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IIpencraBien KIMHWYECKHIi Cy4ail pa3BUTHS MOPTOMYJIbMOHAJIBHON TMNIEPTEH3NH Yy pedeHKa MoCcje HANOKEHHUS CILUIEHOPEHAb-
HOro aHactoMo3a. OnepaTHBHOE BMEMIATEILCTBO BBINOJHEHO C LEJbI0 KOPPEKIMH BPOXK/IEHHOI AHOMAJIMH Pa3BUTHS — KaBep-
HO3HO¥# TpaHC(HOPMALMA BOPOTHOI BEHbI, KOTOPAsi MPHBeEJA K MOPTAIbHOI TMIEePTEH3HH W BADUKO3HOMY PACIIMPEHHIO BEH MULIE-
BOJA M XKelyaka. B oTaaieHHOM nocjieonepanoHHOM Mepro/ie Pa3BUIMCh JIETOYHAsI APTEPUAIbHAS THIIEPTEH3HS, THIEPCILVIEHU3M
¢ JBYXPOCTKOBO#i LMTONEHNE, YMEePeHHAs] MeYeHOYHAs] HeN0CTaTOYHOCTh. KoMOMHMpOBaHHAS Tepamus o0ecmeynia BpeMeHHOe
yJIy4lIeHHe COCTOSIHUS, OITOMY NP MOBTOPHOM ONEPATHBHOM BMeLIATEILCTBE Pa3Mep aHACTOMO32a ObLT U3MEHEeH. DTO NMPUBEJIO
K YCTOHYNBOMY CHUZKEHHIO /IABJICHHS B JIETOYHOI APTePHH U KJINHMYECKOMY YJIYYIIEHHIO COCTOSHAS MAJTbYMKA.

Karoueswie caosa: 5emu, ANe2o04Has apmepudanbHas cunepmen3us, NOpmonyabMOoHANbHAA cUNePpMeH3Us, KA6epHO3HA A mpaﬂcqbopmauuﬁ
eopomm)ﬁ 6€HbL, cnﬂeHopeHa/thbuZ aHacmomos.
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A clinical case of the development of portopulmonary hypertension in a child after splenorenal anastomosis is presented. The sur-
gical intervention was performed to correct the congenital malformation — cavernous transformation of the portal vein, which led
to portal hypertension and varicose veins of the esophagus and stomach. In the long-term postoperative period, pulmonary arterial
hypertension, hypersplenism with bilinear cytopenia, and moderate liver failure developed. Combined therapy provided a temporary
improvement of the patient status, therefore, during subsequent surgery, the size of the anastomosis was changed. This led to a sus-
tained decrease in pulmonary artery blood pressure and clinical improvement in the boy’s condition.

Key words: children, pulmonary arterial hypertension, portopulmonary hypertension, cavernous transformation of the portal vein, sple-
norenal anastomosis.
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obpamenus. Cpeau Bcex (popM JIESTOYHOM TUIIEPTEH3NU

CI/IH)IpOM NpeKanuuIsIpHOM, T.e. apTepuaabHOI
MaToJIOTUST TIeYeHW B KadyecTBe MPUIUHBI (DUTYPUPYET

JIETOYHOM TUTIEPTCH3NU CBA3aH C HINPOKHUM CIIEKT-

poM 3a00JIeBaH1i1, KOTOPBIE YBETMYMBAIOT 0OBEM BEHO3-
HOTO BO3BpaTa M TMIIEPBOJEMHIO Majoro Kpyra KpoBO-

B 1,25—2% cnyuaeB y aeteil u B 2—8% y B3pOCBIX, CTpa-
JAOIINX LIMPPO30M TtedeHu [1, 2].
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Emenvanuuk E.FO. u coagm. TakTKa BeieHUs peOeHKa ¢ TIOPTONYIbMOHAIBbHOM runepTeH3ueit Ha (hoHe KaBepHO3HOI TpaHCHOPMALIMU BOPOTHOIA. .

B nerckoM Bo3pacTe TOpTalbHas TUIEPTEH3WS,
KaK TIPaBUJIO, MMEET HELUMPPOTUIECKOE MPOUCXOXKIEHUE.
IMprurHbl hopMUpoOBaHUST COCYAUCTOTO nedeKTa BKIIO-
YaroT BPOKIEHHbIE aHOMAJTUY IMTOPTATbHOM CUCTEMBI, B TOM
YUClie TeHeTUYeCKne CUHIPOMBL: cUHApoM [oibaeHxapa,
6one3nb Kapomu, HacjaeayeMblil MO ayTOCOMHO-IOMU-
HAHTHOMY Y ayTOCOMHO-PELIECCUBHOMY TUITY MOJIUKHUCTO3
royvek, OumapHbie TamMmapToMbl (KoMIieke MelieHOypra)
[3—5]. Onucana kiIMHWYECKass CUTyallusl TIOBpeXIe-
HMSI TICYEHOYHOI M BOPOTHOI BEH B XOJIe KaTeTepu3aluu
Y HOBOPOXIEHHBIX C MOCIEIYIOIINM Pa3BUTHEM TpomMOo3a
KaK MPUYMHBI (hOPMUPOBAHUST TIOPTATGHOI TUTIEPTEH3UN
1 OCTPO¥ TIeUeHOYHO HepocTarouHocTH [6]. TTopraabHast
TUMepPTeH3ns (OPMUPYETCST B 3TUX CIIydasXx KOMIIEHCA-
TOPHO, KaK pe3yJbTaT 3aMeILeHUsT Cy>KeHHOW WJTH OKKITIO-
3UPOBAHHOW BOPOTHOM BEHBI MHOTOYMCICHHBIMU TIOp-
TOTNEYEHOYHBIMU KOJUTaTepaJIsIMU, 00pa3yoIUMU
KaBepHO3HYIO TpaHC(OpMAIIIIO COCYINCTOM ceTH [7].

