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AHHOTauMA

JlaHHbII KAUHUYeCKWIA Cnyyaii UANIoCTPUPYET AMArHOCTKY PeAKOI BPOXAeHHOI natonorii — manbdopmavmn Abepxeti Ib Tuna y B3pocnoii naumenTki ¢
NeroyHoii apTepuanbHoii runeptex3ueit. KnuHuueckoe Habniopenme: nauynenTka C., 45 neT, C NeroyHoii apTepuanbHoii runepTeH3ued, NocTyniia ¢ xanobamu

Ha OZIbILLIKY NPI MHTEHCUBHOI QU3MYeCKoil Harpy3ke. /13 JaHHbIX aHamMHe3a — arHo3 UAMoNaTINYecKoi NeroyHoii runepTeH3im BepuduLmpoaH ¢ 2017 roaa.

B pamkax rocnutanu3anmi BbINoHEHo KoMNNEKCHoe 06cnefoBaHIe: OLieHKa GYHKLIMOHANbHOrO CTaTy(ca (TecT ¢ 6-MuHyTHoI xoAb6oit), onpeaenexue NTpro-
BNP, pentreHorpadua opraHoB rpyaHoi KneTku, 3xokapavorpadus, KateTepu3aLna npablx 0TAENOB CepALa, N0 pe3yNbTaTaM KOTopoii 0TMeYanch Npu3Hakm
BbICOKOV IETOYHOI rnepTeH3Nm ¢ CUCTONMYECKUM AABNEHNEM B NIEr0YHOI apTepuu 68-70 MM pT. CT., pacluMpeHem CTBOAIa, NPaBoii 1 1eBOIi BETBU IErOYHON
apTepun. CLenblo NCKAIoYeHNA NPU3HAKOB 3aCT0A N0 60bLIOMY Kpyry KpoBOOOpaLLeHuA, TOPTanbHOIA rUNepTeH31M NPOBEAEHO YbTPa3BYKOBOE MCCIe0BaHue
0praHoB BPIOLLHOII NONOCTY — AaHHBIX 33 NOBbILLEHME LIEHTPANIbHOT0 BEHO3HOTO JaBNeHHNA, Hanuuye NPU3HAKOB NOPTabHOI rMNEepTeH3MUM, TaKnX Kak acLuT,
NOBbILLEHYe AaBNEHUA B NOPTNbHOI cUCTeMe, NoyyeHO He Obino. OAHaKo onpesenanuc 5X0-Npu3Haky BPoX AeHHoI naTonorui — Manboopmauum AbepHeTn
b Tna: nopToKaBanbHbIii LUYHT MeX 1y BepXHeii OpblKeeyHoli BEHON 1 HIKHeli NON0i BeHOIA. 10 AaHHBIM MyNLTUCIMPANbHOI KOMMbIOTEPHOA TOMOrpaduy
0praHoB OpIOLLHOI NONIOCTY C KOHTPACTUPOBAHMEM BEPXHAA OpbiXeeyHas BeHa BMeCTe C CeNle3eHOUHOI BeHOI 00pa3yIoT KOPOTKYI0 BHEMEUEHOUHYH0 BOPOTHYIO
BEHY, KOTOPas BNaAaeT B HIXKHIOK NONYH BEHY. YUUTbIBAA pe3ynbTaThl CTPATUGMKALMM PUCKa, NALMEHTKe NPOBEAeHa JCKanaLnA naToreHeTYecKoi Tepanim Ana
NeyeHus NerouHoii apTepuanbHoi runepTeH3ui, peKoMeHA0BaHo MHaMUYecKoe HabntofeHue.

3aKnioueHue: npeCTaBNeHHbIN KNUHNYECKUIA (TyYaii YHUKANeH C NO3ULMY AUArHOCTUKM PeaKOi BPOXAEHHOI NaTON0rU NEYEHOUHOr0 KpOBOTOKA —
manbhopmavmu AbepHetu b TURa y B3poCnoil nawmeHTKI C NeroyHoil apTepuanbHoii runepTeH3ueil.

KnioueBble cnoBa: Manbpopmauma AGepHeTH; NOPTOCUCTEMHOE LWYHTUPOBAHIE; NOPTONEFOUHAA TUNEPTEH3MA; NOPTOKABAIbHOE LYHTUPOBAHNE; JEroyHas
apTepuanbHas runepTeH3us.

Bknap aBTOpOB. Bce aBTOpbI COOTBETCTBYIOT KpuTepusM aBTopcTBa ICMIE, npuHMMany yuactue B noAroToBKe CTaTby, Habope matepuana u ero obpabotke.

KoHnuKT MHTepecoB. ABTOp CTaTbit MapTbiHIok T.B. ABAAETCA UneHOM peAaKLUMOHHOT0 COBETA XKypHana «CUCTEMHBIE TUNEPTEH3UI», HO HE UMEET HUKAKOTO
OTHOLLIEHUA K PeLLIEeHIio ony6ANKOBaTb Ty CTaTblo. (TaTbA NPOLUMA MPUHATYIO B XXypHane NpoLeaypy peLeH3upoBaHus. ABTOpbI AEKNapupyloT OTCyTCTBIE
ABHbIX 1 NOTEHLMANbHBIX KOHONMKTOB UHTEPECOB MM MMUHDIX OTHOLLIEHHIA, (BA3AHHDIX C MY6ANKaLMeil HACTOALLEN CTATbU.
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The case report of Abernethy malformation type Ib in
an adult patient with pulmonary arterial hypertension
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Moscow 121552, Russian Federation

Abstact

This clinical case illustrates the diagnosis of a rare congenital pathology — an adult patient with pulmonary arterial hypertension and Abernethy malformation
type Ib.

Clinical observation: Patient S., 45 years old, with pulmonary arterial hypertension, was admitted with complaints of shortness of breath during intense
physical exertion. Based on the anamnesis morbi, the diagnosis of idiopathic pulmonary arterial hypertension has been verified since 2017.

