kadeapa nponeaeBTMKM AeTCKUX BoaesHen NP GrAOY BO PHUMY um. H.U. Muporosa MuHaapasa Poccun

'BY3 Mopo30BCKas AeTCkas ropoAckasn kKAMHUYeckasa 6onbHuua ASM

AKTyaAbHOCTb. OTMeuaeTcs, UTo YUeM HUXe Macca Tena Npu
AAHHOM recTauMOHHOM BO3pacTe, TEM BblIlUe TAXeCTb Hebaaro-
NPUSATHBIX UCXOAOB. YTOObI CHU3UTb CMEPTHOCTb U MHBAAMAW-
3aUMI0, BaXHO NPaBUAbHO U CBOEBPEMEHHO AMarHOCTUPOBATh
OTKAOHEHWSA Y HOBOPOXAEHHbIX AETEW.

LleAb: AEMOHCTpaUMa BbISBAEHUS MHOXECTBEHHbIX MOPO-
KOB Y HEAOHOLLEHHbIX HOBOPOXAEHHbIX U MOAXOAA K BEAEHUIO
TaKuUX AETEN.

KAuHUUecKul cayuai. PebeHok B. oT maTtepu ¢ oTAroweH-
HbIM aKyLLEPCKO-TMHEKOAOTHUYECKUM aHaMHe30M, 4-i1 6epemeH-
HOCTM MOHOXOPWaAbHOM buamHuotTyeckon (MXBA) ABOMHEN
C AMCTPECCOM MAOAOB, NPOTEKaBLUEN C MHOTOBOAMEM 1-ro BHY-
TpUyTpPobHOro pebeHka (pebeHok A.) U ManoBOAMEM 2-TO BHY-

TpuyTpobHOro pebeHka (pebeHok B.). Poauacs Ha 29- Hep
¢ maccon Tena 1170 . Ha 6-e cyT nepeBeaeH Ha MBA B otaene-
Hue peaHumaumnn (OPUT) B TAXEAOM COCTOSIHWUM, 0OYCAOBAEHHOM
ABIXaTEAbHOM U CEPAEYHON HEAOCTAaTOYHOCTAMMU Ha GOHE BPOX-
AEHHON MHEBMOHWU; TPOMOO30M HUXHEN nonoi BeHbl (HIB)
1 HeAOHOLLEHHOCTbIO. BbiA aKcTybUpOBaH, nepeBeaeH Ha CPAP.

04.05 — camocToATeAbHOe AbixaHue. Mo poaHHbIM Y3W HIMB
30.04: npusHaku Tpombosa HIMB. HasHaueHa renapuHoTepa-
nusa HENPEPbLIBHO € yBeAMUYeHWeM A03bl A0 40 Ea/kr/u. C 11.05
nepeBeAeH Ha pantenapuH Hatpua 400 Ea/Kr/ ¢ AOCTUXEHUEM
LeAeBOM TMNoKoaryAaLumu.

17.05 pekaHanusauus npocseta HIMB. Mocae ctabuansaumm
COCTOAIHWMA NepeBeAeH Ha 2-1 aTan BbIXaXWBaHWS B BO3pacTe
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Short Reports

KpaTtkue coobwieHus

25 pHel. N\eyeHue: MHransiumm 6yAECOHMAOM, KMCAOPOAOTEPa-
nus, OHKOMUCTUH B 06a rAasa B CBA3W C AQKPUOLMCTUTOM, MpPo-
TMBO@HEMMUYECKaA Tepanus, CTUMYAALMA AbIXaTEAbHOIO LEHTPa
(ALL) koperHom B cBA3K C BPOHXOAErOUYHON AMCTAA3UEN.
MaumeHTt A. 1-1 3 MXBA. MNpu poxaeHnn: OHMT, auctpecc-
CUHAPOM, nepeBeaeH Ha MBA. 26.04. nyabcauusi Ha beppeH-
HbIX apTepusix oTcyTcTBOBaAa. Mo AaHHbIM Y3U opraHoB 6ptoLu-
HoW noaoctn 26.04: Tpom6 B 6ptowwHoi aopte (BA). HasHaueH
renapuH 28 Ea/kr/u. MepesepeH B OPUT Ha MBA B Bo3pacTe
3 CyT XM3HU B TXXEAOM COCTOSIHUM, 0OYCAOBAEHHOM AblXaTeAb-
HOW U CEepPAEYHON HEeAOCTAaTOYHOCTAMM, UHPEKLMOHHBIM TOKCU-
KO30M, HEBPOAOTMYECKOW CUMMNTOMATUKOW, BPOXAEHHOW NMHEB-
MoHUueln, Tpombo3om BA. Y3U OB 27.04: HEOKKAKO3UOHHbIN
Tpom603, reMoOAMHAMMUYECKM 3HAYUMbIV CTEHO3 TEPMUHAABHOTO
otaena BA. Koarynorpamma 27.04: peduumnt aHtutpombuHa lll
(AT 1l1), noBblleHKe D-aMMepoB; renapuH B TOW Xe A03e, NHY-
3us AT Il 50 Ep B/B. 29.04 akcTybupoBaH, nepeseaeH Ha CPAP.

06.05 — camocToatenbHOe AbixaHue. 07.05 yBeAMueHa
po3a renapuHa po 40 Ea/kr/u. 08.05 AT Il 100 Ea B/B.

11.05 nepeBepeH Ha pantenapuH Hatpus 400 Ea/kr
C AOCTUXEHMEM LieAeBoW runokoarynsuuun. 18.05 nepeBepeH
Ha 2-1 3Tan BbIXaXMBaHWA B Bo3pacTte 25 AHeN.

25.05 MCKT aoptorpacdusa BA: nepeHeceHHbl TpomM603
BA Ha ypoBHe Oudbypkauuu. NAeveHue: NpPoOTUBOAHEMMYE-
ckasi, a/6 (MHEeBMOHUSA, UHPEKLMA MOUYEBBIBOAALLMX MyTEN)
Tepanusi; KUCAOPOAOTEPANUS, UHraAsiuMmn ByAECOHWAOM, CTH-
myasauma ALl kodenHom. AeTn BbiNUCaHbl B YAOBAETBOPU-
TEABHOM COCTOSIHWW, ABAEHWA WMHOEKLMOHHOIO TOKCWMKO3a,
AbIXaTEAbHbIX HAaPYLUEHWM HET, OT KUCAOPOAA He 3aBUCHT;
MOYa CaHMpOBaHa; aHeMWUs KOMMEHCUpPOBaHa, 3HTEPAAbHO
nuratotcs.

3akaoueHue. A\et ¢ OHMT M MHOXECTBEHHbIMU MAaTOAO-
rMsiMK NoTpeboBaAr MYABTUAMCLUMIAMHAPHOTO NMOAXOAA K Aeve-
HUIO AN YAYULLEHWUST X COCTOSHMA.

COYETAHUE FETEPO3UIOTHON ®OPMbl AAb®A-TANACCEMMUMU

U AEOULUTA XXEAE3A

AoHuuk E.U.

HayuHble pyKoBOAUTEAU: K.M.H., AoueHT AapuHa A.E., acc. XaTwykoB 3.A.

Kadeapa nponepeBTUKK AeTCKMX BoaesHern NP GTAQY BO PHUMY um. H.WU. MNMuporosa MuH3apaBa Poccuu

AKTyanbHOCTb. TanaccemMuss — 3TO rpynna HaCAeACTBEH-
HblX 3a00AEBaHWI KPOBM, KOTOPbIE MPUBOASAT K HapyLUEHWIO
BblpaboTKM remMornobuHa, a TaxecTb 3aboneBaHWA 3aBWUCUT
OT rAyOuHbI MOAOMKKM reHoB. AAbda-TaraccemMuss — 310 dopma
TanacceMuu, BKAOYatowaa reHol HBA1 w HBA2. Bo Bcex
HOpPMaAbHbIX dopMax remMornobrHa NpPUCYTCTBYHOT ABE anbda-
Lenu 1 ABe Apyrue Lenu B 3aBUCUMOCTH OT TvNa reMorAobuHa.
Mpu anbda-TarnacceMun MPOUCXOAUT MyTauus anbda-Lenen
remorrobuHa. Y 3A0pOBOro YenoBeka 3a 06pas3oBaHWE anb-
da-rAo6UHOBBIX Lienei oTBevatoT yeTbipe anbda-ro6UMHOBBIX
reHa — Mo ABa Ha KaXAon 16-M xpomocome (ao/aa). [eHbl
MOIyT TepsiTbCA U MYyTMPOBATb, YTO COMPOBOXAAETCHA pas3-
HbIM TeyeHneM 3aboAeBaHUs, B HalLleM KAMHWUYECKOM CAyyae
y pebeHka MyTauusi OAHOTO reHa B reTepo3uroTHon dopme
(-o/-0 uan - —/a) — manas dopma anbda-tfanaccemMmum, Uto
COMPOBOXAAETCS XPOHUYECKON TMMOXPOMHON MUKPOLMTaPHOWM
aHemuen. Manas dopma anbda-TaracceMmm PEAKO HyXAaeTCs
B 3aMECTUTEAbHbIX TPAHCHY3UAX AOHOPCKUX 3PUTPOLMTOB, HO
B HEKOTOPbIX CAyYasix yactoTa NepeArBaHWUi Y HUX MOXET yya-
LLATbCA: C BO3PACTOM, NPU Pa3BUTUM CNAEHOMEraAMu, Npu Npu-
COEAMHEHUU UHDEKUMI 1 BO BpeMs bepeMeHHOCTU. boabluas
dopma anbda-TanacceMun Tpebyer peryasipHbiX TpaHcohy3ui
AOHOPCKKX 3PUTPOLIMTOB.

KAvHunueckun cayuam. Manbunk W., 11 aet
(12.05.2010 r.p.), 13.02.2022 nocTynuA B OTAEAEHME remarto-
Aorun Mopo3soBckoi AFKB B CpeAHETS)XEAOM COCTOSIHWUM.

Anamnesis morbi: ¢ 20.01.2010 BnepBble BbISBAEHO
CHUXEHWE ypOoBHS remoranobuHa Ao 90 r/A, oTMeYaAnchb rumno-
XpoMUS, aHu3oumTo3. Ha doHe deppotepannn remMorrnobuH
NOAHAACA A0 99 I/A C COXPaHALWMMUCA NPU3HAKaMU TUMO-
XpomMun. Manbumk 6bIA HanpaBAaeH Ha obcaepoBaHre B OHKLL
uMm. Amutpma Porauesa, No pesyabTataM anekTpodopesa TMnos
remMorrno6uHoB: remMornobuH A — 96,3%, A2 — 2,2%, F — 1,5%
(npu HopMe: reMornobuH A > 95%, A2 — 1,5-3,5%, F < 2%). Mpwu
MUCCAEAOBaHUW Hanbonee YacTbiX AEAELMI C BOBAEYUEHUEM aAb-
da-rAnobUHOB BbiiBAeHa Aeneums 3,7 B reTepo3nroTHOM COCTO-
AHWU. Ha ocHOBaHWW NMPOBEAEHHbIX UCCAEAOBaHMI YCTAHOBAEH
AMarHo3 «anbda-ranaccemMusi, retepos3nrotHaa popmar. B okra-
6pe 2021 r. npn nAnaHoBoM Y3WM opraHoB OPHOLIHOM NOAOCTH
BbIABAEHO YBEAUUYEHUE Cene3eHKU. Ha NpOoTAXEHUN MOCAEAHWX

MeCALEB CTan0 OTMeuYaTbCA AMHAMUUYHOE CHUXEHWE YPOBHS
remornobuHa po 80 /A, B CBA3K C YeM B pekabpe 2021 r.
noAyyan nepopanbHyto depporepanuio 200 mr 30 pAHeln — 6e3
3HaunTeAbHoro appekTa. CpepHeTskenan aHemua (80-90 r/a)
coxpaHsinacb. focnutaanampoBaH B Mopo3soBckyto ANKB aaq
OLEHKN 3DDEKTUBHOCTH paHee NPOBEAEHHON deppoTepanuu
1 ONPEAENEHUS TAKTUKU AQAbHENLLIETO BEAEHMS.

Anamnesis vitae: aAnepruyeckasi peakuua Ha MOAAMHO3
W aneAbCuHbl. PebeHOK moAyyaeT B paunoHe nutaHus 200-
250 r KpacHbIX COPTOB Msica exeAHeBHO. Mpobaem ¢ paumo-
HOM NUTaHKA HE UMEET.

01 14.02.2022. Mo obuwemy aHaAu3y KPOBW BbIABAEHbI:
rMNOXPOMHas, MUKpouMTapHasa aHemus |l cteneHu, cuaepone-
HMA (2,19 MKMOAb/A), NOKa3aTEAUM HEHACHILEHHOM XeAe30CBS-
3blBatoLEeN CnocobHOCTU MOBbIWEHbI, MOKa3aTeAn GeppuTUHa
B HOpME.

Ot 16.02.2022. 13 pe3ynsTaToB YALTPa3BYKOBOIO MCCAEAO-
BaHWA 0PraHoB BPHOLLIHOM NOAOCTU BbIAM BbIABAEHbI: MPU3HAKK
YBEAUUYEHUS AMHENHBIX pa3MepoB neyeHu. Mo pesyabtatam
330$aroracTpoAyoA€HOCKOMNUKU MPU3HAKKU 3PO3UBHOMO ped-
AKOKC-2300harunta HUXHen Tpetu nuieBoaa A cteneHu (LA kaac-
cudurKaums), naHractput, OyAbOUT, AyOAEHOracTpaAbHbIV
pedAoKC.

Ha MOMEeHT HabAtoAEHUS B OTAEAEHWM aHEMWA pacleHe-
Ha Kak CMeLllaHHOro reHesa (B pamkax anbda-Taraccemuu
N Xene30AedULMTHOTO COCTOSIHUS). ManbUMK ObIA KOHCYALTH-
pOBaH racTPO3HTEPOAOTOM, M eMy OblA MOCTaBAEH AMArHos:
«KAMHUYECKUI COMYTCTBYIOLLMI racTpoa3odareanbHblil peod-
AKOKC C 3300harMtom, apo3nBHan ¢opma 6e3 cTeHo3a U KpoBoO-
TeUEHUs, KAMHUYECKU COMYTCTBYHOLLIMI @aHTPAAbHbINM racTpu.

HasHaueHa aneToTepanua: 1) COBAHOAEHWE CTPOroro aHTU-
PEDAIOKCHOIO pexuma; 2) UCKAKUYEHWE U3 AMETbl KUCAbIX
bPYKTOB, SAIr0A, OBOLLEN M MX COKOB, AyKa, YECHOKa, nepua,
yepHoro kode, NPOAYKTOB C BOABLLMM COAEPXAHUEM XMPa UAK
yCUAMBAOLWMX razoobpa3oBaHWe B KuleyHWke. HasHauyeHa
HeobxoaMMana Tepanusa: ractpouutonporektopamu (1) 33o-
menpason no 20 mr 2 pasa B A€Hb; 2) TPUKaAMSA BUCMyTa
amumTpat no 120 mr 2 pasa), BUTammHamu (omera-3), aHTnbuo-
TMKOM (aMOKCULMAAMH 875 Mr 2 pasa B A€Hb), aHTaUUAHbIMK
npenaparamu, npebuoTukamu.



17.02.2022. MaumneHT bbiA BbiMMCAH AOMOWM B YAOBAETBO-
PUTEABHOM COCTOAIHUU C PEKOMEHAAUMSIMW O HabOAIOAEHMM
racTpoaHTEPOAOra, NeanaTpa M rematonora nNo MeCTy XWUTeAb-
cTBa. C LEAbl0 UCKAIOUYEHUST XENe30PE3UCTEHTHON XeAe30Ae-
OUUMTHON aHEMMU U aLEPYAONAA3MUHEMUKU PEKOMEHAOBaHA
NMAGHOBas CAava KOHLEHTPALMKW CbIBOPOTOYHOrO rencuAMHA,
MEAW W LepyronAa3MuHa Mo MeCTy XUTeAbCTBa. HasHaueH
3HAOCKOMUYECKUI KOHTPOAb Yepe3 4 Hep N0 MEeCTY XUTeAb-
cTBa. YuuTblBan OTCYTCTBME addeKTa paHee Ha3HaAYEeHHOU Mo
MECTY XUTeAbCTBa deppoTepanuu, nop HabAoAeHWeM NpPoBo-
AMTCA AnddepeHUManbHas AMarHOCTMKa C Xene30AePULMTHOM
aHeMMUEN 13-3a XPOHUYECKOW KPOBOMOTEPU XKEAYAOUHO-KMLLIEY-
Horo TpakTa (KKT).

3aknoueHue. B AaHHOM KAMHMUYECKOM cAydae y pebeHka
npupoaa xenesopeduumta He CBA3aHaA C aAMMEHTAPHbIMU
daKTopamm 1 XpoHuuyeckor notepen M3 XKT, uTo MOXET roBo-
pWTb O HapyLleHWW BcacblBaHWA XeAes3a, CBA3aHHOM AMOO
C nopaxeHWeM CAM3KUCTOM 0BOAOUKM XeAyaka (M3 obcaepoBa-
HWA: aHTPaAbHbIA ractpuT), AMBO C auepyronAa3MUHEMUEN,
AMBO C Xene30AeDULMTHOM XKEeAe30PE3UCTEHTHOW aHeMuen
(IRIDA). AAS YTOUHEHUS MPUPOAbI XerezopeduumTa Heobxo-
AMMO AanbHellee obcaepoBaHWe BEAKOB KpoBMW, Tpebyetcs
aHaAM3 Ha LEePYAONAA3MMH U Ha TENCUAMH, Takke HEOBXOAMMO
NOCMOTPETb AMHAMMKY A€YEHUA aHTPAAbHOrO ractputa. flocae
yero Mbl MOXEM Y3HaTb TOUHYK MPUPOAY Xenesopeduumta
B AQHHOM KAMHMYECKOM CAyYae y pebeHka.

HECNELUW®UYECKUN NEPUKAPAUT, BOSHUKLLUHN
NOCAE ONMEPATUBHOIO AEYEHUA XPOHUUYECKOM
TPOMBO3MBOAUU NAEFTOYHON APTEPUU Y NALMUEHTKU
C TEMATOFEHHON TPOMBO®UNUEN

DAoueHko U.U., OcHAau A.A.
HayuHbii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponeaeBTMKM AETCKUX BonesHen NP GrAQY BO PHUMY um. H.U. MuporoBa MuHaapasa Poccun
BY3 Mopo3oBckasa AETCKan ropoackas KAMHUUYeckas 6oAbHULA ASM

AKTyaAbHOCTb. [emaToreHHass TPOMOOOUAUA — BPOXAEH-
HOe WAM MpPUOBPETEHHOE COCTOSAHWE, Bbl3BAaHHOE HapyLlle-
HUSIMWU B CUCTEME remocTasa, AAMTEAbHO MpeApacrnoAarato-
Lee K natoArormyeckoMy Tpom6006pa3oBaHuio, BKAOUatoLee
TpoMb603 y AL, A0 40 AeT, TPoMOO3 PEAKOWM AOKaAU3aLIMMK,
MAMONATUYECKWUI TPOMBO3, OTArOLLEHHbIN CEMENHbI aHaMHEe3.
BeHo3Hble TpoM603bl M TPOMO0IMOOAUK Y AETEN HE NPEBbILLA-
toT 0,7 cayyaa Ha 100 000 AeTCKoro HaceAeHUst, X NPUUYUHON
peako OblBaeT rematoreHHass TpoMbodUAMA, MpPU 3TOM B ee
Aebtote y 60% naumeHToB oTMedyaeTca TPOMO603MOOAUS Aeroy-
How apTepuun (TANA).

Mpy HeAOCTaTOUHOM HACTOPOXEHHOCTU Bpayeil nepBUYHO-
ro 3BeHa B OTHOLUEHWM A@HHOW NaTOAOTMM, CTEPTON KAMHWYE-
CKOM KapTuHe, HaAMumMK dakTopoB pucka B 0,1-9,1% moxet
pa3BUTbCA XpoHUUYeckasa TINA.

Hecneundnyecknin nepukapaMT Xapaktepmusyetcs OCTpbIM
HayaAOM, OTCYTCTBMEM AOKa3aHHOro B036yaMTeAsi, yacTo OAa-
roNpUATHbIM TEeYEHNEM, OAHAKO B 19% cAayvyaeB MOXET OCAOXK-
HWTbCA TaMNoHaAOM cepaua, B 9,1% — peuuavMBUPYHOLLMM
TEeYeHUEeM.

KAuHUUeckui cayuait. AeBouka M., 17 AeT, B TeueHue 11 aeT
60AbHaA caxapHbiM AMabeTom 1-ro TMna, OCAOXKHEHHbBIM Pa3BUTK-
emM AMabeTMYecKor MOAMHENponaTMu, Hedponatu, XUPOBOro
renartosa, AMnorunepTpodmu, 0bMeHHon KatapakTbl. 10 AaHHbIM
npeAblAyLMX rocnutasmsaunii B Mopo3soBckyto AFKB, koneba-
HUA TAMKWMpOBaHHOrO remornobuHa 12,5-14,1%, uto cBuAe-
TEAbCTBYET O AAMTEABHOV AEKOMMEHCALMU YTAEBOAHOTO 0OMEHa.
B utoHe u aBrycte 2018 . B COCTOAHWM OCTPOro KeToaumpo3a
ABaXAbl 6biAa rocnutaansnmpoBaHa B OPUT Mopo3sosckoit AIKB.
B Hauane HOSI6PS TOrO Xe ropa y AEBOYKM MOSIBUAWCH XKanobbl
Ha OAbILLKY, 3aTPYAHEHWE AbIXaHWS, yCUAMBABLUEECA Npu GU3u-
YecKoW Harpyske, oteku roneHer. Co cAOB MaTtepu, B 6OAbHULE
r. Buwkeka nposepeHa KT opraHOB rpyAHOM KAETKM — BbISIBAE-
Ha TAAA, OAHAKO AEYEHWMS He MPOBOAMAOCH. B KOHLEe HOsI6pA
2018 r. xanobbl KyNnMPOBaAUCb CAMOMPOU3BOALHO.

08.05.2021 nosiBUAUCb BOAM B TPYAHOM KAETKE, 3aTPYAHEH-
HOe AbIxaHue, KalleAb, OTMeYanach CTOMKasA rMNepPrAMKEMUS A0
20 MMOAb/A, B ¢BSi3K ¢ yem 12.05.2021 peBOYKa rocnutanm-
31MpoBaHa B OTAEAEHWEe IHAOKPUHOAOTMKU MoposoBckoin ANKB.
Mpu noctynaeHnn coctosiHue taxenoe, YCC — 129 ya./MuH,

AA — 101/70 mm pt. ct., SpO, — 90-93%, Ha Maco4HOM
okcureHotepanun — 94-98%. Ha IxoKI BblpaxeHHas AWAa-
Tauua npasbiX OTAEAOB CEpALa, CUCTOAMYECKOE AaBAEHWE
B npaBom xeayaouke (CAMXK) — 75-80 mm pT. CT., AeroyHas
rMNepPTEH3MUs, HEAOCTAaTOYHOCTb TPUKYCMMAAABHOTO KAanaHa Ao
2-i1 cteneHun. B npocBeTe NpaBoWi A€roYHOM apTepuu ¢ nepe-
XOAOM Ha CTBOA AETOYHOWM apTepPUM AOLMPYETCA TPOMO TOALLM-
HoM 9,5 MM, AAMHOM A0 35 MM. Mo paHHbIM KT-aHrMorpadun
npu3Haku maccuBHo TINA ¢ YaCTUUYHBIM 0ObI3BECTBAEHWEM
TPOMOOTUYECKUX MACC B AEFOYHbIX apTEPUSX NPABOro U AeBO-
ro AErkoro, WH®apPKT-MHEBMOHUS, AEBOCTOPOHHWI TMAPOTO-
pakc, rmaponepukapA. BoiiBAEHO HOCUTEABCTBO FEHETUYECKUX
NOAMMOPOU3MOB CUCTEMbI FrEMOCTa3a: roMO3UroTHast MyTauums
reHa UHrMbuTopa akTMBaTopa NAA3MUHOreHa, reTepo3nroTHbIe
MyTauMn reHOB MeTUAEHTETparnapoporaTpeaykrasnl (677 C/T,
1298 A/C), METMOHUH CMHTa3bl PeAyKTadbl, METUOHUH CUHTa-
3bl, MHTErPUHa beTa-3.

YuntbiBas AaBHOCTb dopmupoBaHua TINA, oTcyTcTBUE
ABHbIX MPU3HAKOB AEKOMMEHCAUMW, Hayata aHTUKOAaryAsHT-
Hasa Tepanusa renapyMHoM B Ao3e 25 Eap/Kr/4 ¢ nocaepyroLMM
yBeAmyeHnem Ao3bl A0 28, a 3ateM po 30 Ep/Kr/u B BUAE
HenpepbiBHOW MHOY3nKU. C 14.05.2021 nepeBepeHa B OPUT
AAA AAABHENLLETO HABAIOAEHMSA U NPOBEAEHWUA aHTUKOATyAAHT-
HOM Tepanuu, 3aMeCTUTEAbHON TepanuMu KOHLEHTPATOM aHTW-
TpombuHa Ill. Takke NPOBOAMAMCH AEUYEHWE aLEeTUACAAULIM-
AOBOM KWCAOTOWM, aMOKCULMAAMHOM, TpaHCOy3na anbbymMuHa
20%, WHPY3MOHHAA Tepanus, WHCYAMHOTepanusa. YuuTbiBas
NOCTAMOOAMUYECKYHO BbICOKYIO AETOYHYIO rMnepTeH3uto, HK2A,
pekoMeHpOBaHa Tepanus cuapeHaduaom. 25.05.2021 nepe-
BeAEHa B OTAEAEHWE reMaTOAOTMK AAA MPOAONKEHUS AeUYEHUSA
n obcrepoBaHUs. Ha ¢oHe AeyeHUss oTMevanacb MOAOXKM-
TeAbHaA AMHaMWKa B BUAE KyNUPOBaHWS OAbILIKW, BOAEBOrO
CUHAPOMa, MOTPEOHOCTM B KMCAOPOAE, TMAPOTOpaKkca, Hop-
MaAM30BaACst YPOBEHb AabopaTopHbix Mapkepos, CAMK —
30 Mm pT. cT. TeMm He MeHee, COXPaHAAMCb MPU3HAKW Mac-
CUBHOW TPOM603IMOOAUKU AETOUYHOIM apTepun NPaBoro Aerkoro,
TPOM603MOOAUS 3aAHECETMEHTAPHBIX AETOYHbBIX apTEPUI U UX
BETBEIN AEBOI0 AErKOro.

BBUWAY HEAOCTaTOUHOW 3PEKTUBHOCTM MEAMKAMEHTO3HOM
Tepanuu, HaAMuusi AErOYHOM TMNEPTEH3UU, GAOTUPYIOLLENO
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Tpomba B NpaBoW BETBM NPaBON AErOYHOM apTepumn 1 CBA3aH-
HOro ¢ 3TMM HebAaaronpuaTHoro nporHosa 16.06.2021 peBou-
ka bbina nepeseaeHa B PIBY HMUL, CCX um. A.H. BakyneBa
AAS TPOBEAEHUSI TPOMO3HAAPTEPIKTOMMK B YCAOBUSIX TAYOOKOM
rMNOTEPMUK, UCKYCCTBEHHOIO KPOBOOOPALLEHWS, BbIMOAHEH-
Hol 28.06.2021.

23.07.2021 naumeHTKa nocTynuaa B OTAEAEHWE peaHuMa-
UMK ¢ XanobaMu Ha NOSBAEHWE OTEKOB, OAbILLIKY MpU xoAbbe
B nocaepHve 5 pHel. Mpu 0b6bekTMBHOM 06CAEAOBAHMM:
SpO, — 93%, nyAbC Ha nepudepuyeckux aptepuax craboro
HaMNOAHEHWS, HANPSXKEHUS.

Ha 9xoKI 3HaunTenbHOE KOAMYECTBO XMAKOCTU — A0 250-
300 MA, yMEPEHHOE KOAMYECTBO NMPUCTEHOYHOIO U CBOBOAHOTO
dunbpuHa B nepukapae, NPU3HaKU KOMMNPECCUU cepala, ABY-
CTOPOHHWI TMAPOTOPAKC, acuMT, HE3HAUNTEABHOE KOAMYECTBO
XWUAKOCTU B MEUYEHOYHOM CYMKE; HEAOCTATOYHOCTb MUTPAABHO-
ro KAanaHa 1-2-M CT., TPMKYCMMAAABHOTO — 2-i CT., AE€rOYHO-
ro — 1-i CT., yMepeHHasi AeroyHasn rmnepTeH3us, AeBoe Aerkoe
noaxaro, npaBoe — cnasLlieecs. NabopaTopHO OTMeyanoChb
noBblLeHne depputrHa, CPB 1 C3 KOMNOHEHTa KOMMNAEMEHTA.

BbicTaBAEH AMArHO3 «MAMOMATUYECKWI Hecneundruueckmi
nepukapaut. MpoBeAeHa NyHKUMS NepukapAa U NAEBPaAbHbIX
nonoctei ¢ AByx ctopoH. 02.08.2021 Ha ¢oHe aHTUbaKTepu-
anbHOM, AMYPETUUYECKOM, KapAMOMPOTEKTUBHOM, MPOTMBOBOC-

NMaAUTEABHOM W @HTUKOAryAstHTHOW Tepanuu BOCMaAUTEAbHas
aKTMBHOCTb CHM3MAACb, CUMMNTOMbI CEPAEYHON HeAOCTaTou-
HOCTM KynupoBaAWCb. MaructpanbHble apTepun U KnanaHHbIN
annapart 6e3 0cobeHHOCTEN, COKPAaTUMOCTb MMOKapAa B HOPME.

3aknoueHue. CBoeBpeMeHHass AuarHoctuka TONA
1 Ha3HayeHWe apeKBaTHOM NPOTMBOTPOMOOTMUECKON Tepanuu
cnocobceTBytOT 6e3pELMAMBHOMY TeueHWto 3aboreBaHus. B cea-
31 C 3TVM BO3HMKAET HEOOXOAMMOCTb B BbISIBAEHWW MapKkepoB
TPOM60dUAMM U BbIBOpPE PEXMMOB NPOTUBOTPOMOOTUUECKON
Tepanuu. M3MeHeHUs1 B cMCTeMe remocTas3a y AEBOYKH, BEPO-
ATHO, CBfA3aHbl C rMnepdUbpUHOreHeMUEN, TMNEPTPUTAULLEPU-
AeMUeER, 0ByCAOBAEHHBIMW MaTOAOTMEN MedyeHu, MeTaboanye-
CKMMW HapylleHUsIMW NpW caxapHoM Auabete. Hapywenue
CUHTETMYECKON GYHKLMKU MEeYeHU NPUBOAWUT K AEDULMTY aHTU-
TpoM6KHa, YTO CO3AAET BbICOKMI pUCK TpOoMbO3a y aeTeit. Mpu
3TOM reHeTUYeCKMe NOAMMOPPU3MbI, BbIABAEHHbIE Yy pebeHka,
noBbILLAOT puck Tpombo3za B 1,01-1,2 pasa. Heobxoanma
npooUAaKTMKa: HopmaAM3auma obpasa XWM3HKU, KOPPeKums
nUTaHua, COOAIOAEHME pPEKOMEHAALMIA  3HAOKPUHOAOTA.
MpodUAaKTUKY aHTUKOAryASHTaMK W aHTUarperaHTamMu cAeayet
NPOBOAUTL HEONPEAEAEHHO AOATO. B CBA3M C TAXECTbIO COCTOS-
HUA pebeHKa MOXET OblTb PEKOMEHAOBAHA NPOPUAAKTUKA KOH-
LEeHTpaToOM aHTUTpombuHa Il yenoBeueckoro B KOMOGUHaLMK
C HU3KOMOAEKYAAPHBLIMU renapuHamu.

CENCUC Y PEBEHKA C BPOXKXAEHHbIM AEOULIUTOM NPOTEUHA C
U HOCUTEAbCTBOM NMPOTPOMBOTUYECKUX MYTALUH

EropoBa A.U., TyaynoBa C.A.
HayuHbIi pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponepeBTUKK AeTCKMX BoaesHer NP GTAQY BO PHUMY um. H.WU. MNMuporosa MuH3apaBa Poccuu

AKTyanbHOCTb. [lpoteH C — BUTaMUH-K-3aBUCUMBbIN
AHTUMKOAryAsiHT  MAa3Mbl  KPOBW. BpOXAEHHbIV  Aebuunt
npoterHa C npeacTaBAeH B ABYX $opmax: FOMO3WIOTHOM
W reTepo3nroTHon. Yactota romMo3urotHbix Gopm coCTaBAAET
1 : 4 000 000 HaceneHus, retepo3urotHbix — 1 : 20 000.
[OMO3WIOTHOE HOCMTEABCTBO MPOABASETCS Y HOBOPOXAEHHbIX
B BMAE HEOHATAAbHOM Nypnypbl U CUHAPOMA AUCCEMMHUPOBAH-
HOro BHYTPUCOCYAMCTOrO CBEPTbIBAHUS, FETEPO3UTOTHOE HOCH-
TeAbCTBO MaHWGECTUPYET yalle NOCAe MOAOBOIO CO3pPEBaHMA
TpoMbo3amu.

KAuHUYeckui cayuail. Manbumnk, 2 ropa 8 Mec, C BPOX-
AEHHBIM TOPOKOM CepALa, 3aboren OCTPO C CUMMATOMaMu
pecnupatopHor nHoekumn 01.02.2021, Aeunacs ambyratopHO
B TeyeHue Hepenn. B cBs3U ¢ HEaddEKTMBHOCTBIO Tepanuu
N yXyALLEHWEM COCTOSHMSA ObIA TOCMUTAaAM3MPOBaAH MO MeECTy
xuteabctBa (08.02-12.02.2021), pebeHky 6biAM AMATHOCTHU-
POBaHbl KPWMTOTEHHbIA CENCUC U NPABOCTOPOHHAS MHEBMO-
HUA. Ha ¢oHe AeueHusa coctosiHMe 6e3 AMHaAMUKKM, OCTaBa-
AOCb TSXXEAbIM, POAUTEAN CAMOCTOATEABHO AOCTaBUAM pebeHkKa
B Mopo3oBckyto ATKb 14.02.2021.

MpW NOCTYNAEHUW COCTOSIHUE TAXEAOE 3@ CYET AblXaTeAb-
HOM HEAOCTaTOYHOCTM W FeHepaAM30BaHHOrO BOCMAAWUTEAbHO-
ro npouecca. AMarHoCTMpOBaHa AECTPYKTMBHAA MHEBMOHMUS.
HabAtopaaAMCb CUMMTOMbI FEMOPPArMyeckoro HeKpo3a MArkMx
TKaHew NpaBoro AaHKa XMBOTA, AEBOW AOABIKKM, AEBOTO MNAE-
ya. NabopatopHo: nosbiweHne CPB (168,4 Mr/A), MOYE€BUHbI
(13,6 MMOAb/A), KpeaTuHUHa (48,98 MKMOAb/A), BUAMPYOU-
Ha obuero (53,8 MKMOAb/A) U TAyboKasi TPOMOOLIMTONEHUSA
(11 x 109/A). BbisBaeHbl peduumnt npoterHa C (5%) u npo-
TpomM6OTHUECKE MyTauMK (FOMO3WUIoTHas WMHrMbuTopa aKTu-
BaTopa MAa3MWHOreHa, reTepo3uroTHble WHTErpuHa anbda-2,

daktopos VI, XIlIl), ycyrybaaBlume TeueHue cencuca ABAEHUSI-
MU TAXKEAOM Koaryaonatuu. Mo pesyabTatam MUKpobruoAnoruye-
CKOTO MCCAEAOBAHWA B OUMOAOTMUECKUX XMAKOCTAX BbISIBAEHA
Pseudomonas aeruginosa. PebeHOK noAyyan aHTMbaKTepu-
AAbHYO, 3aMECTUTEABHYHO NMOYEYHY, Ba30MPECCOPHYIO, aHTW-
KOAryAsIHTHYIO M 3aMECTUTEeAbHYIO Tepanuio KOHLEHTPaToM
npotenHa C. HecmoTps Ha NPOBOAMMYLO Tepanuio, COCTOsTHUE
naumMeHTa yXyALlaAOChb B CBA3W C HapacTaHWeM ABAEHUI MOAW-
OpraHHOM HEeAOCTaTOYHOCTW (AbIXATEAbHOM, MOYEYHOW, neve-
HOYHOW, cCepAeYHON).

B 22:45 24.02.2021 otmevyaracb OCTAaHOBKa CepAEYHOM
AEATEABHOCTU, MPOBOAMAUCH PEAHUMALMOHHBIE MEPONPUATUS
C NOAOXMUTEABHBbIM 3ddekTom. B 00:20 25.02.2021 3adpukcu-
poBaHa MporpeccvpyoLan xusHeyrpoxatolas bpaamkapama
¢ nepexoaoM B acuctoanto, B 00:50 25.02.2021 6bina KOHCTa-
TMpOBaHa CMepTb.

o pesyabrataM MaTOAOr0aHaTOMMUYECKOr0 UCCAEAOBAHUSA
AMArHo3 «AECTPYKTMBHAA MHEBMOHUS M cemncuc» ObiA MOA-
TBEPXAEH. CMepTb mauneHTa ¢ HaCAEACTBEHHbIM AeDULMTOM
npotenHa C 1 NPpoTPOMOOTUYECKUMU MyTaUMAMU B COYETAHMM
C AECTPYKTUBHOW MHEBMOHWEN, OCAOXHUBLUMMWCA Pa3BUTU-
€M CenTUYECKOro LUOKa, HEKPOTUUYECKUM MOPaXeHUEM KOXMU,
NEePUTOHUTOM, HaCTynuAa BCAEACTBME MPOrpPecCcHr NOAMOPraH-
HOWM HEAOCTaTOYHOCTU MHPEKLMOHHOTO NMPOUCXOXKAEHHMS.

3akaoueHue. Y AaHHOTO NaumeHTa BPOXAEHHbIN AedUuUmnT
npotenmHa C CTaA OAHOM M3 TA@BHbIX MPUUYMH HebAaronpw-
ATHOTO Mcxoaa 3aboneBaHWA. Ha3HaueHWe CBOEBPEMEHHOM
3aMECTUTEABHONM Tepanuu naupMeHTam ¢ AeOULMTOM NPOTEUHA
C cnocobCTByeT KOPPEKUMW remMocta3a W MNpPeAynpexAeHuto
Pa3BUTUS TPOMOOTUYECKUX OCAOXHEHWUM U AMCCEMMHUPOBAH-
HOrO BHYTPMCOCYAMCTOTO CBEPTbIBAHUS.