Du3nMOoI0TUS TOPTATHHON CUCTEMBI XOPOIIO U3yYeHa.
BopoTHast BeHa coGMpaeT KpOBb OT OPTAHOB XKeJTYI0YHO-
KUIIEYHOTO TpaKTa M 0OeCcreYynBaeT MeTabOIMIeCcKYIo
dyukumio edeHu. [1pu 3ToM BeHO3HAst KPOBb U3 V. por-
tae W apTepuaNbHasi M3 TMEYEHOYHON apTepuu CMEII-
BalOTCS B CMHYCOMIAX MEeYeHW M OOBEIUMHEHHBIN MOTOK
KOHTaKTHPYeT C MMKPOBOPCMHKAMU W pelenTopaMu
reraTonTOB, (PUILTPYETCS U IIpeodpa3yeTcs CucTeMaMi
neTokcukKanuu., GU3noorniyeckoe JaBieHue B TOPTalb-
HOIf BeHe KoJieOJieTcsT B Iipeaesax 5—7 MM PT.CT., a Ipe-
BbIlIeHUE YpoBHST 10—12 MM pT.CT. MPUBOIUT K 00pa3o-
BaHUIO TMOPTOKABAJIbHBIX aHACTOMO30B, 3aTOJHSIIOIINX
HIWKHIOI TIoNyIo BeHy [8]. UIMEeHHO 3TU NOTOJHUTEb-
HbIE COCYIBI U CITyKaT TeMOIMHAMWYECKOI OCHOBOM pa3-
BUTHS TTIOPTAJIBLHOM, a BITOCIEACTBUU ITOPTOITYIbMOHAIb-
HOI TUTIEPTEH3UM.

Llenb maHHOTO COOOIIEHUSI — TIPENCTAaBUTh aHAIIU3
8-metHero HaOmoneHUs1 pedeHKa C PelKod MPUUMHOMN
Pa3BUTHSI JIETOUHOM TMTIEPTEH3NN — HAPYLIEHUSIMU TeMO-
JMUHAMWKHW T10CJIe HAJIOKEHUs CIIEHOPEHATBbHOTO IITYHTA,
KOTOPBII OB BBITIOJTHEH C IETbI0 KOPPEKIINKY KABEPHOMBI
BOPOT TIeUeHN. YUUTBIBasI PEIKOCTh MAaTOJOTUU, CJIOKHO-
CTU paHHEW TUATHOCTUKU U HEOOXOTUMOCTb MYJIbTHIUC-
LIMTUTMHAPHOTO TTOAX0Ma K BEIEHUIO JAETei ¢ TTOPTOMYJIb-
MOHAJIbHBIM CUHIPOMOM, MbI XOTUM O0paTUTh BHUMAaHKe
MeANaTPOB M IETCKUX KapAUOJIOTOB Ha CUMIITOMBI (hop-
MHPOBAHUS W TIPOTPECCUPOBAHUS JIETOYHON TMIEepTeH-
3WU, a TAKXKE TAKTUKY BeICHUS TTAallMEHTA.

Ilokazatemn  (u3MueckKoro pa3BuUTUS  pebOeHKa
OlLIEHMBaJM C ToMolIblo score deviation scale (SDS),
CTPYKTYPHO-(DYHKIMOHAIBbHBIE TIapaMeTphl cepaua —
C MOMOIIBI0 Z-score, pu3myeckast padoToCIoCOOHOCTb —
¢ TIOMOIIBIO TecTa 6-MUHYTHOI ¢ Xoabooit (T6MX) [9].

KnuHuyeckuin cnyyaii

1-it sman nabaodenus: 2013 200. ITauneHT — MaTbuMK
2009 r.p., mepBoe obpanieHre B KpacHosIpcK1ii KpaeBoii
KIMHUYECKUI LIEHTP OXpaHbl MaTePUHCTBA M IETCTBA
B Bo3pacTe 4 JieT ¢ XajobaMu Ha OOJIM B XKMBOTE TPU-

CTYITOOOpa3HOTO XapakTepa, SIM30IbI Cyodeoprim-
tera. [1o naHHBIM 330darodrdporacTpoayoIeHOCKOUN
MaToJIOTMYECKUX M3MEHEHUWII He BBIABIEHO. B aHamu3ze
KpPOBU OINpelensiiach aHeMusi | CTereHUu, BBISIBICHBI
CIUIEHOMETaJIUsI M TIPOTOKOBbIE M3MEHEHUSI B TEYCHU
MpU yJIBTPa3ByKOBOM HcclienoBaHuM. Ha craHmapTHOIM
3JIEKTPOKAPANOTPAMME PETHCTPUPOBAIOCH YIJIMHEHWE
KoppurupoBanHoro mHtepBasia Q—T mo 480 wmc, mom-
TBEPXIECHHOE JaHHBIMU XOJITEPOBCKOTO MOHUTOPUPOBA-
Hus. PebeHKy Ha3HaYeHBI TIpeTapar xkeJjie3a IJIsk KOppeK-
LIUU XeJie301e(UIIUTHOTO COCTOSTHUS, B CBSI3U C PUCKOM
KEJyIOUYKOBOM TaxvKapAuu Ha ¢HOHe YIUIMHEHHOTO
uHtepBaga Q—T mosyuyan nporpaHoson 0,5 mMr/Kr/cyr.
PexomeHnnmoBaHo oOcenoBaHue yepe3 1 Mec, HO B CBSI3U
¢ TeM, 4TO OO B XXMBOTE W TIOBBIIIEHUE TeMIIEPaTyphl
TeJla y TMalyeHTa KyIupoBaJlUCh, HA TTIOBTOPHBIN MTpUEeM
ceMbsT He oOpartwmitack. Ha ¢oHe mpuema mpomnpaHosoia
MOSIBUJTUCH Ca00CTh, TOJOBOKPYXEHUE, 3apEeTUCTPUPO-
BaHO CHWXXEHWE apTepuajbHOTO JaBJIeHUs W Opamaukap-
JIVIsI, B CBSI3U C Ye€M Tepartusi Obljia IpeKpaiieHa.

