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)
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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
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'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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WCKUIA NeanaTpUUeCcKUi XXypHan.
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