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AHHOTAUNA

BpoaéHHble MOpTOKaBasbHble LUYHTHI — pefKue COCYAMCTbIE aHOManuy, CBA3aHHbIE C YAaCTUYHLIM WAW MOSHBIM OT-
BeieHMEeM MOPTabHOW KPOBU B CUCTEMHBIN KPOBOTOK. BpoXKAEHHbIE BHEMEUEHOUHbIE NOPTOKABa/bHbIE LIYHTHI Ha3blBAKTCA
Manbhopmaumeid AbepHeTn. BBuay HWU3KOW YacTOThI BCTPEYAEMOCTM M pa3HO06pasus KIMHUYECKUX MPOSBIEHMIA BbISBIEHNE
AaHHOI NaTonorum NpefcTaBifeT AMarHoCTUYeCKyto npobnemy.

B cTaTbe onucaH KMHUYeCKuiA cnyyait ManbgpopMaumm AbepHetn Tuna |b y 15-neTHero naumeHTa ¢ AnMTENbHBIM aHaMHe-
30M NOBBILIEHHOrO APTEPUANbHOMO AABNEHNS, PELMANBUPYIOLLMMA HOCOBBIMU KPOBOTEYEHNAMM, 60bIO B rpyaM, rONOBOKpY-
JKEHMeM, 0bILLIKOI, HU3KOW TONEPAHTHOCTbI0 K GU3MYECKOI HarpysKe, 3NW304aMu KpoBK B CTyNe, B0Mblo B 3nUracTpasnbHom
obnacTu, TOLHOTOM U 3yA0M. B pesynbTate NpoBeAEHHOTO KOMMIEKCHOTO 06CNeA0BaHUS Y NaumMeHTa bbina AnarHocTMpoBaHa
aHOManus pas3BUTUA NOPTaNIbHON CUCTEMbI: PACLUMPEHHBI KOHAYUT BOPOTHOM BeHbI, BNafaloLwmii HENOCPeACTBEHHO B HUX-
HI0I0 MoTyto BeHy. BbisIBNEHbI TakKe MHOXECTBEHHbIE Y3/1bl B TAPEHXVIME MeYeHH, pacluMpeHre KaMep cepaua, runeptpodus
MWOKapAa U NEroYHas runepTeH3mns. YUnTbiBas BbIpaXKEHHOCTb CUMMTOMOB, Pa3Mepbl M TUM LLYHTA, MEXAUCLMMAMHAPHBIM
KOHCU/IMYMOM PEKOMEH/0BaHa TPAHCMNAHTaLMA NEYEHM.

B craTbe paccMaTpuBaloTCs anropuTMbl AMarHOCTUKU M Apyrise BO3MOXKHbIE BapUaHTbI le4eHWUs aHOManui pa3suTA nop-
TanbHOM CUCTEMBI.

KnioueBble cnoBa: KIIMHUYECKUIA CNyYaid; cocyaucTble Manb@opMaLmnm; BPOXKAEHHbIE BHEMEYEHOYHbIE MOPTOCUCTEMHBIE
LWYHTBI; ManbgopMauma AbepHeTu; KT-aHruorpadus.
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Abernethy malformation: A case report

Alexandra V. Panyukova', Valentin E. Sinitsyn', Elena A. Mershina', Natalia A. Rucheva?

! Lomonosov Moscow State University, Medical Research and Educational Center, Moscow, Russian Federation
2 V.|, Shumakov National Medical Research Center of Transplantology and Artificial Organs, Moscow, Russian Federation

ABSTRACT

Congenital portosystemic shunts are rare congenital vascular malformations characterized by a partial or complete portal
blood diversion into the systemic circulation. Congenital extrahepatic portosystemic shunts, known as Abernethy malformations,
pose a diagnostic challenge due to their low incidence and clinical presentations.

A 15-year-old male with a history of chronic epigastric pain and nausea, high arterial blood pressure, recurrent nose bleeds,
chest pain, dizziness, dyspnea, low exercise tolerance, hematochezia, and itching was diagnosed with Abernethy malformation
type Ib. Imaging studies revealed a dilated portal vein conduit flowing into the inferior vena cava, bypassing the porta hepatis.
Multiple liver nodules, heart chamber dilatation, myocardial hypertrophy, and pulmonary hypertension were also discovered.
Following multidisciplinary panel meetings, liver transplantation was advised due to the severity of the patient’s symptoms
and shunt anatomy.