2-11 sman nabaodenus: uroab 2018 e. — uroav 2019 e.
B 2018 r. cembst moBTOpHO OOpaTtuiiack B KpacHosipckuit
KpaeBOi KIMHUYECKHUI LIEHTP C XajobaMU Ha MHOTO-
KpaTHYIO pBOTY y pebeHKa. [1pu yIpTpa3sByKOBOM HcCCIie-
JNIOBAaHWM BBISIBIEHa KaBepHO3Hass TpaHCchopMaIs
BOPOTHOI BEHBI M BHEIeYeHOUHas1 (hopMa MOPTaIbHOM
TUTIEPTEH3MN, ITI0 IJaHHBIM 330(darodudporacTpomyo-
JNEHOCKOTIMY WMEJIOCh BapUKO3HOE pacIlMpeHue BeH
numeBoga I—II cremenu. Manbuuk ObUT HampaBiieH
B otneneHue Mukpoxupypruu Ne2 PAKB Mockssl, rie
OblIa TIpoBefeHa BepudUKaIMs AUarHo3a: «KaBepHOMa
BOpPOT TeyeHW. BHermeyeHouHast (opMa MOPTabHOM
TUTIepTeH3n. Bapnko3Hoe paciimpeHre BeH KelyaKa
u nuieBoaa Il crenmeHun. AHTpanbHbIN TacTput». bbuta
BBITIOJTHEHA  OMepalst HaJOXeHUsI CIUIEHOpEHAb-
HOTO aHacTOMO3a, T0cjie KOTOPO COCTOSIHUE TallMeHTa
3HAYUTENIBHO  YAYYIIMIOCH: KYMUPOBAIUCH TOIIHOTA
¥ PBOTA, YMEHBIIMJIACH BBIPAXKEHHOCTb M YaCTOTA DITH30-
IIOB a0JOMUHAJIBLHOI O0JIN.

3-i1 sman Habawdenus: 2019—2023 ee. B urone 2019 1.,
T.€. 4epe3 8§ Mec Tocjie ONMepaTUBHOTO BMeEIIATeNIbCTBA,
MOSIBUJIMCH  ONBIIIKA TIPU  YMEPEHHOU (U3NIECKOM
Harpyske, KoTopash HapacTajla B TeYeHHe IIOJIyrona,
TOJIOBOKPYKEHUsI, MHOXECTBEHHBbIE 3KXMUMO3bl. Pebe-
HOK ObIT 00ciaenoBaH B KpacHosipckomM KpaeBOM KIIH-
Hu4eckoM 1eHTpe u DemepadbHOM ILIEHTPE CEpPAECYHO-
cocyaucToii xupypruu KpacHosipcka B sHBape—eBpaie
2020 r. B Bo3pacte 10,5 roga. I1To maHHBIM OOBEKTUBHOTO
0CMOTpa, (PU3NYECKOe Pa3BUTHE BHINIE CPEIHETO: POCT
167 cm (SDS> +3), macca Tena 58 KT, MHIEKC Macchl Teia
20,7 (SDS +1,4). BoipaxkeHa 0J1eTHOCTb KOXU, BEHO3HAsI
CceTh Ha TPYIM, MHOXECTBEHHBIE CIMBHBIE SKXUMO3BI.
Yacrora abixanuit 18/MuH B mokoe u 1o 40/MuH m1ocie
10 mpucenanuit. AxkueHTupoBaH Il TOH Ha JnerovyHoi
apTepuu, KoysiebaHus apTepuaabHoro gaBieHus 120/76—
136/90 mm pr.cT. SpO, 96%, pesynbTaT TecTa ¢ 6-MUHYT-
Holt xonbooit — 250 M (Z= —4,2).

POCCUVCKWIA BECTHUK MEPUHATOJIONN U MNEANATPUM, 2024; 69:(1)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2024, 69:(1)

103




B ananuze nepudepuyeckoil KpoBHU:  JIEMKO-
untel 3,82:10°/71, remorno6uH 12,6 1/M1, SpUTPOLIUTHI
4,95-10"/n, TtpombGouutel 137-10°/1m, neiikoumTapHast
dopmyna 6e3 oTKIIoOHeHU. BbisBiaeHa runepouanpyon-
HeMmusi: oot ounupyouH 33,4 MkMoJb/11 (Hopma 3,4—
20,5 MKMOJTB/1T), TIpsIMOif — 6,4 MKMoJb/1T (Hopma 0—5,1
MKMOJIb/JT). YpOBEeHB 001Iero 6enka coctaBwi 56,4 1/11.
Koarynorpadus nokazana nebuuur I, V, VII, X dax-
TOpoB, jerkoe cHmxkeHue IX, I dpakTopoB, ymMepeHHYIO
TPOMOOLIUTONIEHUIO.