Results of comprehensive examination: functional status (six-minute walk test), NTpro-BNP level, chest x-ray, echocardiography, right heart catheterization
were assessed during the hospitalization. According to these there were signs of the high pulmonary arterial hypertension with systolic pressure in the lung
arteries 68-70 mm Hg, extension of the trunk, right and left branches of the pulmonary artery. In order to exclude objective evidence of cardiac dysfunction,
portal hypertension, an abdominal ultrasound was performed. We didn’t obtaine the information about an increase in central venous pressure, the presence of
signs of portal hypertension, such as ascites, increased pressure in the portal system. However, echo signs of congenital pathology were determined - Abernethy
malformation type Ib: porto-caval shunt between the superior mesenteric vein and the inferior vena cava. According to multispiral computed tomography of
abdominal organs with contrast: the superior mesenteric vein and splenic vein join to form a short extra-hepatic portal vein which drains into a systemic vein
(inferior vena cava). Taking into account the results of risk stratification, the patient underwent an escalation of pathogenetic therapy for the treatment of
pulmonary arterial hypertension, and dynamic monitoring was recommended.

Conclusion: The presented clinical case is unique in terms of diagnosing a rare congenital pathology of the hepatic blood flow — Abernethy malformation type
Ibin an adult patient with pulmonary arterial hypertension.

Keywords: Abernethy malformation, portosystemic shunting, portopulmonary hypertension, portocaval shunt, pulmonary arterial hypertension.
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BBegeHune

Manbsdopmarnus AbepHeTu — pefikasi BpOXK/eHHas [IaTO/MO0-
TUs MeYeHOYHOIO KPOBOTOKA, YaCTOTa BCTPEYAEMOCTY pas-
JIMYHBIX BAPMAHTOB IOPTOCUCTEMHBIX BEHOBEHO3HBIX IIYHTOB
cocrapjsieT okono 1:30 000 HoBopoxzeHHBIX (1, 2]. IlepBoe
OIMCaHMe TIOPOKa IPUHAJIEKNUT M3BECTHOMY aHTIUIICKOMY
xupypry u aHaromy JIxxony Abeprern (1793 r.) [3]. lanHOoe co-
CTOSIHIE XapaKTepU3yeTCs MOAHBIM (TUII 1) MIM YaCTUYHBIM
(tmm II) myHTHpOBaHMEM IOPTATIbHON KPOBM B CUCTEMHBIN
KpOBOTOK (puc. 1).

ITo xnaccuduxanuu G. Morgan u R. Superina I tun 3axo-
YaeTcsi B OTCYTCTBUY BXOXK/A€EHM BOPOTHOI! BeHb! (BB) B Bopo-
Ta [TeYeH C IIOCTIeAYIOMIM APEHNPOBAHNEM KPOBHU B HIDKHIO
nornyio BeHy (HIIB) [4]. CymecTBYIOT HeCKOTBKO BApMAHTOB Ta-
Koro myHTupoBaHus: 1) nmpu la Tumne cenesenounas sexa (CB)
" BepxHsisi OppkeeyHas BeHa (BBB) otgensHo Bnagaror 8 HITB
(puc. 1a); 2) mpu Ib tune npoucxoput cnusune CB 1 BBB B enn-
HBII CTBOJ ¢ pOpMIUpPOBaHMEM 30HBI KOH(IIO9HCA U IPEHUPO-
BaHueM B cuctemy HIIB (puc. 1b). II Tun xapakrepusyercs co-
XpaHeHVeM BHYTPUIIeYeHOYHbIX BeTBelt BB ¢ popmuposannem
HIyHTa «00K B 6OK», CIIOCOOCTBYIOLEr0 «COPAachIBaHNIO» IOP-
TaJIbHOTO KPOBOTOKA B cMCTeMHBIN (puc. 1¢) [4]. B HacTosmIee
BpeMsl MMeIoLecs: HaydHble MyOIMKauuy IIpenuMyIiecTBeH-
HO ONMCBHIBAIOT K/IVMHIYECKIe HAOMIOfEeHNs JAaHHON BPOX/ieH-
HOII IaTONMOTMN Y fieTelt [5,6,7,8,9]. B cBA3M ¢ yeM AMarHOCTMKA
ManbdopMauy AbepHeTH Y B3pOCIIOTO MalMeHTa IIpUBIIeKa-
eT ocoboe BHMMaHIE U TPeOyeT [JOMOMTHUTENTBHOTO U3y YeHU.
Kpowme Toro, Hanm4me CONyTCTBYIOLIETO 3a00/IEBaHNs — JTET0Y-
HOJI apTepuanbHoit runepTeHsuu (JIAT) - mogHMMaeT BOIIpPOC
06 0CO6EHHOCTSAX IMATOTeHETUIECKIX CBsI3ell MEeX Y TaHHBIMU
IaTonorndecKuMu mporeccamu. Ob6parumcs K OCHOBOIOIAra-

a b
CB
CB
BBEB
\ BEB
3K
HIMB HIMB
c CB
BB
WyHT BBB
3K
HMB

PucyHok 1. Knaccudukayma aHaTomuyeckux sapuaumni
manbpopmauum AbepHeTn

Figure 1. Classification of anatomical variations of Abernethy
malformation.

Mpumeyvanue (Note): a — Tun la (type la), b — Tun Ib (type Ib), c - Tvn

Il (type Il) HMB - HuxHAs nonas BeHa (IVC - inferior vena cava), BB -
BOpOTHas BeHa (PV — portal vein), CB - ceneseHouHas BeHa (SV —splenic
vein), BBB — BepxHas 6pbixeeyHas BeHa (SMV - superior mesenteric
vein), 3K - 30Ha KoHbnto3Hca (CZ - confluence zone)

formM moHsTHsIM. JIAT - 910 npekammisipHas ¢popma erod-
Holi runeprensun (JIT'), koTopas pa3BUBaeTCsA IPU OTCYTCTBUM
[IaTOJIOT MM JIEBBIX KaMep CepyLia, 3a00/IeBaHMIT TeTKMX, XPOHH-
4eCKOil TPOMO0IMOONINI B CUCTEMY JIETOYHON apTepui, APpy-
TUX peaKuX 3a060/IeBaHNIT, IPUBOMSIUX K IIOBBIILEHNIO JaBIe-
Hus nerouHoit aprepun ([JJIA) [10]. ITaTonorus mopTaabHOTO
KPOBOTOKa MOXeT OBITb acconyuposaHa ¢ passutyieM JIAT n
MPUBOAUTD K (GOPMUPOBAHNIO HOPTOIETOYHOI IMITEPTEH3NN
(mopToJIT) [11]. Tak, coBpeMeHHas KIMHUYecKas Kaaccudu-
Kauus JIAT (puc. 2), Heobxomumasi A CTaHZAPTU3ALUU TU-
ArHOCTMYECKMUX U JIe4eOHBIX MOJXOOB BeNEHMS IAIIEHTOB,
[TOMIMMO U/VONATIYeCKol 1erounoit runeprensnu (VIJIT), Ha-
cnepcrBenHon JIATL, JIATL, BbI3BaHHONM TOKCMHaMy, OTpakaeT
aCCOLMMPOBAaHHBIE COCTOSHMUSA, CIOCOOCTByMIME POPMUPO-
Bauuio JIAT [10].