Furthermore, diagnostic algorithms and other treatment options are discussed.

Keywords: Abernethy malformation; computed tomography angiography; congenital extrahepatic portosystemic shunt;
vascular malformations.
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KJIHNHECKME CITYHAN

AKTYAJIbHOCTb

BpoxaéHHble nopTocucTeMHble WyHTbI (BILL) — peakas
BPOXKAEHHAs aHOManus, CBA3aHHas C YacTUYHbIM MK NoJi-
HbIM OTBEJleHWNEM MOpPTabHOI KPOBU B CUCTEMHBIN KPOBOTOK.
Mo oueHkaM, yactoTa Bl coctaBnset 1:30 000 HoBopoX-
AEHHbIX 1 1:50 000 cpean nauMeHTOB CTapLuero Bo3pac-
T1a [1]. Knaccudurkaums Bl cnoxHa n3-3a 3HauMTENbHOM
BapuabenbHocTv aHatomuu cocynos. BILL noagpasnensiotcs
Ha BHYTPU- 1 BHEMEYEHOYHBIE LLYHTbI C YAaCTUYHBIM WK NoJ-
HbIM OTCYTCTBMEM MOPTANILHOTO KPOBOTOKA [2]. BpoxkaéHHble
BHEMEeYEHOUHbIE NOPTOCMCTEMHBIE LYHTLI (BBILL) Ha3biBatoT
ManbhopMaumein AbepHetu (John Abernethy), KoTopbiit Bniep-
Bble onucan natosoruto B 1793 ropy [3]. OgHako cnydvaes
BBILL onucaHo KpaitHe Mano.

OMUCAHWUE KJTMHUYECKOIO C/TYYAA

0 nauueHTe

MATHagUATUIETHWN KOHOLLIA NOCTYNKA B BoNbHULY Ans 06-
Cnefi0BaHUs Mo NOBOAY XPOHMYECKOM 60/ B aNMracTpasibHom
00nacT1 1 ToWHOTLI. Y 6onbHOro TakxKe Habmoaanmch 3nNn3o-
[bl NOBbILLIEHHOrO apTepuanbHoro AaeneHus (oo 160/90 mum pr.
CT.), MOBTOPSIOLLMECA HOCOBbIE KPOBOTEYEHMSA, DONb B rpyay,
rOJIOBOKPYKEHWE, OAbILLKA, HU3Kas NEpPeHOCMMOCTb (u3nye-
CKWX Harpy30K, reMaToxe3aus, NPOAOKUTENbHBIA KOXHbIA 3y L.

AHamHe3 6onesHu: 3a 12 neT [o NOCTYNneHUs AuarHo-
CTMpOBaHa MOpTaNibHaA runepTeH3usa (MeaMUMHCKas AOKY-
MEHTaLMA He NpefoCTaBNeHa).

JlabopaTopHasi M UHCTpyMeHTasbHas
AVarHocTMKa

OyHKUMOHanbHble NPobbl NeyeHn NoKasanu yMepeHHoe
MOBbILLEHUE AKTUBHOCTU aNlaHMHOBOW aMUHOTpaHcdepasbl
(59,8 En/n npu HopMe 13-50), noBbiLLeHMe YpoBHel acnap-
TaTaMuHoTpaHcdepasbl (67,1 EA/n npu HopMe 15-46), ram-
Ma-rnytamuntpaHcdepassl (91 En/n npu HopMe 2-42), we-
noyHow docdarassl (316 En/n npu HopMme 52-171), obuiero
BunmupybuHa (39,2 MkMonb/n npu HopMe 3,4-17,1), npamoro
ounmpybuHa (12,5 MkMonb/n npu HopMe 0-5), a Takxe He-
3HauNUTESILHOE CHUMEHME KOHLEHTpaLmm anbbymuHa (40,2 r/n
npu HopMe 41-55).

0BLwmiA aHanM3 KpoBU W KOArynsALMOHHBIE UCCE0BaHMS
Bbinv B Npegenax HOpMbl; @30T MOYEBKHBI KPOBYU U CbIBOPO-
TOYHbIA KPEaTUHWH TaKKe COOTBETCTBOBANM pedepeHCHbIM
3HaYeHMAM.