ITo maHHBIM 3xOKapmuorpachuy BBISIBICHBI YBETU-
YeHMe ToJIoCTeil oboux mpencepnuit 1o 34 MM (JieBoe —
Z= +3,5; npaBoe — Z= +4) U TIpaBOro Xeaynouyka
no 41 mm (Z= +3,19), pacuivpeHue CTBOJA JIETOYHOM
apTepui 10 28 MM (Z= +2,38), 1erouHyI0 TUTIEPTEH3UIO —
70 MM pT.CT. Ip¥ HOPMaJIbHOM (hpaKUKM BbIOpOCA JIEBOTO
xeaypouka no Cumrmcony 70%. s oueHKM (YyHKIAA
CIJIEHOPEHAIBHOTO aHACTOMO3a TPOBeIeHa MYJIbTHCITU-
payibHasi KOMITBIOTEpHAast TOMOTpadust OpraHoB OPIOIITHOM
MOJIOCT C BHYTPUBEHHBIM OOJIOCHBIM KOHTPACTHPO-
BaHueM B ¢eBpane 2020 1. [To maHHBIM KOMITBIOTEPHOM
ToMorpaduu rme4eHb ¢ POBHBIMA M YETKUMU KOHTYpaMU,
B pa3Mepax He YBeJIMueHa, CTPYKTypa OMHOPOIHAS; BOPOT-
Hasl BeHa M ee BHYTPHUIIEUEHOYHbIE BETBU HE TIPOCIIEKM-
BalOTCSI, BMECTO HUX oOIpenensieTcs (UOPO3HBINA TSIK.
Ornpenensiercss (YHKIIMOHUPYIOIIUI CIJICHOPEHATbHBII

0 «Et

AhEnmen Native +
HiD

KJINMHUYECKUE CJTYHAU

aHacToMmo3 pazmepoM 1,9 cM; ceneszeHouHas BeHa 1,1 cM,
BepxHsiss OpbDkeeuHass BeHa 1,1 cM (CM. PUCYHOK, a).
CeneseHKa ¢ YeTKUMU, POBHBIMU KOHTYPaMHM, CTPYKTypa
MMapeHXUMBI OMHOPOIHas, yBeandeHa 10 11,6x5,2x14,0 cm
(cMm. pucyHok, 0). IlomxkenymouHast xejesza, TTOYKHU
He WM3MEHEHBI, CBOOOMHAs XWUIKOCTh W YBEIMYCHHBIC
JMMbaTUYECKIE Y3JIbI B OPIOLITHONM MOJOCTU He BBISIBIIEHBI
(cMm. pucyHok, B). Ilpu (pubOpockaHUPOBaHUU TEYEHU
MapKepbl pa3BUTHST (GUOPO3a He BBISIBJICHBI.

C y4eToM TOJIy4eHHBIX JaHHBIX TMAarHO3 ObLT U3Me-
HEH: <«ITOPTOIMyJbMOHAJIbHAA TUMepTeH3us. OyHKIN-
oHanbHbIN kiacc II. KaBepHoma TmieuyeHu, KOppUTH-
poBaHHass B 2019 r. HaJloXX€HMEM CIUJIEHOPEHAJIBHOTO
aHacToMo3a. T'unepcruieHu3Mm. CruteHOMeTaIus».
C 1ebl0 KOHTPOJIST JIETOYHOW TUTEPTeH3UW Ha3HadeH
cuwigeHadun 30 Mr/CyT TIOCTOSIHHO; CUMMTOMaTUYe-
cKasl Teparusi — TpaHeKcaMoBasi KUcjioTa no 1 tabierke
2 pasa B neHb 1 Bukacon no 0,015 1 pa3 B aeHb 7 nHel
Kaxpaoro mecsua; ypcodanbk 1000 mr/cyr B TedyeHuUe
3 Mec; cMpOHOJaKTOH 50 MT/CYT MOCTOSIHHO.

Ha ¢done Tepanuu yMeHbIIMIACh OABIIIKA, PE3Yib-
TaT TecTa C MECTUMMHYTHOM X0nb001# Bhipoc m10 520 M
(Z= —1,1), HO uepe3 8§ MecC BEpPHYJIUCHh KIMHUYECKas
KapTMHA aCTeHWM, TOJOBOKPYXKEHUSI M CHIUKEHHE
¢dusnyeckoir pabOTOCTIOCOOHOCTH: pe3yJabTaT TecTa
¢ IIECTUMUHYTHOM X0nb0oii coctaBui 460 M (Z= —2,6).

bdamen Natﬂ

mm; iD

Pucynox. MPT-Busyanuszaiusi OpraHoB OpIOIIHO# MOJOCTH.

a — (YHKUMOHMPYIOIIMIi CIIEHOPEHAIbHbII AHACTOMO3, pac-
HIMPEeHHble CeJIe3eHOYHAs! W BepXHAsl OpbDKeeuyHas BeHbI;
0 — mpu3HAKH TpaHC(OPMUPOBAHHOW BOPOTHOI BeHBI (OT-
cyrcrBue ¢usuonormdeckoii MPT-KapTuHbI BOPOTHOIi BeHbI);
B — OTCYTCTBHE H3MeHEeHHIi B TapeHX1Me celle3eHKH.

Figure. MRI-visualization of abdominal organs.

a — functioning splenorenal anastomosis, dilated splenic and
superior mesenteric veins; 6 — signs of a transformed portal
vein (absence of a physiological MRI picture of the portal vein);
B — no changes in the parenchyma of the spleen.
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Emenvanuuk E.FO. u coagm. TakTKa BeieHUs peOeHKa ¢ TIOPTONYIbMOHAIBbHOM runepTeH3ueit Ha (hoHe KaBepHO3HOI TpaHCHOPMALIMU BOPOTHOIA. .