PASBUTUE MUEANOAUCIINAACTUYECKOIO CUHAPOMA Y PEBEHKA
C BOAE3HbIO LUBAXMAHA - AAMMOHAA

UmweHeukasn C.K., CeperuHa B.A.
HayuHbii pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponeaeBTrkM AeTckux 6oaesHen M GrA0y BO PHUMY um. H.U. Muporosa MuH3apasa Poccun
I'BY3 Mopo30BCcKas AeTCKasi ropoAcKan KAMHUUYeckasa 6oabHMLE ASM

AKTyanbHOCTb. CHAPOM LLIBaxmaHa - AarimoHaa (CLUA) —
HaCAEACTBEHHOE ayTOCOMHO-peLeccMBHoe 3aboaeBaHue,
obycroBAEHHOE MyTaumMsMu B reHe Shwachman - Bodian -
Diamond syndrome (SBDS) Ha 7-i4 xpomocome 7qd1. CLUA
NPOSIBASETCA SK30KPUHHOM HEAOCTATOUHOCTBLIO MOAXKEAYAOUHOM
Xenesbl, AUCOYHKLMEN KOCTHOTO MO3ra U aHOMaAUSMKU CKeAe-
Ta, @ TakkKe MOXET NPOABAATLCA CEPAEYHbIMU, HEBPOAOTUYE-
CKUMWU aHOMaAMAMM U TEMaTOAOrMUYECKMMU HapyLUEHUSMU.
CLA nBAsieTcs peakuMm 3aboAeBaHWEM, €ro pacnpocTpaHeH-
HOCTb B MUpe cocTaBasieT 1 cayualt Ha 75 000 uenoBek. [Mocne
MykoBMcumnao3a CLUA cunTtaeTca BTOPOW No Yactote NPUYMHON
9K30KPUHHOW HEAOCTATOYHOCTU MOAKEAYAOUHOM XKEAESbI.

KAnHUueckui cayuai. MaunerTtka M., 14 aet, 11.01.2022
NnocTynuAa B remMaToAorMyeckoe oTaeneHre MOopOo30BCKOM
AI'KB ¢ paHee BepudUUMPOBAHHBIM AMArHO30M «XPOHUYECKas
AENKOHENTponeHusi, cuHapoMm LLiBaxmaHa - AanmoHpa». Mpu
NOCTYNAEHWUU NPEABABASIAG Xano0bl Ha BNepBble BbIABAEHHbIE
aHeMuio 1-2-i creneHu, TpomboumToneHnto Ao 61 x 109/a
nocae nepeHeceHHoro OPBW.

M3 aHaMHe3a XW3HW U3BECTHO, pebeHoK oT 4-i1 bepemeH-
HOCTU, B CEMbe TPoe AETEWN, BCE C YCTAHOBAEHHbIM AMArHO30M
CLUA, poanTear umetor 6eCCUMNTOMHYIO dopMy 3aboreBaHMSA.
MauneHTka M. pocaa 1 pa3BMBanach B COOTBETCTBMM C BO3pac-
TOM, B 4 ropa nosiBUAUCb CUMMTOMbI CO CTOPOHbI XEAYAOUHO-
KMLLEYHOrO TpaKTa.

CocTosiHMe NpW NOCTYMAEHUU CPEAHEN TAXECTHU, CO3HaHUe
FICHOE, LBET KOXHbIX MOKPOBOB WM BUAMMbIX CAM3UCTBIX 060-
AOYEK OAEAHO-PO30BOW OKPACKW. TMHIMBUTBLI, CTOMATWUTbI He
OTMEYaAAUCh.

B kAMHMYeckom aHanm3e KpoBu oT 11.01.2022: ymepeHHas
TPOMBOLMTONEHUA (KOAMYECTBO TPOMBOLMTOB — 133 x 109/A),
aHemusa 1-i1 cteneHun (reMornobuH o6wwmin — 91,0 /A, KoAMYe-

CTBO apuTpoumtoB — 3,58 x 1012/p), HOpMa CbIBOPOTOUHOTO
xenesza (33,80 MKMOAb/A), CHUWXEHWE MoKasaTener Auna-
3bl (5,00 Ea/A) M naHKpeaTuyeckor amuaasbl (2,30 Ea/A).
UccnepoBaHne Epstein - Barr virus VCA: MOAOXWMTEABHO,
> 200 Ep/ma (18G).

Mo pAaHHbIM MUenorpammbl oT 12.01.2022: 6AacTHbIe KAET-
kn — 1,4%, rpaHyAOLMTaApPHbIA POCTOK CyXEH, OTHOCUTEAbHO
YBEAMYEHO KOAMUYECTBO AMMPOLMTOB — 16,2%, umetroTca npu-
3HaKM MerarobAacTHOro KPOBETBOPEHUS, a Takxe dpparMeHTa-
LUMA U YPOAAMBOCTb SIAEP 3PUTPOKAPUOLIMTOB.

12.01.2022 noAyyeHbl pe3yAbTaTbl LIMTOrEHETUYECKOTO
MCCAEAOBAHUSA: OBOHapPYXEeHbl KOMMAEKCHbIE XPOMOCOMHbIE
nepecTporiki, B TOM YMCAe ¢ aAeneumnent del(5)(q31). NMpu ncecae-
AoBaHUKM MeTopoMm FISH B 80% sinep obHapyxeHa aAeneumsi
del(5)(g31), B 13% apep — MmoHocomua 7. Ha ocHoOBaHUKM paH-
HbIX LUMTOreHETMYECKOro MCCAeAOBAHMA ObIA AMArHOCTMPOBAH
MWEAOAMCMIAACTUYECKMI CUHAPOM, PEKOMEHAOBaHa TpaHC-
NA@HTaLMA rEMOMO3TUYECKUX KAETOK Kak EAMHCTBEHHBbIM NaTo-
reHeTUUYECKMI METOA Tepanuu.

OTmeyanacb nNOAOXMTEABHAA AMHamuka, 20.01.2022
naumMeHTka 6bina BbiNMCaHa M3 CTauMoHapa C pPekoMeHAaLW-
AMM O AAAbHENLEM HaBAOAEHUM MEAMATPOM, reMaToOAOroM,
racTpO3HTEPOAOIOM MO MECTY XWUTEeAbCTBA. NauneHTKa Hanpas-
AE€Ha B CreumManmM3npoBaHHOE OTAEAEHWE AAS TPAHCMNA@HTaLMK
KOCTHOro Mo3ra.

3aknatoueHue. CuHapom LLiBaxmaHa - AaliMOHA@ — peakoe,
Hensneunmoe 3aboneBaHWe, xapaKTepusyloleeca pasAny-
HbIMW GEHOTUMUYECKUMU MPOSIBAEHUAMU U BbICOKUM PUCKOM
pPa3BUTUS MMENOAMCNAACTMUECKOTO CvHAPOMa. Ha doHe Hew-
TPOMNEHUM MOTYT HaBAKAATBCS PELMAMBUPYIOLLME BUPYCHbIE
nHoekumn. CLUA TpebyeT HenpepbIBHOM Tepanuu U CTPOroro
KOHTPOASI CNELIMAAUCTOB Ha NPOTSXKEHUW BCEMN XU3HMU.

OCNOXXHEHUSA YXEAMHOKAMEHHOW BOAE3HU U OCOBEHHOCTH
AUHAMWKU 3ABONEBAHUA Y AETEU, CBA3b C UHOEKLUOHHbIM
MOHOHYKAEO30M. KAMHUYECKUMN CAYYAM

KapmaHoBa C.E., HaymoBuu H.C., BoitueHko f.B.
HayuHbii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponepeBTMKM AETCKUX BonesHen NP GrAOY BO PHUMY um. H.U. Muporosa MuHaapasa Poccun
BY3 Mopo3oBckasa AeTckas ropoAckas KAMHUUYeckas 60AbHULA ASM

AKTYyaAbHOCTb. XOAELMCTIKTOMUS SABASIETCA BTOPOW MO CTa-
™McTke (24,4%) onepaumert nocAe anneHAIKToMUKn (26,4%)
CpeAV MaLMEHTOB, FOCMNUTAAU3UPYEMBIX C KAMHWKOM «OCTPOrO
XMBOTa». B cpeaHeM 3ab0A€BAEMOCTb OCTPLIM XOAELMCTUTOM
cocraBaseT 145 cayyaeB Ha 100 TbiC. B3POCAOrO HaCeAeHwms.
XOAeumucTUT y petein ¢ 3aboAeBaHUSIMU OpPraHOB KEAYAOUHO-
KMLLEYHOro TpaKkTa BCTpeyaeTcs B 6% cayyaeB. [TokazaHuaMu
K XONELMCTIKTOMUKU MOTYT BbITb OCTPbIA U XPOHUYECKUIA XOAE-
LUMCTUT, OOCTPYKLMS XKEAYHOro MpOoTOKa. TeueHue XEAUYHO-
KameHHoW 6one3Hn ()KKB) oTaMuaeTca y B3POCAbIX U AETEW.
Y peTeit peAko pa3BMBAETCS XOAELMCTWUT. B ocHOBe pasBuTUSA
XOAELMCTUTA MOXET BbITb BUAMApPHAsA rMNePTEH3NS, BOSHUKLLASA
M3-3a M3MEHEHUsI cocTaBa xeAnun. dakropamu, NPOBOLMPYLO-

LWMMKU M3MEHEHWE COCTaBa XeAuM, ABASIKOTCS reHeTuuyeckas
nNpPeApPacnoAOXEHHOCTb (reHbl, koaupytowme HLA-B12, -B18
n Ap.), GakTopbl BHELLUHEW CpeAbl (BPEAHbIE MPUBBIYKU, HYTPH-
TWBHblE HapyLLEHUS, NOTPEOAEHNE HEHOPMHUPOBAHHOM BOAbI),
3aboneBaHuA, nopaBastoliMe yHKUMKM NeyeHu. B npeactas-
AEHHOM KAMHUYECKOM CAyYae Pa3BUACH OCTPbIM KaAbKYAE3HbIN
XONELMCTUT Ha doHe XKB, 6bin0 pelleHo NPOBOAWTb CHUHK-
TEPOTOMMIO, MCXOAA M3 OOCTPYKLUMM AYOAEHAABHOTO COCOYKa
M NPOTOKOAA KAMHWYECKMX pekomMeHpauuin 2021 r. AaHbl
PEKOMEHAALMM O MPOBEAEHUMN XONELIUCTIKTOMUM B ByayLLEM.
KAuHuueckui cayuai. auuneHt, 13 AeT, NOBTOPHO 06pa-
TMACS B Mopo3oBckyto ATKE ¢ OAHOKPaTHOM pBOTOM, KAMHUKOM
«OCTPOr0 XXMBOTa», CMHAPOMOM TOKCWMKO3a. [lepeHeceHHble
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KpaTtkue coobwieHus

3aboneBaHUSA: MHOEKLMOHHbIA MOHOHYKAEO03, Y3AOBasi apuTe-
Ma; XpoHuYeckue 3aboreBaHUs: MUKpocdepouuTapHas aHe-
MWS, @ TaKKe AMCKMHE3UA XEAYEBbLIBOASLLUMX MyTEW, OCAOX-
HeHHaa XXKB u peaktMBHbIM naHKkpeatutoM. BakuuHauua no
UHAMBKAYaAbHOMY rpaduKy. 3aduKCMpoBaH CAyYai Bble3pa 3a
rpaHuLy MeHee 2 Hea Ha3aA. [1py 0cMoTpe 3aMeUeHbl XeATYLL-
HOCTb CAM3UCTbIX 0BOAOYEK, MKTEPUYHOCTb CKAEP, BOAE3HEH-
HOCTb NpW MaAbnauMKn XWBoTa B NpaBoi noapebepHoi obha-
CTW, AeOULMT MaccCbl TeAa, CTYA B HOPME.

NabopaTopHble AaHHble: WHEKUMU (CUPUAKMC, rena-
T C 1 B, BUY) He obHapyxeHbl. IgG kK SARS-CoV-2 — 57,11 Ea.
OTMeuYannCb AAKTOaUMAO3 U TMIMOTAUKEMMUS, TMNEPKANHKUS, TMMNo-
HaTpuemus, rmnokaanemusa (O MMoAab/A), runokanbupemus (O
MMOAb/A) B MEPBble AHW MNOCTYNAEHUA (Aanee MPOBOAMAACH
KOPPEKLMA BOAHO-IAEKTPOAUTHOTO BanaHca, ra3oB KPOBH), aHe-
MUWSI AEFKOW CTEMEHM TAXECTW, OTHOCUTEeAbHasi U abCOAOTHas
AMMOOUMTONEHUS, I03UHOMEHMA, HEUTPOPUAMS, MNOBbILIEHUE
CO3. B aHaAM3ax MouM B AMHaAMWKe HabAOAAAMCH remaTypus,
H6aKTepUypUa, NPOTEUHYPUA, AEMKOLMTYPUS, KETOHYPHS, MOBbI-
LeHWe NUIrMeHToB — buAnpybuHa U ypobuamHoreHa. B 6uo-
XMMWUYECKOM aHaAn3e KpPoBU — runepdepMeHTeMUA NeveHw,
B AMHaMUKe HabAtOAAAOCH NOBbILLEHWE anbda-amMuAasbl, NOBbI-
LeHune nakTataerraporeHassl (AAlN), cmellaHHas runepbuanpy-
6MHEMMA C NOBbILLEHWMEM 3HaYeHW B 5 pas. [locre AeveHus
runepdepmMeHTEMUS NeYEeHN ncUe3na, nokasatear anbda-amu-
Aa3bl ¥ 6UAMPYBMHA NOBbILLEHbI C TEHAEHUMEN K CHUXEHWIO.

MHCTpyMEeHTaAbHbIE A@HHbIE: MPW YABTPA3BYKOBOM WUCCAe-
poBaHuu (Y3U) opraHoB OptoLLIHOM MOAOCTM B AMHAMUKeE
OTMEYaAOCb PacLUMPEHME XONEAOXA NO KMCTO3HOMY TUMY, A€BO-
r0 MEeYEeHOUYHOro XEAYHOro MPOTOKa, YBEAMYEHWE pPa3MepoB
XEAYHOrO My3blpsi C HEOAHOPOAHbIM COAEPXMMbBIM W TUne-
P3XOreHHbIMU BKAtOUEHUsIMKU (A0 10 mMm). 14.09.2021 6bian
3aMeUeHbl KOHKPEMEHTbI B 0OAACTU LLIEMKKU XEAYHOTO My3bIps,
Ha ypoBHe ®arepoBa COCOYKa (B AMHAMUKE YBEAUUMACS).

CTpyKTypa NOAXEAYAOUHOM XeAe3bl HEOAHOPOAHA, MMMNepaxo-
reHHa. CnaeHomeranusi. MarHuTHO-pe30oHaHCHasi XOA@HIMO-
naHkpeatorpadus (MPXII) noaTBeparAaa 3akatoueHns no Y3U:
XKB ¢ 0CAOXHEHUAMM — OCTPbIM KaAbKYAE3HbIM XOAELMCTUTOM
W PEaKTUBHbIM NaHKpeaTUToOM.

AnarHos «K80.1 OcTpbi KAAbKYAE3HbIN XOAELIMCTUT, KEAY-
Has KOAWMKa» OblA MOCTABAEH, WMCXOAA M3 AAHHbIX aHaMHe-
33, KAMHUKO-AAOOPATOPHbIX M WMHCTPYMEHTAAbHbIX AAHHbIX.
MatoreHe3 XKB sIBAAETCA MHTEPECHOM 4acTbld AAHHOMO CAy-
yan, Tak Kak B aHaMHe3e XW3HW Yy NauMeHTa NepeHeceHHbINn
MHOEKUMOHHbIM MOHOHYKAEO03 U XPOHWUYecKoe 3aboreBaHne —
MuKpocdepoumTapHaa aHemMus. MHGEKUMOHHbI MOHOHYKAE03
ABAAETCA TPUITEPHLIM GAaKTOPOM AAA MMKPOCHEPOLMTapHOK
aHemuun n XKB. Bo3byauteab UHGEKLIMOHHOIO MOHOHYKAE03a
OKa3blBAET AEWCTBME Ha MEYEeHb U CeAe3eHKy (renaTtoCnAeHo-
MeraAusi) ¢ HapyweHuem OGyHKUMK opraHoB (runepdepmMen-
TEMUA MEYEHU), Ha cepale — C Pa3BUTUEM MUOKapAWTa, Ha
NOAXKEAYAOUHYHO XeAe3dy — C Pa3BUTUEM PEaKTMBHOMO NaHKpe-
atuta (Y3U-npr3Haku 1 NOBbIWEHWE YPOBHSA NaHKpeaTUYeCcKon
amMuAasbl).

BbIAO NPUHATO pelueHne 0 NPOBEAEHUU SHAOCKOMUYECKOM
PETPOrpapHoON XxoAaHrMorpaduu, NaANUAAOCHUHKTEPOTOMMUM,
PEBU3UN XKEAYHbIX NyTEW C WMCMNOAB30BAHWEM AYOAEHOCKO-
na Olympus TJF-Q180V un kop3uHku Aopmua. Mocaepyrollan
Tepanua cumnTomatnyeckas (MHOY3MOHHas Tepanust TAOKO-
30-COAEBbIMW PaCTBOPaMM, CNasMOAUTUKK, aHTUCEKPETOPHasn
Tepanus), aHTMbakTepuanbHas (aMMUUMAAMH + cyabbakTam,
aMuKauuH). PekomeHAOBaHbl npenapatbl yPCOAE30KCUXONE-
BOM KWCAOTbl, OMENPa30A, aHTaUMAbl, KOHTPOAb COCTOSIHUSA
W NPOBEAEHMWE CMAEHIKTOMUM U XONELIUCTIKTOMUMU B ByAyLLEM.

3aknatoueHue. [peaCcTaBAEHHbIN CAyYal MHTEPECEH naTore-
He30M pa3BuTHa XKB 1 XOAeUMCTUTa B AETCKOW MpakTUKe, Tak-
TUKOW BEAEHWA MOAOBHbIX CAyYaeB, CMMBMO3a XMPYPruyeckoro
W TepaneBTUYECKOrO AEYEHHUS.

KAUHUYECKUIA CAYUYA TUMTODOCHATA3UU

Y HOBOPOXXAEHHOIO PEBEHKA

KonukoBa M.A., bypkoBa K.I.
HayuHbIi pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponepeBTUKK AeTCKMX BoaesHern NP GTAQY BO PHUMY um. H.WU. MNMuporosa MuH3apaBa Poccuu

IBY3 Mopo30oBCcKas AeTCKan ropoACKasn KAMHUUYeckas 60AbHULA A3M

AKTyanbHOCTb. [MNodochatasnsas — ato oppaHHOE, BPOX-
AEHHOEe, TeHeTUyYecku oOyCAOBAEHHOE, MeTaboanuveckoe
3aboneBaHue, BbI3BaHHOE AEOULMTOM LLEAOYHON docdaTa-
3bl, BO3HMKAWOLWMM WK3-3@ MyTaLUMW B TEHE, KOAMPYHOLLEM
HecneumMduuecknin TKaHeBOM KM30DEPMEHT LUEAOYHOM ¢oc-
daTtasbl, ¥ MNPOSABASIOLLEECS HapyLleHWEM MWHepaAr3aLmuu
KOCTeW ckeneTa 1 3y60B, a TakKe CUCTEMHbBIMU OCAOXKHEHUSIMU.
PacnpocTpaHeHHOCTb AaHHOTO 3aboaeBaHKs B Poccun cocTas-
Aset 1 caydant Ha 100 000 HaceneHus.

KanHuueckui cayuan. PebeHok, 2 mec, oT matepu 35
AET C OTATOWEHHBbIM aKyLlEPCKO-TMHEKOAOTMYECKMM aHaM-
He30M: 18 AeT — 3KTOMUSA LWEeNKU MaTKW, XUpypruyeckas
Koppekumnsa. bepemeHHocTb BTOpas: | Tpumectp — B 4 Hep
yrpo3a BblkMAbILLIA, peTpoxopuanbHaa rematoma, Il u lll Tpu-
MecTpbl — 6€3 natonornu, 1-e poAbl MyTEM KecapeBa CeyeHus
B CBfI3U C NMPEXAEBPEMEHHbBIM U3AUTMEM OKOAOMAOAHBIX BOA,
NPU3HaKaMK XPOHUYECKOM TMMOKCUU MAOAQ, KPYMHbIM pas-
MEPOM BHYTPUYTPOBHOro pebeHka 1 HErOTOBHOCTLIO POAOBbLIX
nyten. Mpu poxaeHun macca — 4340 r, pAAvHA Tena — 57 cwm.
APGAR — 7/7 6annoB. Obpallaanm Ha cebsi BHUMaHWE OTHO-
CUTEAbHOE YMEHbLUEHWE Pa3MepPOB FPYAHOW KAETKW, MSTKue
KOCTW 4epena, KOpoTkas OTeyHas Les, OTHOCUTEAbHOE YKO-

pOYEHMe NAeYEBbIX KOCTEW, BpPaxMAAKTUAMS CTOM, TUMOTOHMS,
rMNEepPnoOABUXHOCTb CYCTaBOB. PEHTreHOAOTMUYECKM: YMAOLLE-
HWe TeA NO3BOHKOB, AePOpMaLMA TOAOBOK MAEYEBbLIX KOCTEW,
NOBbILLIEHNE MOPO3HOCTU KOCTHOM TKaHW. Ha G- MUH XWU3HU
y pebeHka OTMeuyanoCb HapacTaHWe AblXaTeAbHbIX HapyLle-
HWW, NepeBeAeH B OTAEAEHWE peaHUMaLMU U UHTEHCHBHOM
Tepanuu (OPUT) Ha NCKYCCTBEHHYO BEHTUAALMIO Aerkux (MBA).
NabopaTopHO: pecnupaTopHoi auma03, HEMTPODUAES CO CABMU-
roM GOPMyAbl BAEBO, CHUXEHUWE YPOBHSA LLEeAOYHOW docdaTa-
3bl, AEMKOUMTYPUS. YCTAHOBAEH AMArHo3: «BpoxaeHHas NHeB-
MoHUA. Tunodocdartasuns, nepuHatanbHaa Gopma». NeuveHwue:
MHOY3UOHHas, aHTMBaKTepuanbHas, reMocTaTuyeckas, Kapaw-
OTOHUYeCKas Tepanus, achoTtada arbda 2 Mr/Kr/cyT.
02.09.2021 pebeHok bbiA nepeBeaeH n3 ®reY HMULL ArM
um. B.U. KynakoBa B Mopo3sosckyto ATKB B OPUT Ha UBA. Mpu
NOCTYNAEHWUU COCTOSIHUE TaxeAnoe. KOoXHble MOKPOBbI BAeAHO-
PO30Bble, MPEXOAALLAS MPaMOPHOCTb. Typrop TKaHew CHUXEH.
OtekoB HeT. ApbixaHue: UBA. SpO, — 95%. AycKyAbTaTMBHO:
AbIXaHWE XEeCTKOe, MPOBOAMTCS PaBHOMEPHO, OCAABAEHO
B HWXHUX OTAEAAX, KPEMUTUPYIOLLME W MPOBOAHbIE XpUnbl. [pK
caHauuu: benecoBatas MoOkpoTa 6e3 MaToAOrMYecKkoro oTae-
Asemoro. femoprHamMmuka ctabuabHasa. AN — 93/55 Mm pr. CT.



YCC — 145 ya./MuH. ToHbl CepALa ACHbIE, PUTMUYHbIE, LLYMOB
HeT. CO CTOPOHbI APYrMx OpraHoB U cucteM — 6e3 NaToAoruK.
MutaHne aHTepanbHoe, No 80 MA Kaxable 3 U Yepes 30HA.
NabopaTopHO: HEenTpodMae3d CcO CABUIOM  HOpMY-
Abl BA€BO 6€3 yBeAMYeHWUs OOLLEero KoAMYecTBa AEMKOLM-
TOB, TPOMOOUMTO3, rMNepKaAbLMEMMUS, MOBbILIEHWE YPOBHSA
Leno4Hon docoatasbl, CPB cAabonOAOXKUTEABHBIN, MPOKaAb-
LUMTOHWMH OTPULATEAbHbIN, AerKoumuTypus, Haktepuypwus. Mo
AQHHBIM  MUKPOOMOAOTMUYECKOTO UCCAEAOBAHUS  MOAYYEH
poct Pseudomonas aeruginosa wn3 mouun, Staphylococcus
epidermidis n Enterococcus faecalis 13 Tpaxeu, U3 BEHO3HOro
Katetepa U aHyca — Pseudomonas aeruginosa v Klebsiella
pneumoniae. B kposu metopom MLP obHapyxeHa AHK CMV.
[0 A@HHBIM HEMPOCOHOrPadUn: NPU3HAKKU YMEPEHHO BbIpa-
XEHHOro AUGGY3HOro NOBbILLEHMSA IXOTEHHOCTH BELLECTBA FOAOB-
Horo moara. o paHHbIM Y3W: Npu3Haku yMepeHHO BblpaXeHHo-
ro YyBEAMYEHWA AMHENHBIX pa3MepoB NeveHu, ceneseHkn. IXoKr,
JKT: 6e3 natonoruu. Mo pAaHHbIM I3 ANUAENTUUECKUX NPUCTYNOB
1 1x I3I-NaTTepHOB He 3aperncTprpoBaHo. Mo AaHHBbIM peHTre-
Horpadum: kaptmHa AMGOY3HbIX MHTEPCTULMAABHBIX U3MEHEHWI
B AErKMX C YNAOTHEHWEM MapPEHXUMbl Ha YPOBHE BEPXHEN AOAU
NpaBoro Aerkoro, AepopmMaumsa AErO4HOro pUCyHKa.
MpoBepeHHOe AeveHue: WBA, aHTMbakTepuasbHas
Tepanusa (BaHkoMmuuuMH 30 wmMr/kr/cyt, uedonepasoH +

cynbbaktam 150 Mr/kr/cyT, nunepauuaimH + Taszobakram
320 wmr/kr/cyt, meponeHem 90 Mr/Kr/cyT, MOAMMUKCUH B
2,5 wmr/kr/cyt, ¢ocoomuumH 300 mMr/kr/cyT, uedptasmamm
150 mr/Kkr/cyT), natoreHeTUYeckas Tepanus (acootasa anbda
2 mr/kr, ButamuH D 1500-5000 Ep), npotnBorpubkoBas Tepa-
nus (amdotepuumH B 5 mr/kr/cyT), naauBudymad 15 Mmr/kr,
cepaTUBHas Tepanua (AeKCMeAeTOMUAKH 1,4 MKr/Kr/4, Muaa-
3onam 0,44 mr/ Kr/4), avypetuyeckas Tepanua (CrMpoHO-
AAKTOH 4 Mr/Kr/cyT), TpaHCPy3un SPUTPOLMTAPHON B3BECH,
6yaecoHup 500 MKr/cyT, Hada30AUH, UMMYHOTAOBYAUH Yeno-
BEKa aHTULUMTOMErarOBUPYCHbIM 1 MA/Kr/48 4, raHUMKAOBUP
10 mr/Kr/cyT.

3akatoueHue. [posiBAeHWA runodochaTa3num BapbUPyHOT
no TAXECTU COCTOSAHWUA NauMeHTa M MO BO3PACTy BO3HUK-
HOBEHUSI MEPBbIX CMMMNTOMOB. YUWUTbiBas NPOrpeccupyoLLMi
Xxapaktep TeuyeHus 3aboAeBaHWA, NauUMeHTbl AOAXKHbLI ObiTb
obecneyeHbl AeYEHUEM U NOXMIHEHHBIM HAabAOAEHWEM Y Bpa-
yen pasHbix cneunanbHOCTENW. PaHHASA AMArHOCTMKa, KoTopas
OCHOBbIBA€ETCA Ha COYETAHUN KAMHUYECKWUX MPU3HAKOB U HU3-
KOr0 YPOBHA LWIEAOYHON ¢ocdaTasdbl, NO3BOAAET MNoA0OpaTh
NPaBUAbHYIO TaKTMKy BEAEHWA MAUMEHTOB W CHWU3UTb PUCK
pas3BUTMA OCAOXHEHWHW. [losiBAEHWE depmeHTO3aMeCcTUTeNb-
HOW Tepanuu 3HAYMTEAbHO YAy4LU@eT NPOrHo3 AAA NauMeHTOB
¢ runodocdarasmen.

KAMHUYECKUIA CAYUYAN TENATONYAbMOHAABHOIO CUHAPOMA

Y PEBEHKA C BUUY-UHOEKLUEN

KprokoBa A.B., l'yp>xeeBa M.O.
HayuHbii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponepaeBTMKM AETCKUX BonesHen NP GrAQY BO PHUMY um. H.U. MuporoBa MuHaapasa Poccun
BY3 Mopo3oBcKkasa AETCKan ropoAcKkas KAMHUUYeckas 6oAbHULA ASM

KAuHuueckuin cayuam. lMaumeHt A., 13 AeT, poxaeH oT
BUY-uHPpMUMpoBaHHOM maTtepu Ha 41-42-i1 Hep BepeMeHHo-
CTW, Macca Teaa npu poxaeHun — 3050 r., aaMHa Tena — 49 cm.
B 2009 r. o6cnaepoBaH Ha BUY-MHOEKLMIO, pe3yAbTaT NOAOXKM-
TeAbHbIW. HauaTt Kypc aHTUpeTpoBupycHon Tepanuu (APBT). Ha
A@HHbIA MOMEHT y nauneHTta 46 ctapus BUY-uHdekunn, dpasa
pemuccuun. B none 2010 1. no pesyabtatamM yAbTPa3BYKOBOIO
nccaepoBanunsa (Y3UM) opraHoB OPHOLLIHOM MOAOCTU BbISIBAEHbI
AMPDY3HbIE MBMEHEHUSA MAPEHXMMbl NeYeHn, renatoMeranms.
B ceHta6pe 2015 r. noctaBAeH AMarHo3: «PMbpPoO3 neveHw,
CUHAPOM MOPTAAbHOW TMNEPTEH3NU, BAPUKO3HOE pacLLUMpeHUe
BeH nuuweBopa (3-A craaus), CMHAPOM TMMEPCNAEHU3Ma».
B 2016 r. BbIMOAHEHA CMAEH3KTOMMWSA BBMAY MPOrpeccuMpoBa-
HUSI HEeXeAaTeAbHbIX CUMMNTOMOB runepcnaeHuama. B 2020 r.
obcAepOBaH B CBSI3W C NOSIBAEHWEM CAabOCTH, OABILLKK, Lina-
HO3a KOXHbIX MOKPOBOB — BbINOAHEHA MEePPY3MOHHAA CLMH-
TMrpadusa Aerkux. Mo pesyabtatam 06CAEA0BaHWMA MOCTaBAEH
AMarHos: «fenatonyAbMoHaAbHbIA cUHAPOM ([TIC), AbixaTeAbHast
HEAOCTaTOUYHOCTb 2-i CTeneHw». YunTblBasi, UTO €AMHCTBEHHbIM
OKOHuYaTeAbHbIM AedeHreM [TIC aBAsieTCA TpaHCMAaHTauuMA
NneyeHu, naumeHT ObiA BKAKOUEH B AUCT 0XupaHua B HMUL, TUO
um. B.U. Wymakosa. C 2019 r. MaAbuMK MCMOAB3YET AOTaLMK
KMCAOPOA@ Ha HEMPOAOAKMUTEABHOE BPEMS NOcAe GU3UUECKON
Harpy3ku B CBSI3W C BO3HWKHOBEHMEM OAbILLIKKW. OTMevaeT, uTo
CUMMNTOMbI AbIXaTEABHOM HEAOCTATOYHOCTU YCyrybAstoTCs npu
CMEHE NMOAOXEHMA U3 TOPU3OHTAABHOIO B BEPTUKAAbHOE.

AKTyanbHOCTb M3yyeHus TIC obycAoBAEHa YacTOTOM BCTpe-
YaeMOCTH, CAOXKHOCTbIO AMArHOCTMKM, BbICOKOW CMEPTHOCTbIO
NauMeHTOB yXe B TeYEeHWEe NepBOro ropa XuM3HW NOcAe nocra-
HOBKM AM@rHo3a M €AMHCTBEHHbBIM Ha CErOAHSALLHUIA AEHb OKOH-
YyaTeAbHbIM CMOCOHOM AeUEHUS — TPaHCNAGHTaUMEN NEeYEHMU.

AHamHe3 3aboneBaHUs:: pebeHka 6eCnoKOWAWM BblpaXeH-
Hble 60AM B xuBoTe ¢ 29.06.2021, B 3TOT Xe AEHb OH
6bIA FOCMUTAAM3UMPOBAH B npuemMHoe oTtaereHne AMKB wm.
CnepaHckoro. Bbinucan 30.06.2021 nocae crabuansaLmu
cocTosiHMsl. Beuepom 3TOro Xe AHSi — MOBTOPHbIA 3MU30A
6onel, amxopapka 37,5 °C. OcMoTp nauueHTa npu noctynae-
HUW: COCTOSIHWE TAXENOE, CO3HAHUE ACHOE, KOXHbIE MOKPOBbI
6AeAHble, LMaHO3 HOCOryOHOro TpeyronbHuka. SpO, — 45%,
UCC — 92 ya./MuH, YAA — 26/MuH, AN — 113/58 MM pT. CT.
M3meHeHne KOHUEeBbIX danaHr no Tuny «6apabaHHbIX Nano-
yekr. [1pn ayCKyAbTaLLMKM AETKMX B HWXKHUX OTAEAaX BbICAYLLMBA-
toTCA XpWnbl. MaAbNaToOPHO: HUXHWUI Kpai NeYeHn NAOTHOM KOH-
CUCTEHLMU, BbICTYNaET U3-MOA Kpasa pebepHoi Ayrv Ha 2 cMm.

AaHHble WMHCTPYMEHTAAbHbIX WMCCAEAOBAHWI: KOMMbOTEP-
Has Tomorpadua (KT) opraHoB OpPOWHON MOAOCTU — MpU-
3HAKW BHYTPWUMEUYEHOUYHOIM MOPTAAbHOM rMNepTeH3un, drubposa
neyeHn, BapUKO3HOIO PaCLUMPEHNS BEH XEAYAKA U MULLEBOAA.
O6HapyxeH TPoMb03 BepXHeW 1 HUXHEN BpbiXeeuHblx BEH, Npa-
BOW BHYTPEHHEN MOAB3AOLLUHOM BEHbl, BEH r€MOPPOMAAABHOTO
cnaeteHus. Mo pesyAsTataM cnvpanbHon KT Aerkux BuU3yanmnsu-
pYtOTCS BEHO3HblE KOAAGTEPAAM Ha YPOBHE MEpPeAHen rpyAHOM
CTEHKM, YCUAEHWE COCYAMCTOTO PUCYHKA B HMXKHUX AOASIX AETKMX.

AaHHble AabopaTOPHbIX UCCAEAOBaAHWI: 0BHAPYXEHbI aHTH-
Tena K BUpycy AnuwiteriHa - bapp, uMtomeranosupycy, BUY.
B 6MOXMMHUYECKOM aHaAM3E KPOBU MapKepbl BOCNAAUTEABHOTO
npouecca (CPB — 100 Mr/A). OAEKTPOAUTHbIE HapyLLUEHUA
B BWAE TMNOHATPUEMMUU, TUMNEPXAOPEMMK, TMNOKAAbLUEMUMN.
o pesynbTataM MCCAEAOBaHMA remocTasa: BTOpUYHas Koary-
Aonatusa. Mpu uccaepA0BaHWM MMMYHHOTO MPODUAS: BTOPUYHBIN
UMMYHOAEOUUMT. MeyeHoUHble Npobbl B Npeaenax HOpMaAb-
HbIX 3HAYEHUN.
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Mocae npoBepeHHOro o6CAep0BaHMA MOCTABAEH AMa-
rHo3: «BUY-nHdpekums 4b crapms, dasa pemuccun Ha ¢oHe
APBT. ®16po3 neuyeHu, CMHAPOM MOPTAAbHOM TFMNEPTEH3WMU.
[enaTtonyAbMOHaAbHbIM CUHAPOM, XPOHWYECKas AbIxaTeAbHas
HEeAOCTaTOYHOCTb 2-i cTeneHu. Tpombo3 BepxHen U HUXHEN
6pbIKEEYHbIX BEH, NPaBON BHYTPEHHEN MOAB3AOLUHOWM BEHbI,
BEH reMOPPOMAGABHOIO CMIAETEHUS.

NAeueHue: naumeHTy NPOBOAMAUCH KOPPEKLMSA BOAHO-INEK-
TPOAUTHOrO 6anaHca, KOMOWHWPOBaAHHAA MPOTUBOMUKPOO-
Has Tepanus AN KYNMMPOBaHWS BOCMAAMTEABHOrO mpouecca
6e3 BUAMMOrO ovyara UHOEKUMU, aHTUKOAryAsiHTHaa Tepanus

HU3KOMOAEKYAAPHBIMW FenapMHaMu no MOBOAY MaCCUBHOIO
Tpom603a BEHO3HOIO pycAa, CMMMTOMAaTUYECKas Tepanus no
NOBOAY renatonyAbMOHaAbHOrO CUHAPOMa B BWMAE AOTaLMK
KUCAOPOAA, MPOAOAKAAOCb AEYEHWE MO MOBOAY OCHOBHOIO
3aboneBaHus.

3aknoueHue. AaHHbI KAMHUYECKUIA CAyYal AEMOHCTPU-
pyeT BaXHOCTb CBOEBPEMEHHOr0 06CAEAOBaHWMS MaUMEHTOB
C XPOHMYECKMMHK 3aBOAEBAHUSMWU MEYEHU HA HaAMYME CUM-
ntomoB TIC. Bpau AOAKEH MOMHWUTL O HECNELUMPUUECKUX KAU-
HUYECKMX MPOSIBAEHUSAX, KOTOPblE, OCOOEHHO Y KOMOPOMAHBIX
nauMeHToB, MOTMyT OCTaTbCA HE3aMEUYEHHbIMM.

MAHU®ECT AYTOUMMYHHOU FTEMOAUTUUYECKOU AHEMUM
B BUAE TEMOPPATMYECKOIO UUCTUTA

AaBpoBa A.A., ManoruHa M.C., MaTtBeeBa E.A.
HayuHbI pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.
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AKTYyaAbHOCTb. AYTOMMMYHHblIE TFE€MOAUTUYECKME aHe-
MWK — rpynna 3aboAeBaHWUI, KOTOpasa XapakTepusyetcs Cpbl-
BOM MMMYHOAOTMYECKOW TOAEPAHTHOCTU C Pa3BUTUEM UMMYH-
HOrO remMoAM3a 3PUTPOLMTOB. TEMOAM3 OnpeaendeTcs Kak
npexAeBpeMEHHOe paspyLleHne U yMeHbLUIEHWE AAMTEABHOCTH
XWU3HU 3PUTPOLIMTOB. Koraa apuTponoa3 B KOCTHOM MO3re He
MOXET KOMMEHCUMPOBATb YKOPOUYEHUE MPOAONKUTEABHOCTU XKNU3-
HW 3PUTPOLMTOB, Pa3BUBAETCH aHEMMUS.