OfHMM M3 TaKUX aCCOUVVPOBAHHBIX COCTOSHUIT SBISET-
cs1 pasButye nopranbHoit runeprensun (I1IT). C duaznocmuue-
CKOUI MOUKYU 3peHUS 8ANHO NOHUMAHUE, YIMO 00HOBPeMEHHOE
Hanuuue y 00Hozo nayuenma u JII, u IIT" He 03Hauaem passu-
mue nopmo/II. B Takux cutyanmax HeoOXOMMO OCYIIeCT-
BJIeHJE JMarHOCTMYECKOTO IIOMCKa C IPOBEleHMEM KareTe-
pusauuu npasbix otaenos cepaua (KIIOC), Tak Kak B paMKax
muddepennuanpron puarHoctuku VJIT m mopto/Ill mme-
I0T CyI[eCTBEHHOE 3HAaueHMe Be/M4MHA CepHeYHOTO MHJEK-
ca (CH), ypoBeHb JIETOYHOTO COCYAMCTOTO COMPOTUBIICHMUS
(JICC). IaruenTs! ¢ mopto/II' umeror 3HaveHus CI Bbiie, a
senmnunny JICC Huxe, yem mauuenTs! ¢ VIJIT [11]. Baxx"OCTD
mpoBefieHus fuddepeHnnanbHOi FUATHOCTUKY 06YCIOBIIe-
Ha Hanmn4yueM 6ojiee HEOIATONMPUATHOTO IPOTHO3A U TOKa3a-
Teslell BBLKMBaeMOCTY NanyeHToB ¢ nopTo/II mo cpaBHeHMIO €
maryenTamy ¢ VIJIT. Takum o6pa3oM, B paMKax NpencTaBlieH-
HOTO K/IMHMYEeCKOro C/Iy4asl HOFHMMAETCS BOIPOC O HATUM4NK

WIIT

Hacnegyemas (BMPR2, npyrue myTaunmn)

MHJIyLU/IpOBaHHaH IIpMEMOM JIEKAPCTB ¥ TOKCMHOB

AcconunpoBaHHas:
1) BIIG; 2§)C3CT; 3) IlopTanpHas rUnepTeH3NU;
4) B undexuns; 5) Mncrocomos

%@3 JIAT c npusHaKaMy NOpa>keHM A TIETOYHBIX BeH/Ka-

IMJUTSIPOB (leroYHast BEeHO — OKK/II03MOHHas 60-
ne3Hb/ /TeMaHTIOMATO3 JIETOYHBIX KAIIM/IIIPOB)

Ilepcuctupyromas JII' HOBOpOXAeHHBIX

PucyHok 2. KnuHnueckas knaccudpukauyms JIAT [10]

Figure 2. Clinical classification of PAH [10]

Mpumeyvanmne (Note): WIT — nanonatuyeckas neroyHas runepTeHsna
(IPH - idiopathic pulmonary hypertension), BIMC - BpoxaeHHble
nopoku cepgua (CHD - congenital heart disease), C3CT - cuctemHble
3abonesaHnA coeanHUTenbHOM TKaHm (SCTD - systemic connective
tissue disease), JIAT — nerouHas aptepuanbHas runepteHsuns (PAH -
pulmonary arterial hypertension), /Il - nerouHas runepteHsus (PH -
pulmonary hypertension)
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TIaTOTE€HEeTUYECKON CBA3M MEX/Y NMOPTOKAaBaJAbHBIM LIYHTH-
poBanuem u popmuposanuem JIAT depe3 MexaHU3M pasBu-
st moptoJIl' My peanusanny MHBIX MEXaHM3MOB, TPeOyIo-
VX BepUPUKALNN.

KnuHnueckoe HabnwogeHne

IManuentka C., 45 net, ¢ JIAT B anpene 2022 rofa HocTymnu-
Ja ¢ Xayob6aMy Ha OfBIIIKY, BOSHUKAIOIIYIO IPY MHTEHCUBHOI!
(msnyeckoil Harpyske, OLIyIeHNMe YYALIeHHOTO HEPUTMUY-
HOTO ceppauebueHns Ha QOHe IICHUXOIMOIVIOHATIBHOTO HATIPSI-
xeHudA. [TuarHos VJIT Bepucuiuposan B 2017 rogy, ¢ 3TOTO
JKe BpeMeHM) HasHaueHa crenyuyieckas Tepanus cuageHadu-
oM 60 MT/CyT.

B paMkax HacTosIeil rocuMTanu3annuy ObIIO BBIIIONHE-
HO KOMIIZIEKCHOe ob6cnenmoBanue. Ilpexze Bcero mposefe-
Ha OIfeHKa (YHKIVOHA/JIBHOIO CTAaTyca IMALMeHTKN: HpPOIi-
TEeHHasA JUCTAaHIMA B TeCTe C 6-MUHYTHONI xonpboit (T6MX)
coctaBuna 430 M, caTypanusa kmucnopoga 98%, opblliKa 10
Bopry - 2 6anna. B 6uoxyMnudueckoM aHanmuse KpOBU ypo-
BeHb NTpro-BNP cocrasun 236,7 nr/ma. OcranbHble 610XH1-
mudeckye nokasarenu, B yactHoctu: AJIT, ACT, moyeBuHa,
KpeaTuHMH, obumit OunupyouH - B paMkax pedepeHCHBIX
3HaveHut. ITo JaHHBIM MHCTPYMEHTAIbHBIX METOOB 06CITe-
poBaHus (peHTreHorpadus OpraHoOB IPyAHOI KneTKu (Tab1.
1), axokapauorpadus (9xoKT) (rabmn. 2), KITOC (rabn. 3)) BbI-
SIBJIEHBI IpU3HaKy BbIcoKoit JII' (cucTonmyeckoe HaBneHue B
nerouHoit aprepun (CIJIA) 68-70 MM pT. CT.) C pacIIMpeHN-

eM CTBOJIA, IIPaBoil U /IeBOJl BeTBM j1ero4Hoit aprepun (JIA),
NpaBbIX KaMep cepAla.