TpaHcTopaKanbHas axoKapavorpagus BeisSBUNG AuUnaTaLuio
KaMep cepaua, rnepTpoduio MUoKapaa (TONLLMHA CTEHOK Ne-
BOTO Xenynouka 1,6 CM), CUCTONMYECKYHO NEMOYHYI0 MUNEepTeH-
3u10 (CMCTONMYECKOe iaBneHure B NEroYHOM apTepun 40 MM pT.
c1.). Habniopanacb 3KTasusa aopTbl (aMaMeTp Ha ypoBHe (u-
Bpo3Horo Kombua 3,4 cM, cuHycoB Banbcanbebl — 5,1 ¢M, Boc-
xopsLLen aopTbl — 4,0 cM). CTeH03 BLIXOAHOMO TPaKTa JIeBOro
JKEMyL0UKa M TUMOKUHE3NA CTEHKU KeNyao4Ka He obHapyxe-
Hbl; (YHKLMSA NEBOrO XeNyaouKa CoXpaHeHa.
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PesynbTathl ynbTpasBykoBoro uccnefoBanus (Y3N)
OPIOLLHOI MONOCTM: YBEIMYEHHAA NEYeHb C MHOMXECTBEH-
HbIMM 0bpa3oBaHusMW, pasMepamu 7-8 MM; WU3MeHeHus
B CTPYKTYpe NapeHxuMbl; NpusHaku ¢ubposa; oTcyTcTBMe
BbIPa)KEHHOr0 MOPTaNbHOrO BEHO3HOMO CTBOJIA WM BETBEM
B 06/1acTv BOpOT neyeHu; AeopMUpOBaHHbIN, 00eaHEHHbIN
COCYAMCTBIA PUCYHOK MEYEHM; CTEHO3 NEYEHOYHBIX BeH. OT-
MeYanucb TaKXKe MopTafbHas rMNepTeH3us U YMepeHHoe
YBEJIMYEHWE CENE3EHKM.

[lns oueHKM noTeHUMana 3710Ka4ecTBEHHOCTU BbISB/IEH-
HbIX 00pa30BaHMii U3MepeH ypoBeHb anbda-(peTonpoTenHa
B CbIBOPOTKE KPOBW: KOHLIEHTpaLMs COOTBETCTBOBasa HOpME
(1,72 ME/mn).

C uenblo NoATBEpPXAEHNA UArH03a U YTOYHEHUS aHaTo-
MWM COCYZ,0B NPOBE/EHbI [LOMOSHUTESbHBIE BU3YaNIN3aLMOH-
Hble UCCNEeA0BaHUA.

KomnbtoTepHas Tomorpadus (KT) GprowHon nmonoctu
C KOHTPACTHBIM YCUNEHNEM W MYTIbTUN/IAHAPHOM PEKOHCTPYK-
Lieli MoKasana, YTo cene3éHoyHas BeHa anameTpoM 12 MM
(puc. 1) un BepxHsa bpbixkeeyHas BeHa CIMIUCL BOEOWHO,
06pa3oBaB KOHLYUT BOPOTHOW BEeHbl AWAaMETPOM A0 28 MM
(puc. 2, 3), BnagawoLwmii HeNoCPeACTBEHHO B HUXHIOK MOy
BEHy, MMHysl BOpoTa neyenu (puc. 4). Habnioganuch Takke
YMepeHHOe YBENIMYEHWE NEYEHN U CeNe3EHKU U craboe He-
O[LHOPOJHOE KOHTPacTHOE YCU/IEHWE MapeHXUMbl MEYEHM.
Mo pesynbTatam obcnefoBaHus guarHocTUpoBaHa Manbdop-
Mauus AbepHetn Tvna |b.

KT-aHruorpadus nérkux He BbisIBUIa aHOManbHbIX COCY-
OMCTbIX LUYHTOB, OAHAaKO0 NOATBEPAMUNA AuaTaLUMio NETOYHO-
ro ctBona (amametp 40 MM) (puc. 5) v KaMep cepaLa, a TaKke
runepTpoduio M1MoKapaa (puc. 6).