KAnHUueckui cayuyan. Manbuunk, 3 ropa 7 Mec, NnocTynua
B Mopo3soBckyto AFKB 10.01.2022 ¢ xanobamu Ha KpPOBb
B Moue, AMxopaaky Ao 39,0 °C, muanrnto. 3aboren OcTpo
3 AHSI Ha3ap, KOrAa@ MOCAE NEPEOXAaXAEHMA ObIA MOABEM TEM-
nepatypbl A0 39,0 °C. KynupoBaH camocTosiTeAbHO. Yepes
CYTKM OTMEYaAnCb NOBTOPHAA AMXopaaka Ao 38,6 °C, BAAOCTb,
CHUXEHWe annetuTa, B CBA3W C YeM 0bpaTUAMCL K neauatpy
N0 MeCTY XWUTeAbCTBa. [TpOBEAEHBI 3KCMPECC-TECTBI HA HOBYO
KOPOHaBUPYCHYIO MHOEKLUMIO W TpuUnn — pesyAbTaTbl OTpULa-
TeAbHble. BbInO pekoMeHAOBaHO 06uMAbHOe NWTbe. OAHAKO Ha
$OHEe NPOBOAMMOIO AEYEHWs OTMEeYaNacb 3aAepXka MOUM.
Yepes 12 u — oTpAeAeHME MOYM KpacHoro LBeTa. Bbi3BaHa
6purapa CKOpon MEAMLIMHCKOM MOMOLLM, pebeHOK AOCTaBAEH
B npuemMHoe otaeneHne Mopo3soBckon AMKB.

MpK NOCTYNAEHWUM COCTOSIHUE CPEAHEN CTEMEHW TAXECTH.
Obpallann Ha cebss BHUMaHWE CyXoW KalleAb, NaAbnupyemble
A0 0,5 cM 60AE3HEHHbIE MOAYEACTHBIE AMMbATUUECKMUE Y3AbI.
Mpu npoBeaeHun Y3U GPLOLLIHOM MOAOCTM B MOYEBOM My3bipe
06HapPYXXEHO 3HAYNTEABHOE KOAMYECTBO CMELLAEMOro 3XOMNAOT-
HOro ocapka. B xoae NpoBeAEHHbIX UCCAEAOBaAHUI Bbina BbIAB-
A€Ha HOPMOXPOMHas HOPMOLIMTapHan aHEMUS AETKOW CTENeH
Taxectn (Hb — 101,0 r/a, RBC — 3,45 x 1012/A, Ht — 27,6%).
Mo AaHHbIM obuiero aHaansa mouu (OAM): Haktepuypus
(4,8 KOAMUECTBO/MKA), rematypusa (115 B M. 3p.), A@MKOLUTY-
pua (AeMKOUMTbI MOAYKOAMYECTBEHHO — 25). CocTosiHWe pac-
LEHEHO KaK remMmopparMyeckuii LMCTuT. Pe6eHoK HanpaBAeH Ha
AeYEeHUe B OTAEAEHWE HEDPOAOTUM.

Ha cneaytowmii A€Hb MPU OCMOTPE BbISIBAEHA KEATYLLU-
HOCTb KOXHbIX MOKPOBOB M CKAEP, MO pe3yAbTaTam Aabopa-
TOPHOIO UCCAEAOBAHWUA — ABAEHWA reMoAu3a (runepbuamnpy-
6uHemusa A0 56,69 MKMOAb/A, MPEWMYLLECTBEHHO 3a cueT
Henpamon ¢pakumn, Hb — 80 r/A, npaman npoba Kymbeca —
cnabononoxutenbHass, B OAM — rematypusi, NpoTEUHYpUS,
YPOOUAUHOTEHYPUSA).

12.01.2022 HabAAAAOCH YXYALLIEHWE COCTOSIHUA pebeHKa
3a CYeT HapacTaHUsA TAXeCTU TeueHns aHemun (Hb — 68 r/a,

Ht — 19,6%, RBC — 2,37 x 1012/A), AaKTaTAErMApPOreHasa —
2441 Ep/A. Ha paHHOM 3Tane npoBoAMAach anddepeHumans-
Has AMarHOCTMKa C reMOAUTUKO-YPEMUUYECKMM CUHAPOMOM
N TPOMBOOTHUUECKON TPOMOOLMTONEHUUYECKON NYPNyPOR, OAHAKO
OTCYTCTBME TPOMOOUMTONEHMU U A30TEMUM, @ TaKKe HOPMaAb-
HbIV ypoBeHb MeTanronpoTenHasbl ADAMTS-13 UCKAIOUUAK 3TU
3aboneBaHUsA. AMArHOCTMPOBaHa ayTOMMMYHHaA reMOAUTUYE-
CKkas aHemus. B cBA3M C 3TUM HayaTo AeYeHne BHYTPUBEHHbBIM
UMMYHOTAOByAMHOM yenoBeueckuM (BBUI) u3 pacueta 1 r/kr
BHYTPUBEHHO B TeuyeHne 10 4y 0pAHOKpaTHO.

Ha Tpetnit pAeHb 3aboAeBaHWA B CBSI3W C OTPULIATEABHOM
AMHamukon (Hb — 61 r/a, Ht — 18%, RBC — 2,19 x 1012/A)
6bIAO NPUHATO peLLEeHKe 0 MPOBEAEHNU 3aMECTUTEABHON Tepa-
N1K 3PUTPOLMTAPHON B3BECHIO C MHAMBUAYAAbHBIM NOABOPOM
AOHOpPa. Yepes CyTKM COCTOSIHUE CTabUAM3MPOBAAOCH, YMEHb-
LWMAUCb SIBAEHUA aHeMWW, HOPMAaAM30BaAMCb MNOKa3aTeAu
KpPOoBK. MOCTTPaHCOY3MOHHbBIX OCAOXHEHUIM HE HabBAHOAAAOCD.
C naToreHeTMYeCcKon LeAbld MHULMMPOBAHa Tepanusa rAKKO-
KOPTUKOCTEPOMAAMMU (MPEAHU3OAOH) — 3 MI/KI/CyT.

Ha ¢oHe npoBoaMMoON Tepanuu coctosiHue pebeHka cTa-
61AM3MpoBanoch. Mo pesyasTatam AabopaTopHOrO KOHTPOAA —
NOAOXHUTEABHAA AMHaMuka (Hb — 129 r/A, aHaAu3bl MOUM
HOpMaAM30BaAuCh). PebeHOK OblA BbiMMCaH AOMOM uepes
11 AHen B YyAOBAETBOPWUTEABHOM COCTOSIHWMM. AAS MPeAOTBpa-
LWEHWSA peurAnBa ayTOMMMYHHOW TEMOAUTUUYECKOW aHemMuu
Ha3HauyeHa AAMTEAbHAsA Tepanus MPeAHU30AOHOM C MOCAEAYHO-
LM CHUXEHWEM W MOAHOWM OTMEHOM.

3akaoueHue. Ha ocHoBaHWM aHaMHE3a U KAMHUYECKOM
KapTUHbI MOXXHO NMPEAMOAOXKMUTb CAEAYHOLLYHO MPUYUHY Pa3BUTHA
3aboneBaHus. [ocae nepeoxnaxaeHUsa B opraHuamMe pebeHka
NPOMU3O0LIAO HapyLUEHWEe WUMMYHOAOTMYECKOW TOAEPaAHTHOCTH.
CHUXeHWe GaKTopoB MMMYHHOM 3aLLMTbl CAU3UCTON 0BOAOUKHM
MOYEBOro My3blps MPUBEAO K aKTUBaLMK NATOre€HHON MUKPO-
dAopbI, KOTOpas cTana MPUYUHOW Pa3BUTUS KAUHUYECKOW
KapTUHbI OCTPOro remMopparnMyeckoro umctuta. apannenbHo
C 3TUM NPOLLECCOM MPOUCXOAMAG PUKCALMA KOMMNAEMEHTa Ha
NOBEPXHOCTU 3PUTPOLIMTOB, KOTOPbIE arperMpoBaAn NocAe BO3-
AENCTBUA XONOAOBbLIX arrAtOTUHWHOB. B panbHeNLwem 310 npu-
BEAO K MOBPEXAEHWIO MeMOpaH 3pUTPOLMTOB, B pe3yAbTaTte
BO3HWK OCTPbIM BHYTPUCOCYAUCTbIN FrEMOAK3, KapTMHA KOTOPOro
NOABUAACb HECKOABKO MO3Xe B BUAE ayTOMMMYHHOM rEMOAUTH-
yeckor aHeMuW. B CBSI3W C pasHbIM BpeMeHeM MPOSIBAEHUS
KAMHWUYECKOM KapTUHbI AAHHbIX MPOLLECCOB YCTaHOBAEHMWE TOY-
HOro AMarHo3a 6bIAO 3aTPYAHEHO.



COYETAHHAA ®OPMA MYKOBUCLUAO3A, TAXKENOE TEMEHUE
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HayuHbii pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.
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AKTyanbHOCTb. MyKOBUCUMAO3 — 3TO TSXKEAask CUCTEM-
Hasi MaToAOrMs MPEUMYLLLECTBEHHO AETCKOrO BO3pacTa C paH-
HeW MaHubecTaumern KAMHUYECKOW KapTWHbI MOAMOPraHHOro
nopaxeHus, HacAepyemMas no ayTocOMHO-PELLECCUBHOMY TUNy.
MyKOBUCLMAO3, ABAASICb CaMblM YaCTbIM MOHOreHHbIM 3abone-
BaHWEM U xapaKTepu3yAacb NPOrPEANEHTHBIM TEYEHUEM, UMEET
BbICOKYH COLMaAbHYHO 3HauMMoCTb. 3aboreBaHWe pa3BUBaET-
cA B pesyAabTate MyTauuun B reHe CFTR — TpaHcMeMbpaHHo-
ro peryastopa MpPOBOAMMOCTM MYKOBMCLMAO3a. CAeACTBUEM
MyTaUWKU ABASETCS HapylleHne GyHKUMK AaHHOTO BeAka, Npea-
CTaBASIOLLEr0 COBOM XAOPHbIM KaHaA, AOKAAM30BaHHbIA Ha
anuKanbHbIX MOBEPXHOCTAX AMUTEAUANBHBIX KAETOK.

B pesyAbTate NatoAOrMyeckoro GpyHKUMOHMPOBaHUSA Benka
HapyLLlaeTcsi BOAHO-3AEKTPOAWUTHBIN COCTaB CEKpeTa, OH CTaHo-
BUTCS BOAEE TYCTbIM U BA3KWM. AaHHble UBMEHEHWA HabAAa-
OTCA TaM, TAe NMPEACTaBAEH XEAe3UCTbIV anuTeAnin. Hanbonee
pacnpoCTPaHEHHbIMU U 3HAYUMbIMKU ABAAIOTCA HEObpaTUMble
M3MEHEHUA CO CTOPOHbI AbIXAaTEABHOM W MULLEBAPUTEABHOM
CUCTEM: XPOHUYECKWUIA BPOHXOAEMOUHBIN BOCMAAUTEALHbIV MPO-
LUecC C MepuoAMYECKUMU MHOEKLUMOHHBIMU OCAOXKHEHUSIMU
M MNaHkKpeaTMyeckas HEeAOCTaTOYHOCTb COCTaBASKOT OCHOBY
KAMHUYECKOW KapTWHbI MYKOBUCUMAO3a. 3HAUMTEAbHbIA MOAU-
MOPdU3M MPOABAEHWUIA MYKOBUCLMAO3a OOYCAOBAEH pPa3HOO-
6pasnemM reHeTMyeckux BapuaHToB reHa CFTR, a TakXe 3Kc-
npeccuven reHoB-MOAUDUKATOPOB M BAMSIHUEM OKpYXKatoLLEen
cpeabl. MexaHu3M HapyweHua o¢yHkumm CFTR BapbupyeT
B 3aBMCUMOCTM OT KAACCa MyTaluMK, NPU 3TOM KaxAas U3 HUX
MOXET oTBeuyaTb 3a 6oAee YeM OAMH MeXaHM3M HapyLleHWA
paboTbl XAOPHOIo TpaHcnopTepa.

Mcxoan 3 HarAIAHOM KAMHUYECKOW KhaccudrKaLlmu, CocTaB-
AEHHOW Ha ocHoBe pabouel knaccroukaumm C.B. PaunHckoro,
pekomeHpaumin BO3 1 EBponeiickon accoupaumm MyKOBUCLIM-
AO3a, BbIAEASIOT ABE€ OCHOBHble GOPMbl KAQCCUUYECKOTO MYKO-
BMCLMAO3A: AETOUYHO-KMLLEYHYIO U AEFOYHY, KOTOPbIM AAeTcA
KAMHWYECKanA xapaKTepucTMka B 3aBUCMMOCTU OT dasbl aKTUB-
HOCTM MpoLiecca, CTENEHU AbIXaTeAbHOW HEAOCTAaTOYHOCTH, APY-
rMX MPOSIBAEHUM U OCAOXHEHUI. Takxke HEOTbEMAEMOM YaCTbtO
onucaHusi 3abOAEBaHMA Y KOHKPETHOTO YeAOBeKka SBAATCS
reHoTUN (ECAM MyTaLMA BbISBAEHA) U MUKPOOMOAOTMUECKHIA CTa-
Tyc. B HacTosiLLeM KAMHUYECKOM CAyYae Mbl MOXeM HabAaaTb
NpUMeEpP KAaCCUUYECKOTo TeYeHWUs MyKOBMCLMAO3a: nauneHT 10
AET C 0AHOM 0bHapyxeHHon myTaumen N1303K (Il knacc, Taxe-
Aas, yactota B Poccuiickon ®depepaumm — 1,5%) U TAXEAbIM
TEYEHUEM AETOYHO-KULLIEYHOW GOPMBbI.

KauHuueckui cayuait. MauneHt @., 10 AeT (22.07.2011 1.p.),
noctynua B Mopososckyto AFKB 14.12.2021 ¢ xanobamu Ha
nosiBAEHWE B MOKpPOTe npumMeck KpoBW. CocTosiHue pebeHka
CpeAHen CTeneHu TAXECTU.

M3 aHamHe3a W3BECTHO, uTo pebeHOoK HabAatopaeTcs
y CMeunaAncToB MO OCHOBHOMY 3ab0AEBaHUIO: MyKOBUCLMAO3
AETOYHO-KMLEeYHan popma, CPeAHETSKENOE TedeHWe (FeHOTUM:
N1303K He obHapyxeHa, TpebyeTca yTOUHeHWe BTOpoW MyTa-
umn CFTR), ¢ XpOHUYeCKMM BbiceBOM Ps. aeruginosa. Co croB
matepu, pebeHok 6oreeTr OPBU 2-3 pasa B roa, 060oCcTpeHus
no 6POHXUTUUECKOMY TUMY AO 3 pas B roA, UMEET PacCTPONCTBO
ayTUCTUUECKOro crnekTpa. [oCTOAHHO MOAyvaeT Tepanuio Mo
OCHOBHOMY 3ab0AEBaHWIO: AOPHa3a anboda, NaHKpeaTuH, ypco-
AE30KCUMXOAEBAA KUCAOTA, BUTAMMUHBI.

05.12.2021, kak coobluaeT maTb nauueHTta, y pebeHka
NOSIBUAUCb CAM3WCTOE OTAEASIEMOE M3 Hoca M debpuabHan

AmMxopaaka Ao 39 °C. 07.12.2021 6bina HauaTa aHTUOaKTepH-
anbHasa Tepanusa asuTpoMmuumHom. 11.12.2021 camouyBcTBME
YAYULLIMAOCH. 13.12.2021 6bIA NOBTOPHbIN 3MU30A NOBbILLEHUS
TeMnepaTtypbl Teaa, a Takke YCUAUACS KalleAb, N0 PEeKOMEH-
AauMK  cneumanncta kabuHeTa MyKOBWMCLMAO3a HadaT npu-
eM umnpoonrokcaunHa no 500 mr 2 pasa B cyTku. Beuepom
14.12.2021 — eAUHWYHbBIA 3MNM30A KaLAA C OTXOXAEHUEM
anOM MOKPOTbI MOCAE aKTUBHOIO MoBeAeHUs pebeHka, camo-
CTOATEABHO MPUHAT 3TaM3WAaT WM Bbl3BaHa 6purapa CKopon
MEAWULLMHCKOM MOMOLLM.

14.12.2021 rocnutaannaupoBaH B Mopo3oBckyo AlKB.
15.12.2021 HanpaBAEeH B MepUMaTPUYECKOE OTAEAEHWE coue-
TaHHOM NaTOAOTUM.

Mpu ocmotpe oT 14.12.2021: coCcTosiHUE CPEAHEN TsAXe-
CTW, KOHTAKTY HEAOCTYMNEH, KOXHble MOKPOBbl BAeAHble, HOp-
MaAbHOW BA@XHOCTM, Typrop CHwxeH. COCTosiHMe opraHos
AbIXaHUA: BE3UKyAApHOe AbixaHue, YAN — 23/muH, SpO, —
95%. CepaeuHo-cocyauctass cuctema 6e3 npusHakoB narto-
aorun, UCC — 98 ya./mMuH. CoctosiHue opraHoB XXKT: pasmep
XMBOTa YBEAMUYEH, MATKWUI, UMeeTca B3AyTHE, BONE3HEHHOCTH
HeT. BeHO3Hble KOAAaTEPaAM pacCLUMPEHbl, MeYeHb BbICTynaeT
U3-NoA Kpaa pebepHon AyrM Ha 3 CM, HWXHUIM Kpail nede-
HU TAQAKMMA, 3AACTUYHOM KOHCUCTEHUMM, 6€300Ae3HEHHbIN.
CeneseHKa Npu naAbnaumu BbICTYNaeT U3-MoA Kpas pebepHoi
AYrv Ha 4 CM, KOHCUCTEHLIMS CEAE3EHKN MaAKas, dAacTMYHas,
6e360Ae3HEHHAS.

Mpn obcaepoBaHWMU BbIBAEHbI CAEAyHOLWME WM3MEHEHWS:
B obuem aHaamMze kposu (OAK) ot 15.12.2021 — aHemusa
| cTenenun, TpomboUMTONEHNS; B BUOXMMHUUYECKOM aHaAM3e Kpo-
Bu (BXAK) ot 15.12.2021 — ypoBeHb acnapraTaMUHOTPaHC-
¢depasbl (ACT), rAHOKO3bl Bbille CPEAHEBO3PaCTHOrO 3Haue-
HWSA, YBEAWYEHO MPOTPOMOMHOBOE BPEMS M MeXAYHapoAHoe
HOpMaAu3oBaHHoe oTHoweHue (MHO); uccaepoBaHMe rasoB
KpoBu oT 15.12.2021 — aump03, CHWXEHbl NapuuanbHoe AaB-
AeHne CO, M KOHLEHTpauua obLiero reMornobuHa B KPOBH,
AeduunT bukapboHatoB. OT 17.12.2021 — nosbilieHne COJ;
rMNoaAbbyMUHEMUS, AUCMIPOTEMHEMMSA; NOKA3ATEAW FaMMa-TALD-
TamuatpaHcoepasbl (ITT), GUAMpyOMHA NPAMOro MOHOMAKOKY-
POHMAA W AWIAIOKYPOHMAQ@ MPEBbIWAOT CPEeAHEBO3PACTHbIE.
KAMHUYeckuit aHanms3 kana ot 18.12.2021 — eAnHUYHbIE COAU
XUPHbIX KUCAOT (KK), XKK, pacTutenbHas HenepeBapeHHas KAET-
yaTka, eAMHUYHbIE MbllLEYHblE BOAOKHa 6€3 MCUepUYEHHOCTH.

PesynbTathl aHaAM30B B AMHamuke: 21.12.2021 — Bbico-
Kue nokasatean AYTB, nporpom6buHOBOro BpemeHn, MHO;
24.12.2021 — nokazatenn OAK B Hopme; B BXAK — ypoBHU
ACT, ITT, 6UArpyOUHa NPAMOro MOHOTAIOKYPOHUAA U AUTAIOKY-
POHMAQ, LLEAOYHOW dochaTasbl NOBbLILEHbI.

Mo AaHHbIM peHTreHorpadun opraHoB GPHOLLIHOM NOAOCTH
or 15.12.2021: pe3koe CHWXEeHWEe MNHeBMaTM3auuu MNeTenb
KULLIEYHMKA, NPU3HAKKU renatocnAeHOMEraAmMu, AN UCKAKOYe-
HWA/NOATBEPXKAEHUA HAaAUUMS CBOOOAHOM XMAKOCTW B BprOLL-
HOM NOAOCTU nauneHT ®. HanpaBAaeH Ha Y3W opraHoB 6ptoLu-
HoM nonocTu. Mo pesyastatam Y3U ot 15.12.2021: umetotca
npu3Hakn AUGOY3HbIX UBMEHEHUIH MEYEHU U AMHAMWUYECKUE
M3MEHEHUA KULLEYHUKA. Ha peHTreHorpamMmmMax opraHoB rpyA-
HOW KneTku oT 15.12.2021 kapTuHa 6e3 CyLLeCTBEHHOW AMHA-
MUKW B CpaBHEHUU ¢ uccaepoBaHreM ot 05.10.2021: onpeae-
ASIOTCA ABYCTOPOHHME rpybble MHTEPCTULMAAbHBIE U3MEHEHWS
B 060MX AETKUX C HAAMUMEM Ha 3TOM GOHE PacnpPOCTPAHEHHbIX
WHOUABTPATUBHbBIX WMHTEPCTULUMAABHBIX M3MEHEHUW, MEAKMX
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KpaTtkue coobwieHus

6POHX03KTA30B B Pa3AMUHbIX CErMeHTax 060MX AErKMX, MHOrO-
YUCAEHHbIE MeAKME cybcermMeHTapHble aTeneKTasbl B CPEAHMX
1 BEPXHWX OTAEAax AerkUX. KT opraHoB rpyAHOM MOAOCTHM C BHY-
TPUBEHHbIM OOAOCHBIM KOHTpacTMpoBaHuem ot 20.12.2021:
KT-kapTWHa BblpaxeHHoON AedopMaumm BPOHXMAABHOTO Aepe-
Ba, MHOXECTBEHHbIE MPUOPOHXOBACKYASIPHbIE MOAUMOPHbIE
ouyaru, HepaBHOMEpPHasi NHEBMATU3aLMS AETrOYHOM MNapeHXU-
Mbl, AMMbapeHonaTus.

Ha ocHOBaHWMM MOAYYEHHbIX Aa@HHbIX AabBOPATOPHbIX
N MHCTPYMEHTaAbHbIX METOAOB WMCCAEAOBAHWMA MOATBEPXAEH
YCTAHOBAEHHbIN paHee MyKOBWMCLMAO3, AEroYHO-KWLIeYHas
dopma, TaKeNoe TeueHHe. XPOHUUYECKUI 0OCTPYKTUBHbIM OPOH-
XUT, 060CTPEHME MO MHEBMOHMYECKOMY TWMy. AbIXxaTeAbHas
HEAOCTaTOYHOCTb 2-7 CTeneHW. XpOHWYecKas MNaHKpeaTuye-
CKasi HeAOCTATOYHOCTb TSXEeAOW cTeneHu. Linppos neyenn (F4
no wkane METAVIR), ymepeHHbIW cTeatos (S2). Ha doHe npo-
BEAEHHOW Tepanuu y naumeHTa ¢ TUMMUYHON KapTUHON AMArHo-

33 MYKOBMCLIMAO3A AErOUYHO-KWLLEUHOW GOpMbl HabAtOAAAACH
NOAOXUTEAbHAA AUHAMMKA.

3akAaloueHue. MHoOrmMe roabl €AMHCTBEHHbIM BO3MOX-
HbIM AEUYEHWEM MYyKOBMCLIMAO3a ABASIAGCH CUMMNTOMAaTUYe-
ckaa Tepanus, HanpaBAeHHas TAaBHbIM 06pa3oM Ha 3aluuTy
AbIXaTEAbHOM CUCTEMbI OT MHOEKUMIA U OBAErYeHue CUHAPO-
Ma MaAbabcopbumu. B nocaepHUe oAbl C NPUMEHEeHWEM
MHOTOKOMMOHEHTHOW Tepanuu, PasBUTUEM TPAHCMAAHTOAO-
MW W PasAMYHBIX AMArHOCTMUYECKMX METOAOB YAAAOCh Cylle-
CTBEHHO YBEAMUWTb MPOAOAKMUTEABHOCTb XM3HWU BOAbHBIX. Ha
CErOAHSALLHWIA MOMEHT CyLLIECTBYET MaToreHeTMUeCcKuii Bapu-
aHT AEUYEHUs, 3aKAUAIOLLMIACA B OYHKLMOHAABHOM KOpPPEK-
UMM reHa u crabuamsaunm 6eaka. OAHAKO AAHHbIA METOA
UMeeT cepbesHble NoBoUHble 3GOEKTbI OT MOXUIHEHHOrO
npuema npenapartos W MNPU 3TOM OrpaHUUeH TOAbKO HEKOTO-
PbIMW MyTaUMAMM, T.€. HE MOXET OXBaTWUTb BCEX MNaLMEHTOB
C MyKOBUCLIMAO3OM.

KAMHUYECKUIM CAYYAU TPUXOBE30APA XXENYAKA

Y AEBOYKU 4 AET

ManaxoBa T.U.
HayuHbli pyKOBOAUTEAb: K.M.H., AOLEeHT PycuHoBa A.C.
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rBY3 AMM 133 A3M

AKTyanbHOCTb. Be30apbl — OTHOCUTEABHO peAkas naTto-
AOTUSI B MEAMATPUK, OCTaoLIAACA 4acTo HEeCBOEBPEMEHHO
AVNArHOCTMPYEMOM, YTO MOXET MPUBECTU K ONACHbIM U XU3HeY-
rPOXatoLLUM OCAOXKHEHUSAM.

Tpuxobe3oapbl 3aHUMaAKOT BTOPOE MECTO MO pacnpocTpa-
HEHHOCTU cpear Bcex BUAOB 6e30apoB. Yalle pAaHHOMY 3a60-
AEBaHUIO NOABEPXEHbI AEBOUYKM, MMEIOLLME MaTOAOTMUYECKYHO
HaKAOHHOCTb X€eBaTb M IOTaTb CBOM BOAOCHI BCAEACTBUE CUAb-
HbIX 3MOLIMOHAAbHbIX NEepPexXMBaHWi, 3aAEPXKM NMCUXMUYECKOTO
Pas3BUTUA WMAW TMCUXMUYECKOrO PacCTPOMCTBA, Ha3blBAEMOrO
TPUXOTUAAOMAHKEN. Ha AaHHBIN MOMEHT He pa3paboTtaHbl KAK-
HUYECKME PEKOMEHAALIMM MO AWCMAHCEPHOMY HAOAIOAEHMIO
nauMeHToB NocAe onepaTBHOrO BMeLIaTeAbCTBA.

KanHuueckui cayuam. AeBouka H., 4 ropa 11 mec, bbina
rocnutaannanposaHa B ATKb um. ®uaatosa B 2021 1. ¢ AMarHo-
30M «MHOPOAHOE TEAO B XEAYAKe — Tpuxobesoap».

N3 aHamHe3a 13BEeCTHO, UTO pebeHOK ecT CBOU BOAOCHI Ha
NPOTAXEHUN OAHOTO ropa. M3 cumnTomMoB 6ECMOKOUAM NEPUO-
AMuyeckue 60AM B XMBOTE, UBMEHEHUSA CTyAa U B deBpane Obia
3MM30A PBOThI ¢ YacTMuamu Boaoc. C 28.01.2021 Habaopa-
eTcsl y AETCKOro HeBPOAOra Mo MOBOAY NOBbILLEHHOW TPEBOX-
HOCTU U noepaHnst coBCTBEHHbIX BOAOC. oCTaBAEH AMArHo3:
«HeBpoTUUeckre paccTpoincTea, 06cecCUBHO-KOMMYAbLCUBHbINA
CUHAPOM». B aBrycte Ha nprveme y HEBPOAOra BbiIBAEHbI Hapy-
LIEeHUst peun. ABaxKAbl Ha3HaYaACsa Kypc Tepanuv HUKOTUHOMA
raMma-aMUMHOMAaCASIHOM KMCAOTOM — 6€3 0c0B0M NMOAOXKUTEAb-

HOWM AMHaMUKKU. AeBoYKa Obina HanpaBAEHa Ha KOHCYAbTALMIO
ncuxuaTpa, Ho MaTb OTKa3anachb.

3a AeHb A0 TrOCNMUTaAM3aLMKM AEBOYKA XKanoBaAacCb Ha
60AM B XMBOTE NPUCTYNoobpa3HOro xapakrepa, 6ECNoOKOMCTBO,
OTKa3blBaAaCb OT €Abl. B MOAMKAMHWMKE MO MECTY XWTEALCTBA
no AaHHbIM Y3M opraHoB OGPHOLLIHOM MOAOCTM ObIA MOCTaBAEH
AMarHo3s «6esoap xenyakar.

Mpu obcAepOBaHMU MULLEBAPUTEABHOTO TPaKTa BbIABAEHO
60AE3HEHHOE OLLYyLLIEHWEe B 3MUracTpum M THUAOCTHBIV 3anax
130 pra. Ha Y3W umetotca npu3HakuM MAOTHOTO MHOPOAHOTO
Tena B npoceeTe xeAayaka. Mpu SOTAC BbISBAEHO MHOPOAHOE
Teno BOAbLUMX Pa3MEPOB, 3aMOAHSIIOLLEE BECH XEAYAOK, NMPeA-
CTaBAEHHOE KOHIAOMEpPATOM CBaABLUMXCA BOAOC M MULLEBbIX
mMacc. Takum 06pa3om, pe3yAsTaTbl MHCTPYMEHTAAbHbIX UCCAE-
AOBaHWI MOATBEPXAAIOT AMArHo3 «Tpuxobesoap XeAyAkar.
BbIn0 MpoBeAEHO onepaTvBHOE yaaneHWe Tpuxobesoapa pas-
mMepamu 15 x 20 x 4 cMm, COCTOSIBLUETO U3 CBAAABLLMXCA BOAOC,
yacTuL, NMULLKM U CAM3K. MocAeonepaLMOoHHbIA NePHUOA NMPOTEKAA
6e3 ocobeHHocTel. Cnycta 3 Mec AeBouyka Obina OTNpaBAEHa
Ha KOHCYAbTaUMo B HayuHO-NMPaKTUUYECKUI LLEHTP MCUXMYECKO-
ro 3A0POBbS AETEN M NMOAPOCTKOB.

3akaoueHue. BaxHo pa3paboTtaTb KAMHUUECKME PEKOMEH-
AaUMK MO BEAEHWIO NaUMEHTOB ¢ Tpruxobesoapom. Heobxoanm
MYABTUAMCLMITAMHAPHBIA MOAXOA K AMArHocTuke u peabuauTta-
UMK peTeit ¢ NoAoBHOM NaToAorHei ¢ 06a3aTeAbHbIM ydacTUeM
Bpayva-ncuxuarpa.

KAUHUYECKUI CAYYAN CTUHAANBHOIO UHCYABTA

MamepoBa T.M. kbi3bl, Muxannoeckas A.C.
HayuHbI pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponeaeBTUKK AeTCKMX BoaesHer NP GTAQY BO PHUMY um. H.WU. MNMuporosa MuH3apaBa Poccuu
IBY3 Mopo3oBckasa AETCKaa ropoacKan KAMHWYeckas 6oabHuLa A3SM

AktyanbHOCTb. OCOOEHHOCTBIO TpaBM CMMHHOIMO Mo3ra
y netein aBasietcs cuHApPoMm SCIWORA — noBpexAeHWe CnuH-
HOro mo3ra 6e3 PeHTreHOAOrMYEeCKU BUAMMbBIX MATOAOTMYECKUX
M3MEHEHWI NMO3BOHOYHMKA. HeBponornyeckass cumMnTomMaTvka
3aBWCUT OT YPOBHSI MOPAXEHUS CMMHHOMO MO3ra, Npu 3TOM

oTmMevaeTcs npeobrapaHWe ABWUIraTEAbHbIX HapyLIEeHWH Haa
YyBCTBUTEABHbIMM.

KAuHuueckun cayyai. [aumeHt A, 8 AeT, NOCTynuA
B Mopo3zoBckyto AFKB 23.11.2021 ¢ xanobamu Ha cnabocTb
B HOrax, HapyLleHWsi ModyeuncnyckaHus. Co CAOB MaMbl, 3a AEHb A0



rocnuTaAn3aumnm ynaa npy NonbITKE BCTaTb HA PYKM C MOCAEAYIOLLEN
60AbLO B CMMHE, OTMEYAAOCh NOCTENEHHOE CHUXEHUE CUAbI B Npa-
BOV Hore. Ha caeaytoLee yTpo OTMETUMAM CAaboCTb B AEBOW Hore,
HapacTaHue cnaboctu B npasoi Hore. Ha MPT ot 24.11.2021:
MWEMUA U NPOTSHKEHHBIM OTEK CMIMHHOIO MO3ra OT ypoBHS Th6
AO KOHyca, dopmupyroLLancs MueroManaums. MoctaBaeH Ava-
rHo3: «OcTpoe HapyleHWe CrMHHOMO3rOBOro KpoBOObOpaLleHUs
no uwemuyeckomy tuny». B kposm 1gG k SARS-CoV-2 — 102 EA/
MA. B KAMHMUeckoMm aHaan3e moun ot 02.12.2021 ApoXKeBble
KAETKKM, BaKTepuypusi, MUKPOreMaTypusi, AEMKOUMTYPHS, KAETKM
NePEXOAHOIO 3MUTEAWS, HUTPUTBI. MpK NoceBE MOUYM 0BHAPYXEHBI
Citrobacter koseri 1 MAH B 1 MA. Ha ¢pOHe HeEMpOreHHOM AMCOYHK-
UMM MOYEBOrO Ny3blpsi Pa3BUAACh MHOEKLMA MOYEBLIBOAALLMX
nyter. B koaryrorpamMme HabBAOAGAOCH CHUXEHWE aKTUBHOCTM
aHTUTPOMOMHa lll. B cBA3K ¢ Uliemuen bbina NpoBeaeHa renapu-
HoTepanusi, Ha poHe KOTOPOI HabAtOAAAACH MOAOXKMTEAbHAS AMHA-
MUKa B BWAE YMEHbLUEHUS BbIPaXEHHOCTU HEBPOAOTMYECKOIO
AedvupTa: yBEAMUMAGCH MblLLIEYHAS CUAA B HUXKHUX KOHEYHOCTSIX,
perpeccupoBani Ta3oBble PacCTPOMCTBA.

16.02.2022 naumeHT ObiA MOBTOPHO TOCMWUTAAM3UPOBAH
B Mopo3soBckyto ATKB ¢ xanobamMu Ha COXpaHSIIOLLYOCS CAa-
60cTb B Horax. Mpu OOGbLEKTUBHOM OCMOTPE: Nape3 HMXHUX
KOHeuHocTen Ao 3,5-4 6ann0B ¢ 00eux CTOPOH, MbILLIEYHbIN
rMNEPTOHYC, BbICOKME KOAEHHble pedaeKkchbl. lNoxopka napa-
napetmyeckasa C NOAAEPXKKOM, NCXOAHAs BapycHasi yCTaHOBKa
CTON, KAOHYCbI cTOM, B N03e Pom6epra nowuatsiBaetcs. Mpu npo-
BeaeHMU MPT ¢ KoHTpacTupoBaHueM 22.02.2022 — npu3Haku
HeBblpaxeHHoM muenonatm ThO-Th10 cermeHTOB CMMHHOIO
Moa3ra. MauneHT NPOAOAXKAA NOAyYaTb aHTUKOAryASIHTHYO Tepa-
NU0 AAATENAPUHOM HaTpUA. BbIAO NPUHATO pelleHre 0 cme-
HEe aHTMKOAryAsiHTHOM Tepanuu Ha Ae3arperaHTHyto Tepanuio
aLETUACAAMLIMAOBON KUCAOTOM B TeUEHUE ABYX AET OT MOMEHTa
WHCYAbTa.

3akatoueHue. B pAaHHOM KAMHUYECKOM CAyyYae BeAyLMM
$aKTOpOM MLIEMUKU CMIMHHOTO MO3ra ABAAETCA TpaBMa, OAHAKO
CTOWUT TaKXe OTMETUTb BaXHOCTb COCYAMCTOro Gpakropa W BO3-
MOXHYIO B3aMMOCBA3b IMNEPKOAryAsiuMM C MNepeHeCceHHbIM
COVID-19.

TPYAHOCTb AUATHOCTUKH UMMYHOAEDULIUTHBIX COCTOSHUN

MawkuHa A.C., boiueHko f1.B.
HayuHbii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponeaeBTMKM AETCKUX BonesHen NP GrAQY BO PHUMY um. H.U. MuporoBa MuHaapasa Poccun
BY3 Mopo3oBckasa AETCKan ropoAcKkas KAMHUUYeckas 6oAbHULA ASM

AKTyanbHOCTb. [lepBUUHbIE MMMyHOAEdUUMTBI (MTNA) —
aKTyanbHaa npobaemMa COBpPeMEeHHOW MeAUUMHbI. MNA — ato
reTeporeHHas rpynna BPOXAEHHbIX AEDEKTOB CUCTEMbI UMMY-
HUTETA C Pa3AMUYHBIMKU PELUAUBUPYIOLLMMU UHOEKLMOHHbI-
MU U ayTOMMMYHHbIMW 3ab0OAEBaHUSAMU, @ Takxe 3AoKaye-
CTBEHHbIMW HOBOOOpa3oBaHUAMKU. AETU C AQHHON NPOBAEMON
HY>XXAQIOTCA B MPaBWAbHOM U CBOEBPEMEHHOIN MpeHaTaAbHOM
AMArHoCTMKe, TaK KaK CyLLEeCTBYEeT BbICOKMI PUCK CMEPTH
B paHHeM Bo3pacte. MeToabl AabopaTopHOM AMArHOCTUKM
UMMYHOAEPULMTHBIX COCTOSTHUI Y AETEN SIBASIFOTCA CAOXHbBIMMU,
AOPOrOCTOSALLMMMU, TPRYAOEMKUMHU W TPEBYIOWMMU NMOATOTOBAEH-
HOro nepcoHana Aabopatopui.

KAuHuueckui cayuai. MaupeHT A., rocnmMtaAM3vpoBaH Ha
NepBOM rOAY XWM3HM B peaHWMaLMOHHOe OTAEAEHWE B CBS3U
C XanobaMu Ha OABbILKY, MOCAe CTabuAM3aLMKM COCTOSHUS
nepeBeAeH B MHPEKUMOHHOE OTAeAeHMe. AMarHo3 npu nocTy-
NA€HWU: «[lepBUYHBIN KOMOUHWPOBAHHbI UMMYHOAEDULUT.

