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

Russian Pediatric Journal. 2022;3(2):396-429

2022;3(2):396-429

WCKUIA NeanaTpUUeCcKUi XXypHan.
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Short Reports

KpaTtkue coobwieHus

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.



