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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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.
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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.