M3 aHamHe3a M3BECTHO: AAMHa Tena — 74 cMm, Macca —
8,3 Kr, He AMxopaauT. Macca npu poxaeHun — 2900 r. PebeHok
ot 3-i1 6epeMeHHOCTH, NpoTeKaBLUel Ha GOHe Yyrpo3bl Npepbl-
BaHUS, NPEXAEBPEMEHHbBIX POAOB C YAaCTUUYHOIN OTCAOMKOM NAa-
ueHTbl co |l Tpumectpa. OueHka no wkane APGAR — 8/9 6annoB.
C 2 mec oTkasbiBaAcs OT rpyam Mmatepu. C 3 mec nepeBepeH Ha
MCKYCCTBEHHOE BCKapMAMBAHWE, C 3TOro BO3pacta pPUHOpen
C pa3BUTUEM AepMaTUTa B 0OAACTU HOCOTYBHOTO TPEYroAbHUKa.
B 5 MeC ObIA 3KCTPEHHO TOCMWUTAAM3MPOBAH B MYyAbMOHOAO-
rMUYeckoe OTAEAeHWE C AuarHo3om: «Octpasi BHEGOAbHUYHAA
ABYXCTOPOHHSISI NOAMCErMEHTapHas NHEBMOHWSA. AbIxaTeAbHas
HepocTaTouHoCTb O cTeneHW. AHEMUSI CPEAHEN CTEMEHU TaXe-
cTu». B aHBape 2021 r. rocnutaAM3npoBaH C NOATBEPXAEHHOMN
HOBOI KOPOHaBWPYCHOM WHMEKUMEN CpeAHEeNR CTeneHu Tsaxe-
CTU. AHEMUsi CpepHel CTeneHW TAXECTH, KOMMEHCUPOBaH-
Han, HeyTouyHeHHas. [MNepTEH3UOHHO-TMAPOLEdANbHBIN CHUH-
APOM. 3apepXka BHYTPUYTPOOHOrO pasBUTUA. TUMOMEraAus.
Knebcurennes. Mo paHHbIM HelpocoHorpaduu ot 17.03.2021:
AMOOY3HbIE UBMEHEHWS B NapeHxnme moara. Mo Y3W opraHos
6ptowHoin nonoct or 17.03.2021: AUdPY3HbIE M3MEHEHUSA
napeHXnMbl NeyeHu; renatocnaeHoMeraaus. B mae nosiBuAucb
AMCTAHUMOHHbIE XPUMbl, CUMMNTOMbI KynUMpPOBaAW, HO MO3Xe

COCTOSIHUE YXYALUMAOCH — MOABUAOCH BblpaxeHHoe H6ecnokomn-
CTBO C BbirnbaHWem Tena pebeHka, 6bIN0 OTMEUYEHO BblbyXxaHue
POAHMYKA.

Mpu ocmotpe B Mopososckoit ATKB B Bo3pacte 1 ropa
OoTMeYanacb MPaMOPHOCTb KOXHbIX MOKPOBOB, AUMMbaAEHO-
naTMs OCHOBHbIX TPyMn AMM®ATUUECKMX Y3N0B. CHUXEHHasn
MbllLEYHass cMAa AeBOM pyku. OTMEYaAUCb YNAOLLLEHHas rpyA-
Han KAETKa, XECTKOe AbixaHue. XXMBOT BbIA yBEAUYEH B pasMe-
pe, oTMeyaAuchb cAaboCTb MbiLLL NEpPeAHen HBPIOLLIHOM CTEHKM
1 BblByxaHWe npaBov NOAOBUHBI. [enaTtocnAeHOMeraam1si, NoAo-
XUTEAbHbIE My3bIPHbIE CUMMTOMbI.

Mo pe3yAbTaTaM MHCTPYMEHTAAbHbIX WMCCAEAOBAHWIM Npu
CNMUpPaAbHOM KOMMbIOTEPHOWM TOMOrpadun Aerkux OblAvM BbIsiB-
AEHbI YYaCTK1 MHOUABTPALMK B BEPXHEN AOAE MPABOr0 AErkoro
B CTapuM paspelueHus. Mo pesyabTaTaM MarHWTHO-pe3oHaHC-
HOM TOMOrpadum roAOBHOTO MO3ra C KOHTPaCTUPOBaHUEM BHA-
HEAUCb 30Hbl KUCTO3HO-TAMO3HOW TpaHCGOPMaLMKM KOPKOBbIX
M CYOKOPTUKAAbHbIX OTAEAOB TEMEHHOM M 3aTbIAOYHbIX AOAEN
cneBa. AcUMMETPUA BOAbLLMX MOAYLIAPUIA, CHUXEHWE CUTHANOB
CarnTTaAbHOrO CMHyca B NepPeAHUX OTAeAaX. [0 AaHHbIM 6POHXO-
CKOMWUK BbIA BbIABAEH AUDDY3HbIN ABYCTOPOHHUI TPaxeobpoH-
XUT 1-i CTENEHU MHTEHCWMBHOCTK BOCMNaneHus. Mo pesyabtatam
PEHTFEHOCKONMUM U PEHTTEHOrpadun Xeayaka U ABEHaALATH-
NEePCTHOM KUMKW C KOHTPACTUPOBAHWEM BbIABMAM racTpo330-
dareanbHbl pedAOKe 2-i cTeneHn. HepoCTaTOYHOCTb KapAUM.
AyoaeHuT. Mo AaHHBIM AAaBOPaTOPHOTO MCCAEAOBAHMA HabAOAR-
AUCb TPOMOOUWTO3, rMnodnbprHoreHemMusi. bbina obHapyxeHa
AHK untomeranosumpyca. Mo pesyabtatam npoBeAeHHoro obcne-
AOBaHWA ObIAM BbICTABAEHbI AMArHO3bl: «[THEBMOKOKKOBBIN
MEHWHIUT. [eHepaAn3oBaHHas LWMTOMEranOBUpPYCHas WHOEK-
ums: 3HUedaAWT, MHEBMOHMT. CHHyc-TpomM603. CUTyaUMOHHO
06YCAOBAEHHbIE CYAOPOTM Ha GOHE TEUEHUS| HEMPOUHDEKLMMU.
[paBOCTOPOHHWI reMunapes».

MpoBoarAachk HeobxoaMMan KOMOWHWMpPOBaHHAs Tepanus
TakMMK npenapaTtamu, Kak NpoTUBOBUPYCHbIE (BaAraHUMKAO-
BWP), AHTMKOAryAsHTbl (AQATENapuH HaTpus), aHTUOMOTMKM
(a3UTPOMULIMH).

B comaTtnyeckom neAMaTpUyecKoM OTAEAEHWU MPOBEAU
MMMYHOAOTMYECKOE UCCAEAOBAHWE, ONPEeAEAVB BblpaXeHHoe
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WCKUIA NeanaTpUUeCcKUi XXypHan.
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Short Reports

KpaTtkue coobwieHus

cHuxeHne TREC — 38 (Hopwma 450), CHWXeHWE T-KAETOUYHOro
3BeHa UMMYHWUTETA B BMAE HapyleHWUs cooTHoweHust CD4*/
CD8*, nHaekc 0,2 U BblpaXeHHOE CHUXEHME PaHHWUX TUMW-
yeckux amurpaHtoB RTE CD4* u CD8*. Mo pesyabtatam
MCCAEAO0BaHMA y pebeHKa BbIABUAW HAaAUYME NEPBUYHOTO KOM-
6MHUMPOBAHHOIO MMMyHOoAEDULMTA. 10 XM3HEHHBIM NOKa3aHW-
AM C UMMYHO3aMECTUTEABHON LEAbO BHYTPUBEHHO BBOAMAM
UMMYHOTAOBYAWH.

AnarHo3 noctaBAeH Ha OCHOBaHWKW OCMOTPa U MMMYHOAO-
r'MYECKOrO UCCAEAOBaHMUS.

Mo pe3yAbTaTamM AeYeHMA AOCTUIHYTa NMOAOXKMUTEAbHAS AMHA-
MWKa B BWMAE KyNWPOBAHWA WMHTOKCUMKALMOHHOIO CUHAPOMA,
YAYYLLEHUST 06LLEMO3rOBOM U MEHUHIeaAbHOWM CUMMTOMATHKMK,

CHUXEHWUS BUPYCHOW Harpysku. MaumeHT BbiNMcaH B YAOBAET-
BOPWUTEABHOM COCTOSIHMW. HanpaBAeH AAS MOBTOPHOM rocnuta-
AM3ALUMK AN LLUKAMYECKOTO AEYEHUS.

3aknoueHue. AaHHbIM KAMHWYECKWUW CAyYal MOATBEPX-
AAET BaXHOCTb B MPaKTWKe Bpaya-neanatpa CBOEBPEMEHHOM
AMArHOCTUKM UMMYHOAEODULMTHBIX COCTOSIHUIA U BHEAPEHWSA
B CMCTEMY HEOHATAAbHOIO CKPWHWHIA TECT-CUCTEMbI AAS KOAM-
YeCTBEHHOrO OMPEAEAEHUSI B CYXWMX MATHAX KPOBW WM B LEAb-
HOM MapkepoB HauBHbIX T- (TREC) n B- (KREC) AMmdoumToB.
PaHHsA nocTaHOBKa NPaBUAbLHOIO AMArHo3a MO3BOAMT MOBbI-
CUTb 9QDEKTUBHOCTb TPAHCMAGHTALUMKM TEMOMNO3TUYECKUX CTBO-
AOBBIX KAETOK, TEM CaMbIM YMEHbLUMB CMEPTHOCTb U UHBAAM-
AM3ALMIO NaLUUEHTOB.

OKKAIO3UA LEHTPAAbHOW APTEPUU CETYATKU HA ®OHE

TPOMBO®UAUU Y AETEU

MenbHuk E.E., 3a6n0Ba WU.10.
HayuHbIi pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponepeBTUKK AeTCKMX BoaesHer NP GTAQY BO PHUMY um. H.WU. MNMuporosa MuH3apaBa Poccuu

AKTyaAbHOCTb. TpombooduaMs npepcTaBasieT cobol
HaCAEACTBEHHYIO MAM MPUOBPETEHHYIO NPEAPACTOAOXKEHHOCTb
K NnaToAOrMyeckomy o6pa3oBaHWio TPOMOOB B KPOBEHOCHbIX
cocypax. Yawe Bcero nopobHble Tpom60O3bl BCTpedaroTcst
y AHOAEW CTapluero Bo3pacTa, OAHAKO HeAb3sa 3abbiBaTb O TOM,
YTO NPOSIBAEHWA TPOMOOPUANKM HABAKOAGIOTCS U Y AETEN, AaXe
B NEPUOAE HOBOPOXAEHHOCTU. MpuunHOM TPOMBO30B y AeTer
ABAAETCS COBOKYMHOCTb Kak BPOXAEHHbIX, Tak 1 NpuobpeTer-
HbIX GaKToPOB.

OAHO M3 PEAKMX OCAOXHEHWI TPOMOODUAMM — OKKAKO-
31sl UeHTpaAbHOM apTtepumn cetyatkn (OLAC). OLIAC aBasetca
TAXENOM GOPMOM rAa3HOM NaTOAOTUM, TaK Kak UMEET CTpPeMU-
TeAbHOE HauyaA0 W XapaKTePU3YETCA CTOMKOM MoTepen 3peHums,
NPeUMyLLECTBEHHO OAHOrO rAasa. CpeaHWM BO3pacT nauw-
eHToB ¢ OLIAC coctaBasieT 55-60 AeT, a B AETCKOM NpaKkTuke
3aboneBaHWE MpaKTUYEeCKM He BCTpeyaetca. M3-3a pepkoro
NPOSIBAEHUSI AQHHOTO 3a60AeBaHWUA OTCYTCTBYIOT AOCTOBEPHbIE
AaHHble 0 yacToTe BcTpevaemocTi OLIAC y peTel.

KanHuueckum cayuam. MauneHtka E., 11 AeT. AHamHes
XU3HU: pebeHoK OT 3-1 6epeMeHHOCTH, OT 2-X CPOUHbIX ore-
PaTUBHbLIX POAOB (MOMEPEYHOE MOAOXKEHWE BHYTPUYTPOOHO-
ro pebeHka, 0b6BWTME NynoBMWHbI). Macca Tena Mpu pPoXAe-
HUM — 3350 1, panHa Tena — 51 cm, APGAR — 9/10 6annoB.
BakumHMpoBaHa Mo kaneHAapto. lNepeHeceHHble 3aboneBa-
HWA: A3BEHHasA BOAE3Hb XEeAyAKa Y ABEHAALATUNEPCTHOM KMLL-
Ku (pemuccusn), B Havane 2020 r. 3aKpbiTas YepenHo-Mo3roBas
TpaBMa. HacAeACTBEHHOCTb: MaTb — BapWKO3HasA OOAE3Hb,
6abylika 1 npababylika NO MaTEPUHCKON AUHUW — CMEepPTb
BCAEACTBME NEPEHECEHHOTO MHPAPKTa MUOKapAa.

AHaMmHe3 3aboneBaHus: 06.07.2021 Ha GpoHe NOAHOro 3A0-
POBbSY AEBOUKM MOSIBUACA KOXHbIM 3yA B OBAACTM NPaBOro Beka,
3aTeM — pe3Koe CHUXeHWe 3peHUst NpaBoro rnasa. HakaHyHe
HbIpsiAa B 6accelHe. bprurapoi Ckopoi MeAMUMHCKOM NMOMOLLM
BBEAEH APOTaBepuH — 6e3 addekTa, NocAe Yero naumeHTka
OblAa AOCTaBAEHa B OTAEAEHUE OdTAaAbMOAOTMU OBAACTHOM
60AbHULBI . CapaToBa. [ocTaBAEH AMArHo3 «HEempPOXoAMMOCTb
LEHTPaAbHOM apTepun ceTyaTku cnpaa». [poBeAEHO Aeve-
HUWe: OAHOKPATHO BBOAMACA remnapuH, NoAyYana MeCTHYHO Tepa-
nuo — 6e3 3HauMmoro adpdekta. Aaree bbina nepeBepeHa
B HEBPOAOTMYECKOE OTAEAEHME. Bbino npoBeaeHO 0b6caepoBa-
HWUE: MarHuTHo-pe3oHaHcHaa Tomorpadus (MPT) roAnoBHOro
Mo3ra, axokapauorpadus (3xoKl) cepaua, yAbTpa3ByKoOBas
Aonaeporpadra COCYAOB HWXHMX KOHEUYHOCTENW — MaTOAOTUM
He BblABAEHO. py NpOBEAEHWU TPaHCKPaHWaAbHOM AOMAEPO-

rpadumn — 3aTpyAHEHUE BEHO3HOrO OTToKa B BepTebpobasu-
ApHOM 6acceiHe. Mo pesyastatam Kl — Murpaums BHyTpU-
NPEeACEPAHOIrO BOAUTEAS pUTMa, BpasnaputMus 58-75/MuH,
BEPTUKAAbHOE TOAOXEHWE INEKTPUUYECKOW OCH cepala.
09.07.2021 BbinucaHa M3 crauuoHapa. 12.07.2021 obpatu-
amcb B HUM nm. TeAbMmronbLa, BbICTaBAEH AMArHO3 «OKKAKO3USA
LEHTPaAbHOW apTepuu CeTyaTku crnpasar. PekomeHpOBaHa
rocnutaAnu3aums B MHOTONPOdUAbHbIA CTaumMoHap. B atoT
X€e AEeHb CaMOTeKOM o6paTWAMCb B MPUEMHOE OTAEAEHUE
Mopo3soBckoi AFKB, rocnutaaManpoBaHa B oTAeAeHWe odTanb-
MOAOTUW.

MpW NOCTYNAEHMU: COCTOAHWUE CPEAHEN TAXECTHU, CO3HaHWE
sAcHoe, Temnepatypa Tena — 36,6 °C, aprepuanbHOe AaBAe-
Hue — 105/70 MM pT. CT., nyAbC — 78/MuUH. B odTtanbmonoru-
yeckoM ctatyce: Dev no Mpwbepry — O; Visus OD — pBUXEHUE
PYKM Yy AMU@, NpU OGTaAbMOCKOMUM MPaBOro raasa — AUCK
3pPUTEABHOTO HepBa OGAEAHO-PO30BbLIN, FpaHWLbl CTylleBaHbl,
NPOMUHWPYET, 30Ha ULLIEMUKU MO XOAY HUXKHEBWCOUYHOW BETBMH,
B MaKyAipHOM 30HE CUMMNTOM «BWMLUHEBOW KOCTOUYKW», TOYeu-
Hble KpoBouaamnaHus; Visus 0S — 1,0, odtanbmockonusa 6e3
MU3MEHEHUN. BpayoM-0GTanbMOAOTOM Ha3HAUYEHO AeYeHMUe:
BUHMOUETMH 2,5 Mr 2 p/AeHb, auetazonamua 125 mr 1 p/
A€Hb Mo cxeMe 3-1, kKaans 1 MarHus acnaparvHat no 175 mr
+ 175 mMr 3 p/AeHb, 6EH3UAAUMETUA aMMOHUIA XAOPUA MOHO-
rnapat 1 kan. 4 p/AeHb B KOHbIOHKTMBAABHYIO MOAOCTb MPaBOro
rnasa, AekcameTasoHa Hatpus ¢ocodat 0,1% no 1 kan. 2 p/
AEHb B KOHBIOHKTMBAAbHYKO NMOAOCTb MPaBOro raasa, TMMOAOAG
Maneat 1 kan. 2 p/AeHb B KOHbIOHKTMBAAbHYKO MOAOCTb NPaBo-
ro raasa.

OcmoTpeHa HEBPOAOTOM U PEBMATOAOTOM — MaTOAOTUU He
BbISIBAEHO. [1py NMPOBEAEHWU WHCTPYMEHTaAbHbIX 06cAep0Ba-
HUIM (yAbTPa3BykoBoe uccaepoBaHue (Y3W) MoAbix opraHos,
AxoKI, MPT raa3Huu, ¢ KOHTpacTMpoBaHueMm, Y3M opraHoB
OPIOLWHOM NOAOCTM) NATOAOTMU He BbIABAEHO. [0 pesyabTatam
9Kl — pUTM YCKOPEHHBIN MPEACEPAHbIN, BEPTUKAAbHAS SAEK-
TpMyeckas ocb cepaLa.

13.07.2021 KOHCYyAbTUPOBaHa reMaToAOroM, B Koaryaorpam-
me ot 13.07.2021 HopmoKoaryaaums. MauneHTka nepeBepeHa
B reMaTOAOrMYECKOe OTAEAEHUE AAA MPOBEAEHMSA aHTUKOAryAsIHT-
HoW Tepanuu: ¢ 13.07.2021 HenpepbiBHaa B/B UHOY3Us rena-
puHa B po3e 22 Ep/kr/4y. B koarynorpamme ot 14.07.2021 —
rMNepKoaryaAsiumsa, AaHHbIX 3a HaAMume AeduumTa eCcTeCTBEHHbIX
AHTUKOAryAsHTOB, MNEProMOLMCTEMHEMMUM HE MOAYYEHO, Aabo-
paTopHble Mapkepbl aHTUGOCHOAMITMAHOTO CUHAPOMA U CUCTEM-



HOW KpacCHOW BOAYaHKKM oTpuuatenbHble. C 20.07.2021 peBouka
nepeBeAeHa Ha Tepanuio HU3KOMOAEKYASPHBbIM TernapuHOM
— panTenapuH Hatpua 100 Ea/kr 2 p/aeHb. B koarynorpamme
otr 21.07.2021 AOCTUrHyTa LieAneBas rmnokoaryasums. BoisBaeHO
HOCUTEALCTBO MPOTPOMOOreHHbIX MOAMMOPOU3MOB B reHax
¢donaTHoro obmeHa, UTo pacLeHMBAETCS Kak NPOTPOMOOreHHbIN
dakTop. C ueAbto NPOPUAAKTUKM TMNEPTOMOLIUCTEMHEMMM MaLM-
€HTKE MOKa3aHO HasHauyeHWe Tepanuu BUTAMWUHAMK Tpynmnbl
B (donneBas kucaota 1 Mmr 1 p/aeHb + upaHkobramuud 1 mr 1
p/AeHb + nUpUAoKeuH no 10 mr 1 p/AeHb, BHYTPb; NPUHUMaTh
Kypcamu no 15 AHeEN KaxAbli MecsiL).

Mp# NOBTOPHOM OCMOTPE BPaYOM-0PTAABMOAOTOM OT
15.07.2021: Dev no Mupwbepry — O; Visus OD — aABUXEHUe
PYKM y AMUA, MPU 0GTaAbMOCKONUK NPABOro raaza — AUCK 3pu-
TEAbHOTO HepBa BAeAHO-PO30BbIN, FPaHKLbl HECKOABKO CTyLLe-
BaHbl, NPOMUHUPYET, 30Ha ULIEMWUM MO XOAY HUXKHEBUCOUYHOM
BETBW, B MaKyAPHOW 30HE CHMMMTOM «BULUHEBOW KOCTOUKW»,
TOYEYHble KPOBOW3AWAHWA B CTaAMM paccacbiBaHWs, MOABU-
AOCb EAMHUYHOE KPOBOM3AWMAHME B HAPY>XHOM OTAEAE MaKyAbl;
Visus 0S — 1,0, opTarbMockonusi 6€3 n3aMeHeHUNn.

OdTanbmonormueckuin cratyc ot 22.07.2021: Dev no
Mpwbepry — OD 5-70; Visus OD — ABMXEHWE PYKU Yy AULIA,

npu obTaAbMOCKONUKM MPaBOro raa3a — AUCK 3PWUTEABHOTO
HepBa OAEAHbIN, rpaHuLbl YETKUE, XOA U Kaanbp COoCcyAoB He
M3MEHEH, MakyAsipHan 30Ha 6e3 ouaroBol natoaoruu; Visus
0S — 1,0, odranbmockonusa 6e3 M3ameHeHui. NpoBeaeHHble
odTanbMoNOTHYECKME UcCAepoBaHUS: OKT — OTeK YMEHbLUMA-
€A, KPOBOM3AUSIHUA B 0OAACTU LEHTPAAbHOM SIMKM B CTaAMU
paccacblBaHWsA. PEKOMEHAOBAHO NMPOAOAKMUTL TEPANULO.

Ha ¢oHe nNpoBOAMMOro AeYeHUss OTMEUAETCA MOAOKUTEAD-
Haa AMHaMWKa B BUAE YBEAMUEHWUS 30Hbl Nepudepuyeckoro
3peHnsa npaBoro raasa. 22.07.2021 naumeHTka BbiMMcaHa u3
cTauMoHapa AN MPOAOAKEHWSA AEYEHUSI MOA HabArOAeHWEM
neauarpa, opTaAbMOAOTa, reMaToAora No MeCTy XWUTEALCTBA.

3aknloueHue. XOTs OKKAO3UA LIEHTPaAbHOW apTepun ceT-
YaTKM B NEAMATPUUYECKOW MOMNYASILMU BCTPEYAETCA AOCTATOUHO
PEeAKO, OHa AOAXKHA BbITb 06513aTEABHO BKAOUEHA B AMArHOCTH-
YECKMI MOMUCK NpW OCTPOKM notepe 3peHusi. HECOMHEHHO, AaH-
HbI KAMHWYECKUI CAyYalt MOXET NMPeACTaBAATb MHTEPEC AAA
neAMaTpoB 1 AETCKUX 0GTaAbMOAOTOB, MOCKOAbKY CBOEBPEMEH-
HO HauyaToe AeYEHUE OKKAK3UW YAYYLIAET NPOrHO3 BOCCTAHOB-
AeHWA 3peHus. NeanaTpbl AOAKHbI BHUMATEAbHEE OTHOCWTLCSA
K CEMENHOMY aHaMHe3y M BbiTb HACTOPOXEHHEE B OTHOLLEHWM
AETEN C HAaCAeACTBEHHbIM AePEKTOM CUCTEMbI remMocTasa.

KAMHUYECKUIA CAYUYAN TAXKEAOTO TEYEHUA TMCTUOLIMTO3A
U3 KAETOK NAHTEPTAHCA Y HOBOPOXXAEHHOIO NALUEHTA

MocecoBa E.A., Apanosa B.B., lumuHoBa A.B.
HayuHbii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.
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AKTYaAbHOCTb. [WCTMOUMTO3 U3 KAETOK /AaHrepraHca
(203MHOdUAbHAsA rpaHyaneMa, 6oae3Hb XaHpa - Llyanepa -
KpucueHa, 6one3Hb AbTa - AeTtepepa - 3uBe) — 3ab0-
AEBaHWE, XapaKTepusytoLLeeca KAOHAAbHOWM MnpoAndepaumen
naTtoAnOrMyecknx KAeTOK AaHrepraHca (MKA) u HapylweHuem
PEaKTMBHOCTU MMMYHHOW cucTeMbl. puyrMHOM obpa3oBaHmA
[MKA, NpeAnoAOXUTEABHO, ABAAETCA MyTaumss B reHe BRAF,
NPUBOAALLAA K aKTMBALMK NAaTOAOTMUYECKOTO CUFHAAbHOTO MyTH
B MMWENOMAHbIX AEHAPWTHbBIX KAETKax WM pa3BuTUIO 3aboneBa-
HUA. AKKYyMyAAaUMA MKA B pasAMUHbIX OpraHax U TKaHAX Mnpu-
BOAWMT K AOKaAbHOMY MOBPEXAEHMIO, HapyLeHUO OYHKLMK
NMOPaXeHHbIX OPraHoOB W ONPEeAENAEeT KAMHUYECKYIO KapTUHY
rmcTMoumnTo3da. MaHudectaums 3aboreBaHUsA MOXET CONPOBO-
XAaTbCsi 06pa30BaHUEM AETOYHbIX MHOUABTPATOB, KOCTHbIMM
nopaxeHWaMU, Cbinbto, AUCOYHKUMEN NevyeHU, SHAOKPUHHOM
M KPOBETBOPHOM cucTeM. YacToTa BCTPEUaeMOoCTH COCTaBAAET
3-10 cayyaeB Ha 1 MAH AETCKOrO HaCeAeHWs B roA, ManbYMKK
60AetoT B ABa pas3a valle, Nk 3aboAeBaeMOCTH MPUXOANTCS Ha
paHHWI AETCKMIM BO3pacT.

KAuHuueckun cayuan. lMauneHt N., MaAbuuK, POAMUA-
ca 29.12.2021 ot matepu 32 AeT, oT 1-i 6epemMeHHOCTH,
1-x camocToaTeNbHbIX poAoB B 40 Hep (Macca — 4000 r, poavHa
Tena — 55 cm). CoCcTosiHME NPU POXAEHMU Taxenoe, 06yCAOB-
AEHO CUHAPOMOM YrHETEHUS, MHOXECTBEHHbIMW remoppa-
rTMYECKUMW BbICbINA@HUAMM C 3PO3UBHBIMW MOBEPXHOCTAMM,
AblxaTenbHOW HepocTatouHocTbio (AH) O-1-# cT. B 1-e cyT Xu3-
HW ObIA NepeBeaeH Ha MBA, noAyyan kKapAMOTOHUYECKYHO MOA-
AEPXKKY U KOMOMHWPOBAHHYHO aHTMOAKTEPUAAbHYHO Tepanuio.
Ha 2-e cyt coctosiHue ctabuamanpoBanocb U pebeHka nepe-
BeAn B ATKB nm. ®dunatoBa, rae npu MHCTPYMEHTAAbHbIX UCCAE-
poBaHusx (Y3W opraHoB OPHOLWHOM MOAOCTU, AMMbATUUECKUX
y3A0B, TUMYyca, KT opraHoB rpyAHOM KAETKU, OpraHoB 6pLoLLHOM
NMOAOCTM) OOHaPYXMAM CMAEHOMEraAnto, AMMdOaAeHoNaTuHo,
BblpaXeHHOE YBEAUUYEHWE BUAOYKOBOW XEAE3bl C MHOXECTBEH-
HbIMM yyacTKaMK1 pacnapa U BTOPUYHbIE MBMEHEHUS NapeHXK-

Mbl AETOYHOW TKAHW. KAMHMUYECKas KapTvHa COOTBETCTBOBaAA
TEeUYEHUIO AMMdONPoAMbEepPaTUBHOro 3aboreBaHus, AAa AUdde-
pPeHLUMaAbHOM AMArHOCTUKKU KoToporo 24.01.2022 BbINOAHWUAK
6MONCUID yyacTKa MOpaXeHHOM KOXM nepepHer OproLLIHON
CTeHKku. [0 pesyAbTataM TMCTOAOTMYECKOr0 MCCAEAOBaHUA
NMOAYYEHHOTO MaTepuana ObIA AMATHOCTMPOBAH TMCTUOLMTO3
13 KneTok AaHrepraHca. 27.01.2022 cocTosiHMe MauueHTa
YXYALLMAOCb, HapacTaAn npusHakn AH, aHemus (Hb — 86 r/h).

28.01.2022 pebeHok MOCTYNUA B OTAEAEHWE HEOHATOAO-
rMn MoposoBckort ATKB B KpalHe TsxXeAoM cocTosiHWM. Mpu
ocmortpe: Taxukapaua (UCC — 164-178 ya./MUH), TaxunHoa
(60-68/muH), Sat O, = 92-96%, npn 6eCNOKOICTBE YPOBEHD
caTypaummn cHuxXancsa Ao 78-85%, KOXHble MOKPOBbI BAEAHbIE,
C 3EMAWUCTBIM OTTEHKOM, OABILLKa B MOKOE, MPenMyLLECTBEHHO
MHCNUPATOPHOro xapakrepa, Npu ayckyAbTaLMn — ocAabAeHHoe
paBHOMEPHOE AbIXaHWe, MbllleyHas rMnoToHus. Mpu oueHke
pedAEKCOB HOBOPOXAEHHbIX OMPEAEAUAM, YTO MOWUCKOBbIN,
AAAOHHO-POTOBOM, COCaTeAbHbIW, 3alWMTHbIA, MOpPO BbI3biBa-
AMCb, NATOAOTMYECKME pedAeKChbl OTCYTCTBOBaAU. B aAnHamuke
coxpaHsincs cybodebpuantet, Hapactana AH. B kpoBu — aHe-
musa (Hb — 90 r/A), AeitkoumTos Ao 21,9 x 109/A, aBCOAOTHbI
M OTHOCWTEAbHbIN HENTPOOUAE3, AUMOLIMTO3, 303UHODUAMS,
noBbliLLeHne ypoBHS C-peaktnBHOro 6enka (CPB) Ao 48 Mr/MA.
TaxecTb COCTOSIHUA, 0OYCAOBAEHHAS! BbIPAXEHHON KAMHWKOWM
MHOEKLMOHHOTO TOKCMKOo3a, AH 3-1 cTeneHun 3a cYeT OCHOBHO-
ro 3aboneBaHUsi C BEPOSITHbIM MPUCOEAMHEHWEM NMHEBMOHMU
Ha GOHE UMMYHOAEDULMTHOTO COCTOAHMA NoTpeboBann nepe-
BOA@ NaUMEHTa B OTAEAEHME peaHUMauuK U UHTEHCHMBHOM
Tepanunu HoBOpPOXAEHHbIX (OPUTH). 30.01.2022 pebeHka
nepesenr Ha MBA, npu peHTTEHOAOrMYECKOM WCCAEAOBaHUU
OpraHoOB TPYAHOM KAETKM AMarHoCTMpoBaHbl ABYCTOPOHHWE
NoAMCErMeHTapHble UHOUALTPATUBHbIE U3BMEHEHWS, CyOTOTaAb-
HOe 3aTeMHEeHWe NPaBoro AErkoro, BEpOSITHO, 3a CUET aTenek-
Ta3a BEPXHEW AOAW MPABOrO AETKOTO MAM Xe AOMOAHWTEABHOTO
obpasoBaHWa BepxHero cpepocteHus. Mpu Y3U 6proLLHON
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Short Reports

KpaTtkue coobwieHus

NMOAOCTU BbIIBA€HbI NPU3HAKK renatocnaeHoMeraAmu. B kposu
onpeAeAinach BblpaXXeHHaa BOCNAAMTEAbHAA aKTUBHOCTb (AeW-
KounTo3s, CPB — 80,1 r/A), runepbuanpybuHemMus, runepramke-
mua (12,8 r/A), KUCAOTHO-OCHOBHOE COCTOSIHUE B AMHAMMUKE
KOMMEHCUPOBAHO. YUUTbIBAA KAMHWUUYECKYID KapTUHY WU KAMHU-
KO-NabopaTopHble AaHHbIE, Y pebeHKa HeAb3s ObIANO UCKAKOUNTb
NnopaxeHWe OpraHoB puUckKa (NeYeHb, Cene3eHka, opraHbl remMo-
noasa), U AAA Nopbopa NPOTUBOOMYXOAEBOM Tepanuu naumeHT
KOHCYABTUPOBaH OHKOAOTOM. MPUHATO pelleHre HauaTb cneuu-
duyeckoe TapretHoe AedeHue BRAF-uHrnbutopamu (Bemy-
padeHnd no 97 mr 1 pa3s B cytku). 01.02.2022 B cBA3U
C YXyALLEHWEM COCTOSIHUA NauMeHTa (aHeMus, noTpeboBaBLLas
remoTpaHcdy3mun, CPb po 174,9 mr/A, NOBbILLEHWE NPOKAAbLIM-
ToHuHa (MKT) ao 1,76 Hr/MA, HapacTaloLlmii pecnupaTopHbIn
auMA03) BbIMOAHEHbI NepeBoA pebeHka Ha BbICOKOUYACTOTHYHO
MBA, a Takxe KoppeKuua aHTMbakTepuanbHOM U pAobaBaeHWe
npoTUBOrpMOKOBOI Tepanuu. MNpu UMMYHOAOTMYECKOM ObCAe-
AOBaHWU BbIABAEHA TEHAEHUMA K rvnoraMmarAobyAMHeMuu
N NPEUMYLLECTBEHHO T-KAETOYHOM AMMGOOMNEHUU, U3MEHEHWUSA
MOTAK BbITb 00YCAOBAEHbI TEYEHMEM OCHOBHOIO 3aboAeBaHUA
UAM MHOEKUMOHHOIO npouecca. bbina npeanpuHATa NonbiTKa
Tepanuu BHYTPUBEHHbIM WUMMYHOTAOOYAMHOM, HO B CBSI3U
C peakumen Ha MHOY3UIO (aXuTauus, ToTaabHas rmnepemMus)
BBEAEHME OTMEHeHO. B TeueHMe NOCAeAyrOLWMX Tpex AHen
COCTOSIHME MauMeHTa C NOAOXKMTEABHOW AMHAMWKOW — CHUXe-
Hue CPB apo 15,4 mr/a, otpuuatenbHbii MKT, HopMmaAnsauma
YPOBHSA AEMKOUMTOB, HAa PEHTreHOrpamMmMe AEerkux NoBbILLEeHWe
NPO3PaYHOCTU AETrOYHbIX MOAEW, NEPEBOA Ha TPAAWMLMOHHYO
MBA. K 06.02.2022 nauueHToM NpeAnpuUHATH 3GPEKTUBHbIE
NOMbITKM CaMOCTOATEABHOIO AbIXaHWSi HA GOHE MWHWMAAbHbIX
napameTtpoB NBA 1 KOMNEHCMPOBAHHOIO KUCAOTHO-OCHOBHOIO

COCTOSIHMSA, B CBA3U C YyeM pebeHOK nepeBeAeH BHayane Ha
HEeWHBa3UBHY BEHTUAALMIO AeTKKX (CPAP), a K Beuepy Toro xe
AHSI — Ha AOTaLMIO KUCAOPOA@ Yepes3 Ha3aAbHble BbICOKOMOTOY-
Hbl€ KaHOAK. 0 A@HHBIM KOHTPOABHOIO PEHTFEHOAOrMUYECKOIO
WCCAEAOBAHMSI OpraHoB rpyaHon knetku ot 07.02.2022 3ape-
rMCTPUPOBaHa NMOAOXUTEAbHAs AMHAMUWKa B BUAE MOBbILIEHUSA
nHeBMaTU3aLUmnmM 060MX AETKMX 3@ CUET YMEHbLLEHWUS| MHTEHCUB-
HOCTU WMHOUABTPATUBHbIX M3MeHeHun. 08.02.2022 naumeHT
OblA B CO3HAHWM, AblLLAA CAMOCTOATEABHO, OKCUreHaumsa cra-
6uAbHas, reMoAMHaMKKa He HapyLLeHa, 3HTEPaAbHOE NUTaHWe
yCBanBaeT, UHUUMUPOBAHbI MOMbITKW KOPMUTb 4Yepe3 COCKY.
AN NMPOAOAXEHUSI AeueHWa pebeHka nepeBeAr B OTAEAEHMWE
TPaHCNAQHTAUMKW KOCTHOMO MO3ra U reMomnO3TUYECKUX KAETOK.
OCHOBHOM KAMHWYECKWUUA AMArHo3 — «[MCTMOUMTO3 W3 KAe-
TOK NaHrepraHca. Hekpo3 BMAOYKOBOM XeAe3bl, NOpaxeHue
napeHXnMbl AETOYHOM TKaHW. AuMdoapeHonaTUa» — NOATBEPXK-
AEH MOAYYEHHBIMW pe3yAbTaTaMu UMMYHOTMCTOXMMUYECKOTO
MUccAepAOBaHUSA BuonTata.

3akntoueHue. TAXeCTb COCTOSHMS MAaUMEHTOB C TUCTMO-
LUMTO30M M3 KAETOK /\aHrepraHca 00yCAOBAEHa BblpaXXeHHbIM
CUMMTOMOM WHTOKCUKaLMKU U NOPaXeHnemM opraHoB MMMYHHOM
1 KPOBETBOPHOW CUCTEM C Pa3BUTUEM BTOPUUYHOTO MUMMYyHOAEDU-
LMTHOTO COCTOSIHWSA. B A@HHOM KAMHMYECKOM Npumepe 3abone-
BaHWe MaHWGECTUPOBAAO C NOABAEHWUA AETOYHbIX MHOUABTPATOB
N NOAUMOPPHON reMopparMyecKomn CbiMn Ha KOXE, BbISSIBAEHHbIX
C poxpeHus. MpucoeaMHeHWe BHYTPUOOABHUUYHOM WHOEKLMK
Ha GOHe MMMyHOoAedUUMTA MPUBEAO K TAXKEAOW AbIXaTEAbHOM
HEAOCTAaTOYHOCTU U YBEAMUYEHUIO TSXXECTU MHTOKCUMKALMOHHOIO
cuHapoma. OpHaKo paHHee BbISIBAEHWE 04aroB MopaxeHus
W apeKkBaTHas CBOEBPEMEHHasi NPOTMBOONYXOAEBasA Tepanwus
NMO3BOAMAM 3HAUUTEABHO YAYULLIWTL COCTOSIHUE NaLMEHTa.

TAXXEANAAA HEOHATAAbHAA UMUTPYAAUHEMMNA | TUNA
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AKTyaAbHOCTb. LlUTpyaAHemuss | TMna — ayTOCOMHO-
peueccuBHOe 3aboneBaHWe, CBA3AHHOE C MyTauuel B reHe
ASS1, KOAMPYHOLLEM apruHUHOCYKUMHATCUHTETA3y, KoTopas
yyacTByeT B LMKAE MOYEBUHBI. PacnpoctpaHeHHOCTb B Poccuu
coctaBasieT 1 : 57 000 HOBOPOXAEHHbIX. Hauano 3aboneBaHMA
HecneunmduyHo: pebeHOK OTKa3blBAETCA OT €Abl, COHAUBbIN,
BAAbIN. 3aTeM, N0 Mepe HAaKOMAEHWS B OpraHM3Me aMMOHMS,
MOAHWEHOCHO Pa3BUBAOTCA CUMMTOMbI MOPAXEHWUA FOAOBHOTO
MO3ra, YrHeTeHMEe CO3HaHWA A0 KOMbI, CYAOPOTW, 3nwuAen-
TUYECKME MPUCTYNbl. Ha AaHHbIA MOMEHT cneunMduyeckon
Tepanuu He pa3paboTaHo. AeyeHre HanpPaBAEHO Ha CHUXEHWE
KOAMYECTBA MU AAMTEABHOCTM BO3AEWCTBMA HEMPOTOKCMHOB Ha
opraHusm pebeHka.