ITpu o6cnenoBanuu B KpacHOSIPCKOM KpaeBOM KJIMHU-
yeckoM HeHTpe B ¢peBpaye 2021 r. oTpunaTeIbHasI TUHA-
MUKa (QYHKIUNA TMeYeHU, HUPPOTUIYECKUX W3MEHEHUI
He BBISIBJICHA, COXPAHSUIOCh BapWKO3HOE paclIdpeHue
BeH numieBona Il crememHu. Pe3yiabTaThl MyJBTHUCITH-
paJlbHOM KOMITBIOTEPHOI TOMOTpachur OpraHoOB OPIOII-
HOIA TIOJIOCTU ¢ KOHTPAaCTUPOBAHUEM MOATBEPIUIN HOP-
MaJIbHYI0 (YHKIIUIO CIUIEHOPEHAJTBLHOTO aHacToOMO3a,
crieHoMeranuio. IIpu XonTepoBCKOM MOHUTOPUPOBA-
HUU PErucTPpUpPOBAJIOCh 3aMeUICHUE aTPUOBEHTPUKY-
JISPHO MPOBOAMMOCTH C TTU30JaMU aTPUBEHTPUKYJISIP-
Hoii 6nokansl 11 ctermenu u may3amMu putMa 10 2 C.

B mapre 2021 r. pebGeHok HarpapieH B HayuHo-
WUCCIEN0BATEIbCKUN  KIIMHUYECKUIA WHCTUTYT TIeIU-
arpun nM. akan. FO.E. BenbruieBa I KoppeKUMU
Teparnuu JIETOYHOM TUTIepTeH3nU. B xome obcienoBaHust
KOHCTaTUPOBAHO MPOTrPECCUPOBAHUE JIETOYHOMN apTepu-
aJTbHOM TUIIEPTEH3WU, YTO BBIPAXKallOCh B CIEAYIOIINX
MOKa3aTeIsIX:

— YpOBeHb HATPUNYPETHUECKOTO TIENTHIA COCTABUII
260 rir/mut ipu HopMe 1o 100 rir/MmiT;

— BBISIBJIEHBI peMOIeJIMpoBaHue cepala ¢ GopMupo-
BaHneM D-dopmbl JleBoro xesymouka 0e3 HapylleHMsI
€r0 COKPaTMMOCTH, YTOJIIEHHEM MeXXKeTyIT0YKOBOM
MEePETOPOAKHI 10 9 MM U 3aTHEHIDKHEN CTEHKU 10 8 MM
B IWACTOJy, pacllipeHre KaMephbl TTPaBoTo KeIyIouKa,
TPUKYCTTHIATbHAS W TyJbMOHAJIbHAs HEIOCTATOYHOCTH
II crenenu;

— aHeBpU3MaTMUECKOe pPacIIMpeHUe CTBOJIA W BET-
Beil JIETOYHOW apTepuy — JIWAMETp CTBOJA YBEJIMUYEH
10 45 mm (Z= +3,96).

Ha snekTpokapamnorpamme perucTpupoBaiach CUHY-
coBast OpaguKapaus ¢ YaCTOTOM CEPICUHBIX COKpaIleHU
44—62 yn/muH, yumuHenne uatepBana Q—Tc mo 524 mc,
may3bl put™Ma 10 1653 Mc. C y4eTOM MOJyYeHHBIX JTaH-
HBIX (DYHKIIMOHATBHBIN KJIacC JIESTOYHON apTepUabHOM
TUTIEPTEH3UU, aCCOIMUPOBAHHOM C MOPTAIBHOM TUTIEp-
TeH3uel, Obl1 KBasmdpunmrpoBaH Kak Il (mpomexyrou-
HBII PUCK), B CBSI3U C YeM B JOTIOJHEHUE K UHTUOUTOPY
dochonmnacrepasbl-5 HazHaueH TMpernapaT W3 TPYIIIIbI
AHTArOHUCTOB PEIETITOPOB SHAOTEIMHA-1 MallUTeHTaH
B no3e 10 Mr/cyr nmoctosiHHO. BbiOOp cBsi3aH ¢ MMHM-
MaJlbHO  BBIPAXXEHHBIM  HeXelaTeIbHbIM  BIUSHUEM
Ha (PYHKLIMY TTeYEHH.

Ha ¢one koMOMHMpPOBAHHOI Tepamuu JIETOUHOM
apTepuaJbHON TUTIEPTEH3UU TIOoJydeHa OTYeTIMBAsT
MO3UTUBHAS OWHAMMUKA COCTOSIHUS: pe3yJbTaT TecTa
C IIeCTUMUHYTHOM XOIb00M yBenmmuuics ¢ 446 mo 536 m
(Z= ot —2,6 no —1,92), mpounsonuia oNTUMHU3ALNS BEeH-
TPUKYJIO-BEHTPUKYJISIPHOTO COOTHOIIEHMS 3a CUET YBe-
JIMYEHUST 0ObeMa JIEBOTO KeJTynouKa, CHU3UIOCh CUCTO-
JINYECKOoe apTepuajbHOe HaBJIeHUe B JISTOYHON apTepuu
o 60 MM pr.ct. ChopMyInpoBaH IPOrHO3, COMIACHO
KOTOPOMY pPeOEHOK SIBJSIETCS KaHAMIATOM Ha TpaHC-
IJIAHTALMIO TICYeHU, U TIPOBEIEHO 3a09HOE KOHCYIbTHU-
poBanne B HMMUII TpaHCIUTIaHTOJIOTMM U MCKYCCTBEH-
HBIX opraHoB uM. akagemuka B.U. [llymakosa.

