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
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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
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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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