JleyeHue u MPOrHo3

B cBA3M ¢ HM3KOM 3P(HEKTUBHOCTBIO KOHCEPBATUBHO-
0 NEYEHUs, TAXKECTbIO CUMNTOMOB W aHATOMUEN LUyHTa
Ha MEXAMUCLUMNMHAPHOM KOHCUMIMYMe Oblo peKoOMEeHA0BaHO
npoBeJeHWe TPaHCNaHTauuu neyeHn. B HacToswee BpeMs
NaLMeHT 0XULAET XMPYPrUYeCcKoro BMeLLaTenbCTaa.

OBCYXOEHWUE

MexaHn3Mbl BO3HUKHOBEHUS

JTMonorusa W pasBuTUE BPOXAEHHBIX M MPUOBPETEHHBIX
MOPTOCMCTEMHBIX LLYHTOB CYLLECTBEHHO pa3snnyatotcs. BBILL
BO3HWKAKOT U3-3a aHOMasbHOro hopMUpOBaHMS UM UHBOTIO-
LM COCYOUCTON CUCTEMBI NOAE, TOrLA KaK NPUOBPETEHHbIE
LUYHTBI BTOPUYHBI MO OTHOLLEHWO K 3aboneBaHMAM NeyeHu
[2]. B nuTepaType npefcTaB/eHbl ABe AOMUHUPYIOLLME TEO-
pun dopmuposanua BBILL: BpoxAEHHbIE NOPOKW pa3BUTUSA
1 aHOManum BeHO3HOrO MPOTOKa.

PasBuTie nopTanbHoii CUCTEMbI — MHOMO3TaMHbIM MPOLIECC,
npoucxoasawwmnii Mexxay 4-n v 10-i HepensMm BHYTPUYTPOG-
HOro passutus. B oTnmume oT nombix BeH, obpasyoLmxcs
BCNEACTBUE B3aUMOJENCTBUA NEpefHeN W 3afHell Kapau-
anbHbIX BEH, MOpTaibHas BeHO3Has cucTeMa dhopMupyeTtcs
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Puc. 1. KomnbtotepHas ToMorpadus ¢ KoHTpacTpoBaHueM, nop-  Puc. 2. KoMnbloTepHas ToMorpadus € KOHTPacTMpoBaHMEM,

TanbHas (asa, akcuanbHas NpOEeKUMA: paclUMpeHHas cene3eéHod-  nopTanbHas dasa, GpoHTanbHas Npoekums: ceneséHouHas (SV)

Has BeHa (SV). 1 BepxHsf bpbhxeeyHas (SMV) BeHbl cnuBatoTcs BoeauHo, 0bpasys
KOHAYMT BOPOTHOIA BEHbI (CTpesiKa).

Puc. 3. KomnbloTepHas Tomorpadus ¢ KOHTpacTMpoBaHueM, nop-  Puc. 4. KoMnbloTepHas TomMorpadusa ¢ KOHTpacTUpOBaHWEM, Mop-

TanbHas $asa, aKcuanbHash MPOEKUMA: KOHLYUT BOPOTHOW BeHbl  TanbHas (asa, (poHTanbHas NPOEKLMS: KOHLYUT BOPOTHOW BeHbI

(cTpenka). BMajfaeT HenocpeACTBEHHO B HUMKHIOK MONyl BeHy (CTpenka);
yBENMUYeH1e pa3MepoB NeyeHu; He0OAHOPOAHOE KOHTPacTUpOBaHue
NapeHXMMbl NEYeHM.

Puc. 5. KomnbloTepHo-ToMorpaduyeckas aHruorpadus nérkux,  Puc. 6. KomnbioTepHo-ToMorpadmyeckas aHrmorpams nerkux,
aKcuanbHas NpoeKUMs: AunaTaums NEroYHoro CTBosa. aKcuanbHas NpoeKums: runepTpodus M1oKapAa.

U3 XKENTOUHbIX BEH, HECYLUMX KPOBb OT JKENTOYHOro MELKa  aHOMaaWW TOSIOBHOrO MO3ra, MOYEK, KeNnYHbIX MPOTOKOB,
K BEHO3HOMY cuHycy [4]. [pu HapyweHun passBuTMa Nop-  BKIKYas bunuapHylo atpesuto, NULLEBapUTENBHON CUCTEMBI,
TanbHOWM cucTeMbl Bo3HMKatoT BBIL. 3ToT BapuaHT TecHo  KocTeid.