YuuTbiBasi MONy4eHHbIe NaHHbIE, IPOBefeHa CTpaTuduKa-
1y pucka (ta671. 4), 1o pesynpraTaM KOTOPOIt IOKa3aTe/n co-
OTBETCTBYIOT MPOMENCYMOUHOMY PUCKy (IeTaTbHOCTD B Tede-
Hue rofa oT 5 1o 10%).

C 1enp0 OILleHKM HaAM4YUSA 3aCTOVHBIX SBJIEHUI B Ileve-
HM, Tpu3HakoB noseimenuA 1B/, ncknodenns I1I, nposepe-

prrnaﬂ CBA3Ka neYyeHn

HMB

PucyHok 3. OTcyTCcTBME BOPOTHOI BeHbl B BOPOTaX NevyeHn
Figure 3. Absence of the portal vein at the hilum of the liver
Mpumeyanme (Note): HIMB - HWxHAsA nonas BeHa (IVC - inferior vena
cava), Kpyrnas cesizka neueHu (Round ligament of the liver)

Ta6nuua 1. PeHTreHorpa¢us opraHoB rpyaHON KNeTKn
Table 1. Chest X-ray

MokasaTenb Pesynbrart PedepeHcHble 3HaueHna
KoadpduumeHt Mypa 64% 22-30%
KoadpdurumeHT Jionu 53% <33%
BbicoTa neroyHoro cermeHTa 22 Mm 0-1 Mm
KapanoTtopakanbHblil MHAEKC 57% <50%
MpaBonpeacepaHbii ko3 duureHT 47% <35%
HucxopAwana BeTsb npason JIA 44 mm <15 MM (K)
JleBasa J1IA 52x63 mm <24Xx24 Mm
MNpagasa JIA 58x62 mm <24x24 mm

Mpumeyanue (Note): JTIA — nerounas aptepusa (PA — pulmonary artery)

BB

HIMB

MopToKaBaNbHbINA LWYHT

PucyHoK 4. lopToKaBanbHbIl WYHT MeXAY BepXHel 6pblKeeyHol BeHOU 1 HUXKHell NoIo BeHOoW

Figure 4. Portocaval shunt between superior mesenteric vein and inferior vena cava

Mpumeyanme (Note): HIMB - HWxHAs nonas BeHa (IVC - inferior vena cava), BB - BopoTHas BeHa (PV - portal vein), CB - ceneseHouHas BeHa (SV -
splenic vein), BEB — BepxHAa 6pbikeeyHan BeHa (SMV — superior mesenteric vein)
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HO y/JIbTpasByKoBoe ucciaenosane (Y3V1) opraHoB OpIOIIHON  3XO-IPU3HAKYM BPOXKJEHHOI IIATOMIOIUM [IeYeHOYHOTO KPOBO-
O/IOCTH — TedeHouHblil cermenT HIIB g0 2,2 cM, npusHakoB  ToKa — Manbdopmanyu Ab6epreru Ib tuma - orcyTcTBUE B BO-
3acTOA B KaBaJIbHOI CHCTeMe He BBIABIICHO, aCIIUTA HeT, JaH-  poTax nedenu BB (puc. 3), moprokaBambHBII ITYHT MeX 1y BGB
HBIX 3a Hamnuye IIT momydyeHo He 6b110, OffHaKo oTMedanuch 1 HIIB (puc. 4).

Ta6nuua 2. dxokapauorpadpus
Table 2. Echocardiography

MNokasaTtenn PesynbTatbl PedepeHcHble 3HaueHNA

®pakuwna Bbibpoca neBoro xenygouka (/1K) 60% 54-74% ()
KoHeuHbI gnactonuyecknii pasmep JIXK 4,7 cm 3,8-5,3 cM (k)
S npasoro npeacepaus 21 cm? <18 cm?

MNepepHe3agHuin pasmep 31cm no29cm
MpaBbIi Xenygouek

AnviKanbHbI pasmep 4,6 cm no4lcm
TonwmHa nepegHei cteHkm MHK: 0,6-0,7 cm <0,5cm
CONA 68-70 MM pPT. CT. <35 MM pT.CT.
CreonJ1A 6,3cm <27 cm
MNpaBas BeTBb JIA 4,5 cm <1,5m
JNeBas BeTBb JIA 4,3 cm <1,5cm
MexxenynoukoBas neperopopka napafoKcanbHoe AB/XKEHNE | OTCYTCTBME NapafoKCaibHOMO BVKEHUA
TAPSE 24cm >1,7 cm

Mpumeuanue (Note): JTXK — neBbiii xxenygouek (LV - left ventricle), MM - npaBoe npefcepane (RA - right atrium), MX — npasbin xenypouek (RV -
right ventricle), CAJIA - cuctonuueckoe aaBneHune neroyHon aptepun (ePASP - estimated pulmonary artery systolic pressure), JIA - nerouHas
aptepus (PA - pulmonary artery)

Ta6nuua 3. KateTepusayna npaBbiX Kamep cepaua
Table 3. Right heart catheterization.