B xone atarmHOTO 0GCYXKIEHNS JUHAMUKYN COCTOSTHUS
pebeHka crnenuanrucTamMmu PecnyOiMKaHCKOW IeTCKOM
KJIMHWYECKOI OOJIbHUIIE BHICKA3aHO TIPEAIONIOKEHNE,
YTO pa3Mmep CIIEHOPEHAJTbHOTO aHACTOMO3a M30LITOYeH
JUTSL TIPaBBIX OTHEJIOB M MAJIOTO Kpyra, peKOMeHIOBaHa
Koppekiusi aHactoMo3a. B aBrycre 2021 r. BbIMosiHEHa
PEKOHCTPYKIIUS CIJICHOPEHAJIBHOTO aHACTOMO3a, ua-
METp MOTOKa yMeHblIlleH ¢ 19 no 8 MM, B mmocieonepanm-
OHHOM TIEpHOJE CHCTOJIMYECKOE NaBJeHUE B JIETOUHOM
apTepuu CHU3WIOCH 10 37 MM PT.CT.

TlarmmeHT TpomO/KMI  TOJNydaTh  crienudpude-
CKYIO Teparuio JIETOYHOW apTepuaabHOW TUIEPTEH-
3UM B TIOJJTHOM oObeMme. B mexabpe 2022 r. mpoBeneHO
KOMOWMHMPOBAHHOE  aHTWOTpacnyecKoe  UCcCIeaoBa-
HUE — Me3eHTepUKOoIopTorpadus, TpaHcapTepruaabHas
nouevyHast (uedorpacdusi, o ITaHHBIM KOTOPOTO YyCTa-
HOBJIEHO, YTO YPEBHBIN CTBOJI OKKITIO3UPOBAH, BU3yaIu-
3UPYIOTCST paclIMpeHHbIe BEHBI XeIylKa W THUIIEBOIA,
00JJaCTM aHTMOMAaTO3a BEPXHETO TMOJIoca CelIe3eHKU,
ceJie3eHOYHAass BeHa TPOMOOTMUYECKM WM3MEHEeHa, OTTOK
W3 CeJIe3eHKU TMPOUCXOANT 1O 3a0pIOIIMHHBIM KOJIJIa-
tepanaM. [IpoBedeHbI TTOBTOpHBIE OINEpaTUBHBIE BMe-
IIATEJIbCTBA C 1IENIbIO JTUTUPOBAHUS PACIIUPEHHBIX BEH
MUIIEBO/A.

B Hacrogmee BpemMs moapocTKy 14 jet, ¢pusmdyeckoe
pazBuTue Bbillle cpeaHero (poct 187 cm, SDS +2.3),
n30bITOYHast Macca Tena — 87 kr (SDS +1,6); uHaekc
macchl Tena 24 (SDS +1,49). YMmepeHHO BbIpakeHbI
YTOMJISIEMOCTD, OJBIIIKA TIPpU (DU3WIECKOM Harpyske,
MOBBIIIIEHUE apTepuaabHoro aasiaeHust no 130—140/
76—80 MM pT.CT., TECT C ILIECTUMUHYTHON XOAbOOM
488 M (Z-score= —1,6). CoxpaHSIOTCSI JIBYXPOCTKO-
Bas LIMTOTIEHUSI — TIPU3HAK TUIEepCIUIeHn3Ma (JIEKO-
unthl 3,99-10°/n, remornmo6un 13,1 1/m1, SpUTPOLIUTHI
5,0-10"2/1, TpomGoLMTEI 150-107/71); CUMITTOMBI TIEYE€HOY -
HOIl HemocTaToOyHOCTH (00mmii 6emok 58,9 r/m; Owim-
pyouH obmumit 19,4 MKoab/n, mipsmoit 5,7 MKMOJIb/T;
MPOTPOMOMHOBBIN WHAEKC 73%); CHUWXEHHME CUHTEe3a
dakropos csepreiBanus (I — 69%; VII — 39,8%;
IX—62,9%; X — 57%).

Tlo maHHBIM 3X0Kapauorpacduu pasmMepbl TMOJOCTel
ceplma He MpeBhIIAOT ypoBeHb Z-score 1,0, HO ocTa-
eTcsl HeIOCTaTOYHOCTh KJjaraHa JierouHoit aptepum Il
CTETeHU, CUCTOJIMYECKOE AaBJIEHUE B JISTOYHOI apTepun
coctaBuna 33 MM prt.cT. I[lpym XOonTepoBCKOM MOHUTO-
pupoBaHuM B utojie 2023 r. BeaylIMit pUTM CUHYCOBBIHA,
PETUCTPUPOBAJIMCH TEPUONBI  aTPUOBEHTPUKYISPHOM
JIVCCOLMAINU, YIUTMHEHHBIM mHTepBan Q—Tc mo 86%
3aM1cy, MaKCUMaJILHO 10 52 Mc.