CBAI3aH C KOMOMHWMPOBaHHBIMW BPOXAEHHBIMU NATONOTMSAMY. [lpyroii  obcyxpaeMblid  MexaHU3M  BO3HWKHOBEHMS
Mo maHHbIM uccneposanus 0. Bernard um coasr. [1], Bpoxk- BBl — oTcyTcTBUe dyHKUMOHMPYIOLLErO BEHO3HOTO Mpo-
LEHHBIN NOPOK Cepfla — Haubonee 4acTo BCTpeyaloWancs  TOKa Yy MioAa BCeACTBUE aHaTOMUYECKUX Ae(EKTOB WK OK-
conyTcTByloWan natonorua (45 us 265 cnyyaes). B uncne  Knosun. Y 340poBOro nnoga KpoBb MO BEHO3HOMY MPOTOKY
APYruX 3aperucTpMpoBaHHbIX MOPOKOB Pa3BUTUS OTMEYANIUCL  MOCTYNAET M3 NYMOYHOI BEHbI B HUMHIOK MOSTYI0 BEHY, MUHYS

DAl https://doiorg/10.17816/DD269714
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Tabnuua 1. Knaccudukaums noprocmcteMHbix aHomanui no G. Morgan u R. Superina [8]

MeyeHb He nepdy3npyeTcs NopTanbHOKA KPOBbIO — NOHBIA WYHT
la: BepxHsAs GpbleeyHas BeHa U cene3éHoyHas BeHa APEHUPYIOTCA OTAENbHO B CUCTEMHBIN KPOBOTOK

Tun |
Ib: BepxHAsA bpbixeeyHas BeHa W cene3éHoYHas BeHa (OPMUpPYIOT efMHbIA CTBON BOPOTHOM BEHbI, KOTOPLIA ApeHUpYeTCs
B CMCTEMHbI KPOBOTOK
MeyeHb nepdysupyeTcs NopTanbHOW KPOBbH — YaCTUYHBIA LUYHT
(HanpuMep, NopTaNbHO-NEYEHOUHbIE BEHO3HbIE aHACTOMO3bI)
Tun |l

[la: BpOXKAEHHDIN

lIb: nproBpeTEHHbIN

neyeHb. OyHKUMOHABHOE 3aKpbITUE BEHO3HOIO NPOTOKA Mpo-
UCXOOMT B TEUEHME NEPBbLIX MUHYT MOC/E POXAEHUS PebEHK],
a CTPYKTypHOe — B TeYeHWe NepBbIX HEAEeNb KU3HK Y 6osb-
LUMHCTBA JOHOLUEHHBIX HOBOPOXAEHHBIX [5]. ynouHas BeHa
1 BEHO3HbIA MPOTOK aHaTOMMYECKW 3aKpbIBAKTCA B NepBble
MeCsiLbl KU3HW 1 CTAHOBSATCA KPYITION CBA3KOW MEYeHM U Be-
HO3HOW CBSA3KOW COOTBETCTBEHHO [4]. MaTonorum BeHo3Horo
MpoTOKa MOryT MpOBOLMPOBaTb 06pa3oBaHMe aHOMarbHbIX
COCYZ0B Y MNI0AA, KOTOpbIE, B CBOK 04epefb, MOryT npeBpa-
LIATbCA B @HOMaJbHbIE LUYHTbI, YTO MPUBOAUT K FUMOMIasuu
nopTasnbHoN BEHO3HOM CUCTEMBI. B HEKOTOPBIX OMMUCaHHBIX CITy-
yasx BBILL otMeuanock 0TcyTCTBUE BEHO3HOO MPOTOKA [6, 7].

Knaccudukauus

LLupoko wucnonb3yeMas knaccudukauma BBMW —
3TO0 CMCTeMa Knaccudukaumu, npepnoxeHHas G. Morgan
u R. Superina B 1994 rogy (tabn. 1), cornacHo KoTopon

IvC

SV

SMV

ManbhopMaums ABepHeTH LenuTcs Ha iBa TUNa B 3aBUCUMO-
CTV OT HaIM4MS BHYTPUNEYEHOYHOIM NOPTaNbHOI cucTeMbl [8].
Tvn | onpepenseTca Kak NOJHbLIA MOPTOCUCTEMHDINA LUYHT,
Torfa Kak TMn Il onuckIBaeTes Kak YacTUYHOE LYHTUPOBaHWe
KPOBW B CUCTEMHbIE BEHbI C HEKOTOPOM CTEMEHbLIO Pa3BUTUA
nopTanbHoi cucteml (puc. 7). B 3aBucuMocTy ot Tuna BBILL
MPUMEHSIIOTCA pasnyHble TepaneBTUYecKMe NoaxoAbl [9].