MokasaTtenn Pesynbratbl PedepeHcHble 3HaueHnsa
LA (cpepHee) 48 MM pPT. CT. 10-25 MM pT. CT.
Nasnenwue MM (cpepHee) 9 MM pT. CT. 8-10 MM pT. CT.
Hasnenwue MX (cucton/KO0) 62/15 MM pT. CT. 15-30/0-8 Mm pT. CT.
[asneHue 3aknuHuBaHua J1A (cpefHee) 13 MM pT. CT. 5-12 MM pT. CT.
SvO2 72% 68-77%
CeppaeyHblii BbI6pocC 6,2 N/MUH 4-8 n/MyH
CepaeuHbilit MHAEKC 3,5 N/MUH/M? 2,6-4,6 n/MUH/M?
JICC(PVR) 451,6 pUHXCceK/cm® 80-240 guHxcek/cm®

MpumeyaHue (Note): JT1A - naBneHune nerouHon aptepun (mMPAP — mean pulmonary artery pressure), MM — gaBneHve B npaBomM npeacepanm
(RAP - right atrial pressure), X — npasbii xenygouek (RV - right ventricle), JIA - nerouHas aptepusa (PA — pulmonary artery), ICC - nerouyHoe
cocyauctoe conpotusneHune (PVR - pulmonary vascular resistance)

Ta6nuua 4. OueHKa pucKa Npu IeroYHo apTepuanbHoli runeptTeHsum [10]
Table 4. Risk assessment for pulmonary arterial hypertension [10]

JleTepMMUHaHTbI NPOrHo3a Puck
KnnHnyeckue npumsHakmn XCH Het
MporpeccnposaHmne 3abonesaHunA nocreneHHoe
CuHkone

DOyHKUMOHanbHbI knacc (BO3)

JucTtaHumA B TecTe 6 MUHYTHOW XOAbObI 430 ™ (2 6anna)

NT-proBNP 236,7 nr/mn

Mnowapab npasoro npeacepana 21 cm?

xoKl MNepuKapauanbHbIi BbIMOT OTCYTCTBYET
A 9 mm pr. cT.
FeMoaMHaMuKa CW 3,5 n/muH/m?

SvO, 72%

Mpumeuanue (Note): cepbim uBeTOM ~ 0603HauYeHbl NapamMeTpbl, COrMacHO KOTOPbIM MaLMeHTKa OTHOCUTCA K HU3KOMY PUCKY (Mpefnonaraemas
neTanbHOCTb B TeueHmne rofa MeHee 5%), TEMHO-CepbIM LIBETOM [ Bbli€NeHbl MapaMeTPbl, COrNacHO KOTOPbIM MaLMeHTKa OTHOCUTCA K
NPOMeXXyTOUHOMY PUCKY (Mpeanonaraemas neTanbHOCTb B TeueHue roga ot 5 ao 10%).

Grey indicates the parameters according to which the patient is at low risk (estimated mortality during the year is less than 5%), Dark grey.
indicates the parameters according to which the patient is at intermediate risk (estimated mortality during the year is from 5 to 10%).

XCH - xpoHunueckan cepaeyHas HegoctaTouHocTb (CHF - chronic heart failure); SvO, - caTypauma cmelnaHHON BeHO3HOW KpoBM (saturation of
mixed venous blood); NT-proBNP - N-TepmurHanbHbI MO3roBoi HaTpuiypetudeckuin nentug (N-terminal brain natriuretic peptide).
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ITpu aToM pasmephl TeUeHH B IpefielaX HOpMaTbHBIX 3Haye-
HIIA, BBISIBIEHBI IIPU3HAKY Aenopranusauun (puc. 5) u apte-
pUoOnM3anuy C pacIIMpeHneM IPOCBETa IeYeHOYHOI apTepun
(puc. 6) ¢ BHICOKOCKOPOCTHBIM KPOBOTOKOM, 6e3 marojormnye-
ckux obpasoBaHmit. CeneseHKa Takxe He yBemudeHa, CB He
pacumpeHa.

Tax1M 06pa3om, ¢ Iie/IbI0 YTOYHEHNA HaTN4MsA aHOMaJIbHO-
ro IyHTMpOBaHNUA KpoBu B cucremy HIIB nmposenena Mynb-
TUCHMpanbHasg KoMmmbloTepHas Tomorpadusa (MCKT) opranos
OpIOLIHOII TONOCTY C KOHTPACTMPOBAHMEM, [0 JaHHBIM KOTO-
poit BEB Bmecte ¢ CB 06pasyeT KOPOTKYIO BHEIEYEHOUHYIO
BB guamerpom 1,4-1,5 cM, KOTOpas BIajjaeT B pacCIIMpPEHHYIO
HIIB, npuamerp ee 2,3 cM (BHypuIledeHOUHas 4acThb) 1 1,8x3,2

PucyHok 5. MpusHaku apTepronusauum Ha ¢poHe nonHomn
Aenopronusauun neyeHn

Figure 5. Signs of arterialization against the background of
complete depolarization of the liver

HIMB

BB/ A

/ e
BBB

cM (HajIedeHOYHas 9acTh) (pucC. 7), YTO MOATBEPXK/AA€T Halu-
41e BPOXX/IEHHOI maroorny — Maabpopmanuu Abepaeru Ib
tumna (puc. 1b).

TakyM 00pasoM, IO HAaHHBIM KOMIUIEKCHOTO 00cC/iefoBa-
Hs, Ha OHe MPOBOAUMOIL CIenydUIecKOil Tepanm CUfie-
HadmIoM 60 MI/CyT OTMeYanoch He[OCTIKEHE Liefeil Tepa-
IUY — TMAIMEeHTKA HAXOU/IACh B NPOMENYMOUHOM pUcKe TIO
KpuTepusaM crpaTudukanym pucka (tabém. 4). CormacHo pe-
KOMEHJALVsIM, HOCTIVDKEHNE U HOAAep)KaHue Ipoduis Hu3-
K020 pucka peKOMeHJ[yeTCs B KauecTBe KpUTepH:A aJleKBaTHO-
ro OTBeTa Ha Tepanuio y mauueHTos JIAT [10]. B cBasu c yem
Obl/Ia peKOMEHJOBaHa 3CKajauus crerupuyecKkoil Tepanmuu
mist nedenusi JIAT: npuém cunpeHaduia OTMEHeH, MHULMUPO-

PucyHok 6. KomneHcaTopHbIin cumntom «6ydepa» neyeHoUHON
apTepun

Figure 6. Compensatory symptom of the “buffer” of the hepatic
artery.

MprmMeyaHme: NpoCBeT NeYeHOYHO apTepPUM pacluMpeH Jo 6-7 MM,
CKOPOCTU KPOBOTOKA MOBbILEHbI 0 183 cm/cek (Npu Hopme o 70 cm/cek)
Note: The lumen of the hepatic artery is expanded to 6-7 mm, the blood
flow velocity is increased to 183 cm/sec (at a rate of up to 70 cm/sec).