KanHuueckum cayuan. Aesouka B., 30.06.2020 r.p., Ha
5-e cyT XM3HU bbina pocTaBAeHa B OPUT Mopososckoint ATKB
6purapoit CKOPor MeAULIMHCKOM MOMOLLM M3 AOMa C Xanobamu
Ha acnupaumMOHHbIA CUHAPOM B COCTOSSHUM KAMHWUYECKOMN CMep-
TW. PecnupaTtopHasn v MHOY3MOHHanA Tepanus He NPOBOAMAAC.
B Ar'KB npoBeAeH NOAHbIN KOMMNAEKC peaHUMaLMOHHbIX Mepo-
NPUATUI C NOAOXKHUTEABHBIM 3GHEKTOM.

AHaMHe3 XU3HU: pebeHoK oT 2-11 6epeMeHHOCTH, 2-X CPOY-
HbIX CaMOMPOMU3BOAbHbIX POAOB. TeueHue 6epeMeHHOCTH
6e3 ocobeHHocTen. Poabl npousowan 30.06.2020 B 6:30
B COOCTBEHHOM MalUMHE MO MyTU B POAMABHbIA AOM. B poa-
pome pebeHka oueHuaM no APGAR 8/9 6annoB, macca npu
poxaeHun — 3080 r, AAMHa Teaa Npu PoXAeHUU — 49 cwm.
02.07.2020 B yAOBAETBOPUTEABHOM COCTOSSHUM BbINUCaHa
AOMOW. HacAeACTBEHHOCTb M aAAeProaHaMHES He OTATOLLEHbI.

AHamHe3 3aboneBaHus: 02.07.2020 maTb oTMeuana
BANOCTb pebeHka 1 0TKa3 OT eAbl, M0 PEKOMEHAALMM NeanaTpa
pebeHka HAaCUAbHO KOPMWAM M3 LINpULA M AOXKK. OTMevancs
aKpPOLMaHO3, KOXHblE MOKPOBbI CYOUKTEPUUHbIE HAa BAEAHOM
doHe. 3a cytkn co 02.07 no 03.07.2020 — noAHOE OTCYTCTBME
Mouu. Peskoe yxyalieHue coctosiHms B 2:00 04.07.2020, maTb
byanna pebeHka AN KOPMAEHUS,, AeBOYKa Obina BSAasi U He
OTKpbIA@ Ma3a. MaTb nonbiTaracb NOKOPMUTL pebeHkKa, BBEAa
B POT rPyAHOE MOAOKO, HO Yy pebeHka OTCyTCTBOBaAa Kakas-
AMBO peakuums.

CocTosiHMe NpU MOCTYNAEHWMU Taxenoe. Macca Tena —
31261, pnnHa — 51,5 cm. Temnepartypa Tena — 36,5 °C. Koxa,
BUAMMbIE CAM3UCTblE 0O0NOUYKM OAEAHbIE, OTEUHOCTb FOAEHEN
n cron. YAA — 45/muH, SO, — 98-100%. B Aerkux AbixaHue
0CAabAEHO C ABYX CTOPOH, BbICAYLLUMBAAUCH NMPOBOAHbLIE XPUMbI.
ToHbI cepaLa PUTMUYHbIE, 3BYUYHblE. CUCTOAMUYECKU LyM B 1-1
1 5-i Touke ayckynbtaumun. YUCC — 145 ya./MUH. XXMBOT MSATKWH,
6e360Ae3HEHHbIN. MeyeHb +2 cm 0T Kpas pebepHon Ayru,
HOPMaAbHOM KOoHcucTeHuMK. CeneseHka +1,5 cm. CTyaa npu
ocMoTpe He 6bIA0. Moua CBETAO-XEATas.

PebeHOK B COCTOSIHUM OTAYLLEHWS, BSIAblA. [A@3a OTKpbI-
Bana HEOXOTHO, IAa3Hble A6AOKM NAaBatowme. Ha ocmotp
pearvpoBana rpumacor naava. CyAopor v MeHWUHreaAbHOM
CUMNTOMATUKK He BbIAo. 03a rMNOTOHUYHAsA, pacnAacTaHHas.
MBbILLEYHBIM TOHYC UyTb BhilLE B pykax. dusnmonornyeckune peod-
AEKCbl HE BbI3bIBAaAUCh.

Mpy obcaepOBaHWM: AEKOMMEHCUPOBAHHbLIA MeTaboAu-
ueckni aumpo3 (pH — 7,04, pCO, — 65,8 mm pr. cT., pO, —



167,4 mm pt. ct., sO, — 98,5%, SB — 12,2 MMOAb/A).
femorpamma: Tpombouutonerms (48 x 109/A). BUoxumusa Kpo-
Bu: pepmeHtemuna (ACT — 422 Ep/n, ANT — 168 Ep/A), TMNOrAK-
Kemus (2 MMOAb/A), TMNepAakTatemua (9,3 MMOAb/A), TMNep-
kanvemus (11,9 Mmonb/A), runepxaopemusi (126 MMOAb/A).
Koarynorpamma: runooubpuHoreHemuss (0,79 r/A), CHUXe-
HME aKTMBHOCTM GAKTOPOB MNPOTPOMOMHOBOrO KOMMAEKCa
(NTN — 47%).

PeHTreHorpadusa opraHoB rpyAHOM KAETKW: UHPUABTPATUB-
Hble UBMEHEHWSA B MEAMAAbHbIX OTAEAAX 060MX Aerkux. IXOKT:
AP Y3HaAA TMNOKUHE3NUA AEBOTO XEAYAOUKA, HE3HAUMTEAbHOE
CHWXeHWe robanbHOW COKPATUMOCTU AEBOTO XEAYAOUKa, OB —
52%. OTKpbITOE OBaAbHOE OKHO, d = 2,5 MM, C AeBO-NpaBbIM
cbpocom. HelpocoHorpadus: 6€3 CTPYKTYPHbIX U3MEHEHUA.

C 04.07 no 12.07.2020 pebeHok Haxoauacs Ha WBA
B KOM€, MPOBOAMAACH MHOY3MOHHAs, KapAMOTOHUYECKas, cepa-
TMBHaA Tepanus. B AMHaMUKe COXpaHAAMCb auMAO03, NOBbILLE-
HWe MNeYyeHOUHbIX GEPMEHTOB, FMMOKOAryAaUmMsi, TPOMOOLMTO-
neHus, rMNoNpPoTEMHEMHUSA, HECMOTPS Ha SHTEPAAbHOE NUTaHUE
MNOBbILLIEHHON KaAOPUIHOCTH, peBEHOK TEPSIA B Macce.

MpoBoannack AnddepeHuManbHas AMarHOCTMKa MPUYUHbI
Pe3KOro YXyALLEHUS COCTOSIHUSI pebeHka AoOMa MexXAy Mac-
CMBHbIM aCNUPaLMOHHBIM CUHAPOMOM, THXEAbIM TEYEHUEM
NMHEBMOHUU, pPa3BUTUEM CENTMUYECKOrO Mpouecca, Kputuue-
CKMM BPOXAEHHbBIM NMOPOKOM CEPAL@, HapyLleHneM 6eAKoBOro
obmeHa. Ha OCHOBaHUM OTATOWEHHOrO aHaMHe3a, KAWMHU-
YECKON KapTWHbl, Pe3yAbTaToB 06CAeAOBaHUS 3amnoA03peH
AMArHo3 — NHeBMOHUA. [TOAOXUTEABHAA AMHAMWKa Ha Npo-
TUBOMMKPOOHOM M aHTUMUKOTUYECKON Tepanuu. Bosbyautenn
BbIIBUTb He ypanocb. Ao 08.07.2020 reHe3 KOMbl MNpeA-
rnoAarancsi CAEACTBMEM MNEPEHECEHHOM TAXENOW aChUKCUM.
08.07.2020 peBouka 6ObiA@ KOHCYALTMPOBAHA TFEHETUKOM.
TaHAEMHasi Macc-CneKTPOMETPUS: 0OHapPYXEHO MOBbILEHWE
UMTpPyAAMHa — 2630,05 MKMOAb/A, METMOHMHA, aMMOHMKS,
NPEANOAOXEHO HapyLLUEHWe LUMKAa MOYEBUHbI. AHAAU3 Ha opra-
HUYECKME KUCAOTbI MOYM: opaToBas Kncnota — 96,65 MMoAb/
MOAb. [peaBapuUTEAbHbBIN AMArHos: «LutpyaamHemusa | tunan.
[poBEAEH MOAEKYAIPHO-TEHETMYECKMM aHaAn3 — naHeAb
«HaCAEACTBEHHble MeTaboanyeckre 3aboneBaHUs». AO MOAY-
YeHUs pesynsTaToB pebeHKy ObiAM Ha3HaueHbl npenapat 6eHx-
30aTa HaTpusa U HU3KobeAkoBas AMeTa.

3a BpemsA rocnuraAM3aumn y pebeHka oTMeyaAucb Aeroy-
Hble KPOBOTEUYEHUS, TMNOKOAryAsaUms, runodubpuHoreHemus,
410 NOTPEBOBANO rEMOCTATUYECKOM Tepanuu (AAMTEAbHbIV Kypc
MeHaAWOHa HaTpua BUcyAbdMTa, CBEXE3AMOPOXEHHON MAa3-
Mbl, KpUoNpeuunuTaTa, KOHLEHTpaTa GakTopoB NPOTPOMOUHO-
BOI0 KOMMAEKCA) C MOAOXUTEAbHbIM 3ddEKTOM.

Y AEBOYKM ABYKpPaTHO OTMEYaAUCb CYAOPOrM Ha GOHe oTeka
mozra. C 06.07.2020 npu HeMpocoHorpadun, coxpaHstroLle-
ecs 3atTeM B AMHAMUKe, BbISIBAEHO MOBbILEHWE 3XOF€HHOCTU
BeLLeCTBa NEePUBEHTPUKYASIPHBIX 30H FTOAOBHOMO Mo3ra, 06AacTu
Tanamyca M 6asanbHbix faep. OTMeuyanacb reMoAMHAMMUUYECKM
3HauUMMasn MeXnoAyLlapHaa acCMMMETPUSA KPOBOTOKA MO CPEAHUM
MOo3roBbiM apTtepuam A0 20%. C 11.07.2020 B HEBPOAOTMUYECKOM
cTaTyce MOAOXMTEABHAA AMHAMMKA, PEOEHOK B CO3HAHWM, Ha
OCMOTP pearvpoBan BANO, M03a «ASITYLLUKW», MbILIEYHbIA TOHYC
CHWXEH AWDDY3HO, 6Ee3YCAOBHbIE PEPAEKCHI HE BblI3bIBAAWCH.
20.07.2020 npu HewpocoHorpaduv B MPOCBETE CaruTTaAbHO-
r0 CuHyca BW3yaAM3MPOBAAWCb MaCCbl CPEAHEN 3XOrE€HHOCTH.
22.07.2020 ¢ nomouibto KT roAOBHOTO MO3ra C KOHTPacTMpoBa-
HWEM MOATBEPXKAEH CUHYC-TPOMB03. YUnTbIBasi CKAOHHOCTb K F1Mo-
KOaryAUMu, Ha3HadueHa Tepanus renapMHoM B HU3KOM AO3E.

17.08.2020 6bIA NOAYYEH PE3yALTaT MOAEKYASPHO-TEHETH-
4YeCKOro aHanM3a: BbIABAEHO KOMMAYHA-TETePO3UroTHOE COCTO-
AHMe B reHe ASS1. AuarHo3: «HapylieHue obmeHa LMKAa
MOYEBUHbI — HEAOCTAaTOMHOCTb apPrMHUHOCYKLMHATCUHTETa3bl
(umntpyAaAHEeMHUA | TMNa)». HasHaueHa cumnTomMaTuyeckasn Tepa-
nusa: 6eHsoat Hatpus 500 mr 3 p/cyT, L-apruHnd 500 mr/cyr,
HU3KobeAnkoBas AneTa (benok — 1,5-1,7 r/Kr/cyT).

HabAtopanach NMOAOXMTEAbHAS AMHAMMKKA: YPOBEHb CO3Ha-
HWA Hapoc, MoAobpaHbl 3HTEPAAbHOE MWUTAHWE W aHTUKOAa-
rYAAHTHaA Tepanus, CHU3WACA YPOBEHb aMMOHWA B KPOBM,
HayaA PerucTpupoBaTbCA KPOBOTOK B CarmMTTaAbHOM CUHYCe.
19.08.2020 peBouka B cTabMAbBHOM COCTOSIHWMM BbiAa BbINMca-
Ha AOMOW, Aa@Hbl PEKOMEHAALIMM NMPOAONKMTL TEPaNUIO U Mpo-
BOAMTb MOCTOSIHHbBINA KOHTPOAb YPOBHSI @MMOHMS B KPOBU.

HeopHOKpaTHO 6OblAa rocnuTaAMavpoBaHa B MOPO30BCKYHO
AMKB ¢ xanobamu Ha CHUXEHWe annetuta, BSIAOCTb, PBOTY.
OTMeyYanochb MOBbILIEHWE YPOBHA aMMOHKA A0 177-400 mkr/
AN, 6e3 cvHApOMa UMTOAM3a. TMPOBOAMAM MHOY3MOHHYIO Tepa-
NnIo, KOPPEKLMIO A03bl 6eH3oata Hatpusi. B Hoabpe 2021 .
No 3aKAKUYEHWUIO KOHCUAMYMa W BpayebHON KOMMUCCUM K OCHOB-
HoM Tepanuu 6biA A0BaBAEH Npenapat rAMuepPoA GbeHUAByT1paT
C LeAbl0 AOCTMXKEHMS LEAEBOrO YPOBHA aMMoHus (A0 110 mKr/
AA). B cTabUAbHOM COCTOSIHMM PebeHOK BbIMUCaH M3 cTaumMoHapa.

3aknatoueHue. AeBOYKa IBAETCA €AMHCTBEHHbIM MaUMEH-
ToOM B MOCKOBCKOI 06AaCTH C A@HHbIM AMarHo3om. Hecmotps
Ha PeAKOCTb 3ab0AeBaHMA, OMUCAHHbIA KAMHUYECKUI CAyYait
UMTPYAAMHEMUKM | TMNa NpeACTaBAAET Hay4HO-MPaKTUYECKUI
WMHTEPEC B MPaKTMKe NeAMaTpoB, HEOHATOAOIOB, HEBPOAOTOB,
NMOCKOAbKY PaHHAS AMArHoCTMKa rMnepamMmMOHUMEMUU U CBOE-
BPEMEHHO HayaToe AevyeHWe MO3BOAAIOT COXPaHUTb XM3Hb
pebeHKka, NpeAynpeAnTb TSXEAble HEBPOAOTMUYECKUE MOCAEA-
CTBUSI U CHU3UTb PUCK MHBAAMAM3ALIMN.

AEMOHCTPALUUA NAUMEHTA C CAPKOUAO30M AETKHUX,
FOBEHUAbHbIM UAUONATUYECKUM APTPUTOM
U XPOHUWYECKUM MYNBTUOGOKAAbHBbIM OCTEOMUEAUTOM

Haymosuu H.C., KapmaHoBa C.E., BoiueHko f.B.
HayuHbii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponeaeBTMKM AETCKUX BonesHen NP GrAQY BO PHUMY um. H.U. MuporoBa MuHaapasa Poccun
BY3 Mopo3oBckasa AETCKan ropoAcKkas KAMHUUYeckas 6oAbHULA ASM

AKkTyanbHOCTb. CapkoMpAO3 BCTpevyaetca BO BCEM MMpeE
W NopaxaeT npeacTaBUTerei 060Mx MOAOB pa3HOro BodpacTa. 1o
CTaTUCTUKe, 3TO 3a60AEBaHME NMOAYUYMAO HaUBOABLLYHO pacnpocTpa-
HEHHOCTb cpear MyxurH: 9,0 Ha 100 TbIC. HACEAEHMA MYXCKOro
noAa, AASI KEHLLMH 3TO YMcAO cocTaBaseT 7,8 Ha 100 Tbic. B ero
OCHOBE AeXMT CUCTEMHOE BOCMaAEHWE HEYTOUHEHHOW STUOAOTHM,
NnpeAnoAaraetcsi, Uto NPUUMHOM MOXET CTaTb reHeTUYecKas npea-

PacnoAOXEHHOCTb, @ TPUITEPOM — peBepTaHTbl Mycobacterium
tuberculosis, NPOMUMOHOBOKUCAbIE 6aKTepuu, CTPecc W yactoe
ynotpebAeHne MUMMYHOMOAYAATOPOB. CapKoMAO3 XxapaKrepusyeT-
csi 06pa3oBaHMEM HEKA3EUDULIMPYLLMXCA CapPKOUAHBIX rPaHyAeM
(HCT), a Takxe nopaxeHueM pasAnyHbIX OPraHoB U TKaHEW.
YHUKaAbHOCTb AQHHOTO KAMHUYECKOTO CAyYast 3akAlOUaeTcs
B TOM, UYTO HapsAy C CapkoOMAO30M Y MauMeHTa B MOAPOCTKO-
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WCKUIA NeanaTpUUeCcKUi XXypHan.
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Short Reports

KpaTtkue coobwieHus

BOM BO3pacTe MaHWGECTUPYIOT HOBEHWAbHbBIM MAMONaTUye-
ckuit apTpuT (KOWA), NnpU3HaHHbBIV CaMbIM UHBAAWMANUIUPYIOLLIMM
3aboAeBaHUEM CPEAM PEBMATUUECKMX BONE3HEN AETEW, U XPO-
HUYECKUI PEeLMAMBUPYIOWMK MYABTUDOKAABHBIN OCTEOMUEAUT
(XPMO), koTopblit, BepOSITHEE BCETO, CTAA CAEACTBMEM HapyLLe-
HUS UIMMYHOBOCMAAUTEABHOrO OTBETA, COMPOBOXAALLErOCA
YCUAEHHOW NPOAYKLMEN NPOBOCNAAUTEABHbIX LLUTOKUHOB.

KanHuueckui cayyam. Manbunk M., 15 aet, 02.09.2021
noctynua B Mopo3soBckyto AI'KB ¢ xanobamu Ha 60Ab B Ta3o-
6eApPEHHbIX, KOAEHHbIX CycTaBaX, OCTPyt0 6OAb B LLEE U CMUHE,
0TKa3 OT XOAbObI.

M3 aHamHe3a: pebeHOK POAMACS eCTECTBEHHbLIM MNyTEM Ha
32-33-11 Hep, BO Bpems 6epeMeHHOCTH Y MaTepu bbiAa yrposa
BblKMABILLA. DU3MUYECKM PA3BUT (YUMACH B LLKOAE OAMMMIUMCKO-
ro pesepsa). C paHHero AeTcTBa NPOSABAEHWUS aAAEPTUN B BUAE
aToMNMyeckoro AepmaTtuTa, MOAAMHO3a, C 6 AeT — OPOHXWTbI
C aCTMaTUYeCKUM KOMMOHEHTOM. PaHee HEeOAHOKpPATHO Haxo-
AUACSI Ha CTAUMOHAPHOM AEYEHUU C NMHEBMOHMEW, Bbl3BaH-
HOW MWKOMNA@3MEHHON U XAAMUAMMHOW WMHPEKUMAMM, TakxKe
B aHaMHe3e MpUCYTCTBYET TMMNEPCEHCUTUBHbBIA MHEBMOHMWT.
B mapte 2017 r. no pesyastatam KT npoBeaeHa 6Guoncus
Aerkoro, 6biAn o6HapyxeHbl HCI. B 310 xe Bpemsi y pebeHka
nosiBUAWUCH NepBble 60AM B NpaBoM Ta3obeApPEHHOM CycTaBe,
KOTOpble CBA3bIBAaAM C BHEAETOYHbIMU MPOSIBAEHUAMU CapKO-
MA03a Aerkux. MaumeHT HEeOAHOKPATHO roCMUTaAM3MPOBAACH
ANST AEYEHUS] YCTAHOBAEHHOIO AMAarHo3a «CapkoMAO3 AErkux
C BHEAErOYHbIMU NPOABAEHUSIMMUY.

Pe3yAbTaTbl MHCTPYMEHTaAbHOrO 06CAEAOBAHWA: MarHwT-
HO-pe3oHaHCHas Tomorpadus LWEeNHOro OoTAena MO3BOHOYHU-
ka (MPT) — BblpaxeHHasa pecTpykuua Tena C6 no3BOHKa
C HaAWuMeM MSITKOTKaHHoro cybctpata, 6bina BbIMOAHEHA Kpa-
eBan pe3eKuMsi N03BOHKA ¢ BMONCUEN; INEKTPOKapAMorpadus
(3KI) — npu nocaeonepaLMOHHOM 06CAEAOBAHMU BbISIBAEHbI
CUHycOBasi apuTMus, BpaanMKapAWs, CUHAPOM PaHHer peno-
ASIPU3ALIMKN KEAYAOUKOB; BUAeoTpaxeobpoHxockonus (BTBC) —
AMOPY3HOE AerovHOE KPOBOTEUEHUE; BEHTPUKYAOTpadUa Cepa-
ua (Bl — okKAKO3K1SI BEPXHEAOAEBOIN U CPEAHEAOAEBOW MPaABOM
AETOYHOM apTepuu, pacliMpeHue OPOHXMAAbHbLIX apTepui.
PeHtreHorpadms aerkux — B nepuoa ¢ 16.09 no 21.09.2021
HabAtopAaAach OTpuUaTEAbHAs AMHaMUKa B BMAE HapacTaHus
WHTEHCMBHOCTU 30H MHOUALTPALMK, NeprbBPOHXOBACKYAAPHbIX
WHOUABTPATUBHBIX WM3MEHEHWW B HUWXHEMEAWAAbHbIX OTAE-
Aax ¢ 06eux CTOPOH, HAAWUWMA BbINOTa B NPaBoOW NAEBPaAb-
HOWM MOAOCTM, YMeHblueHUsi obbema npaBoro Aerkoro, npa-
Bbll KOpPEHb Ha GOHE M3MEHEHWW He AMddepeHuUMpoBancs,
AEBbIM KOPEHb MOHWXEHHOW CTPYKTYPHOCTH, CybcermMmeHTapHble
ateneKkTasbl, GUMOPO3HblE U3MEHEHMS. KoMMblOTEpHaAs TOMO-
rpadua (KT) — kapTMHa MNOATBEPAMAA PEHTIEHOAOMMUYECKOoe
3akAoUYeHWe. MomMUMOo 3Toro, HabAtOAAAOCh YBEAMUYEHUE pas-

Mepa AMmdatMyeckux ysnoB (AY), He BHU3yaAU3UMPOBAAUCH
BETBW AEroyHow aprtepumn (NA) K BEPXHEN U CPEAHEN AOAAM
cnpaBa, NA K HWXHEW AOAe cnpaBa cyxeHa. CumHTUrpadusa
KOCTEM CKeAeTa B 2 MPOEKUMAX — aCUMMETPUS HaKOMAEHWSA
paarvodapmakorormyeckoro npenapata (POM) B obractu rpy-
AVHO-KAKOUMYHBIX COYAEHEHWI, CTEPHAABbHbBIX OTAEAOB KAIOUML,
aKpPOMMUAAbHBIX OTPOCTKOB, BGOAbLUMX BEpPTEAOB OGeApPEHHbIX
KocTen. AN MOPdOAOrMUECKON BeprdUKaLumMK AMarHosa bbina
BbINOAHEHA B1oncus, No peadyAsTatamM rMCTOAOTMYECKOro UCCAE-
AOBaHUA anarHoctuposaH XPMO. Sxokapanorpadus (AxoKr) —
CTPYKTYPHBIX YU FEMOAMHAMMUUYECKUX HaPYLLEHWUI BbIABAEHO He
6bIAO, HaMAEHA AOMIOAHWUTEABHAA TpabekyAa AEBOTr0 XEAYAOUKA.

AaHHble AabopaTOpPHbIX WMCCAEAOBaHWI: TPOMOOUMTOS,
abCOAOTHbIV MOHOLMTO3, AMMPOLMUTO3, HENTPODUAES, NOBBILLIE-
Hue CO3 po0 25 MM/ u, runepdocdaTemus, NnoBbieHre pubpu-
HoreHa Ao 5,46 r/A, C-peaktuBHbIM 6enok (CPB) — 50 mr/a,
noBbllieHne AYTB, TpPOMOMHOBOrO BPEMEHMU, FMNOKOAryAaLMa
no NMTU — 43%, peBMaTonAHbIM GaKTop OTpULLATEABHBIW, I18G —
15 r/n, 1gA — 3 /A, 1M — 1,6 /A, TEHAEHUMA K rTMnepramma-
rAOBYAMHEMUK Ha GOHE TEKYLLETO aKTUBHOIO BOCMAAUTEABHOTO
npouecca npu rocnutaamdaunu, UOT anmdountos CD3* —
76%, CD4* — 39%, CD8* — 33%, CD19* — 8%, NK — 12%,
He3HauUTEAbHOE CHWXEHUE B-aumbounToB.

PebeHOoK BbIA KOHCYALTUPOBAH BPaAYOM-reMaToAOroM, PeB-
MaTOAOrOM — Ha3HauyeHa MyAbC-Tepanusa FAKOKOKOPTUKOCTEPOU-
pamu (FTKC) no 1000 mr B/B kaneAbHO. Bpauom MMMyHOAOrOM-
ANAEPTOAOTOM ObIAO BBIABUHYTO NPEANOAOXEHWE O BO3MOXHOM
HapyLleHun ¢GyHKuMmn daroumtosa. poBoAMAGCE MMMYHOCY-
npeccuBHas Tepanusa — cyAbdacanasuH, MyAbc-Tepanusa —
METUANPEAHU3OAOH, MPEAHU3OAOH, aHTUKOAryAiLLMOHHAA Tepa-
nua — renapuH, aHTMbakTepuanbHas Tepanusi — uedenum,
AMHE30AMA, a3UTPOMUUMH, Tepanua HIMBC, nHrMbutopbl npo-
TOHHOW MOMMbI AN MPEAOTBPALLEHUA BO3HUKHOBEHMS HIMBC-
racTponatmu, aHTMapuTMUYecKasa Tepanust — Kaaust acnapru-
HaT, PeryATop kanbLneBo-gpochopHOro obmMeHa — KanbLmi D.

Mpw BbINUCKE COCTOSIHWE YAOBAETBOPUTEABHOE, AUXOPAAKa
KynMpoBaHa, KpOBOXapkaHbe YMEHbLUMAOCb, OOAEBOM CHH-
APOM perpeccuMpoBan, HO OTMeYaeTcsi YMepPeHHblt 6oAeBOM
CMHAPOM B LLEWHOM OTAEAE MO3BOHOYHWUKA. PebeHOK BbinucaH
C OCHOBHbIM AuarHosom: «M08.0 KOBEHWAbHbIM mMamMonaTuye-
CKWUW apTpuT, OAMFOaPTPUT, CAKPOUAEUT, aKTUBHOCTb 1-2, peHT-
reHoAorMyeckas Crapma 2. XPOHWUYECKUWA PELMAMBUPYIOLLMI
MYAbTUDOKAAbHBIM OocTeomMuennT». ConyTtcTBytoliMe 3abone-
BaHusA: D86.0 Capkonpao3 Aerkux. BHyTpMOBOAbHMYHAA NpaBo-
CTOPOHHASI NOAMCErMEHTapHass NHeBMOHUSA. MaeBpuTt. OcTpas
pecnupaTopHas HEAOCTAaTOYHOCTb 2-1 CTEMNEHMU.

3akAaoueHue. [1peACTaBAEHHbIM KAMHUYECKUI CAyyai
WMHTEPECEH COYEeTaHWEM MMMYHOMATOAOTMI, KOTOPbIE, MPEANO-
AOXMTEABHO, MMEOT EAMHBIN MCTOUYHUK MPOUCXOXKAEHUSA.

BOAE3Hb BUAMAEBPAHAA, BUTAMUH-B,.-AEOPULUUTHAA AHEMUA
Y AEBOYKU-NOAPOCTKA C HEAUGDEPEHLIUPOBAHHOM
AUCNAASUEN COEAUHUTEABHOM TKAHU

OraHsaH B.I.
HayuHblii pykoBoAUTEAb: K.M.H. lopaeeBa 0.b.

Kadeppa dakynbtetckon neapmatpum MO OrA0y BO PHUMY nmenn H.WU. MNMuporosa MuH3apasa Poccun

®reHY LUKB PAH

AKTyanbHOCTb. Bone3Hb BuanebpaHpa aBasieTcs 3abone-
BaHWEM CUCTEMbI FremMocTasa, KOTopoe HacAeAyeTca Mo ayTo-
COMHO-AOMWH@HTHOMY WAU @yTOCOMHO-PELECCUBHOMY TUMy
N NPOABAAETCS YaCTUUHbIM KOAMYECTBEHHBIM WAW MOAHbBIM
AeduumMToM daktopa BuanebpaHpa (PB), a Takxke ero kade-
CTBEHHbIMW HapyLIEHUAMMU.

Xapakrepuayetca NOBbILIEHHOM KPOBOTOYMUBOCTbIO, CAU-
3UCTO-KOXHbIMU MPOABAEHUAMU B BUAE IKXMMO30B, a Takxe
MeHopparnamMmm, HoCcoBbIMU, AECHEBbIMU N KULLEYHbIMU KPO-
BOTEYEHUAMMN.

LleAblo AeueHMa naumMeHToB ¢ HOAE3HbIO BI/II\/\eﬁpaHAa
ABAAETCA Npexae BCEro Hopmaamsauua arpel’aLl.VIOHHOVI DYHK-



umMn TpomboumnToB M ypoBHA @B, VIII dpakTopa cBepTbiBaHMA
KpOBM B NAa3Me.

KAMHuueckui cayvai. MNauveHtka L., 17 AeT, noctynu-
Aa C Xanobamu Ha crabocTb, BSIANOCTb, CHWXEHWE annetuTa,
FOAOBOKPYXEHMSA, CHUXEHWe paboTocnocobHOCTH, «MypaLLKu»
no TeAy, 4YyBCTBO 316KOCTWM, 0OWMAbHble MeHopparvu, nepuo-
AMYECKM BO3HMKAIOLLME CUHSIKM Ha KOXE KOHEYHOCTEM, peA-
KWe HOCOBble KpOBOTEUeHUs. AeBOYKa MpeAnoynTaeT Bereta-
PUAHCKUI CTMAb MWTaHWA. BbiIAM Ha3HauyeHbl AabopaTopHble
N MHCTPYMEHTaAbHbIE METOAbI MCCAEAOBAHMS, B XOAE KOTOPbIX
3an0A03PUAM HaAMune 6oae3HU BuanebpaHaa.

M3 aHaMHe3a XWM3HU U3BECTHO, 4To pebeHok oT 2-i bepe-
MeHHOCTH (1-1 — 3aMepLuas). PaHHee pa3BnTHe 6e3 0coOHEHHO-
CTEN, C POXAEHUS BbICAYLLUMBAACSH HEOOABLLON CUCTOAMYECKMI
LWyM Ha Bepxylke cepaua. MNpu obcaepoBaHum B 7 AeT ObiA
BbIABA€H MpoAanc MUTpaAbHOro kaanaHa (MK) 1 B AMHamu-
Ke uyepe3 rop — MUKCOMAaTO3Hble WM3MeHeHUs1 CTBOpok MK.
Y AeBOYKM HABAKOAQIOTCA PEAKME HOCOBbIE KPOBOTEUYEHWS M3
OAHOWM HO3APU AAMTEABHOCTBIO A0 10 MUH, OCTaHaBAMBatOLLIME-
€A caMocCToATeAbHO. Takxe oTMevatoTca 0O6WMAbHbIE MEHCTpYa-
uMKn ¢ 12 AeT, ANMTEABHOCTbBIO A0 7-8 AHEN, nepBble 5 AHEN —
o4yeHb 0BUAbHBbIE.

N3 cemerHOro aHamHesa M3BECTHO, YTO Y MaMbl TakxXe
OTMEYaAOCb 4YacToe MNOSIBAEHWE CUHSAKOB M 3KXMMO30B Ha
KOXe MPU HEe3HAUYUTEeAbHbIX TpaBMax, MEHCTpyauumu HOCUAM
06WAbHBIN xapaKrep. B HacTosillee BpeMs OHa MOAy4YaeT rop-
MOHaAbHYO Tepanuto (KOMOUMHWPOBAHHbIE OPaAbHble KOHTPa-
LenTuBbI).

Mpn ocmoTpe: obliee COCTOAHWE CPEAHEN TAXECTW, CAa-
60CTb M ApyrMe NpU3HaKW acTeHOBEreTaTBHOMO CUHAPOMA.
AeBOuYKa BbICOKOMO pPOCTa, aCTEHWYECKOTO TEAOCAOXEHUSA,
C HapyLWEeHNEM OCaHKN (KUPOCKOAMO3 FPYAHOrO OTAEAa MO3BO-
HOYHMKa). OTMeyvatoTes TMNEPMOBKUABHOCTL CyCTaBOB, apaxHo-
AakTUAMA. Temnepatypa Teaa npu ocmotpe — 36,7 °C, uBer
KOXHbIX MOKPOBOB BAEAHOBATbIN C XEATOBATbIM OTTEHKOM, MOA-
KOXHO-KMPOBas KAETUYaTKa BblpaxeHa crabo. Ha koxe 60KoBoM
NoBEPXHOCTU Beaep 0bHapPYXEHbl 3KXMMO3bl A0 3 cM 1 Boree
B AMAMeTpe B CTapMM paspelleHus. Ha koxe 6eppa, roneHew,
NPEANAEUYNIA BbIABAEHbI CUHAKN AnameTpoM 1-1,5 cm.

Mpy ocMoTpe reHeTUKOM OblAM 3anoAO3PEHbI CUHAPOM
MapdaHa, roOMOLMUCTUHYPUSA, BCAEACTBME YETO PEKOMEHAOBAHO
MeAMKO-TEHETUYECKOE 0OCAEAOBaAHME.

Taknm 06pa3omM, UMeeTCa OTAroLEHHOCTb MO remMopparu-
YECKOMY CUHAPOMY (CUHSAKK, 3KXMMO3bl Ha KOXE KOHEYHOCTEMN,
HOCOBblE KPOBOTEUYEHUS, OOUAbHbIE MEHOPPArumn) C HacAea-
CTBEHHOMN NPEAPACMNOAOXKEHHOCTLIO MO MaTePUHCKON AMHUK.

YuuTbiBasi A@HHble aHaMHe3a, Xanobbl U pe3yAbTaTbl 0CMO-
Tpa, NaumeHTKe BbIAM Ha3HauYeHbl KoaryrorpamMmma ¢ paclumMpeH-
HOM MaHeAbto TECTOB U BUOXMMUYECKME UCCAEAOBAHUSI KPOBH.

PaclwmpeHHasa koarynorpamma: npoterH C — 75% (70-
140%), npotenH S —97,4% (60-140%), D-aumep — 0,16 MKr/MA
(< 0,5 MKr/mA), aHTuTpoMbuH Il — 108% (75-125%); DC:
VII — 82% (50-150%), VIII — 27% (50-150%), XIl — 50%
(50-150%); dpaktop BuarebpaHpa — 24% (50-150%), arpera-
uMsa TPOMBOUMTOB B HOpMe, TecT ¢ puctouetMHom — 11 U (a0

20 U), AYTB — 36 ¢ (25-35,5 ¢), npotpoMbuH no KBuky — 54%
(70-120%).

OAK: RBC — 3,9 x 1012/A (4,0-5,5 x 1012/A), Hb — 115 /A
(120-140 r/A), MCV — 92 o¢n (78-90 ¢A), MCH — 31 nr
(26-34 nr), MCHC — 344 r/an (310-360 r/A), TpomMb0LIM-
Tl — 163 x 109/A (150-350 x 109/a), WBC — 5,6 x 109/
(5-9 x 109/A); HENTPOPUAbHbIE AeMKOUMTbE: n/a — 1,5%
(1-6%), c/a9 — 49% (47-72%); ammooumTtbl — 39,2% (19-
39,5%), MoHOUMTbI — 9% (3-11%), 303MHODUALI — 1,8% (0,5-
5%), 6a30duAbl — 0% (0-1%); abCOAHOTHOE YMCAO AUMPOLIMTOB:
HenTpoduabl — 2,8 x 109/a (2,04-5,8 x 109/A), AMMPOLNTHI —
2,2 x 109/a (1,2-3 x 10%/A), MoHOUMTBI — 0,5 x 109/A (0,09~
0,6 x 109/h), 303uHOdGUAbI — 0,1 x 109/A (0,02-0,3 x 109/h),
6a3oduabl — 0,001 x 109/a (0-0,065 x 109/a); CO3 — 6 MM/ Y
(5-10 mm/u).

BUoXMMUSE KpoBU: Henpsimon 6uAnpyduH — 30,5 MMOAb/A
(0-13 MMOAb/A), npaMon OGUAMPYOUH — 35,9 MMOAb/A
(5-21 mmoAb/A), peppUTUH — 40 MKMOAL/A (11-29 MKMOAb/A),
CPb — 0,49 wmr/n (0-6 wmr/a), XC — 3,5 mmonb/A (3,1-
6 mMmonb/A), NAI — 198,2 Ea/A (100-190 Ea/A), BUTAMUH
B, — 98,4 nr/ma (214-864 nr/mA) BUTaMuH By (doanesasn
Kkueaota) — 2,8 Hr/MA (1,2-8,8 HI/MA).

MHCTpyMeHTanbHble MccaepoBaHus: 1) OxoKlI — HepeBma-
TUYECKOE NOPaXeHWe MUTPaAbHOIO KAanaHa, HEAOCTAaTOYHOCTb
MWTPaAbHOrO KAanaHa | cteneHu, npoAanc MUTPaAbHOrO Kaana-
Ha Il cteneHu; 2) Y3W opraHoB 6PHOLLIHOM NOAOCTU — yBEAUYe-
HWe nevyeHun (+1 cm).

Mo pesyabTaTam 06CAEAOBAHWA BbIABAEHbI YMEPEHHbIN
AeduumnT daktopa BuarebpaHpa B couyeTaHUM ¢ AedULUTOM
VIl daktopa cBepTbiBaHWA KPOBW, BUTaMUH-B,,-AeduumMTHaA
aHeMUA Aerkon cteneHu Ha GoHe HepnbdepeHuMpoBaHHOM
AMCMAG3UN COEAUHUTEABHOMN TKaHW.

KAMHUYeckunit anarHos: «D68.0 Boae3Hb BuanebpaHpa
I un. D51.3 ButamuH-B,,-aedUUMTHAA aHemus, cBA3aHHasA
C nNuTaHueM, Aerkas crtenetb. 1134.0 HepeBmatnuueckue nopa-
XEHUA MUTPAAbHOIO KAanaHa, HeAOCTaTOUYHOCTb MUTPAAbHOMO
KAanaHa | cteneHu, npoAanc MUTPaAAbHOTO kKaanaHa Il ctenenu.
M35.8 HeanddepeHunpoBaHHas AUCNAA3UA COEAMHUTEABHOM
TKaHW».