PebGeHok HaOmomaeTcss ¢ IMArHO30M: <«KaBepHO3-
Has TpaHcdhopMalvss BOPOTHOM BeHBbI. BHemeueHOYHast
dopma mopranbHOI TUMepTeH3un. COCTOSTHUE TTOCHe
orneparuBHoro jieyeHust 2018 r. (opMupoBaHUe CriIe-
HoOpeHaJbHOro aHactomosa), 2021 r. (peKOHCTPYKIIMS
CIUIEHOPEHAILHOTO aHACTOMO3a C YMEHBIIEHUEM €ero
JIaMeTpa), TOBTOPHBIX OIEPATMBHBIX BMEIIATEILCTB
MO 3HAOCKOMUYECKOMY JIUTUPOBAHUIO BapMKO3HO-pac-
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IIMPEHHBIX BeH MuilleBofa. BropuuHas jerouHas apre-
puanbHasi TUTEPTeH3UsT Ha (oHe MOopTajbHOUN TUIep-
TeH3uu, (YHKUMOHaNbHBIM kiacc II, Hu3KuMiA puck.
Hapyiuienne putma cepaua: Auc@yHKUIUSI CUHYCHOTO
y37a, BropuyHoe yminHeHue mHTepBana Q—T. Tlpuo6-
pereHHbIl nepunut K-3aBucuMbIX (pakTOPOB CBEPTHIBA-
HUs KpoBU. [IByXpocTKOBasi LIUTOTEHUs (JIeHKOIeHusI,
TPOMOOLIUTONEHMST) HAa (hOHE TUTIePCILICHU3Ma».

0O0cyxaeHue

KaBepHo3Hasi TpaHchopmannsi BOpPOTHOW  BEHBI
COTIPOBOXAAETCSI IIIMPOKUM CIIEKTPOM KIMHUYECKUX
Mpo0JieM: OT TUMEPKOATYJISIIIUA C TTOBBIIIEHHBIM TPOM-
06000pa3oBaHUEM JIO0 TUIEPCIIEHNW3Ma, MPOrpecCUupo-
BaHUST TUCGHYHKUIMU TEYeHW U KPOBOTEUCHUI M3 Bapu-
KO3HO-pacCIIMPEeHHBIX ractpoasodareasbHbix BeH [10].
JlerouHast TumnepTeH3Us BBI3BIBACTCS TUIIEPBOJIEMUECH
HVDXKHEU TIOJION BEHBI, MPAaBbIX KaMep CEpAlla U Majoro
Kpyra KpoBoOOpalleHHsI U3-3a MHOTOYMCJIEHHBIX TTOPTO-
CUCTEMHBIX KoJuiatepaieit. B ciyyae u30bITOUHOTO Kpo-
BOTOKA TTOBBIIIIAETCS HATIPSIKEHUE CIBUTA SHIIOTETUOLIM -
TOB C HapylIeHUEM WX PETYJUPYIOIIMX U TTPOTEKTUBHBIX
¢ynkumii [11]. BT0 CMOCOOCTBYET CYy>KMBAHUIO U TOCTE-
MEHHOMY PEMONIEIMPOBAHUIO COCYJOB Majoro Kpyra.
3HAUYUTENbHBI BKJIAL B 3TOT MPOILECC BHOCST OaKTe-
pUaibHbIE SHIOTOKCUHBI, TOPMOHbBI TMOJKETYIOYHOMN
JKeJie3bl, Ba30aKTUBHBIE BEIECTBA, KOTOPbIE HIYHTUPY-
IOTCSI C MOTOKOM KPOBM, MUHYIOIIUM TieyeHb [ 12].

OnepatuBHOE JieUeHWE TIAIIMEHTOB C aHOMaJuei
MOPTaJbHON CUCTEMBI BKJIIOYAET CO3MaHUE COCYAUCTBIX
AHACTOMO30B, Pa3rpyXaroniux CUCTeEMy BOPOTHOU BEHBI,
a TakKXKe KOHTPOJIb BAPMKO3HBIX Y3JIOB IMUIIEBOAA MTyTEM
MUX SHIOCKOIMYECKOU TepeBSI3KM C 1IeJIbI0 TIpeaoTBpa-
IEeHUsI KpoBoTeueHUil. HanoxeHue criieHOpeHalb-
HOTO aHACTOMO3a — BapUaHT CEJEKTUBHOW KOPPEKIIUU
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KJINMHUYECKUE CJTYHAU

aHOMAaJIMM DPa3BUTHSI BOPOTHOW BEHBI, HaIpaBJEeHHBIN
Ha IeKOMITPECCUIO IMopTajabHOro pycia. B 063ope, mocssi-
IIEHHOM  aHaJdu3y  OCJOXHEHUM  XUPYpPruuecKkoro
Jie4yeHUs1 JeTell ¢ TIOpTaJbHOM TUIIEPTEH3UEN, METOI
MPOKCUMAJIBHOTO U JAMCTAJbHOTO CIJIEHOPEHAJIbHOTO
aHacToMO3a MpUMeHsIIcsT 6ojiee yeM B 50% aHanmu3upy-
eMbIX KJIMHUYeCKux ciydaeB. Cpenm BceX OCIOXKHEHUI
HauOosiee 4acTbiIMU ObLIM (hOPpMUPOBAHUE KpPOBOTEYE-
HUII U3 BapUKO3HO-PACIIMPEHHBIX BEH, aClIUT, CTEHO3bI
U TPOMOMPOBAHME IIIYHTOB, CETCUC; M3 OTCPOUEHHBIX
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3aknovyeHue