HMB

BB
CB
BBB

PucyHok 7. KT-¢pne6orpadpua: peKoHCTpYKLNA n306paxkeHnin no MeToAy MaKCcMMasbHOW MHTEHCUBHOCTU BO GPOHTaNIbHO NIOCKOCTYN

(A), TpexmepHasn peKoHcTpykuus (B). Manbdpopmaumns A6epHeTn lb.

Figure 7. CT phlebography: reconstruction of images using the method of maximum intensity in the frontal plane (A), three-dimensional

reconstruction (B). Abernethy malformation Ib.
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BaH NpUEM KOMOMHMPOBAHHOI Tepamuu coraacHo EBpasmii-
CKJIM PeKOMEHJJallMAM I10 JUATrHOCTMKE M JIEYEHNIO JIeTOYHOM
runeprensun ot 2019 ropa [10]: puoruryar 0,5 Mr 3 p/cyT ¢ Ho-
crefyolell TUTpaumei Jo3bl o 2,5 M 3 p/CyT IOJ KOHTpPO-
neM napametpoB AJll, cenexcumnara 200 MKr 2 p/cyT ¢ mocneny-
roweit TuTpauuent fo 1600 Mxr 2 p/cyt. Ilpu mEMIIMMpPOBaHUM
IAHHOIT TepPaINy B yCTTOBUSAX CTAL[MOHAPHOTO HAOTIOeH IS OT-
MeyYajiach YAOBIEeTBOPUTE/NbHAA IIepeHOCUMOCTDb. Pekomenpo-
BaHO KOHTPOJIbHOE 06C/IeoBaHNe Ha pOHe ITPOBefieHHOI KOp-
pexuyu crienydudeckoi repanuy ast nedeHns JIAT.

O6cyxaeHue

K HacrosiieMy BpeMeHM ONyOIMKOBaH eVHCTBEHHBDII
KPYIHBII 00630p, HOCBALIEHHBI Manbdopmaruy AbepHeri,
I7le OIMCAHO OKOMO 316 KIMHMYECKUX CIydaeB JUATHOCTUKM
IIOPTOCUCTEMHBIX IIYHTOB, M3 HUX 185 — ¢ BHEIIEUEHOYHBIM Me-
XaHM3MOM IIyHTMpoBanus [12]. IIpu aToM y 66% malyeHToB
IMaTHO3 OBLIT YCTaHOBJIEH B Bo3pacTe 1o 12 nert, a y 24% - Bo
B3pOC/IOM Bo3pacTe [12]. 3a mocnenHee gecATUIETIIE IPELCTaB-
JIeHBI eAVHUYHbIe NYONMMKALMU O PasBUTUM ManbGOpMaLiuu
Abeprern Kak I, tak u II Tuma y maryueHToB 83pocnozo 8o3pac-
ma [13,14,15,16]. O6paiaer BHMMaHMe, YTO TUII | YaIie HaOM0-
HaeTcs y SKeHIIVMH ¥ OObIYHO CONPOBOX/AETCS aHOMATMAMMU,
3aTParuBalIIMMI CEPHEYHO-COCYJUCTYI0 CHUCTEMY, II€4eHb,
JKeMyLOYHO-KMUIIEYHBIN TPAKT, B TO BpeMA Kak TuIl Il Bctpeya-
eTCsI pesxe 1 4allle HabmofaeTcs y Myx4uH [2,3,12]. ITpu 0630-
pe TuTepaTyphl BHLABIEHDI 2 MyOIMKaLINU O B3POC/IBIX MallVeH-
Tax ¢ Manbpopmanueit Abeprern I Tuna n popmuposaHueM
JIAT [14,15] n edurcmeenHbiii KIMHUIECKNIT CITyYail 83p0C7i020
myscuunv 20 nem ¢ namonoeueti Abepremu Ib muna u duazro-
cmuposannoti JIAT [16]. Panee passutne JIAT Ha doHe BHere-
YEHOYHOTO ITOPTOCUCTEMHOTO HIYHTUPOBAHMS OBIIO OIMCAHO
To/bKO y feteil. Takme panuble mpepcrasunun Ohno u coaBTo-
pHl B pabote ot 2008 ropa [8]. 3a mepmoz ¢ 1990 r. mo 2005 1. uMu
3aperucTpUpPOBAHO 9 C/Iy4aeB HOPTOKABATbHOTO LIYHTUPOBA-
Hus y feteit. IIpu aToM y 6 (66,7%) 13 9 mauveHTOB Obl/Ia BBIAB-
neHa knyHM4Yecky sHauuMas JIAT (cpl/TA B guamasone 34-79
MM PT. cT.) [8]. Ob6pamraeT BHUMaHue, YTO B 3aK/II0YEHUN aBTO-
PBI COOOIIAIOT O pe3y/IbTaTaX TUCTOMIOTNYEeCKUX UCCIeOBAHNUIL
006pasLoB JIErKMX, KOTOpbIe ObIIM JOCTYIHBI ¥ 4 U3 9 HaljueH-
TOB C BPOXX/IEHHBIM OPTOCYCTEMHBIM BEHO3HBIM IIYHTOM: y 3
HalMeHTOB OOHAPY>KeHbl HeOOMbIINe MUKPOTPOMOOTIYECKIE
HopakeHusi aprepuit. JlaHHble M3MeHEHMs ObLIN BbLIB/ICHBI
KaK y MALMEeHTOB C AuarHoctupoBanHoit JIAT, Tak u 6e3 Hee.

Tak, BOIIpOC 0 BO3MOKHBIX MEXaHM3MAaX BAMAHNSA HATMIMA
manbdopmauuy Abepuetu Ha popmupoBanne JIAT ocraetcs
Mayonsy4eHHbIM. B knmHndeckom o63ope Stepffer C. n coas-
TOPBI COOOIIAIOT O MY>X4YMHe 24 JIeT C HaTONMOTrMIeCKIM IIOPTO-
CHCTeMHBIM LIyHTHpoBaHueM 1o II tumy [14]. B pamkax obcre-
TOBaHMA y MallMieHTa BbIsABIeHa BbicoKas JII' ¢ moBbIlIeHNeM
yposusa CIJIA no 145 MM PT. CT., paCIIMPEHUEM CTBONIA, IIpa-
BOII 1 neBoit BeTBM JIA, runepaMmoHueMuet (92 MKMOb/1),
IIT, cyxenuem BB u ee BerBeit. MCKT 6promHoi HOMOCTH €
KOHTPAaCTHBIM yCH/IEHNEM IIPOJEeMOHCTPMPOBaNa BEHO3HBIN
HIYHT MeXJy IIPaBOJi BHYTPEHHel NOAB30IIHOI BeHoii 1 BEB
(puc. 8), 4TO O3BONINMIIO IIOCTABUTH AMArHo3: Manbdopmarus
Ab6epuetu I Tuna.