3aknatoueHune. AaHHbIM KAMHUYECKUI CAyYal Noka3sbliBaeT
BaXHOCTb KOMMAEKCHOIO MOAXOA@ K AMArHOCTMKE pPa3AMYHbIX
HapyLweHWU, BKAKOYAOLLErO B cebsi AaHHble aHaMHe3a XM3HU
naumneHTa, CeMenHoOro aHamHesa, Xxanob nauueHTa, Kotopble
NMO3BOASIT Ha3HauYMTb NpPWLEAbHOE O0OCAEAOBaHWE AN BbiiB-
AEHWA naTonorMu. B paHHOM cAyyae AeBouka HabAopanach
Yy KapavoAaora no nosoay npoaanca MK, HO nocae ocmotpa
M cbopa aHamHe3a OblA BbICTPOEH AArOPUTM AMArHOCTWKM,
NMO3BOAAIOLWMMN  AMArHOCTMPOBATb COYETAHHYIO MAaTOAOTMIO:
6one3Hb BuanebpaHpa (Ha OCHOBaHWMM HaAUuMsi remopparu-
4YeCKOro CUHAPOMA, A@HHbIX CEMENHOIo U AMYHOIO aHaMHes3a,
pe3yAbTaToB 06CAEAOBaHWSA) U BUTAMUH-B,,-AedULMTHYIO aHe-
MUIO (BEreTepmaHcTBo, N0 AaHHbIM BUOXMMUYECKOTO aHaAn3a
KPOBWM — CMHAPOM MOPaXeHWsi HEPBHOW CUCTEMbI, KOTOPbIN
B AaAbHelieM 6e3 AeueHKa MOXET NPUBECTU K NPOrpeccmpo-
BaHUO BUTAMWH-B5,-A€DULMTHOTO COCTOAHMA).

KAMHUYECKUU CAYUA BUTAMUH-K-3ABUCUMOM
KOATYNOMATUU Y MANBUYUKA 7 NET

OpuHokoBa B.O., LLlectepHeBa M.B.
HayuHbii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.
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AKTyanbHOCTb. ButamuH-K-3aBucrumas koaryaronatus — ato
OAHa M3 CaMbIX YacCTbIX MPUYNH NOBbILWLEHNA KPOBOTOYNBOCTH,

KOTOpada cCBA3aHa C HapyweHUMAMU remMocTa3a npenmylle-
CTBEHHO Yy HOBOPOXAEHHbIX U AeTen nepBoro ropa XwW3HW.
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Short Reports

KpaTtkue coobwieHus

Y peTer B BO3pacTe A0 ropaa B MPOMEXYTKE MeXAY 2- Hep
1 6-M Mec YacToTa BCTPEYaeMOCTH 3TOr0 COCTOSAHUS COCTaBAS-
et 1:15 000-20 000. Y peTen cTapluero Bo3pacra BUTAMMH-
K-3aBUCHMaAnA Koaryanonatusi BCTPeYaeTCa 3HAYMTEABHO pexe.
Ho AaHHas naTtoAorMa MOXET NPOsSBASITbCS B AOBOM Bo3pacTe
B CBfI3W C A€OUUMTOM MNULLEBOrO BUTaMMHa K, CMHAPOMOM
Manbabcopbummn, 3ab60AEBaHUSIMM NMEYEHMU W XKEAUYHOTO Ny3bIps,
AAMTEABHBIM MPUEMOM aHTMOUOTUKOB UAM KYMaPWHOBbIX aHTH-
KOAaryAstHTOB.

Takum o06pa3om, NPoBEeAEHWE KOMMAEKCHOro obcaepoBa-
HUS Yy AETEN C HAAMUMEM PELMAMBUPYHOLLEN KPOBOTOUMBOCTH,
CBA3aHHOW C AePUUMTOM BUTaMMHA K HEACHOW 3TUOAOTWM,
MOXET yKa3aTb Ha MCTUHHYO MPUUKNHY 3ab0oAeBaHKA.

KAanHuueckui cayuan. Manbumk A., 7 et (10.07.2013),
20.06.2021 noctynun B Mopo3soBckyto ATKB ¢ kpoBoTeueHu-
eM nocAe yaaneHus 3y6oB.

Anamnesis morbi: co crnoB MaMmbl, 15.06.2021 6biAn yaa-
AEHbl 74-i 1 75-11 MOAOUHbIe 3ybbl, a 19.06.2021 OTKpPbIAOCH
74, 75 AYHOUKOBOE KpoOBOTEUYeHWe. AuMxopapka He Habatoaa-
Aacb. Bpurapoit CKopoi MEAULMHCKOM NMOMOLLM BbIA AOCTAaBAEH
B Mopososckyto AIKB.

Anamnesis vitae: XpoHuYeckue 3aboneBaHWUA — CWH-
APOM HyHaH, yMepeHHbIM CTEeHO3 KAanaHa AerovyHou
apTepun, HEAOCTaTOYHOCTb KhanaHa 1-M creneHu, Hepnd-
depeHUMpOBaHHasA AMCMNAA3USA  COEAMHUTEABHOM TKaHM,
acTUrMaTu3M, ABYXCTOPOHHSS LEHTPaAbHas XOPWOPETUHaAb-
Has AucTpoodusa. AMCNAACTUYECKU CUHAPOM. [laockocTonue
2-n creneHn. KuneeBupHas pedopmauma TPYAHOM KAETKM.
AcTeHoBereTaTMBHbIM CUHAPOM.

PaHee oTmeuyanc KOXHbI remopparMyeckui CUHAPOM
B BMAE 3KXMMO30B U reMaToM Ha KOHe4yHocTsX. Mpu obcaepo-
BaHMK B 2018 1. HapyLLUEeHUI remocTasa BblIABAEHO He ObIAo.

MepeHeceHHble 3aboAeBaHUS: KpacHyxa, BeTpsiHas ocna,
OPBMW. lNepeHeceHHble TpaBMbl: COTPSICEHWE TOAOBHOIO MO3ra.
3a nocaepHre 6 Mec aHTMOUMOTMKMU He NPUHKMMAA.

CocToAHMEe NPU MOCTYMAEHUU: CPEAHEN TAXECTH, pebeHoK
CHWXEHHOTIO NUTaHuA, 6e3 cbinu.

KAnHUYecknin aHanms kposu oT 20.06.2021: cHuxeHue
MCH (25 nr), HCT (39,2%).

Koarynorpamma ot 20.06.2021: CHWMXEHWE aKTMBHOCTM
$aKTopoB NPOTPOMBMHOBOIO KOMMAEKCA (YAAMHEHWE MPOTPOM-
61MHOBOro BpemeHu (15,5 ¢), CHUXEHWE aKTUBHOCTM GaKTopoB
NPOTPOMOUHOBOIO KOMMAeKca (67%)).

Ha ocCHOBaHWWU KAMHWMYECKMX W AaBOPATOPHbIX AAHHbIX
C HanboAbLLEV BEPOATHOCTBIO MOXHO ObIAO AyMaTb O KOAaryno-
natmm, HeobxoAMMO BbIAO UCCAEA0BATL GaKTOpPbl reMocTasa.

Koarynorpamma ot 22.06.2021: CHWUXEHUE aKTMBHOCTU
$aKTopoB NPOTPOMBMHOBOrO KOMMAEKCA (YAAMHEHWE MPOTPOM-
61HOBOro BpemeHu (15,4 ¢), CHUXEHWE aKTUBHOCTM GaKTopoB
NpPOTPOMOUHOBOIO KOMMAeKca (69%)), CHUXEHHAs aKTMBHOCTb
dakrtopa VIl (44,8%).

23.06.2021. VYuuTtbiBaA KAMHWYECKWE AaHHblE (74,
75 AyHOuKOBOe KpoBoTeueHue ¢ 19.06.2021, oTcytcTBME
AMXOPaAKW, HaAMUME B aHAMHE3€e reMopparMyeckoro CUMHAPO-
Ma B BMAE 3KXMMO30B W reMatoM Ha KOHEYHOCTAX), A@HHble
KOaryAorpaMmbl (CHUXEHWE aKTMBHOCTU (GakTopoB MPOTPOM-
61HOBOro Komnaekca u dpakropa VIl) 1, co cAoB Mambl pebeH-
Ka, HepocTaToyHoe ynotpebAaeHWe B pauuoHe BuTaMuHa K,
y pebeHka Obina NMOATBEPXAEHA KAMHWYECKKM COMyTCTBYHOLLAA
BUTaMMH-K-pePULMTHAA Koaryronatus.

PekomeHpOBaHO: AueTa, 6oratasi MpPOAyKTamMM, COAEpP-
XaluMK BUTaMMH K (kamycTa, WnuHaT, BPOKKOAM, Kypwuua,
neyeHb roBsXXbsl, aBOKAAO0); Npenapatbl BUTaMuHa K (MeHaau-
OHa HaTpua BUCYAbOUT) uepes poT No 8 Mr 1 p/AeHb B TeUeHUe
HEAEAU, KOHTPOAb Koaryanorpammbl (AYTB, TB, MTHU, MHO,
MTB, ¢ubpuHoreH); nepea onepaTMBHbIMKM BMELLATEALCTBA-
MU — WUCCAeAOBaHWe Koarynorpammbl, npu MTU no Kaaycy
6onee 70% NpOTMBOMOKA3aHUI HeT; obcAep0BaHKUE Y racTpo-
HTEPOAOra AAA UCKAKOYEHUA CUHAPOMA CEMEWHOro BHYTPU-
NeYyeHOYHOro XoAecTasa M CUHAPOMa Manbabcopbumm XMpoB
(Hanpumep, u3-3a HapylweHUa BCaCbiBaHWUA WAM KUCTO3HOIO
$1bpo3a).

3akAatoueHue. VICXop U pesyAbTaT rocnutaAmM3almm: BbI3AO-
POBAEHWE, BbINUCaAH U3 CTaumMoHapa.

KAMHUYECKUIA CAYYAN LIUPPO3A NEYEHU B UCXOAE
NMEPBUYHOIO CKAEPO3UPYIOLLIEIO XONAHIUTA,
ACCOUUHUPOBAHHOIO C A3BEHHbIM KOAUTOM

OcHau A.A., AoueHko U.WN.
HayuHbIi pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.
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I'BY3 Mopo30oBCcKas AeTcKan ropoACKas KAMHUUYecKas 60AbHULA A3M

AKTYyaAbHOCTb. [1epPBUYHbIA CKAEPO3UPYHOLLMIM XOAQHTUT
(MCX) — pepkoe xpoHuueckoe 3aboreBaHWe NeveHn Hen3BecT-
HOM 3TMOAOTUW, XapaKTepuaylolleecs BoOcMareHUeM, oubpo-
30M W pa3BUTUEM CTPUKTYP BHYTPU-/BHEMNEUEHOUHbIX XEAUYHbIX
npoTokoB. Ansi [ICX xapakTepHO MEAAEHHOE NporpeccupyroLLe
TeueHue ¢ pa3BuTHeM BUAMAPHOTO LMPPO3a NeYEHH, B PE3YAb-
Tate yero 30% nauMeHTOB HyXAAKTCS B TpaHCNAAHTaLMM
neueHn. OTmeuaetcs cuAbHas accoumaumsa [CX ¢ Bocnanu-
TEeAbHbIMU 3a00AEBAHUAMU KULLIEYHMKE, MPEUMYLLECTBEHHO
C SI3BEHHbIM KOAMTOM (A0 85% cayyaeB). Yactota BCTpeuyae-
moctu MNCX cocraBaset 0,2 Ha 100 000 AeTCKOro HaceneHwus,
ManbunkKn 6oAetoT B 2 pasa valle, Yem AEBOYKM, 3aboreBaHKWE
MOXET BbIABASATLCA B AtOBOM Bo3pacte. B 64% cayuyaes MCX
AMArHoCTMpyeTCs Ha NO3AHEN CTaAUM, Tak Kak HayanbHas ¢pasa
06bIYHO HE UMEET CneLUUPUUECKUX KAMHUYECKMX NPOSABAEHWUN.

KAvHuueckuin cayuan. Manbuvk A., 7 AeT, B wuione
2020 r. 6purapoit ckopor nomolum 6bin poctaBreH B OPUT

Mopo3soBckoi AFKB ¢ xanobamu Ha 60Ab B XMBOTE, TOLLHOTY,
OAbILLKY, YBEAMUYEHUE XUBOTA.

M3 aHamHe3a u3BecTHO: ¢ 1,5 AeT y pebeHka nepuoanye-
CKWM OTMEYaAUChb B3AYTME XMBOTA W HapyLUeHWe CTyaa — pas-
XUXKEHHbIN, MNEHUCTbIN, XUPHbIA. CUMNTOMbI KYNMPOBAAWUCH
CcaMOoCTOATeAbHO. [1ocTENEHHOE YBEAMUEHWE XUBOTA POAUTEAU
cTaAv OTMeyaTb ¢ Bo3pacTta 5 AeT, He 06CAeAOBaAKUCD.

Mpy NOCTYNAEHUW COCTOSIHUE CPEAHEN TAXeCTW 3a cuyer
OTEYHO-aCLIMTUUYECKOrO CUMHAPOMA. Mpu dusmkanbHoMm obcne-
AOBaHWM ObIAM BbISBAEHbI MACTO3HOCTb AMLA, BU3yaAbHOE
yBEAMUYEHUE XMBOTA, NPW NaAbnauMn — BbIPAXEHHbIN MeTe-
OpM3M MO XOAY TOACTOW KMLUKM, BbICTYNnaHue MNepKyTOPHbIX
rpaHUL, MeyeHn Mu3-Nop kpaa pebepHow AyrM Ha 4 cMm Mo
NpPaBOM OKOAOTPYAMHHOM AMHWMK, NMPW ayCKyAbTaLMU AETKUX —
ocrabaeHue AblXaHUS B HUWXHUX OTAEAaX, OTEK MOLLOHKM.
®dusnyeckoe pasBUTME O4YeHb HU3Koe. NabopaTopHo: yme-
PEHHaa UWMTOAUTMYECKAss aKTMBHOCTb C npeobrapaHuem ACT



(ANT/ACT — 132/235 Ep/A), Bbicokue napametpbl AAl (bonee
1000 Ea/A), Npu3HaKKM BblpaxeHHoOro xonectasa (IMTTIMN —
231 Ea/A), BbICOKasi MMMYHOAOTMYECKas akTMBHOCTb (IgG/
IgA/18M — 2096/407/220 Mr/aA), aHEMUA TSXEAOW CTENEHU
(Hb — 27 r/A), runoanbbymmHemus (a0 19 r/A), metabonnye-
CKMKM aumpo3, naktatemus. Mpu Y3 OBl — npusHaku BbinoTa
B OPIOLLIHYIO MOAOCTb, renatocnAaeHomeraaus. Mo paHHbIM Y3U
NAEBPaAbHOW MOAOCTU — TMAPOTOPAKC C ABYX CTOPOH. [pu
nposeaeHnn ITAC — nNpu3HaKM BaPUKO3HOMO PacLUMpPeHuUsn
BeH nuuieBopa (BPBI1) 1-i cteneHu. o AaHHbIM 3AacToMe-
Tpun F3 no wkane METAVIR (BbipaxeHHbld ¢$1Mbpo3 neveHun).
MpwW rMCTOAOrMYECKOM UCCAEAOBaHMM BUONCUIHOrO MaTepuana
TOLEN KUWKKU — cAaboBbipaXXeHHana AMMQONnAa3mMoLMTapHan
MHOUABTPALMA CAM3KUCTONM 0BOAOUKM. Bbina npoBepeHa WMHOY-
3MOHHO-KOPPUIMpytOLLAa Tepanus, 3aMecTUTeAbHan Tepanus
npenapaTtamMu KpoBwW (3pUTPOLIMTapHOM Maccow, anbbyMUHOM),
cumnToMaTnyeckas tepanus. MNocae ctabuan3aumm COCTOSHUS
MaAbUYMK BbIA BbINUCAH C PEKOMEHAALMEN MAAHOBOK rocnura-
AM3aLMK AN AOOBCAEAOBAHMSA.

MpKn NoBTOPHOM rocnutanmMdaumm B sHBape 2021 r. otmMeya-
AMCb Xanobbl Ha yBEAUYEHWE XMBOTA NMOCAE HaAPYLLEHUS AMETHI,
6AEAHOCTb KOXHbIX MOKPOBOB. M0 AaBopaToOpHbIM AAHHBIM: aHe-
MUS TaXeAon cteneHn (Hb — 23 r/A), meTaboAMueckuin aumaos,
TMNOKOAryAsiLMs, rMnoaAbbyMUHEMUS, TMMONPOTEMHEMMUS, MOBbI-
LUEHHbIW YPOBEHb aHTUHYKAEAPHbIX aHTUTEA. [IpK 3HAOCKOMMYe-
CKOM UCCAEAOBaHUK BbIIBAEHbI MPU3HAKK 3PO3NBHO-A3BEHHOIO
koauTa. Mo paHHbIM OTAC — nporpeccupoBaHue BPBI po 1-
2-i1 cteneHu. Mpu anacToMeTpun BblAv BbISBAEHbI Y4aCTKW LMP-
po3a neyveHu, B CBA3K C YeM NPOBEAEHA MArHUTHO-Pe30HaHCHasn
xoAnaHrMonaHkpeatorpadusa (MPXII), no pesyAstatam KOTOPOW
HabApanacb MP-kapTMHa renaTtocnAeHOMEraAun, BblpaxeH-
HOr0 HEePaBHOMEPHOIO CY)XEHWSI BHYTPW- U BHEMEUYEHOYHbIX
XEAUHbIX MPOTOKOB, MepunopTarbHOro ¢ubposa. Mpu NosTOpP-
HOM TMCTOAOTMUYECKOM MCCAEAOBaHMU BUOMCUMIMHOrO MaTeprana
TOHKOM KMLLKWM — NMPU3HAKKU XPOHUUYECKOTO KOAUTA.

Ha ocHOBaHWW A@HHbIX aHaMHe3a 1 MPOBEAEHHbIX UCCAEAO-
BaHWI ObIA BbICTABAEH AMArHo3: <HecneundnUecknin A3BEHHbIN
KOAWT, MAHKOAUT cpeaHer ctenenn Taxecty (PUCAI 30 6annoB).
XPOHUYECKMIA NMOBEPXHOCTHbINM FaCTpuUT, AYOAEHOraCTpaAbHbIN
pedatoke. Linppo3 neueHn knacc B no Child-Pugh B ncxoae
NepBUYHOIO CKAEPO3UPYIOLLETO XOAaHIMTa. [opTanbHasa runep-
TeH3usi. BaprMko3Hoe paclumpeHve BeH nuuieBopa 1-2-i cre-
NneHn. AHEMKA XPOHUUYECKUX 3aBONEBaAHUI TSXXEAON CTEMEHW».

Ha ¢oHe npoBeAEHHbIX 3aMeCTUTEAbHOW TeMOTpaHC-
by3un apuTpoLMTapHOW B3BecU W anbbyMuHa, KoppeKumu
BOAHO-3AEKTPOAUTHBIX HapyLeHWH, NPOTUBOBOCMAAMTEABHON
(5-aMUHOCaAMLMAOBAA KUCAOTA) U KOMOUHWPOBAHHOM MMMY-
HOCYNPEeCCUBHOM Tepanuu (PAFOKOKOPTUKOCTEPOUA + B-MepKan-
TONYPUWH), racTPONPOTEKTMBHOM, renaTtonpoTEKTUBHOW Tepanuu,

BUTaMUHOTEPANUMU OTMEYanacb MOAOXKMUTEAbHAS AMHAMMKA.
3HAUUTEABHO YMEHBLUMACA OObEM XMBOTA, MaAbUYMK HauyaA
npubaBAsaTb B Bece. Mo AabopaTopHbIM A@HHbLIM MOBbLICUACA
YypPOBEHb reMornobuHa, YMEPEHHO CHU3WAACh LMTOAUTUYECKAS
AKTMBHOCTb. Pe6eHOK ObIA BbiNMUCcaH.

Mpn nocAeayroLWMX rocnUTaAn3aLmsax NPOBOAMAUCE NMPOTU-
BOBOCMAAMTEABHAA M WMMYHOCYNpEeCCHMBHas Tepanus, rena-
ToTepanus, ractporepanusa. AMarHo3 COOTBETCTBOBaA paHee
yCTaHOBAEHHOMY. Ha ¢oHe Tepanuu oTmevanacb HekoTopas
NMOAOXMUTEAbHAs AMHAMKWKa, OAHAKO COXpaHsiAaCb BOCMAAUTEAb-
Hasi aKTMBHOCTb MO A@HHbIM KOAOHOCKOMWW, B CBA3W C YEM
6blAa HasHaueHa HenpepbiBHAs UMKAMYeckan Tepanusa TUBIM
(MHOAMKCUMAO).

B untone 2021 r. MaAbuMK ObIA IKCTPEHHO rOCMUTAAU3UPO-
BaH C NOAO3PEHUEM Ha XEAYAOUHO-KULLEYHOE KPOBOTEYEHHE.
M3 aHamHe3a M3BECTHO: NMOCAE HapyleHWUA AMETbl HEOAHO-
KpaTHO OTMeYaAUCb remaremMesuc, KawwuueobpasHbli CTyA
TEMHO-KOPUYHEBOIO LBETa C NPMMECHID KPOBWU. M0 AaHHbBIM
racTpOCKONUKU NPU3HAKOB KPOBOTEYEHUSI HE BU3yaAU3UPOBaHO,
oTMeueHo yBeanuveHne BPBIT po 2-i cteneHun. AabopaTtopHo:
aHEMWA CPEAHEN CTEemneHW TSXECTU, TPOMOOLMTONEHUS, T1Mo-
Koaryasiums. flocae 3aMeHHOro nepeAmBaHnsa 3pUTPOLIMTapHOM
B3BecH, peppotepanuu, npoponkeHusa NTMBT coctosaHUe cTabu-
AM3MPOBAAOCh, OTMEYEHA TEHAEHLUMSA K reMOonoaasy.

B cBfis3n ¢ nporpeccMpoBaHMeEM CMMMNTOMOB MOPTaAbHOWM
rMNepPTEH3MKU, HapacTaHWeM CTEMEHN BapnKo3a BEH MULLEBOAA
AO 3-4-1i cTENEHU, YMEHbLUEHWEM pa3MepoB NneyeHn no Gpusu-
KaAbHbIM AaHHbIM, oueHkon F4 no wkane METAVIR (umppo3s
neyeHu) Npu anactomeTpuu, GecnepcrnekTMBHOCTU KOHCepBa-
TUBHON Tepanuu pebeHoK 6blA KOHCyAbTMpoBaH B ®HLTUO
UM. akaa. B.U. LymakoBa. Manbunky 6bIAM NMoOKasaHbl TpaHC-
NA@HTaUMA MNEeYEHWU, KOHCYAbTaLMA COCYAMCTOrO Xupypra no
NOBOAY XMpypruyeckoro AeveHus BPBIT, npoAOAXKeHME KOHCep-
BaTUBHOWM Tepanuu, AMHamMU4Yeckoe HabAoAEHHE.

3akatoueHue. Heo6x0AMMO OTMETUTb, UTO CBOEBPEMEHHAS
AvarHoctuka MCX Ha HavaAbHOM 3Tane 3aboAeBaHWA 3aTpyA-
HUTEAbHA BBMAY OTCYTCTBUA CrneundUUEecKUX CMMMNTOMOB, YTO
06bsACHAET B BOAbLUMHCTBE CAyYaeB MNO3AHIOK MOCTAHOBKY AMa-
rHO3a Npu yxe chopmMmnpoBaBLUEMCA LMPPO3e neveHn. OpHaKo
BbICOKMM MpoueHT accoumaummn MCX ¢ A3BEHHbIM KOAUTOM
NMOMOraeT AMarHoCTMpoBaTb NMOpaxeHue neyeHu Npu AOMOAHU-
TEeAbHOM 06CAEAOBaHMM NALUMEHTOB C BOCMAAWTEAbHBIMK 3a60-
AEBaHWAMU KWLWEYHWKa. BbiaiBAEHWE BbIpaXEHHOrO CUHAPOMa
XoAecTasa no AabopaTopHbIM AaHHbIM, Aedopmaumnn 1 GUbpo-
3@ CTEHOK XEeAYeBbIBOAALMX MyTen, WU3MEHEHUN CTPYKTYpbl
neyeHun no pAaHHbiM Y3U 1 MPXIT no3BoAsitoT B 6Honee paHHue
CPOKM YCTAaHOBUTb AMArHO3 M HayaTb NPOTUBOBOCMAAUTEABHY!O,
MMMYHOCYNPECCHBHYO TEPANUIO, YAYULLUTb MPOrHO3, NPKU HEOb-
XOAMMOCTM OTAGAUTb CPOKM TPaHCNA@HTaUMK NEYEHW.

BONE3Hb KPOHA BEPXHUX OTAEAOB NMULLEBAPUTEABHOIO
TPAKTA, TOHKOU U TONCTOU KULLKU BbICOKOW CTENEHU

AKTUBHOCTH

MumuHoBa A., MocecoBa E., ApanoBa B.
HayuHblii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponeaeBTMKM AETCKUX 6onesHen NP GrAQY BO PHUMY um. H.U. MuporoBa MuHaapasa Poccun

AKTyanbHOCTb. boAe3Hb KpoHa — XpoHUYECKoe peum-
AMBUpYlOLLEEe BOCMaAUTEAbHOE 3aboAeBaHWe XKEeAyAOu-
Ho-KMWweyHoro Tpakta (KKT) HesCHOM 3TMOAOTMM, KOTO-
poe MOXeT nopaxaTb BCE €ro OTAEAbl, Pexe — BepxHue.
XapakTepusyeTcsi CerMeHTapHbIM MNOpPaxXeHWeM CTEHKU
nULLEeBapUTEABHOrO TpakTa, 3aTparMBaeT BCE CAOM MULLEBa-

PUTEABHON TPYOKM, GOPMUPYS AOKAAbHble WAU CHUCTEMHbIE
OCAOXHEHMUSA.

AAsi BOCMaAMTEAbHbIX 3aboAneBaHUM KuwedHuka (B3K)
XapaKkrepHo 6oAee arpeccuBHOE TeYeHWe B AETCKOM BO3pac-
Te, npouecc MMeeT Hoaee pPacnpOCTPaHEHHbIN XxapaKTep, Yem
y B3pocAbIX. Y aeTert B3K mmeroT nporpeccupytollee Hapac-
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WCKUIA NeanaTpUUeCcKUi XXypHan.
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Short Reports

KpaTtkue coobwieHus

TaHWe TAXECTH, PEe3KOe YXYALLEHWE COCTOSIHUSE U TpebytoT
b6onee WHTEHCHMBHOW Tepanuu. C aebrotom 6oaesHu KpoHa
MMEHHO B AETCKOM BO3pacTe CBA3bIBAOT OOAbLUYHD BEPOAT-
HOCTb OCAOXHEHWI, TPEOBYOLLMX XMPYPrUYecKoro BMmeLlaTeAb-
ctBa. OcobeHHbIN UHTEPEC Bbi3biBAaeT 60Ae3Hb KpOHa BEPXHMX
otaenoB XKT, Tak kak OHa BCTpevaeTca KpanHe PeAKO U valle
Y AETEN, UTO B KOHEUYHOM CUETE MOXET CTaTb MPUUMHON 3aAEPX-
KM UX GU3NYECKOro pa3BUTHUA.

KAnHUueckum cayuai. MauueHt ., MaAbunk, 12 AeT, NocTy-
nua 13.06.2021 B oTAEAEHUE TacTPOIHTEPOAOTUU C Xanobamu
Ha TOLWHOTY, PBOTY M OTCYTCTBME anneTtuta. AAA AaAbHENLIEro
00CYXAEHUS KAMHUYECKOTO CAyyas HeOBXOAMMO OTMETUTb,
yto 05.06.2021 nauMeHTy BbINOAHEHA KOMMbIOTEPHAS TOMO-
rpa¢ua opraHoB rpyaHon kaetkn (KT OlK), no pesyabratam
KOTOPOW BbIABAEHbI KT-NpU3HaKM pacCesHHbIX MOAUCErMeH-
TapHbIX 0YaroBbIX YMNAOTHEHWI AETOYHOM TKaHW 06OMX Aer-
KUX MHOUABTPATUBHOIO Xapakrepa, 6POHXMOAUTUUYECKME OYaru
9-10-r0 CEerMeHTOB NPaBOro Aerkoro. Pe6eHoK KOHCYALTUPO-
BaH $TM3MATPOM, NoKaszaHa NPEeBEHTUBHas Tepanus ¢ nNpoBe-
peHnem KT uepes 3-4 Hea.

14.06.2021 BbINOAHEHA 330¢aroracTpoAyoOAEHOCKOMKUSA
(3rAC). OnpepensieTcss 3HAOCKOMUUYECKas KapTMHa 3PO3WBHOMO
330darunta, 3p03MBHO-FEeMOPPArMYEcKoro ractputa, 3p03MBHOIO
6ynbbuTa. HeakTnBHasi si3Ba AYKOBWLbl ABEHAALATMNEPCTHOM
KULWWKK (B cpaBHEHUM ¢ uccaepoBaHnem ot 01.06.2021 — yme-
peHHas MOAOXMTEAbHas AMHamuka). 15.06.2021 npoBoAMACH
KOHTPOAb AabOPaTOPHbIX aHAaAM30B — OTMeYaeTca GepMeHTEMUS.

16.06.2021 npoBEAEHO YALTPA3BYKOBOE WCCAEAOBaHME
opraHoB OptoliHon noaoctn (Y3U OBIM) — axorpaduueckue
NPU3HaKKU AMOPY3HbIX M3MEHEHMIM CTEHOK XEAUYHOrO Ny3blps,
AUCXOAMW, TEPMUHAABHOTO WAEWTa, MaHKOAMTa B aKTMBHOM
dase. Amacraza moum — 1312,8 Ea/A. YunTbiBass HauMHatoLlme
ABAEHUSA NaHKpeaTuTa, pebeHKy HasHauyeH OKTPeoTUA — Ha
$OHe BBEAEHWSI OTMEYatoTCA PBOTA M YXYALLEHWE COCTOSHMS;
npenapar OTMEHeH, Ha3HauyeHa cTporasi AveTa. BbinoaHeHa
axokapanorpadus (3xoKr), BbISBAEHbI UBMEHEHUSA: Pa3pbIXAe-
HUE, YTOALLEHWE CTBOPOK MUTPaAbHOIo kaanaHa (MK). MNMpoaanc
MWTPaAbHOTrO KananaHa |-l ctenenu ¢ peryprutaumen 1-2+, KOH-
CYABTUPOBAH KapAMOAOTOM.

19.06.2021 npoBOAUACS KOHTPOAb BUoxMMUyeckoro (6/X)
aHaAM3a KpoBM, HabAOAAAOCH HapacTaHWe MaHKpeaTUUYEeCKUX
depmMeHToB. [Mnokoaryaauma B Koaryaorpamme. HasHaueHbl
MeHaAMOHa HaTpusa BUCYAbOUT, TPAHCHY3US| CBEXE3AMOPOXEH-
HOW MA@3Mbl, renaToTponHas Tepanus.

23.06.2021 B3siTa pacluMpeHHas koaryaorpamma: npo-
TpoMbUHOBbIN MHAEKC (MTU) — 47%, CHUXEHWEe aKTUBHOCTU
BUTAMUH-K-3aBUCUMbIX GaKTOpOB. PeBEHOK KOHCYALTMPOBAH
rematonorom. C cornacoBaHMEM C KAMHUYECKMM dapMako-
AOTOM pebeHKy NPOBEAEHbl YBEAMUEHWE MEHAAMOHA HaTpuA
6ucynbduta Ao 15 Mr 2 pasa B CyTKM W TpaHcdysus C3IT.
Beuepom y pebeHka oTMeyaracb MHOroKpaTHas pBoTa, MOCAEA-
HAS — C MPUMECbID KPOBW. IKCTPEHHO BbIMOAHEeHa IlAC:
60ne3Hb KpoHa XeAyaKa, ABEHAALATUNEPCTHOM KULLIKKM — BbICO-
Kaf akTMBHOCTb, reMOpparMyecknii 330hparoracTpoAyOAEHMT,
CY>XEHWE BbIXOAHOTO OTAEAA XEAYAKA, COCTOABLUEECH XENYAOY-
HOE KpoBOTEYEHME, SHAOCKOMNYECKUIA remocTas. NpoBoanAach
KOPPEKLMA GU3MOAOTUUECKUMU PACTBOPAMM.

24.06.2021 npoBepeHa TpaHCHy3uss anbOyMUHOM (B aHa-
m3sax — 24,2 r/A) u3 pacueta 0,5 mr/kr. HasHaueHa npo-

AOHTMPOBAHHasA MHOY3MA OKTPEOTUAOM. ManbuMK OCMOTPEH
dTU3NATPOM, PEKOMEHAOBaHbI OTMEHA NPEBEHTUBHOM Tepanuu
NPOTUBOTYOEPKYAE3HBIMK MNpenapatamMu U nposepeHe KT —
oTpuuateAbHas AuHamuka ot 05.06.2021 3a cyeT HapacTaHus
W 30H «MAaTOBOTrO CTEKA@» MOAMCETMEHTAPHO B HWXHUX AOASX,
6oAblle cnpaBa. YunTbiBas HapacTaHue GepMEHTOB MOAXKEAY-
AOYHOM XeAe3bl, ObIAO MPUHSATO peLleHne 06 aHTEPaAbHON nay-
3e. C LeAblo NPoBEeAEHUS NMapeHTEPaAbHOMO MUTaHUs pebeHky
nocrtaBAaeH LIBK.

01.07.2021 — HapacTtaHue depmeHTeMumn (M3 Aabopatop-
HbIX AQHHbIX).

02.07.2021 npoBeAeHO BBEAEHME  WHOAMKCUMMA-
6a B A03MpoBKe 7,5 MI/KF, NepeHec YAOBAETBOPUTEABLHO.
[laToAOrMUecKon peakumu Ha NpUem 1 BBEAEHWE NpenapaTtos
He 3apeructpupoBaHo. OTMevarach pBoTa.

07.07.2021 — MarHuTHO-pe30HaHCHaA XOAaHTMOMaHKpe-
atorpadus (MPXII), onpeaensnncb AMaaTaumst obluero neve-
HOYHOrO NPOTOKa, Neperud XeAYHOro My3bips Ha YPOBHE YCTbS.
YuutbiBaa Bo306HOBAEHME PBOTbI, PEOEHKY MPOBOAMACA PEHT-
reH naccaxa 6apus no XKT B TeueHue 24 4 — 3HauMMown nato-
AOTUU He BbIIBAEHO, OMPEeAEAIAOCh 3aMEeANEHWE 3BaKyaLMu.

12.07.2021 npoBeAEHO yBEAUYEHUE AO3UPOBKW OKTPEOTH-
AOM AO 5 MKI/Kr/u 3a 24 u.

16.07.2021 — BTOpOE BBEAEHWE UHOAMKCUMaba; nepeHec
YAOBAETBOPUTEABHO.

19.07.2021 anbda-ammnaza — 260 Ep/A, naHKpeaTuue-
ckasf amunasa — 156,6 Ea/A, avnasza — 309 Ep/A; avacTtasa
Moun — 576, 5 Ep/A. o pesdyAstataM yAbTPa3ByKOBOMO UCCAE-
AOBaHUS — 6e3 3xorpaduyeckmnx MNPU3HAKOB CTPYKTYPHbIX
N3MEHEHWHN.

B nocAepHIO HEAEA B CTalMOHape cocTosiHue pebeHka
yAyyWwanocb. Manbuvk He AMXOpaauA, He ObIAO AMcnencuye-
CKMX siIBAeHWI. CaaHbl AabopaTopHble aHaAM3bl, OTMevyaeTcst
CHUXEHWe depMeHTEMUK, B OOLLEM aHAAM3E KPOBWU aHEMMU
HET, BOCMAAWUTEAbHbIX M3MEHEHWW HET, LUMTO3a W LMTOMNEHUU
HeT, CO3 He yCKopeHo.

PebeHky c paHee BepUOUUMPOBAHHLIM AMArHO30M Ha
OCHOBa@HMWU 3HAOCKOMUYECKOTO M TMCTOAOIMUYECKOTO UCCAEAOBA-
HWUW B rOCNWUTAAM3aALMIO BbICTAaBAEH AMArHo3: «bone3Hb KpoHa
BEPXHUX OTAEAOB MULLEBAPUTEABHOIO TpaKkTa (3PO3MBHbIN
racTpwuT, A3Ba ABEHAALATUNEPCTHON KULLIKK), TOHKOM M TOACTON
KULLKK, BOCNaAnTeAbHas ¢opma, BbICOKasi CTeneHb akTMBHOCTU
(PCDAI 30 6annoB — llepMaTPUUECKUIt MHAEKC aKTMBHOCTM
6one3HN KpoHa)». Takxe, yuntbiBas IIAC, IxoKr n Y31 OB,
BbICTaBAEH COMYTCTBYHOLIMI AMArHo3: «H3BeHHan 60Ae3Hb ABE-
HaALATUNEPCTHON KULLKKW, HeakTUBHasA dasa, cTaaus pybuesa-
HWUA. MMKCOMAaTO3 MUTPaAbHOIO KAanaHa. Ipo3uBHbINA BYALOUT,
obocTpeHuer.

22.07.2021 — Kypc cTaumMoHapHOro obcrepoBaHUA U Aeve-
HWA 3aBepLUEH, PEKOMEHAALMU AaHbl, Pe6EHOK B CTaBUABHOM
COCTOSIHWMM BbINUCbIBAETCS AOMOI NMOA HabAlOAEHWE neanaTpa,
racTpoaHTepOAOra Mo MeCTY XUTEAbCTBA.

3aknatoueHue. \aHHbIM CAyYal MHTEPECEH TAXEAbIM Mpo-
rPeCccUpyroLLMM TedeHneM 60Ae3HM KpoHa C peakow AoKa-
AM3auMen B BepxHux otaenax XKKT, uTo XxapakTepHO AAS
TEeYeHMA AAHHOM naToAOrMM B AeTCkoMm Bo3spacTe. OpHako
Tepanua aHTU-TNF-npenapatamMu NO3BOAMAA YAYYLIWUTb COCTO-
AHWEe nauueHTa M usbexarb HEOBXOAMMOCTU XMPYPrMUYECKOro
BMeLLaTeAbCTBa.



KAMHUYECKUU CAYUAN BONE3HU KABACAKU

Moxeawesa M.10., TuxoHoBckui MN.A., Bawapuna T.C.
HayuHbii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponeaeBTkM AeTckux 6oaesHen NP GrA0Y BO PHUMY um. H.U. Muporosa MuH3apasa Poccun
'BY3 Mopo30BCKas AeTCKas ropoAckas kKAMHUYeckasa 6oabHMLa ASM

AKTyanbHOCTb. boAe3Hb KaBacaku (CMHAPOM KaBacakw,
CAM3UCTO-KOXHbBIN AUMOOHOAYASIPHBIA CUHAPOM) — OCTPOMpPO-
Tekatowas Natonorusi C xapakTepHbIM MOpaXeHuem apTepui
CPEAHEro M MEAKOro kaAMbpa 1 pas3BUTHEM AECTPYKTUBHO-MPO-
AMbEepPaTUBHOrO BacKyAUTa, KAMHUYECKU NPOABAAIOLLAACH AUXO-
PaAKON, UBMEHEHWUAMU CAUIUCTLIX 0BOAOUEK, KOXM, AMMbATH-
YECKMX Y3AOB M MHOTAA MOPaXEeHWEM KOPOHAPHbIX W APYrMX
apTepuit. AaHHoe 3aboaeBaHWe Hanbonee YacTo BCTpevaeTcst
B AnoHuun (112 cayuaeB Ha 100 OO0 AETCKOro HaceneHus A0
5 neTt). 3aboreBaemocTb B Poccuu, no pAaHHbIM 2016 r., coctaBs-
AsiAa 6,6 cayvaeB Ha 100 000 apeTckoro HaceAeHus A0 5 Aer.
\eTanbHOCTb NpK AaHHOM 3aboneBaHuK cocTaBaaeT 0,1-0,5%.
JToAOTUS U NaToreHe3 6oAe3HU KaBacaku ManOU3yUYeHHbI.

