Short Reports

KpaTtkue coobwieHus

(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
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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
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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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WCKUIA NeanaTpUUeCcKUi XXypHan.
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