[TanyeHT 6BUT OABEPTHYT 3aKPBITUIO LIYHTA C IIOMOLIbIO
cTeHT-rpadra ¢ HOIOKUTENbHBIM 3P PEKTOM B BULIE CHYUKEHNS
CIJIA fo 16 MM pT. CT., HOpManu3auu 0OIIero COCTOSIHIUSA 1
DaHHBIX TabOpPaTOPHBIX MeTOHOB obcmemoBanus [14]. Takum

06pa3oM, KOppeKLMs BPOXKJEHHOI aHOMaIuy IyTeM XUPyp-
I'4eCKOT0 BMelIaTeIbCTBa IPUBea K YIYYLUIeHNI0 COCTOAHNA
nanueHTa u perpeccupoBanuio JIAT Ha ¢oHe mpoBefeHHOro
JIedeHNs], YTO TO03BOJIAET CAle/IaTh BBIBOJ O BKJ/IaJie IaTONOTH-
YeCKOTO IMOPTOKABATbHOTO LIYHTUPOBAHKA B pOpMUpPOBaHME
JIAT B nanHOM ciny4ae. [IpuBen€HHaA KIMHMYECKAsA CUTYal U
UJTIOCTPUPYET OfMH U3 BO3MOXXHBIX MEXaHM3MOB, OTpaka-
fouux obpasosanne JIAT na done manbdopmanuu AbepHe-
T — popmuposanue I1I u, Kak cnepcrsue, paspurue nopTo/lrl.
OpHako B IpeACTaBIeHHOM HaMM KIMHMUYECKOM o030pe y
JKEHIIMHBI 46 JIeT C BPOXK/IEHHBIM ITOPTOKaBaIbHBIM LIYHTH-
poBaHueM 1o Ib TUIy HaHHBIX 3a peaM3alUIo JAHHOTO Me-
XaHNM3Ma IOy4eHo He 6bUIo. Tak e, Kak ¥ B ONYO/IMKOBaH-
HoM B 2013 rogy Yi JE u coaBTOpaMm KIMHMYECKOM CIydae O
MornopoM My>xunHe 20 stet ¢ JIAT n manbdopmanmeit AbepHe-
tn Ib tuna [16]. ITo ganubiM OxoKI y manueHTa ¢ xamobamu
Ha OJIBIIKY IIPY YMEPEHHOI (pU3NYeCKOil Harpy3Ke BbLABIIE-
Hel npusHakny JII, mposenena KITOC (maBrenme 3axnmHMBa-
Hust erogHoit aprepun (J3JIA) =7 MM pr. cT., cpJJIA = 44 MM
pT. c1., CUI = 2,89 n/MmH/M?), 4TO HO3BOMUIO JUATHOCTUPO-
BaTh passuTue JIAT. IIpy MarHMTHO-pE3OHAHCHON TOMOrpa-
¢uu opraHOB OPIOIIHOI IIOJIOCTY OBV TOTYY€eHbI JaAHHbIE 3
HapylleHNe CTPOeHN:A IIeYeH) B BUJIe Y3TI0BOIl TpaHchopMa-
LMY, B CBSI3U C 4eM C LIeJbI0 UCKIIYeHrs mopTo/II' Ha ¢one
UUPPOTUYECKUX U3MEHEHUII IIeYeHN ITPOBOANIACh YPECKOXK-
Hasi OMOIICHS, 1O HaHHBIM KOTOPOIl BbIABIE€Ha MYIbTU(O-
KaJIbHaA y3/I0BasA pereHepaTuBHAA TUMIepIIasusa 6e3 mpusHa-
KOB LMppo3a nedyeHn. Takum o6pa3oM, JaHHBIX 3a MEXaHU3M
passurus JIAT no ¢owne III' He 6b11 mopTBep>KAeH. IIpu npo-
Begernyt MCKT opraHoB OGpIOIIHOI ITOTOCTY BBISAB/IEH IIYHT
MeXX/y 71eBOJ BeTBbI0 BB 11 me4€Ho4HOI BEHOI, IpM 9TOM Ipa-
Bas BeTBb BB o6nurepupoBaHa, obpaliaeT BHUMaHUe OTCYT-
CTBYE BHYTPUIIEYEHOIHBIX BeTBeil I1B, 4TO M03BOMNMIIO BHICTA-
BUTH Auaruo3: Manbdopmauus A6epreru Ib tuma. [Ipu aTom
Ha ¢oHe crnenuduyeckoit repanuu JIAT (mmompoct 40 Mxr/
IeHb) uepe3 5 MecsIieB OTMeYaIach IONOXKUTE/IbHAA JUHAMY-
Ka: cCHyDKeHue fnaBneHns B JIA no ganubiM 9x0KI ¢ 64 MM pT.
CT. 10 49 MM PT. CT, @ TaKXe yaydueHye $yHKIMOHATbHOTO
cTaTyca: yBelIM4eHne npoitgeHHoi auctannuu B T6MX c 380
M 1o 525 M. Yi JE 1 coaBTOpBI BbIpaXkaloT MHEHME O BIAMAHUN
aHOMa/IbHOTO IIOPTOKaBa/IbHOTO LIYHTUPOBAHUA Ha GOpMU-
posanue JIAT depes clefyommit MeXaHU3M: HapylleHNe Me-
Tab0o/M1M3Ma Ba30aKTUBHBIX BelljeCTB (CEPOTOHNMHA, TUCTAMIHA,
9CTPOTeHa, I/II0KAarOHa U 9H/IOTOKCIHA) B pe3y/IbTare «00Xoma»
IIEYEHOYHOTO KPOBOTOKA U IIPOLIECCOB [IE3MHTOKCUKALIUM Ye-
pe3 IOPTOKaBaJIbHBIN IIYHT, YTO, BEPOATHO, IPUBOAUT K pas-