KAMHuueckui cayuan. MaumeHt A., 4 ropa, 25.01.2019
NMOCTYMUA B AETCKYHD TOPOACKYH KAMHMUYECKYID OOAbHULY
um. 3.A. bawnseBol, B UHPEKLIMOHHOE OTAEAEHUE, C Xanoba-
MW Ha AAMTEABHYIO AMXOpaAky A0 39 °C, kaleAb U HAaCMOPK.
PaHHee pa3BuTME M NPOOUAAKTUUECKME MPUBMBKM NO BO3pa-
CTY, aAAeproaHamMHes3 He oTAroLleH. AMbyraTopHO HabAoAaACs
Yy OTOPUHOAAPUHIOAOF@ NO MOBOAY XPOHWUYECKOTrO TOH3UAAWTA.

Ha 9xoKTI o1 26.01.2019: aAMAaTaumsi KOPOHAPHbIX apTepui
B MPOKCMMaAbHbIX OTAeAax. AuarHos: «CuHapom KaBacaku,
OCTPbIM NEPUOA, C NOPAXEHNEM KOPOHAPHbIX apTepuii».

27.01.2019 pebeHky 6bina npoBeaeHa Tepanusi BHYTPU-
BEHHbIM UMMYHOTAOBYAMHOM (BBUI) 2 r/Kr u aueTMACaAULMAO-
BOW KUCAOTOM 60 Mr/Kr.

30.01.2019 B 12:00 nauueHT 6bIA NepeBeAeH B peBMa-
ToAornyeckoe otaeneHne Mopososckor AIKB. Mpu noctynae-
HWW cocTosiHWEe BbINO pacLeHEHo Kak Tsxenoe. Mpu ocmoTpe
B CO3HAHWM, aKTMBHbIX XaAob He MpeabaBAAA. Temneparypa
Tena — 39 °C. KOHbIOHKTUBbI TMNEPEMUPOBAHbI, CKAEPUT, XeN-
AWT. TP OCMOTPE KOXHbIX MOKPOBOB BbIiIBAEHA NACTO3HOCTb
AAAOHEN W CTOM, LUEAYLIEeHUE B MeXNaAbLEBbIX MPOMEXYTKax
Ha Horax. B remorpamme ot 30.01.2019: yBeanuerHne CO3
(164 MM/4), OTHOCWUTEAbHbIN HEWTPODUAE3, OTHOCUTEAbHAs
AMMOMNEHUS, MUKPOLMTO3 3PUTPOLMTOB, TPOMOOLMTO3. B B1o-
XMMUUYeCKOM aHaaude KpoBu oT 30.01.2019: yBeauueHwue
YPOBHA aAaHWMHaMWHoOTpaHcdepasbl (68 Ep/A), ramma-rato-
TaMUATPaAHCNENTUAA3bI, aHTUCTpentoAMdnHa O, depputuHa,
C-peakTMBHOro 6enka, runepumMmyHoranobyamHemusa (1gG,
IgM). Ha 9xoKI ot 30.01.2019: auaatauma obeux Kopo-
HapHbIX apTepuii B MPOKCUMMAaAbHbIX OTAeAax. Heboablioe
yBEAMUYEHME TMOAOCTM AEBOr0 XeAyaouka 6e3 HapylleHus
CUCTOAMYECKOW OYHKUMK. MpoporkeHa Tepanus BBUT u aue-
TUACAAULIMAOBOM KUCAOTOM. [Mpu ocmoTpe pebeHKa Aexyp-
HbIM neanatpom B 22:00 cocTosiHMe ObIAO pacUEHEeHO Kak
CTabWAbHO TAXEAOE.

Ha Y3WU opraHoB 6ptoliHoi nonoctn ot 31.01.2019: yse-
AMYEHWE AMHENHbBIX Pa3MepPOB NeYeHU U Cene3eHKU. AaHHble
3KT ot 31.01.2019: pUTM NPeACEPAHbIN 3aMeLLatoLWnin pery-
AAPHBIN, YAAMHEHME WHTepBana QT, HOPMaAbHOE MOAOXEHWE
INEKTPUUECKOMN OCU CepALa.

31.01.2019 B 17:10 ocTaHOBKa AblXxaHWS, MPOBEAEHWE
peaHUMaUMOHHbIX MEPONPUATUIN B TeueHne 10 MUH.

B 17:30 pebeHok nepeBeaeH B OAOK peaHUMaLUmU U UHTEH-
CMBHOM Tepanuu OTAEAEHWSI 3KCTPEHHOM KapAMOXMPYPruu
N UHTEPBEHLMOHHOW KapAMOAOTMU. Tpu MOCTYNAEHMU COCTORA-
HUe Kputnyeckoe. Mpu oCMOoTpe COo3HaHWEe He ONPeAEAAAOCh
(LUKT 3), KOXHble MOKPOBbI CUHIOLLHbIE, XONOAHbIE. AbIxaHue

aroHanbHoe. PuUTM cepala HenpaBWAbHbIW. [lyabcaums Ha
nepudepryecknx cocyaax chaboro HamnoAHEHHUS.

Ha 39xoKI ot 31.01.2019: anMaataums 06enx KOpoHapHbIX
apTtepuit. Tpomb603 AeBOM KOPOHApHOW apTepuu. N\okaAbHasi
COKPaATUMOCTb AEBOMO XEAYAOUKa XapaKTepu3yeTcsi TMMOKK-
He3nel 6asanbHbIX, CPEAHWUX, MEePEAHMX, NEPEropoAOYHbIX,
nepeaHeboKOBbIX, BCEX BEPXYLIEUHbIX CerMmeHToB. ThobanbHan
COKPATUMOCTb AEBOI0 XEAYAOUKa CHUXeHa. Ppakums Bbibpoca
AEBOro XeAypouka — 32-34%. Tpomb B MOAOCTM MPABOro XeAy-
Aouka. TpomMb B HUXHEN NMoAoi BeHe. PaclumMpeHue nonocten
NpaBoro NPeACEpPANst U NPaBOro XEeAYAOUKa. TpUKyCnnaanbHasn
peryprutaumsa 2+.

KOHCUMAMYMOM MPUHATO pELUeHWe O MPOBEAEHWUU CUCTEM-
HOro TpoM6oAM3UCa aATenAa3on Mo XMIHEHHbLIM MOKa3aHUAM.
MNpoBeaeHa Tepanus: BBUI 2 r/kr, aueTMAcCaAMUMAOBaAsA KMCAOTa
80 mr/kr, appeHanrH 0,2 MKr/Kr/MuH, AeBocuMeHAaH 0,24 mkr/
Kr/MUWH, aAntennasa 0,1 mr/kr (2 mr) 6OAHOCHO BHYTPUBEHHO
CTPyMHO MeAAeHHO U 0,8 mr/kr (16 mr) BHYTpPMBEHHO 3a 1 u,
docookpeaTtH 1 r B/B kanenbHo 3a 1 4, renapuH 10 Ep/ Kr/u.

B 18:10 acuctoAusi, OCTaHOBKa AblxaHUS, MPOBEAEHME
peaHUMaLUMOHHbIX MeponpuaTuin. B 18:22 KoHcTaTMpoBaHa
6uonormyeckas CMepTb OT OCTPOM CEPAEYHOM HEAOCTAaTOYHOCTH
Ha GOHe 0CTPOro KOPOHAPHOIo CUHAPOMA.

Ha natonoroaHaTOMUYeCKOM BCKPbITUM BbISIBAEHO: MATKWE
TKaHMW roAOBbI PE3KO OTEUHBI, NMOA MSAFKOM MO3roBO 060A0UKOM
OMPEAEAAIOTCA KPYMHblE U MEAKUE KPOBOU3AMSIHMA. /\erkue
CUHIOLLHO-KPaCcHOro LUBeTa, NpU HapAaBAMBAHMKW NAAbLEM OLLYy-
Laetcs kpenutauma. Ha paspese TkaHb OTeYHasi, B KPYMHbIX
6poHXax neHucTas cAn3b. MPUKOPHEBbLIE U NapaTpaxeabHble
AMMbaTHYeckne y3Abl 6060BMAHOM GOPMbI, AMAMETPOM AO
0,5 cm. B nmonocTax cepala MMERTCS CryCTKM KPOBW TEMHO-
KpacHOro LBeTa, He NPUKPENAEHHbIE K CTeHke. B npaBom npea-
CepAMM MPUCTEHOUHBIM TPOMO AMameTpom 1 cM; AeBas Kopo-
HapHaa aptepus nocae Buoypkaumn B ormbatollen aptepuu
pactlumpeHa Ao 0,4 MM U COAEPXMT MAOTHbIN OKPYTAbIA TPOMO,
NAOTHO OBTYPUPYIOLLMIA MPOCBET apTEPUK; NpaBas KOPOHapHasn
apTepus A0 OTXOXAEHMA NPaBOro aopTaAbHOrO KOHyca Pe3ko
paclimpeHa Ao 0,3 MM, COAEPXUT MAOTHbINA OKPYIAbIA TPOMO,
NAOTHO 0BTYPUPYIOLLMIA MPOCBET apTepun. B neueHun n ceneseH-
K€ NPU3HAKN BEHO3HOIO MOAHOKPOBHS.

[pn rMCTOAOTMYECKOM UCCAEAOBaHMU B BELLECTBE MOAOB-
HOr0 MO3ra BbIABAEH NEePUHENPOHAAbHbIV M NEPUBACKYAAPHbIN
otek. [AeBpa, MEXAOAbKOBaA U NepubpoHXManbHas COEAUHU-
TEeAbHAs TKaHb PE3KO OTEYHbl, Pa3PbIXAEHbl, C PaCLUUPEHHbI-
MW MNOAHOKPOBHbIMW COCYA@MMW M O4YaraMu remMmopparmyecko-
ro NponuTbiBaHUA. Pe3koe MOAHOKPOBME MEYEHOUHbIX AOAEK
N KpacHOW NyAbMbl CEAE3EHKWU. ANMKapA, SHAOKAPA, MUOKapA
oTeyHbl. KapanoMuoumTtbl M3BUTOM GOpPMbl. B Mexkeayaou-
KOBOW MNEeperopopke OTMEYaeTca HaAuMuMe ovara, KOTOpbIi
NPeACTaBAEH KapAMOMMOLMTAMU C YTpaTol MCUEPYEHHOCTH,
AApa KAPAMOMMUOLIMTOB B AAHHOM AOKYCE COXPaHHbl, AeMapKa-
LUMOHHOW 30Hbl HET. KAanaHbl YTOALLEHbI 3@ CYET MYKOUAHOMO
HabyxaHus. KopoHapHble apTepun ¢ AUGDY3HOM rrcTMoumnTap-
HO-AEMKOLIMTapPHON WHPUABTPALMEN WMHTUMbI, MEAWU, C pas-
pYLUEHWEM HapyXHOW 3AACTUUYHOM MeMBpaHbl, MHTHUMa PE3KO
oTeyHa. B KOpOHapHbIX apTepusax OTMEeYyatoTCs CMeLLaHHble
TpoMbbl C OpraHusaumen. B npaBoM Npeacepann onpesenseT-
CA CTapblii CMelLaHHbIA TPOM6 ¢ opraHu3aumMeit, KaHaAM3auu-
en, OTAOXEHUAMU reMaTonAnHa.
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Short Reports

KpaTtkue coobwieHus

MatonoroaHatoMuyeckui pnarHo3. OCHOBHOM AMArHos3:
«CAMBUCTO-KOXHbIA AMMPOHOAYASIPHBIM CUHAPOM (KaBacakun) —
HEKPOTUYECKUI KOPOHapKT, 06TypHpytoLwme TpoM6bbl B NpaBoK
KOPOHapPHOWM apTeprmn U orubatoLLein apTepun A€BON KOPOHap-
HOW apTepuu, rMnepnAasusi napartpaxeanbHbiXx v 6UdypKaum-
OHHbIX AUMPATUUYECKMX Y3N0B». OCAOXHEHME OCHOBHOIO 3abo-
AeBaHus: «ObLiee BeHO3HOe NoAHOKpoBKe. OTek U HabyxaHue
BELLECTBA NOAOBHOIo Mo3ara. OTek Aerkux».

3aknoueHue. [\aHHOEe OnucaHWe CAYXWUT NPUMEPOM
OCTPEWLLEro pa3BUTUA 60Ae3HM KaBacaku U AeTaAbHOTO MCX0AA
BCAEACTBME OCAOXHEHWA OCHOBHOMO 3aboAeBaHWA — MHpapKTa
MWOKapAa U pasBUTUSA CePAEYHO-AErOYHOM HEAOCTAaTOYHOCTU.
KpalriHe BaXHO AMArHOCTMPOBAaTb AAHHYKO NATOAOIMIO Ha paH-
HEM 3Tane AASl Ha3HayeHUA CBOEBPEMEHHOW OMTUMaAbHOM
Tepanuu, TeM camMmblM AeAast AQAbHEWLLMI NPOrHoO3 3aboneBa-
HUA 6/\aFOI'IpVIF|THbIM.

KAMHUYECKUIA CAYUYAU NALMEHTA C TADKEAOU ATAKOM
HENPEPbIBHO-PELMAUMBUPYIOLLEN ®OPMbl BOAE3HU KPOHA

Mponaetkuna K.A.1, Mopryran MN.M.1, LWymos A.A.1, UBaHoB A.A.1
HayuHble pykoBoaUTEAK: A.M.H., npodeccop Cypkos A.H.1'2, Bpau peTcKuit racTpoaHTeponor BeccoHos E.E.2
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2 HUW neamatpum 1 oxpaHbl 300p0Bbsa Aeteit HKLL Ne2 ®TBHY «PHLX um. akaa. B.B. Metposckoro» MuHobpHayku Poccui

AKTyanbHOCTb. BoAe3Hb KpoHa — 310 ayToMMMyHHOe,
NMOAM3TUOAOTMUYECKOE, YacCTO peurAMBHpYtoLlee 3aboneBaHMe.
BbifiBAEHO, uTO MpuuMHamMu pebrota H6one3Hu KpoHa moryTt
OblTb reHeTMyeckas NPeAPacnoAOXEHHOCTb, KWLIeYHas 3nw-
TeAvanbHas AMCOYHKLMS, CTPecc 3HAOMAA3MaTUUYeCKOM CeTW.
Kpome ToOro, yctaHoBAEHa B3aMMOCBS3b HaYana BOCMNAAUTENb-
HOro npouecca C MHbIMW WMMMYHOOMOCPEAOBAHHBIMWU MpPO-
ueccamu B OpraHu3Me YenOBeKa, a TakXe HapyLleHUAMMU
KWULLEYHON MUKPOOUOTBI.

KAanHuueckui cayuai. PebeHok, 14 AeT. BnepBble cum-
NTOMbI NOABUAUCH 4 ropa Ha3aa, B Bo3pacte 9 AeT u 11 mec.
[MauMeHT AOATO XaAOBaACA Ha YCTAAOCTb, OTMEYaAUChb MOBbI-
leHne Temnepatypbl Tena A0 39,6 °C, XMAKMH CTYA AO
3 pa3 B AeHb, 6e3 npumecen, TowHOTa. Yepe3 HECKOAbKO
AHEl NoBTOPHOE NOBbILLEeHWe TeMnepatypbl Tena — A0 40 °C,
60AM B anuractpuu. B aHaAM3ax KpOBW OTMEYAAOCb MOBbI-
LWEHWE MapKepoB BOCMAAUTEAbHOM AKTMBHOCTU: AEMKOLIMTO3
70 17 x 109/a, yckopeHue CO3 po 20 m/u. bbina Ha3HauyeHa
aHTUbaKTepuanbHasa Tepanus. Ha ¢oHe nMpoBOAMMOro Aeve-
HUS1 OTMeYanacb MOAOXWMTEAbHaAs AMHaMWKa, CTyn 1-2 pasa
B A€Hb, OAHAKO B MOCAEAYIOLLEM MPUCOEANHUAUCH CUMMTOMBbI
cTomatuTa.

Uepes mecsil, BHOBb BO3HUKAWM Xanobbl Ha XWUAKWI CTYA.
MPOSIBUAUCH AMXOPAAOUHbIA CUHAPOM W KaTapaAbHble SIBAE-
HUA. BbiIA Ha3Ha4YeH WMMYHOCTUMYASITOP — C BbIPaXXEHHOM
NMOAOXMTEABHON AMHAMWKOW, C PEerpeccom MpPW3HaKoB BOC-
NManeHUs1 CO CTOPOHbI XEAYAOUHO-KMLLEYHOro Tpakta. OaHako
B LLleAOM CMMMNTOMAaTHKa coxpaHsracbk A0 3 mec. oayyan npo-
61OTHKM 1 apcopburpytoLlve BellecTsa.

UYepes MecAL BHOBb Pe3KUI MOABEM TEMMEPATYPbl, XHA-
KWI CTYA 1 pa3 B AeHb, BNEPBbIE 3EAEHOT0 LIBETA Y 3A0OBOHHbIW.
Aanee CTyA yyalwlancs, MOSIBUACA KUCAbIM 3anax, OTMeyaAuChb
TOLWHOTa W pBoTa. 3a Bpemsi 6oAe3HM Obina 3amMedeHa noteps
B Macce TeAa.

MauneHT obpatnacs B ATKB nm. 3.A. baluasieBow, rae Haxo-
AVACSI HA AeYEHWU BUHPEKLIMOHHOM OTAEAEHUU. ANArHOCTUKYMbl
K MEPCUHMO3Y BbIAU MOAOXKMTEABHBI. OTMEYAAOCh MOBbILIEHWE
ayTOaHTUTEA K MapUETAAbHBIM KAETKAM XEeAyAKa, K AeaMUANPO-
BaHHOMY FAMAAMHY. Kan Ha KULLIEYHYHO Fpynny — OTPULATEABHO.
YpoBeHb GeKanbHOro KaAbMPOTEKTUHA MOBbILIEH.

Nanee pebeHka nepesear B MoposoBckyto AIKB ¢ ana-
rHO30M «HeAuddEepeHUMPOBaHHbIA KOAWUT». OBHapYXeHbl Npw-
3HaKKW ractpoas3oparearbHOr0 MNpoAarnca, BbISIBAEHbl acTpo-
AYOAEHUT U 3p03UBHbIN OByAbbUT. Ha MPT auMarHoctpoBaHa
renatocnaeHomeranmsa. Ha Y3W — npusHaku 3HTEPOKOAWTA,
Me3eHTePHanbHOM AMMbaseHonaTUn. Ha 3HAOCKOMMUUYECKMX
MUCCAEAOBaHMAX OMPEAEAstoTCA rpUbKOBOE MopaxeHWe nuile-
BOA@, 3PO3MBHO-TEMOPPArMYeckUin KOAWUT, WAEUT, 3PO3MB-

HbIA MPOKTOCUIMOUAMT. KOHCyAbTaUMsi ¢ MHOEKLUMOHUCTOM:
CMMMNTOMATMKa COOTBETCTBYET OCTPOM BUPYCHOW MWHdEKUMH
AnwrTerHa - bapp, OCTPON MEPCUHUO3HOW MHOEKLMU B Cyb-
KAMHUYecKkon dopme. B Tepanuto ObiAM BKAKOUEHbI MPOTHUBO-
MWKPOOHbIe, MPOTMBOBMPYCHbIE U NMPOTUBOrpUbKOBbIE Npena-
patbl. AobaBAEHbl MHIMOUTOP H2-rMCTaMMHOBLIX PELLENTOPOB,
AHTUOUOPUHOAUTUK U CUHTETMUYECKWUIA @aHAAOr coMaTocTaTvHa.
Bbina pekomeHAOBaHa NOBTOPHas KOHTPOAbHASA rocnuraAusa-
umsa yepes 2-3 mec.

3a MeXrocnuraAbHbI MEPUOA COXPaHSAAMCh Xanobbl Ha
cAabOCTb M NOBbILLEHHYH YTOMASEMOCTb.

OuepepHoe 060CTpeHue MPOoM30LIA0 BecHon 2021 T.
MaumeHT npeanoaaraert, yto 060CTpeHUe BbIAO CNPOBOLMPOBA-
HO CTPECCOM OT CAQUM 3K3aMEHOB B My3blKaAbHOM LLKOAE. Bbin
KOHCYABTUPOBaH ractpoaHtepororom HMMWL, 3p0poBbsi AeTel.
Mo pesynbtatam o6cAepOBaHMA ObIAO 3aMOAO3PEHO TeueHue
BOCMaAUTEABHOTO 3a60AEBAHUS KULLEYHWKA, ObIAM AaHbI PEKO-
MeHAAUMKU Mo Tepanuu, opAHakKo 6e3 ybeanTenbHOro addekTa,
yTo NOTPE6OBANO rOCNMUTAAM3ALMKN B FACTPOIHTEPOAOTMYECKOE
otaeneHne HMUL, 3popoBbsi petei. Mpu nocTynAeHnn — yua-
LLEHME CTYAQ, CTYA PadXuxKeHHbIM, debpuAbHaa AMXOpPaAKa,
TOLLHOTA, acTeHKs, BAEAHOCTb KOXHbIX MOKPOBOB.

Mpu obcrepoBanHum Ha Y3U KapTHa TEPMUHAABHOTO MAE-
WTa, Me3aAeHWTa, CMAEHOMEraAuMu, BTOPUYHbLIX WM3MEHEHUH
NMOAXEAYAOUHOM XeAe3bl, KOCBEHHble MNPW3HaKK ractputa.
DHAOCKOMMUYECKU BbISIBAEHbI A3Ba CPEAHEW TPETW MULLEBOAQ,
MHOXECTBEHHbIE 3P0O3MM Ha MNPOTAXEHUM BCETO XEAYAOUHO-
KULLEYHOro TpaKTa, MPOKTUT, MPW3HAKW BOCMAAEHWsi aHaAb-
HOro KoAbla. o pesyAbTaTaM NPOBEAEHHOro 0b6cAepA0BaHMA
ObIA YCTAHOBAEH KAMHWMYECKUI AMArHo3: «bone3Hb KpoHa,
HenpepbiBHOE peunanBupytollee TedeHuer. C LeAbl0 MHAYK-
UMW PEMUCCUMU Ha3HayeHa Tepanus FAKOKOKOPTUKOCTEPOUAA-
MW, UMMYHOAENPECCaHTOM (a3aTonpuH). MMMyHoaenpeccaHT
6bIA HA3HAUYeH B MUHUMaAbHOW A03e A0 1 Mr/Kr (A0 37 Mr/kr/
CYT) B CBSI3W C NOBbILEHWEM YPOBHA GEPMEHTOB MOAXENYAOY-
HOW XeAesbl.

HasHaueHHaa Tepanusi ¢ MOAOXWTEABHOWM AMHAMMUKOM AO
3umbl 2022 1., Koraa nocae nepeHeceHHon OPBU coctosiHue
PE3KO YXYALLUMAOCH, B CBSI3U C YeM pPebeHOK ObiA rOCMUTAaAU3K-
poBaH B racTpoaHteponoruyeckoe oraeneHve HUW neamnatpun
1 oxpaHbl 3p0p0BbsA AeTert HKLL Ne2 OIBHY «PHLX um. akaa.
B.B. MetpoBckoro». Mpu NocTynAeHUr — Xanobbl Ha BbipaxeH-
Hyto cnabocTb. OTMeuyanacb AUXOpaAKa C MOABEMOM Temmnepary-
pbl Tena A0 39,5 °C, cTyA A0 4 pa3 B A€Hb, XXMAKWI, 3AOBOHHbIHN,
6e3 npumecei. COCTOAHWE PacLEHEHO Kak CPEAHEN TAXECTH.
AaHHble 0O6BLEKTMBHOrO OCMOTPA: KOXHblE MOKPOBbI OAEAHO-
po3oBble, 6e3 BbICbINAHWI, NepuopbUTanbHble TEHW, A3bIK
06AOXEH XeAToBaTbIM HaAeToM. COCTOSIHWE NMUTAHWA CHUXEHO.



MoAKOXHO-XMpPOBasi KneTUaTka pasBuTa chnabo, pacrnpepeneHa
paBHOMEPHO. KaTapanbHbIX ABAEHWUW HET. 3eB CMOKOEH, MUH-
AAAUHBI HE yBeAMYeHbl, 6e3 HanoXeHWn. CepaeUuHO-AeroyHas
AeATenbHOCTb 6€3 0cobeHHOoCTeN. XXMBOT NpaBUAbHON GOPMbI
M pasmepa, Npuv nNaabnauum MArkuii, oTMeyanacb GOAE3HEH-
HOCTb B 3nuracTpaAbHOW WM NpPaBoW MOAB3AOLWHOM 06AACTAX.
CTyA yvalleH, A0 3 pa3 B CYTKW, XWAKUIA, 6e3 npumecein
CAM3W U KpoBWU. NabopaTopHO: aHEMMUM HET, HEeHTpodUAE3
(8,7 x 109/a), CO3 — 47,0 MM/4. OTMeYaeTcs CHMXEHNE anb-
6ymuHa (32,1 r/A), 0bwmnin 6enok — 73,4, CPB — 121,8 mr/a,
NPoKaAbUMTOHWH — 0,13 Hr/MA. [MneprammarrobyaHemust 3a
cyert IgG (21,030 r/a). OTMeyaeTca nosbleHe GUOBPUHOreHa
(5,92 /). DekanbHbIM KanbnpoTekTH — > 1000 MKr/T.

MoAyYeHHble pe3yAbTaTbl CBUAETEABCTBYIOT 06 yMepeHHOM
aTake 60Ae3HKM KpoHa C CUCTEMHbBIMU NPOSIBAEHUSAMMU.

[0 TAXECTM COCTOAHUA C AE3UHTOKCUKALMOHHOW U AEKOHTa-
MWHALMOHHOW LEAbIO Ha3HauyeHbl Kypc MHOY3MOHHOM Tepanuu
uedTtprakcoHom B po3e 50 mr/kr Ne 7, MHPY3MOHHasA Tepanua
FAOKO30-COAEBbIMK pacTtBopamu. C yueTom BbICOKOM MMMYHO-
AOTMUYECKOW aKTUBHOCTH BOAe3HM KpoHa Ha3HauYeH Kypc ropmMo-
HaAbHOW Tepanun B A03e 1,5 Mr/Kr BHyTpMBeHHO Ne 7 ¢ nepe-
XOAOM Ha MepopanbHbii npuem 1 Mr/Kr co CHUXEeHWeM Mo
cxeme oTMeHbl B TedeHre 10 Hea. Takke Ha3HayeH nepopanb-
HbIW KMLLIEYHbIV aHTUCENTUK — METPOHMAA30A B A03e 10 Mr/Kr.

Ha ¢poHe HaszHauyeHHOoI Tepanmmn oTMeyvaeTcs yaydlleHre obue-
ro camouyBCTBMS pebeHka (KynupoBaH AMXOPAAOYHbIA CHH-
APOM, YAYYLLUMAOCH Obluee camouyBCTBUE), ODOPMMACH CTYA,
YAYULLIMAUCH AabopaTopHble nokasatean (CPB — 54,13 mr/a,
CO3 — 39,0 MMm/u), aBCOAOTHOE YMCAO HEMTPODUAOB.

PebeHKy C LeAbto AOCTUXEHWA pemuccun 6one3Hn KpoHa
NMAGHUPYETC HauYan0 MHAYKUMOHHOTO Kypca reHHO-WUHXEeHep-
HOW Tepanuu npenapatomM XMMEPHbIX MOHOKAOHAAbHbIX aHTU-
Ten K TNF-a MHOAKeHMabom B A03e 5 MI/KF N0 CXeMe UHAYK-
unmn 0/2/6-8.

3aknoueHue. bonesHb KpoHa — 310 TAXEAoe, WHBa-
AMAM3HpPYIOLLEE 3aboAeBaHWe C HemnpeACKalyeMblM Xapak-
TepoM TeyeHus. HecneumdUUHOCTb KAMHUYECKOW KapTUHbI
(BblcOKasi cAaboCTb M YTOMASIEMOCTb, TOLLUHOTA) 3a4acTylo He
NMO3BOASIHOT ObICTPO YCTAHOBUTL NPUYMHY NATOAOTUKU U TPebytoT
KOMMAEKCHOIO NOAX0AA. B A@HHOM KAMHWMYECKOM npumepe
npeAcTaBAeHa UCTopus pebeHka C arpecCUBHbIM TEUEHMEM
60ne3HM KpoHa, Hauyano KOTOpOW, BepoATHeil Bcero, oby-
CAOBAEHO XPOHUYECKUM TeYEHUEM WMEPCUHUO3HOW KULLIEYHOM
MHOEKLMU.

LleAnbto  KOMMNAEKCHOW Tepanuu AeTern C XPOHUYECKUMU
3aboneBaHuAMU KKT Bceraa ABASIETCA AOCTMXEHWE AAMTEAb-
HOM pemuccuur, NOo3BOASIIOLLEN M36exaTb Pa3BWUTUSI FPO3HbIX
XUPYPrUYECKHUX OCAOXKHEHWN.

KAMHUYECKUIA CAYUYAN NALMEHTA C PACNPOCTPAHEHHbIM
903UHOPUABbHbBIM MOPAXXEHUEM XXEAYAOUYHO-KULLEYHOIO
TPAKTA, BOAE3HbIO KPOHA, NCOPUA30OM
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AKTyaAbHOCTb. B opraH13me yenoBeka eCTb ABa OCHOBHbIX
NPUPOAHBIX UMMYHHbIX 6apbepa — KULLEYHWK M KoXa. Kak npu
ncopuase, Tak U Npu BOCMAAUTEAbHbIX 3a60AEBaHUAX KMLLIEY-
HUka (B3K), K KOTOpbIM, B 4acCTHOCTW, OTHOCUTCS GOAE3Hb
KpoHa, NpOUCXOAWT HapyLleHne GapbepHOW GYHKUMU AQHHbIX
CTPYKTYP W NMOBbILIAETCA NPOHULAEMOCTb AAA PA3AMYHbBIX aHTU-
reHOB, CMOCOBCTBYIOLLMX KOHTAKTY C aHTUIEHMNPE3EeHTUPYHOLL-
MU KAETKaMM 1 3arnycKy MMMYHHbIX peakunii. UMMyHHbIV OTBET
npu ncopvase n 60A€3HM KpoHa BO MHOIOM CXOX WM OCHOBaH
NpexAe BCEro Ha aKTMBaUMKU AEHAPUTHBIX KAETOK WM CUHTE3e
UMW MEAMaToOpoB BOCMaAeHUa: WHTepAaenkuHa (IL) 12/23,
dakTopa Hekpo3sa onyxonn anbda (TNF-x). B HacTosiLee Bpems
pa3pabotaHa 6MoOAOrMUecKan Tepanua AaHHbIX 3aboreBaHWi
C NPUMEHEHWEM MOHOKAOHAAbHbIX aHTUTEA, BAOKMPYIOLLMX
aKTMBHOCTb 1L-:12/23 n TNF-a.

KAMHuueckui cayua. Manbumk A., 17 aet. C 2010 r.
HabAtOA@ETCS Y aAAeproAora B CBA3W C NMOAMBAAEHTHOM NuLLe-
BOW aAneprven, MOAAMHO30M, a TakXe Y AepMaToAora ¢ AMarHo-
30M «MCcopHa3 06bIKHOBEHHbIW, PacnpoCTpaHeHHas dopmanr.

B 2018 r. noaABWAMCb Xanobbl Ha 3aTPyAHEHHOEe TIAoTa-
HWe, HEOOXOAMMOCTb 3anMBaTb MULLY OOAbLUMM KOAMYECTBOM
BOAbI, 60Ab 3a rpyAMHOW. Bbina BbiNoAHeHa ¢wbpoasodaro-
ractpoayopeHockonust (PAFAC) ¢ AecTHWUHOM buoncueit. Ha
OCHOBaHMKU 3HAOCKOMWUYECKOW U MOPPOAOrMUECKON KapTWHbI
6bIA BbICTABAEH KAMHUYECKUI AMArHO3 — 303MHODUABHbIN 330-
¢darnt. HasHauyeHa cneumdnyeckas NpPOTMBOBOCMAAMTEAbHAS
Tepanus, Npu KOTOpor OTMeYeHa NOAOXMUTEAbHAA AMHAMKKa.

B anpene 2021 r. npu NpoBeAeHWW MAAHOBOro obcae-
AOBaHUS OblA BbIIBAEH CTEHO3 HWXHEW TPeTU nueBopa 1-
2-i1 cTeneHn (A0 8-9 MM), 3HAOCKOMNMYECKast KapTMHa COOTBET-

CTBOBana 303UHOPUAbHOMY 330dparuty E2R2E2F2S1 crapmu
coranacHo kputepusm Ikuo Hirano. PekomeHAOBaHO BbIMOAHE-
HUe 6aAAOHHOM AMAaTaumK nuLieBoAaa. Mpu nosTopHoi ®ITAC
yepe3 3 Hep Ha ¢GoHe NPOBOAMMON Tepanuu HabArAaAaChb
BblpaXXeHHasA MOAOXUTEAbHAA AMHaMUKa C perpeccom Bocna-
AUTEABbHBIX U3MEHEHWI CO CTOPOHbI MULLIEBOAA: OTEK CHU3UACS,
NPOCBET NPaKTUYECKM MOAHOCTBIO BOCCTAHOBUACS. Moka3aHuit
AAA POBEAEHUS AMAATaLMK MuLieBoAa He Obino. Mpu ocmo-
Tpe ABEHaALATMNEPCTHOM W TOWEN KULIKWA OblAM BbISBAEHbI
MHOXECTBEHHbIE 3P03WBHbIE AEPEKTbI CAU3UCTON OOOAOYUKM.
KAMHUYECKMIN AMarHo3 BbIA AOMOAHEH — 3PO3MBHbIN AYOAEHMUT,
3PO03MBHbIN €rOHUT. HasHaueHa cneumduyeckasn ractponpoTek-
TMBHaA Tepanus.

B wutone 2021 r. oTMevanoCcb ovepepHoe 060cTpeHue
ncopuasa: KoXHble BbICbINaHWA cTaAn 6oAee pacnpoCTpaHeH-
HbIMW, YCUAMAUCH 3yA W LUEAYLIEHWE, BKAKOYas MopaxeHue
HOITEBbIX MAACTMH BEPXHWX KOHEYHOCTEeM. Takke MOSIBUAUCH
Xanobbl Ha HaAMuMe anOi KPOBM B CTYAE MPU KaXAOM aKTe
pedekaumun. bbiav npoBepeHbl OITAC M aMarHoctuyeckas
KOAOHOCKOMMA. OTMevyanacb OTpUUATeAbHas AMHaAMKKa Mo
BEPXHUM OTAEAAM XEAYAOUHO-KULLIEYHOro Tpakta (KKT), a Tak-
e 6bIAW BbIABAEHbI 3P03MU TEPMUHAABHOTO OTAEAA MOAB3AOLL-
HOM KWLLIKW, aHaAbHas TpewmHa 3-4 MM U HapyXHbI reMop-
poi. Mopdonornyeckas kapTuHa 61onTaToB M3 NOAB3AOLLHON
KWULIKW COOTBETCTBOBAAa YMEPEHHO aKTUBHOMY WAEUTY, U3
TOACTOFO KULUEYHWKA — XPOHUYECKOMY AUGOY3HOMY Hemnpe-
PbIBHOMY NaHKOAWTY HU3KOM CTENEHU aKTUBHOCTU. OTMeYanachb
303UHOPUABHAA MHOWMABTPALMA COBCTBEHHOM MAACTUHKU CAM-
3UCTON 0B6OAOUKM TOHKOTO M TOACTOTO KMLeYHUKa. Mo AaHHbIM
AabopaTopHbIX METOAOB MccAepoBaHuA: ISE — 1700 Ea/mA
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(N < 200 Ea/Mn), MDA Ha aytoaHTUTena: ASCA IgG — 60 Ep/
MA (N < 10 Ea/mn), ASCA IgA — 14 Ep/ma (N < 10 Ep/mn),
deKanbHbI KanbnpoTektuH — 84 wmkr/r (N 0-80 wmkr/r). Ha
Y3-kapTMHe opraHoB OPOWHON MOAOCTM HaBAKOAAAWMCH MPU-
3HaKW BOCMAAMTEAbHOW @KTUBHOCTWM B NPaBOW MOAB3AOLLUHOM
obnact, Me3apeHWT. BbicTaBAeH auarHos: «bonesHb KpoHa
MWHUMaAbHOW aKTMBHOCTW». HasHaueHa Tepanua npenapa-
TaMmu 5-aMMHOCaAAMUMAOBOM KUCAOTbI 2500 Mr/cyT, Tonuue-
CKMMU TAHOKOKOPTUKOCTEPOUAAMMW, WHTMOUTOPAMKU MNPOTOH-
HOW MNOMMbl, 3AMMMWHAUMOHHasA AMeTa. CKOppeKTMpoBaHa
Tepanusa ncopuasa.

B HacTtosilee BpeMsi HabAOAAETCA akKTMBaLMS BOCMAAM-
TEAbHOrO Mpolecca B KuLeYHuke. Mo paHHbIM Aabopatop-
HbIX METOAOB WMCCAEAOBAHUS: (EeKaAbHbIM KaAbMPOTEKTUH —
229,85 MKr/r (N < 50 MKr/r), C-peakTuBHbI 6enok — 8,78 Mr/A
(N < 5 Mr/n). KonoHOCKONUA — BblPaXXeHHbIM 3PO3UBHbIN UAE-
UT, 3PO3WBHBbIN BayrMHUT, PacnpPOCTPAHEHHbIN KOAWUT, aHaAbHas
TpewmHa A0 3-4 MM, HapyXHbIi remoppoit. Y pebeHka coxpa-
HAOTCSE Xanobbl Ha MNEPUOAMUYECKOe HapyLUEHWE TAOTaHUs,
60AM B anuractpanbHOM obAacTV XMBOTa, a Takxe B NpaBoK
NOAB3AOLIHOM 06AacTh. OBGbEKTMBHO NPKU OCMOTPE: CEPAEYHO-
AeroyHasi AeAtenbHOCTb 6e3 ocobeHHocTel. A3blk 06A0XEH
6enbiM HaneToM. XXMBOT MATKMKM, NaAbMATOPHO YMEPEHHO
6one3HeHHbIN B obaacTh LLloddapa u npaBor NMOAB3AOLLIHON
obnactn. Ctyn 6e3 ocobeHHocTel, 6e3 npumecen. [leueHb
1 CeNe3eHKa He YBeAnYeHbl. KOXHbIM NaTOAOrMUYECKUiA NpoLecc
HOCWT pacnpoCTpaHEHHbIM CUMMETPUYUHBIN XapakTep, AOKaAu-
3yeTCA Ha KOXe BOAOCUCTOWM YacTW FOAOBbI, AWML, TYAOBMLLA
W pasrnbaTtenbHOM MOBEPXHOCTU KOHeyHocTel. lMpeaAcTaBAeH
MHOXECTBEHHbIMW MNanyaAaMmyv pPO30BOr0 LBETa Pa3AMYHOro
pa3mMepa, MectaMu CAMBaKOLWMMIUCA B BAALIKKU € cepebpucto-

6enbIMKU YellyiKaMu Ha NOBEPXHOCTU. Ha KoXe CrnWHbl OTMe-
4arTCA MHOXECTBEHHbIE BOCMAAMTEAbHbIE 3AEMEHTLI, PybLUbl
3aCTOMHOrO GUOAETOBOrO LBETA B MeECTax MPEeXHWX BblCbiNa-
HWUI. CyObEKTUBHO — 3yA YMEPEHHOW CTEMEHW BblpaXeHHOCTH.