Takum o6pa3oM, pa3BUTHE TOPTOMYJIBMOHAIb-
HOM TUIEPTEH3UU B MOCICOTNEPALIMOHHOM TepUoJe
y OeTeil ¢ Manbdhopmaleii BOPOTHOM BEHBI — O4YEHb
penkoe ocioxHeHue. MopMupoBaHUE TeMOIMHAMUYE-
CKMX M3MEHEHWI B BEHO3HOI cucTeMe OOJIBIIIOro Kpyra
KPOBOOOPAIIIEHUST MOXET OBITh OOYCIOBIEHO HECOOT-
BETCTBMEM pa3Mepa IIyHTa aHATOMUYECKUM OCOOEHHO-
CTSIM COCYIOB TallMeHTa. DTO MOTYePKHUBAET BaXKHOCTh
JIETAIbHOM TWHAMUYECKOW OLIEHKM TIPaBbIX OTAETIOB
cepala y 60JbHBIX JaHHOM KaTeropuu. PaHHsIsT TuarHo-
CTHKA JIETOYHOM apTepuajbHON TUTIEPTEH3UU U CBOEB-
peMeHHOe Hayaylo CIeln@UIecKoi Teparmuu Mo3BoJIsIeT
CTAaOMJIM3UPOBATH U 1aXKe YIYUILIUTb COCTOSIHUE peOeHKa,
CHU3UB (DYHKIIMOHAJIBHBIN KJIACC U PUCK TTPOTPECCUPO-
BaHMSI OOJIE3HU.

5. Kueaesa E.B., @peiind I.I. JJU30HTOTCHETUYECKNE KUCTBI
rnevyeHu: mato- v MopdoreHes. JlokazaTesabHasi racTpOdH-
teposiorust 2020; 9(3): 39—46. [Zhivaeva E.V., Freund G.G.
Dysontogenetic liver cysts: patho- and morphogenesis. Doka-
zatel’naya gastroenterologiya 2020; 9(3): 39 46. (in Russ.)]
DOI: 10.17116/dokgastro2020903139

6. Manvuesa E.B., Cokonosckas M.A., Bpamuuxos /.10., Jo-
manckas O.B. Cnyyail MOPTaJIbHOTO BHEIIEUYEHOYHOTO
M BHYTPHUIIEYEHOUHOrO TpomOO3a HEYTOYHEHHOU OTH-
OJIOTMH, OCJOXHEHHBI CHUHIPOM TOPTAJIbHOM THIep-
TEH3UU, OCTPOM IMEYEeHOYHON HEemOCTaTOYHOCThI0. MaThb
un nuts B Kysbacce 2022; 3(90): 175—181. [Maltseva E.V.,
Sokolovskaya M.A., Bratchikov D.Yu., Domanskaya O.V.
A case of portal extrahepatic and intrahepatic thrombosis
of unspecified etiology, complicated portal hypertension
syndrome, acute liver failure. Mat’ i ditya v Kuzbasse 2022;
3(90): 175—181. (in Russ.)]

7. Rodriguez-Roisin R., Krowka M.J., Hervé P., Fallon M.B. Pul-
monary-Hepatic vascular Disorders (PHD). Eur Respir J
2004; 24: 861. DOI: 10.1183/09031936.04.00010904

8. Porres-Aguilar M., Gallegos-Orozco J.F., Garcia H., Aguirre J.,
Macias-Rodriguez R.U., Torre-Delgadillo A. Pulmonary vas-

POCCUVCKWIA BECTHUK MEPUHATOJIONMW U MEAUNATPUM, 2024, 69:(1)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2024; 69:(1)



Emenvanuux E.IO. u coasm. TakTiKa BeneHus peOeHKa ¢ TIOPTOMYJIbMOHAIBHOM I'MIepTeH3Mell Ha (hoHe KaBepHO3HOM TpaHC(hOpMAaIli BOPOTHOM. ..

cular complications in portal hypertension and liver disease:
A concise review. Rev de Gastroenterologia de Mexico 2013;
78(1): 35—44. DOI: 10.1016/j.rgmx.2012.10.004

Wei B., Huang Z., Tang C. Optimal Treatment for Patients with
Cavernous Transformation of the Portal Vein. Front Med (Lau-
sanne) 2022; 24(9): 853138. DOI: 10.3389/fmed.2022.853138

. Qin, Y., Wen, H., Liang, M. Luo D., Zeng Q., Liao Y.,

Zeng M. et al. A new classification of congenital abnormalities
of UPVS: sonographic appearances, screening strategy and
clinical significance. Insights Imaging 2021; 12: 125. DOI:
10.1186/s13244—021—-01068—5

11.

12.

Wei B., Zhang L., Tong H., Wang Z., Wu H. Cavernous
Transformation of the Portal Vein in a 26-Month-Old Boy
Treated by Transjugular Intrahepatic Portosystemic Shunt:
A Case Report Front Pediatr 2019; 7: 379. DOI: 10.3389/
fped.2019.00379

Zielsdorf Sh., Narayanan L., Kantymyr S., Barbetta A.,
Know Y., Etesami K. et al. Surgical shunts for extrahepatic
portal vein obstruction in pediatric patients: a systematic re-
view. HPB (Oxford) 2021; 23(5): 656—665. DOI: 10.1016/
j-hpb.2020.11.1149

Asmopbt evipaxcarom baazodapHocms 3a8. omoenenuem kapouonroeuu HUKHU neduampuu
um. akademura 0. E. Beavmuwesa, k.m.H. Upune Muxaiinoene Mukaawesuu
3a nomouib 8 nodbope u konmpone JIAI-cneyughuueckoit mepanuu nayuenma.

IMoctynuna: 07.11.23

Konghauxm unmepecos:

Aemopbl dannoil cmambvu n00mMeepousU OMcymcmaue KoH-
Gaukma unmepecos u UHAHCOB0L NOOOEPICKU, O KOMOPHIX
Heobx00umo cooduume.

Received on: 2023.11.07

Conflict of interest:
The authors of this article confirmed the lack of conflict
of interest and financial support, which should be reported.

POCCUVCKWIA BECTHUK MEPUHATOJIONN U MNEANATPUM, 2024; 69:(1)
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2024, 69:(1)

107