PucyHok 8. AHaToMn4ecknmn
BapuaHT manbdopmayuun
A6epHeTtn Il TNA y B3pocnoro
nauuneHTa 24 ner
Figure 8. Anatomical variant of
CB type Il Abernethy malformation in
a 24-year-old patient
BB Mpumeyarune (Note): HMB — H1XHAR
BbB nonas seHa (IVC - inferior vena
HMB cava), OlNB - o61as noas3aolLHanA
WyHT BeHa (CIV - common iliac vein),
HallB — HapyXHAAa noaB3AoLWHanA
BeHa (EIV - external iliac vein),
BHIB — BHyTpeHHAA noaBs3aoLWwHan

orns Bb6B BHMB  gena (IIV= internal iliac vein),
BB - BopoTHas BeHa (PV - portal
vein), CB — ceneseHo4yHasA BeHa
(SV - splenic vein), BBB - BepxHsas
HalB 6pbikeeyHasn BeHa (SMV - superior

mesenteric vein)
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Butuio JII, BBI3bIBasl AJIUTENIbHYI0 Ba30OKOHCTPUKIIUIO U pe-
MOZenMpoBaHme cocynoB nerkux [16]. Kpome roro, Lin Ky. u
COABTOPBI B IYO/NMMKALY KIVMHNYIECKOTO CIy4asi 0 15-meTHeit
manueHTke ¢ Manbpopmanueit Abepaeru Ib Tuma u JIAT pac-
CY>KHAIOT O HaJIM4MU JOIOTHNUTETbHBIX 3B€HbEB IIaTOreHe3a
[9], TakMX KaK «rUIEpAVHAMIYECKOe» KPOBOOOpaleHue, CIIo-
cobcTBytomee pa3putuio JII, yBemndeHHBIN TeTOYHBIN KPOBO-
TOK, BBI3BIBAIOINII IIOBPEX/eHNUe U FUCHYHKINIO S9HAOTENN A
C Ba30KOHCTPUKIVEN U IIPOTPECCUPYIONIMM COCYAUCTBIM pe-
MOJIeTTMPOBAHMEM.

Tak, B IpefcTaBlIeHHOJ HaMM KIMHUYECKON CUTYaluM
B3POCION MALMEHTKY C pa3BuTHeM Manbpopmannu AbepHe-
i Ib Tnma u JIAT 4éTko BepuduiupoBaTh CBA3b HaHHbIX I1a-
TO/IOTMYECKMX TIPOLIECCOB He NPENCTABIANIOCh BO3MOXKHBIM.
YunTbiBasg OTCYTCTBYE HOCTVDKEHUA Liesieil Tepanuy (IpoMe-
JKYTOYHBIN PUCK IO pe3ynbTaTaM CTpaTrudUKaluim), IpoBe-
meHa sckamanus crenuduyeckoi tepanuu JIAT. B mporec-
Ce KOMIUIEKCHOTO OOC/IeOBaHMsI MeXaHU3M (pOpMUPOBaHMS
nopto/Il' Ha ¢oHe aHOMaJIbHOTO HMOPTOKABAJIbLHOTO IIYHTHU-
poBaHNA He NOATBepxx/ieH. OfHaKo yuntoiBasA faHHble MCKT
OpraHOB OpIOLIHOI monocTy (HeKoTopoe pacupenue HIIB),
He/b3s UCKTIOUUTD TUIIOTE3Y O peanyn3aliuy MeXaHu3Ma «THU-
HepAHaMUYeCKOro» KpOBOOOpalljeH! s, YBeIn4eHns 06béMa
KPOBY, IPEHUPYIOLIETOCS B CUCTEMHBII KPOBOTOK, CIIOCO0-
crByIoutero popmuposanuio JIAT.

TakTuka BBefeHMs MALMEHTOB JAaHHOI T'PYIIIBI OCTAETCs
AVICKYCCUOHHBIM BompocoM. Tak, Impu oOHapy>KeHUM Majb-
¢dopmanyy AbepHeTH y B3POCIBIX NALMEHTOB B 3aBUCUMO-
CTV OT Ha/JM4Ms KIMHUYECKON KapTVUHBI ¥ TUIIA pacCMaTpu-
BAIOTCA CIefyoliye BapuaHTbl: npu Il Tuile ¥ CMUMITOMHOM
TeYeHU! — BO3MOXKHO PaCCMOTPEHMeE BOIIPOCA O MPOBeeHUN
«3aKPBITHSI» [MATOTOTMYECKOr0o IIyHTa (KaK ObUIO IPOJEeMOH-
CTPUPOBAHO B KIMHIYECKOM 0030pe Myx4mHbI 24 jet [14]),
npy 1 Tuite ¥ HaMMYMM BBIPAXKEHHON KJIMHUYECKON KapTu-
HBI — TPaHCIUTaHTanus nedeHu. CTparerusi BBeJeHUsT TAKUX
HAalMeHTOB Ipu 6eCCUMITOMHOM T€YEeHNM HAIIpaB/IeHa Ha [U-
HaMM4YeCKoe HaOMofieHNe, KOHCEPBATMBHOE JIeYeHNe C OLjeH-
KOl GyHKIMOHA/IBbHOTO cTaryca [17,18]. YunTsiBas HeOobIIOE
KONMYECTBO MAaHHBIX, HEJOCTATOUHOE [JIA CO3TAHMUA OOIMX
peKoMeHfaNuil, pellleHne O BhIOOpe OIEpPAaTHBHOTO BMelIa-
TENIbCTBA ¥ €r0 IIPOBEeIEeHNN JODKHO PelaTbCst MYIbTUANC-
UUIUIMHAPHON KOMaH/[Oi B 9KCIIEPTHBIX EHTPaX.

3aKnwo4yeHue

IIpencTaBIeHHbI KIMHIYECKNUIT CIy4all YHUKAIEH C MO3U-
L[V} [YIATHOCTYKY PeIKOJ BPO>KIEHHOI IIaTO/IOT MY IIeYeHOYHO-
ro KpoBOTOKa — Manbdopmanyy Abeprern Ib Tnma y B3pocoit
MAIJMEHTKH C IeTOYHOI apTepuabHOI TUIepTeH3mell.
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