BbiBOA: TakMM 06pa3oM, C yYeToM coyeTaHusa y pebeHka
TPEX PEAKMX HO30AOTMUECKUX GOPM (NCopuas, 303MHOGUABHOE
nopaxeHue opraHoB XKT 1 60Ae3Hb KpoHa) CO CXOXMM Mexa-
HU3MOM Pa3BUTUS C LIEABKO AOCTMXEHMSA PEMUCCUU OCHOBHbIX
3aboAeBaHUI M NPEAOTBPALLEHUS PA3BUTUS CEPbE3HbIX OCAOX-
HEHUI, TPEOBYIOWMX XMPYPrMUECKON NMOMOLLM (KWLLIeYHas nep-
dopauma, NEPUTOHUT U AP.), PeOEHKY NMOKa3aHO HasHayeHue
reHHO-MHXEHEPHOro npenaparta YCTEKUHYMab MHAYKLUMOHHbIM
Kypcom. Tepanusi 6bina HavaTa B AEPMAaTOAOrMUYECKOM OTAE-
AeHnn HUW neapmatpumn n oxpaHbl 3p0poBba aetert HKL, Ne2
®IBHY «PHUX unm. akaa. B.B. MeTpoBckoro» v GyaeT NpoAoA-
X€Ha BO B3POCAOM CTaLUMOHape NocAe AOCTUXEHUS pebeHKOM
18-AeTHEro Bo3pacrTa.

B Hactofillee BpemMsi Mbl HE MOXEM MOAHOCTBIO MCKAIO-
YUTb paHHUI AeboT ncopuasa (BHe Tepanuu) v NOAMBAAEHT-
HOW aAnAepruu, B TOM uncae nuweson (IgE-onocpepoBaHHON),
C pa3BUTMEM 303UHOPUABHOW WHOUABTPAUMKU TkaHen XKT
KakK NpPUUMHY BO3HWMKHOBEHWUS KPOHOMOAOBHON CHMMTOMATUKK
¢ GOpMHUPOBaAHMEM A3BEHHOIO MOPAXEHWUS TEPMUHAAbHbIX
OTAEAOB MOAB3AOLIHOW KULIKK (TMUNWYHAsA AOKaAM3aLMKU MpU
6one3HN KpoHa).

3aknatoueHue. ApeKBaTHasA Tepanus ncopuasa M cBoeBpe-
MEHHOE KynupoBaHWe Pa3BUTUA 303MHOPUABHOIO MOPaXEHUSA
OpPraHoB U TKAHeN MOryT cnocobCTBOBaTb CHUXEHUIO PUCKa pas-
BWUTUS COMYTCTBYIOLLMX ayTOMMMYHHbIX MatoAoruii. Tpebyetca
AAAbHENLIEE U3YYEHUE KAMHUYECKMX CAydaeB M HabAtoAeHWe
3a AETbMM CO CXOXEeN CUMNTOMATUKOMN.

KAMHUYECKUIA CAYUYA OCTPOr0 BANOIO NAPAAUYA
Y PEBEHKA BCAEACTBUE PACINMPOCTPAHEHHOIO MUEAUTA

Pyctamosa I1.C.
HayuHbIi pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponepeBTUKK AeTCKMX BoaesHer NP GTAQY BO PHUMY um. H.WU. MNMuporosa MuH3apaBa Poccuu
IBY3 Mopo30BCcKas AeTCKan ropoACKasa KAMHUYeckas 60AbHULA A3M

AKTYaAbHOCTb. CHHAPOM OCTPOro BAAOIO NapaAnya — 0CTpo
BO3HMKaloLLEe COCTOAIHWE, XapaKTepuaytolleecss pasBUTUEM
ABUraTeAbHbIX HapyLLIEHWA, @ MMEHHO CHWXeHMeM obbema,
CUAbl @KTMBHbIX ABWXEHWIA, CHWXEHWEeM MbILIEeYHOro TOHyca
W U3MEHEHUEM PePAEKCOB B OAHOW WMAM HECKOAbKMX KOHEY-
HOCTSIX. 3HAUMTEAbHOE KOAMUYECTBO KaK WMHOEKLMOHHbIX, Tak
N HEUHGEKUMOHHBIX 3a60AEBaHUI HEPBHOW CUCTEMbI COMPO-
BOXAQETCS A@HHbIM CMHAPOMOM: CUMHAPOM [WiteHa - Bappe,
NMOAMOMMWEAMUT, OCTPbI MOMNEPEYUHbIH MUEAWT, UHOEKLUMOHHbIE
NoAMHeNponaTMn, TpaBMaTMYeckue MOBPEXAEHWUS CMUHHOIO
Mo3ra MAM nepudepuyecknx HepBOB, HapyLleHWUs HEepPBHO-
MbILLEYHOM nepepaqn, 3noKadecTBeHHble HOBOOBpa3oBaHUs.
Cohepa AMarHoCTMUYECKOro NMoMcka AOBOABHO OBLUMPHA, C YeM
UacTo CBsi3aHbl TPYAHOCTM TMOCTAHOBKM AMarHosa. AaHHbii
KAMHUYECKHI CAyYait AEMOHCTPHUPYET pa3BrUTHE OCTPOIO BAAOTO
napaanya y pebeHka ¢ ocTpbiM MonepeyHbiM MUEAUTOM, AWa-
rHOCTMKa KOTOporo notpe6oBana ONPEAEAeHHOr0 KOAMYeCTBa
BPEMEHW U AOMOAHUTEABHBIX UCCAEAOBAHWINA.

KAMHUMYeCKUi cAyuai. Y AeBoukM B Bospacte 10 aeT
K Beuepy nepBoro AHsE OPBU nosiBUAWCH CUAbHbIE HOAW B MOSiC-
HMUE, Ha CAEAYIOLLMI AeHb MPUCOEAMHMAACL CAABOCTb B AEBOM
HWXHEN KOHEYHOCTW, a 3aTeM W B MpPaBOM, YyBCTBUTEAbHblE
HapylieHus. PebeHoK OblA rOCMUTaAu3MpPOBaH B OTAEAEHMWE
peaHuMauun U UHTEHCUBHOM Tepanun OBAACTHOM AETCKOM KAM-
HUYeckon 6OAbHULbI . MBaHOBa, rae AeBouka bbina 06CcAepo-

BaHa W BbINUCaHa C OTCYTCTBMEM ABWXXEHWUSI B HUXKHUX KOHEY-
HOCTAX M HapyLleHWeM Ta30BbIX GyHKUMIA No Npocbbe Matepu.

MPT rpyAHOrO M MOAACHUYHOIO OTAEA@ NMO3BOHOUYHMKA C KOH-
TpactupoBaHnem 09.11.2021: natonOrMyeckuMe K3MeHeHus
CMMHHOIO MO3ra Ha TFPyAHOM M MOSAACHUYHOM YPOBHSX, 4TO
XapaKTePHO ANl MPOTSAXKEHHOIO MUeAUTa.

24.11.2021 ob6paTuAaucb B NpUEMHOE OTAEAeHUe
Mopo3soBckoi AFKB, nauneHTka bbirna 0OCMOTPEeHa HEBPOAOTOM
W rocnutaamsupoBaHa B 1-10 MHOEKLUMOHHYIO KAMHWYECKYHO
60AbHULY C AMArHo3om: «OCTpbI MUEAUT, OCTPbIN BAAbII Napa-
AMY. HapylieHne Ta30BbIX GYHKLUA».

C He3HauuTeAbHbIM MOAOXMUTEABHBIM 3PPEKTOM B BUAE
HapacTaHUsi CUAbI B A€BOW HOre, yAyULLEHUSI CO CTOPOHbI Ta3o-
BbIX GYHKUMI, YMEHbBLUEHWUSA 30HbI YyBCTBUTEAbHbIX HAaPYLUEHWH
NPOBOAMAACH Tepanua MEeTUANPEAHN3OAOHOM. TakxXe noayyaa
uedonepasoH + cyabbaktam ¢ 24.11 no 03.12.2021, popotaBe-
PWH, A€BOKAPHUTUH, 3TaM3MAAT, CMEKTUT, HUKOTUHOBYIO KUCAO-
Ty, TMGMWH, MUPUAOKCHUH, OMENPa30A, GAYKOHA3OA.

16.12.2021 nepeBepeHa B Mopo3soBckyto AFKB 6puraaon
CKOPON MEAWMLIMHCKOM NMOMOLLM. [MpK NOCTYNAEHWUU OTMEYatoTCS
CHUXEHWEe 0BbeMa aKTUBHbIX ABWXEHWI B HOrax, MbllEYHOW
CWAbI, CHUXEHWE aXMANOBBIX PeDAEKCOB, NaTonornyeckme ped-
Aekcbl BabuHckoro, OnneHreiMma ¢ ABYX CTOPOH, CHUXEHWe
6poLWHbIX PedAEKCOB C 06eMX CTOPOH, CHUXEHUE YYBCTBUTEAD-
HOCTW cnpaBa OT BepxHel TpeTu 6eppa, cAeBa OT BEpPXHEN



Tpetu roneHun. ObLiee COCTOAHUE CPEAHEN TSXECTU, CO3HaHWEe
ficCHOe, CTyA 6e3 Mo3blBOB Ha Aedekaumto, MoyeucnyckaHue
yepes MOYEeBOW KateTep.

MarHuTHO-pe3oHaHcHasA ToMorpadus CMHHOIO MO3ra C KOH-
TpactpoBaHnem 21.12.2021: B CNMHHOM MO3re Ha ypOBHe
Th9-Th12 no3BOHKOB OMPEAEASETCA Y4ACTOK MUEAONATUM, YTO,
BEPOATHO, COOTBETCTBYET NPOABAEHUAM MONEPEYHOTO MUEAUTA.

Kpome TOro, npu o6cAeAOBaHWU BbISBAEHbI COMYyTCTBY-
tolwme 3aboneBaHUSA: OCTPbIA BYAbBUT; A3BEHHbIA MPOKTHUT;
MHOEKLMSA MOYEBBLIBOAALUMX MyTEN, MOUYEKaMeHHas 60Ae3Hb;
TPoM603 rAyBOKWX BEH CPEAHEN TPETU AEBOW FOAEHU CPEAHEN
cTeneHun Taxectu. COBOKYNHOCTb aHAMHECTUYECKUX, KAMHUYEe-
CKMX M AabopaToOpHbIX NPU3HAKOB NO3BOAMAA OCTAHOBMUTLCA Ha
AMArHo3e «pacnpocTpaHeHHbIn MUEAWUT TPYAHOIO OTAEAA”.

MN3BECTHO, UTO AEBOYKa CTpapaeT ayTOMMMYHHOW remo-
AUTUYECKON aHeMuen. Kpome Toro, B KPOBMW BbIIBAEH BOAYa-
HOYHbIA @HTUKOAryAsiHT, YTO TakXe MOXET ObiTb CHMMMTOMOM
ayTOUMMYHHbIX naTtoAornii. BeposTHo, nepeHeceHHas OPBU
cTana NPOBOLMPYIOLWMM GaKTOPOM AASE Pa3BUTUA NOCTUHGEK-
LIMOHHOTO NOMEePEYHOro MMeAmTa.

MpoBeAeHHOE AeUeHWe: MPEAHU30AOH, LepebPOAn3UH, AaA-
TenapuH HaTpWsA, OMENPasoA, aAreApaT + MarHus TMAPOKCUA,
bypasuAMH, a3UTPOMMULMH.

3a BpeMsa AeUeHWsa B CTauMoHape COCTOSIHWE C MOAOXKM-
TeAbHOW AMHAMWKOM B BMAE perpecca npu3HakoB TPoM6o-
3@ BEH HWXHUX KOHEYHOCTEW, yAyylleHus obluero camo-
YyBCTBMA, HEKOTOPOro perpecca HEBPOAOTMUYECKOro
AedvumTa. PebeHoK B yAOBAETBOPUTEABHOM COCTOSIHUM BbIMM-
CaH M3 cTauMoHapa noa HabAAEHUE CNeumManucToB Mo MecTy
XUTEeAbCTBA.

3akAatoueHue. CHHAPOM OCTPOro BAAOTO Nnapanuua Tpeby-
eT NnpoBeAeHUss AUddepeHUManbHOM AMArHOCTUKM U Moucka
BbI3BABLUMX €ro MPUUYMH, TaK Kak OT 3TOr0 3aBWUCUT TaKTU-
Ka AedyeHusi. A OT CBOEBPEMEHHOCTHM MOCTAHOBKM AMArHosa
M Hauana Tepanuu 3aBUCAT UCXOA 3abBOAEBAHUS WM KauyecTBO
AaAbHENLeN XM3HM nauueHTa. B AaHHOM cAyyae AMarHos
6bIA NMOCTAaBAEH BEPHO, Yy AEBOYKM HabAIOAAETCS MOAOXKM-
TeAbHasi AMHaMuKa. Tem He MeHee, el notpebytotcs peabu-
AUTALMOHHbIE MEPOMNPUATUA AAA BO3BPALLEHUA K MPExXHeMy
06pasy XM3HU.

TEYEHUE FACTPO330dDATEAABHON PEOAKOKCHOU BONE3HU
Y PEBGEHKA NMEPBOI0 roAA )KXU3HU
C BUTAMUH-B,,-AEOULUTHOU AHEMUEMU

TuxoHoBa A.C.
HayuHbii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponeaeBTMKM AETCKUX BonesHen NP GrAQY BO PHUMY um. H.U. MuporoBa MuHaapasa Poccun
BY3 Mopo3oBcKkasa AETCKan ropoackas KAMHUUYeckas 6oAbHMULA ASM

AkTyaAbHOCTb. [acTpoasodareanbHas pebdAOKCHasA
60Ae3Hb ABASIETCA MHOrOGaKTOpHbIM 3aboreBaHWEM, a €ero
OCHOBHas NpuyMHa — ractpoasodareancHblvi pedAOKC, COnpo-
BOXAQKLWMICSH MNOCTYNAEHWEM B TMULLEBOA COAEPXMMOro
XeAyAKa, KOTOpoe, B CBOK Ouyepepb, CNoCOoBHO Bbi3biBaTb
NoBpPEXAEHWE CAU3UCTON 0BOAOUKM NULLEBOAA. PaHHAS MaHW-
dectauma y AeTert MoxeT ObiTb CBA3aHa C aHOMaAUsSIMU pas-
BUTUA XEAYAOUHO-KMLLEYHOTO TPaKTa, a BO3MOXHOE coyeTaHue
C npuobpeTeHHbIM 3aboreBaHWEM YCyrybasieT MpOosiBAEHUS
BPOXAEHHOro. MYHUKYASIPHBIM MUWEAO3, Pa3BMBAOLLMICS Kak
OCAOXHEHWE BUTAMUH-B,-AEDULMTHON @aHeMUK, KAMHWUYECKK
NPOSIBASIETCA B BUAE YYaLLEHUS CPbITMBAHWIM, CHUXEHWUA anne-
TUTa, a TakXe NoTepu ABUraTeAbHbIX HaBbIKOB.

KAMHUueckun cayuam. AeBouka, 9 mec, 19.06.2021
3KCTPEHHO rocnuraamsmnposaHa B MoposoBckyto AIKB ¢ xano-
6amMn Ha OAHOKPATHYHO PBOTY C MPOXMAKAMW KPOBM, BSAOCTb,
CHUXEHWEe annetuTa.

M3 aHaMHe3a XW3HW M3BECTHO, YTo pebeHoK oT 2-i1 bepe-
MEHHOCTH, NPOTEKaBLUEN Ha GOHE XeNe30AeDULMTHON aHEMMK
y MaTtepu, 2-x CaMONpPOU3BOAbHbIX CPOYHbIX POAOB, MPU POX-
AeHun macca Tena — 3880 r, aamHa Tena — 53 cm, APGAR —
9/9 6annoB. BbinucaHa 13 popaoMa Ha 3-M cyT. Ao 5 Mec Xu3-
HW AEBOYKa POCAA M pasBMBanacb PU3MONOTUYHO, HAXOAMAACH
Ha rPyAHOM BCKapMAMBaHWU, C 4 MeC XN3HW BBEAEH MPUKOPM.
C 5 mec maTb 3ameTuAa y pebeHka NosBAEHWE BSIAOCTU, COH-
AMBOCTW, OTKa3 OT npukopma. B mae 2021 r. B remorpamme
MaKpouuTapHaa aHemusi (reMornobuH — 96 r/A, 3puTpo-
UnUTbl — 2,8 MAH/MKA, remMatokput — 28%, cpepaHuin o0bbem
aputpounTa — 114). MNeanatpom HasHaveHa depporepanus —
6e3 adpdekTa, B AMHAMUKE FeMOrAOBUH CHU3UACA A0 86 /A,
aCTEHWYECKUI CUMHAPOM HapacTan. B Hauane utoHa 2021 r.
MaTb 3aMeTUAa NOSBAEHUE anol KPOBU Ha MEAEHKE OKOAO pTa
pebeHKka, C Tex Nop BCEro TakWx 3Nn30A0B BbINO TPK. B cBA3K
¢ XanobamMu Ha BSINOCTb pebeHKa yuacCTKOBbIV neauaTp peko-

MEHAOBAA FrOCMMUTaAM3aLMIO B CTaLMOHaAp B HEBPOAOTMYECKOEe
otaeneHue. C 14.06 no 18.06.2021 pebeHOK HaXOAMACS B OTAE-
AeHun HeBponornn AFKB nm. I.H. CnepaHckoro ¢ AMarHo3om:
«[locrnepcTBUA nepuHaTanbHoro nopaxeHus LIHC. CuHapom
ABUTaTeEAbHbIX HapyLleHW. 3apaepXka MOTOPHOMO Pa3BUTUSY.
Mocae Bbinuckn 19.06.2021 poma y pebeHka BrnepBble OTMe-
Yyanacb pBOTa C aAOW KPOBbIO, B CBSI3U C Uem HpUrapoi CKOpon
MEAULMHCKOM MOMOLLM NauMeHTKa AOCTaBAE€Ha B MpUEMHOe
otaeneHne MoposoBckon AIKB.

Mpn noctynaeHun AAMHa Tena — 71 cm, mMacca Tena —
8,16 kr, UMT — 16,1 kr/m2. CocTosiHWe CPeAHeR TaxecTu. Mpu
ocmotpe: YAA — 25/MuH, YCC — 112 ya./MUH, Koxa breaHas,
yucTas OT BbICbINAHUMI. MMeeTcsi CKAOHHOCTb K 3amnopam,
nocaepHuin pas 17.06.2021, au3ypuun Het. Co CAOB MaTepu,
pebeHOK NepeBopaumBaeTcsi CO CMUHbI Ha XMBOT, FOAOBY YAEP-
XMBaeT. \exa Ha XWBOTe, ynMpaeTca Ha BbITAHYTbIE PYKMW, Ha
YeTBEPEHbKM HEe BCTAET, HE MOA3AET, NOCaXEeHHas He CUAMT.
B remorpamme rvnepxpomMHasa MakpouuTapHaa aHeMus Aer-
KOW CTEeMeHU TSXECTU (reMOrnobuH — 94 /A, 3pUTPOLMUTbI —
2,48 x 1012/p), aHU30LMTOS.

Mo AaHHbIM YABTP@3BYKOBOIO WCCAEAOBAHWS OPraHoB
6ptoLwHoi nonocTi o1 19.06.2021: yBeAnyeHe AMHENHbIX pas-
MEpPOB MNeYeHU U Cene3eHkn, AMPPY3HbIe U3MEHEHNA CTEHKM
XEAYHOrO My3blpsi, BblPaXEHHbIE AMHAMWYECKME HapyLLleHWs
K1LeYHrKa. Mo pesyabTatam HenpocoHorpaduu: ymepeHHble
pacwmpeHnss BOKOBbIX XEAYAOUKOB M MOAOOOAOYEUHBIX MPO-
CTPaHCTB.

20.06.2021 6bira npoBeaeHa 330¢paroracTpoAyOAEHOCKO-
nWs, No pesyAsTaTaM KOTOPOW BbISIBAEHbI AYOAEHUT U AUCTaAb-
Hbl pePAKOKC-3300harnT, UICTOYHUKOB M NMPU3HAKOB COCTOABLUE-
roca KpoBOTEUEHUSI He 0OHaPYXXEHO. B remorpamme CHUxXeHve
remMornobuHa A0 81 r/A, 3pUTPOLMTOB — A0 2,11 x 1012/x;
BUTaMUH B;, — 36 nr/mA. Takxe nNpoBeAeH aHaAu3 Kana Ha
CKPbITYHO KPOBb, pPe3yAbTaT OTpULLATEAbHbIN.
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21.06.2021 Hauata Tepanus npenaparamu ButamuHa By,
1N GOAMEBON KUCAOTbI, @ Takxe Ha3HauyeHbl 330Menpason B/B,
HaTpUS XAOPWUA B/B, aATeAAPaT + MarHus rMAPOKCUA, AOMIe-
PUAOH.

22.06.2021 no AaHHbIM PEHTFEHOCKOMWU W PEHTIEHO-
rpadun Xeayaka M ABEHAALATUNEPCTHOM KULLKM C KOHTpACTw-
poBaHMEM: racTpoazodareanbHbli MPOAANC, Kackaa XeAyA-
Ka. Mo pesyAbTaTaM 3AeKTpPo3HUedbanorpadun NaTtoAoruii He
BbISIBAEHO.

B remorpamme ot 23.06.2021 oTMEYanOCb CHUXEHUEe
remMornobuHa — 78 r/A, uncaa apuTpoLmToB Ao 1,99 x 1012/a,
CoxpaHAACA  MaKpoUMTO3  3PWUTPOLMTOB, aHM3OLMTOS3.
KAMHWYECKME WM MHCTPYMEHTaAbHbIE AAHHbIE 3@ aKTUBHOE KPO-
BOTEUEHWE OTCYTCTBOBAAM, MOKa3aTeAM FEMOAMHAMWKK ObiAK
ctabunbHble (UCC — 118-120 ya./MuH). Takum o06pasom,
reHes aHemun y pebeHka, BeposTHee BCEro, CMelLaHHOro
xapaKkrepa — noctremopparmyeckas, a Takxe 3a cuet Aeduum-
Ta BUTaMuHa B, ,. B CBA3M C OTCYTCTBUEM NPU3HAKOB CEPAEYHO-
AETOYHOWM AEKOMMEHCaUM U NMPOAOAXKAIOLLETO KPOBOTEUEHMS
OT 3KCTPEHHOW remoTpaHcdy3nn BbINO peLleHo BO3AEPXKaTLCS.

24.06.2021, yunTbiBasi COCTOAHWE pebeHka U 0TKa3s OT Npu-
emMa MuLLKM Yepes poT, BbIA NOCTaBAEH HA30racTPaAbHbIN 30HA
COTAACHO PEKOMEHAAUMM Bpaya-AMeTonora. Takke K MpoBo-
AMMOW Tepanuu pelleHo AobaBKTb NpenapaTbl XeAe3a napeH-
TepaAbHO Ha OCHOBaHWK aHaAM3a CbIBOPOTOYHOrO XeAesa
KpoBu — 5,0 MKMOAb/A.

Ha ¢oHe npoBeAeHHOI Tepanuu cocTosHne pebeHka yayy-
LLUMAOCb, AEBOYKa CTana akTMBHa, 6OAM B XMBOTE W AMCMENCH-
yeckue SIBAEHWA OTCYTCTBOBAAM, amnneTUT YAYULLMACA, @ CTyA

HopmaAu3oBancsi. B remorpamme: remornobuH — 99,0 r/a,
aputpountbl — 2,97 x 1012/A, cpepHuit obbem apuTpoLMTa —
113,1 ¢A. 01.07.2021 naumeHTka BbiNUCaHa M3 CTalMOHapa
noa ambynatopHoe HabAtOAEHWE, HA30raCTPaAbHbIA 30HA CHAT.
AeBouke TpebyeTtca HabAtoAeHWE Bpayel — neanaTpa, ractpo-
3HTEPOAOra, remMaTtonora, AMETOAOra U HEBPOAOTa — AAST AAAb-
HEWLWero Ae4eHnUa U NPOGUAAKTUKM BO3MOXHbIX OCAOXKHEHWMN.

Ha ocHOBaHUW AaHHbLIX aHaMHe3a, ocMmoTpa, AabopaTtop-
HO-MHCTPYMEHTaAbHbIX MCCAEAOBaHWI ObIA MOCTAaBAEH AMa-
rHo3: «[facTpoasodpareanbHbl pedAOKC ¢ 330daruToMm. Kackap
XeAyaka. AHeMKUa BUTAMUH-B,,-peduumTHAR, Kere30AePULT-
Hasa aHemus 1-i creneHn. AMCOYHKUMA renatobuAMapHOro
TpakTa. MOCAeACTBUSI NMEPUHATAABHOIO TMMOKCUYECKU-ULLIEMMU-
yeckoro nopaxenusa LIHC, 3apepxka TeMNOB NCUXOMOTOPHOIO
pa3BUTUS».

3akAatoueHue. Y peTer rpyAHOro Bo3pacTta 4acTo BCTpeua-
I0TCA CoYeTaHUsi BPOXAEHHbIX M MPUOBPETEHHbIX 3aboAeBa-
HUM, AQHHBIM KAMHUYECKMM CAyYaem MPOAEMOHCTPUPOBAHO,
KakK AedUUMT BUTaMUHa B, yXyAllaeT TeyeHue MnopaxeHus
XEAYAOUHO-KMLLIEYHOro TpakTa, 0OYCAOBAEHHOTO PEAKON aHo-
MaAuen ero ctpoeHusi. PebeHKy nokaszaHo NPOAOAXKEHWE Tepa-
nMK UMaHoOKOBaNaMUHOM, a Takke PEKOMEHAOBAHO 06CAEAO-
BaHWE POAUTEAEN AEBOYKM, Tak Kak BUTaMUH-B;,-AeduunTHas
aHeMuA MOXET MMEeTb HaCAEACTBEHHbIM xapaktep. MNomumo
3TOro, XOUETCA OTMETUTh, UTO PaHHASA AMArHOCTUKa U AeYeHue
ractpoasodareanbHol PedAOKCHOM BOAE3HM NO3BOASIHOT 136e-
XaTb TaKUX MPO3HbIX OCAOXKHEHWW, KakK CTPUKTYpPbl NMULLEBOAA,
nepuasodarvt 1 nuwieBop bappetrta, ABAAIOLWMIACA GOHOBBIM
3aboneBaHUEM AAS PA3BUTUSE aAEHOKAPLMHOMbI MULLEBOAA.

KAMHUYECKUI CAYYAU NO3AHEN ®OPMbl FTEMOPPATMUYECKOM

BOAE3HU HOBOPO)XXAEHHOIO

XyaapoBa K.M.
HayuHbIi pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponepeBTUKK AeTCKMX BoaesHern NP GTAQY BO PHUMY um. H.WU. MNMuporosa MuH3apaBa Poccuu

AKTyaAbHOCTb. [eMopparuyeckas 60Ae3Hb HOBOPOXAEH-
HbIX (BUTaMWH-K-3aBUCKMbI reMopparMyeckuin CUHAPOM) —
370 BPOXAEHHOE MAM NpuobpeTeHHoe 3aboAeBaHKe, KOTOpoe
NPOABAAETCS MOBbILEHHOW KPOBOTOUMBOCTbIO BCAEACTBUE
HeAOCTaTouHOCTH dakTopos ceepTbiBaHUA (II, VII, IX, X), aktne-
HOCTb KOTOPbIX 3aBUCUT OT BUTaMmHa K. Bruonornueckas ponb
BUTaMMHa K 3akAouaeTca B TOM, UTO, ABAASICb KODEPMEHTOM
ramma-raAyTaMmakapboKCcHAa3bl, OH y4acTByeT B peakLuu ram-
Ma-kapbOKCUAMPOBaHUS B cocTaBe $aKTOPOB CBEPTbIBAHWSA
KpoBu: daktop Il (npotpombuH), daktop VII (NPOKOHBEPTHH),
dakTop IX (aHTUreModuAbHbIN TAobyAnH B), daktop X (dpaktop
Crtoapta - lMpayap), a Takxe B aHTUnpoTteasax C 1 S naasmel,
KOTOPbIE UIPALOT BaXKHYH POAb B @HTUCBEPTbIBAOLLIEN CUCTEME.
CvMNTOMbI NO3AHEN GopMbl 3abOAEBaHUS MOSIBAAIOTCA B Nepu-
OA C 8-T0 AHA A0 6 MeC XM3HW, yalle y Tex AeTel, KoTopble
HaxXOAATCA Ha FPyAHOM BCKapMAWMBAHWKW U HE MOAYYMAU MPO-
GUNAKTUKY BUTAMUHOM K NOCAE POXAEHMS. bed NnpodruAaKTUKK
yacrtota No3AHEN remopparvyeckort 60Ae3HU HOBOPOXAEHHbIX
(MpBH) coctaBaset 4,4-7,2 Ha 100 000 HOBOPOXAEHHbIX.

KauHuueckuit cayuai. AeBouka M., 1 mec, 08.01.2022 r.p.,
HaxoAMTCS Ha AeveHnr B Mopososckoi ANKB ¢ 11.02.2022 no
HacTosLLee BpeMs.

Anamnesis vitae: pebeHok oT 7-i 6epeMeHHOCTH, POAbI
3-M CBOEBPEMEHHbIE CaMOCTOSITEAbHblE Ha 39-i1 Hep recTa-
unn. OueHka no wkane APGAR — 8/9 6aanoB. Macca Tena —
3500 r, pAMHa Tena — 52 €M, OKPYXHOCTb ronoBbl — 35 cM,
rpyam — 34 cM. HeoHaTaAbHbI CKPUHUHI B3AT, BaKUMHALMA
npoBeAeHa.

Anamnesis morbi: 10.02.2022 pebeHok 6biA Ha npwu-
eme y neauatpa, npu TpaHCKyTaHHOM U3MepeHUU BUANPYOUHa
(270 MmKmoAb/A; N 8,5-20,5 MKMOAb/A) BbINO PEKOMEHAOBAHO
AonaviBaHue pebeHka TAKO30M. Aoma MocAe BbiManBaHWA
pebeHOK Hauyan cpbirvBaTb. [locae 22 4 Beyepa TOro Xe AHA
AEBOYKa CTana BSINOM, BCHO Houb Oblna HecrnokoiHa. lMocae
KOPMAEHWSA rpyAbto cpbirMBana. OAHOKPaATHO OTMeYyaAach rMno-
Tepmua — 34,5 °C.

11.02.2022 B 18:00 6bIA@ BbI3BAaHaA Opurapa CKOpPoOW
MEAMLMHCKOWM nomowM, pebeHok O6biA rocnuTaAn3MpoBaH
B Mopososckyto AIKB, B oTaAeAeHWe peaHUMaumn U UHTEHCKUB-
HOW Tepanuu AA HOBOPOXAEHHbIX.

O6beKTUBHbIN cTaTyc: obllee COCTOAHME TAXEeAoe, LBET
KOXHbIX MOKPOBOB CyOUKTEPUUHbIW, TYProp CHWXeH. BoAbLIoN
POAHMYOK 2 X 2 CM, MSATKUI, He BblOyxaerT.

B oblem aHaaM3e KpoBM MocTremMopparvyeckas aHemus
| crenenu Taxectn (HGB — 91 /A, RBC — 2,69 x 1012/a), Tpom60-
UMTBI — 415 x 109/A, 06LMit 06bEM TPOMOOLIMTOB B KPOBHU (TPOM-
60kpuT, PCT) — 0,36%. B koaryrorpamme otmevaetcs oTcyTcTBre
koaryasumm (AYTB — 0,0 ¢, npotpoMOrHOBBIN MHAEKC — 0%, MHO —
0). B 6UOXMMHUYECKOM aHaAn3e KPOBM r1nepbuanpybrHemusn 3a
cyeT HenpamMor GpakLmnm (06LLMi BAMPYOUH — 280,1 MKMOAB/A,
Henpamon — 243,24 MKMOAb/A), CPB — 13,8 Mr/A. MNpamas
1 Henpamasa npoba Kymbca — oTpuuatenbHble. AarHoCTHpoBaHa
BUTaMUH-K-3aBK1CMMas Koaryronatus.

OKCTPEHHO ObIA BBEAEH KOHLEHTPaT MpPOTPOMOUHOBOIO
Komnaekca (oktanaekc) 100 Ea/Kr, MeHaaMoHa HaTpust BUCYAb-
Ut 4 ™.



Mocae BBEAEHMS KOHLIEHTpaTa MNpPOTPOMOWHOBOIO KOM-
NAEKCa KoaryanorpamMmMa HopManu3oBanach.

12.02.2022 6blA@ OCMOTPEHa BpavoM-HENPOXUPYProM:
COCTOSIHWE TAXENOE, KOXHbIE NMOKPOBbI UKTEPUUHbIE (AMMOHHO-
ro oTTeHKa) Ha 6AeAHOM GOHE, NPOXAAAHBIE KOHEYHOCTH, Typ-
rOp CHUXEH, YPOBEHb CO3HAHWA — MEAMKAMEHTO3Has cepaums
Ha ¢oHe MHOY3UU Mupa3onama 0,18 Mr/Kr/4, Ha OCMOTP pea-
rmpoBana €AMHUYHBIMU ABUXKEHUAMU B KOHEUYHOCTAX, a3a He
OTKpbIBaAa. MNOTOHMA, rMNopedAekcHs. BOAbLLION POAHUYOK
3 x 3 cMm, Bblbyxan, nyAbcupoBan. OKPYXXHOCTb FOAOBbI — 37 CM.

CocTosiHMe opraHoB AblxaHusi: pebeHOK CToHaA, oTMeuva-
AOCb BTSXKEHWe noppebepuit Ha BaOXe. YuuTbiBasi ABAEHMWSA
AbIXaTEAbHON HEAOCTATOYHOCTU M BbIPaXeHHYyt0 paboTy Abixa-
HUs, pebeHoK Obin UHTYOUPOBAH.

CocrosiHne CCC: AA — 114/72 mm pT. cT., YCC — 144 yp./
MUH. MpKn NpoBeAEHUN AOMOAABHOM MyHKLUMKM MNOAYYEHA KPOBb
B AMKBOpE. JKCTPeHHO ObiA0 npoBeaeHo MPT Bcex OTAEAOB
LUHC ¢ koHTpacTMpoBaHueM, MP-aHrnorpadus.

MPT ronoBHOro mosra (M) ¢ KOHTpacTMpoBaHWeM OT
13.02.2022: MP-kapTMHa MacCUMBHOro cybapaxHOMAAAbHOIO
KPOBOM3AWMAHKA NpocTpaHcTBa 0b6omx noAylwapwii F'M Ha Bcem
npoTtsxkeHun (boAblle caeBa) ¢ GOPMMPOBAHMEM KPYMHbIX
cybaypanbHbIX remMatom cAeBa B 6a3anbHblX OTAEAAX BMCOY-
HOW W 3aTbIAOYHOW AOAEW, ANDEDY3HOTO LIUTOTOKCUUYECKOTO
oTeka Kopbl A€BOTrO noAyLapmsa M, kopbl NpaBoi AOBHOM AOAM
1 GparmeHTa Kopbl NPaBoOW TEMEHHOW AOAWM, KOCBEHHbIE MpPU-
3HaKK reHepaAn3oBaHHOro Ba3ocna3ma. YunTblBas OTCyTCTBUE

CMELLEHNA CPEAMHHBIX CTPYKTYP, MOKa3aHUM K XMPYPruyecko-
My A€YEHWIO HAa MOMEHT OCMOTpa He 6biAo. Bbina Ha3HauyeHa
NpPOTMBOOTEYHANA Tepanus B BO3PACTHOM AO3UPOBKE.

MPT cnuHHoro mo3sra ot 13.02.2022: MP-kapTHa CKONAEHUSI
reMopparnyeckoro COAEPXXMMOro B anMAypPaAbHOM MPOCTpaHcTBe
c3aaM Ha ypoBHe oT Th3 A0 KpecTLoBoro otaena. Cnepeaun ot L2
A0 L5 — annaypanbHaa rematoma A0 3 MM TOALLIMHOM.

TpaHckpaHuanbHaa ponaeporpadusa ot 14.02.2022:
OTMEYANOCH MOBbILIEHWE MUKOBbIX CUCTOAMYECKMX CKOPOCTEMN
B CPEAHEW MO3roBOW apTepun U NepeaHen MO3roBon apTepun
¢ 06eunx cTtopoH. OTMeyanacb reMOAMHAMMUUYECKAs MEXMOAY-
LapHas acMMMETPUS KPOBOTOKA MO KapoTMAHbIM BaccerHam
cpeaHen mo3roson aptepumn po 19% (N 15%), 3apHelr Mo3ro-
Bon aptepun — A0 40% (N 20%).

Y pebeHka YCTaHOBAEH OKOHYaTEAbHbI AMArHoO3:
«emopparnyeckana 60oAe3Hb HOBOPOXAEHHbIX MO3AHEN ¢op-
Mbl. CybapaxHouMaanbHOE KpoBOM3AMSHME. LlepebpanbHbiid
Basocnasmp.

3aknoueHue. Takum 06pa3om, NPUBEAEHHOE Bbille OMu-
CaHWe nauueHTa AEMOHCTPUPYET, K KaKUM TSXEAbIM MOCAEA-
CTBMAM MOXET MPUBECTU MO3AHAS dopmMa remopparmyeckom
60A€3HWM HOBOPOXAEHHOTO. TPYAHOCTb 3aKAOUYaeTcsi B TOM,
YTO He BCerpa UMEETCsl KapTUHa KPOBOMU3AUSIHUS, U Aaxe Npu
nepBoHaYaAbHOM OTCYTCTBMM NPW3HAKOB HapylleHuna LHC
OHW MOTYT NMPOSIBUTLCA B AaAbHeWLweM. [oaToMy HeobxoarMa
HaCTOPOXEHHOCTb NEAUATPOB NPY BEAEHWU NaLMEHTa C reMop-
parmyeckon 60AE3HbIO HOBOPOXAEHHbIX.
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WCKUIA NeanaTpUUeCcKUi XXypHan.
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