KnuHuyeckue nposBJIeHUA U 0CN0XKHEeHUA

OnucbiBaeMasi NaTonorvs OTAMYaeTcs MHOroobpasvem
KJIMHUYECKMX NPOSBNEHUIA. BbipaXeHHOCTb CUMNTOMOB 3a-
BMCUT OT 00bEMa KpoBW, NMPOTEKAIOLLEN Yepes LUYHT, U Ba-
pbMpYeT OT CAyyaliHbIX HaxoAoK y 6eccuMnTOMHbIX B3poc-
nbix naumenTos [10, 11] 40 cNOXHBIX BPOXAEHHBIX MOPOKOB
passutua [12], Tsmwenoi runokcemum [13], 3HUedanonatmn
[14, 15] n 3n0Ka4eCTBEHHBLIX HOBOOOPa30BaHUiA neyeHn [16].
Y bonbluMHCTBa NaLmMeHTOB HabntofaTca Hecneuuduyeckme

IvC

N

SMV

7]

Shunt

Puc. 7. HopManbHas aHaToMWs BOPOTHOM BeHbI M KiaccudmKaLms LWYHTOB: @ — HOpMasibHas aHaTOMUsi BOPOTHOW BeHbI; b — BPOXAEH-
HblA BHEMEYEHOYHBIA NOPTOCMCTEMHBIN LUYHT, TWN |a; ¢ — BPOMAEHHBIA BHEMEYEHOYHbIN NMOPTOCUCTEMHBIN LWYHT, TvN Ib, d — BPOXAEHHBIN

BHEMEYEHOYHBIN NOPTOCUCTEMHBIN LUYHT, TUM 1.

[pumeuanue. IVC (inferior vena cava) — HuxHAA nonas BeHa; PV (portal vein) — BopoTHas BeHa; SV (splenic vein) — ceneséHo4Has
BeHa; SMV (superior mesenteric vein) — BepxHss OpbixeeyHas BeHa; Shunt — LyHT.
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CMMNTOMbI, 06yCNOBNEHHbIE OCTPOW AeKOoMMeHcaumeii ne-
YEHOYHOW He[OCTAaTOYHOCTU WAM LMPPO30M neyeHun. B uc-
cneposaHuu X. Lin u coasrt. [17], ocHoBaHHOM Ha aHanuse
451 cTatbu 1 BKTOYalOLeM AaHHble 703 nauuenTos ¢ BBILL,
coobLuaetcs, YTo HOMBLUMHCTBO NALMEHTOB ¢ Manb(hopMaLy-
eil AbepHeTn Bbinn AETbMU UM MONIOALIMU NIOABMU B BO3-
pacte no 18 net. Tsaxenble BpOXAEHHbIE MATONOMUU C BbICO-
KOW CTeneHbio LYHTUPOBAHWUA KPOBM YaLle AMarHoCTMpYloTCs
B 6oniee MosofoM Bo3pacTe. Y NaLMeHTOB € YaCTUYHBIM LLUYH-
TMPOBaHWEM KpOBW 3aboneBaH1e MOXET NpoTeKaTb beccum-
MTOMHO BNOTH A0 3pesioro Bo3pacta.

MepBbiM npusHakoM BB MoxeT ObiTb ranakTo-
3eMus, [AMarHOCTMPOBaHHas B PaHHEM HeOHaTaNbHOM
nepuoje BO BPeMs PYTUHHOrO CKpPWHWHra. [anakTosa
MeTabonusupyetca B neveHn epMeHTOM ranakroso-1-
docdar-ypuamntpaHchepasa [0 MHOKO3bI, OLHAKO Y LeTei
¢ BBILL ranakTosa ¢ TOKOM KpoBM MUHYET NeYeHb, YTO Npu-
BOAMT K NMOBLILLEHMIO €€ YPOBHSA B CUCTEMHOM KpoBoToKe [18,
19]. Mo paHHbIM psaa uccnefoBaTenien, runepranakTo3eMms
BuisBnsAetca y 70% HoBopoxAéHHbIX ¢ BBIW [1]. Opyrue
BO3MOJHble NPOSIBNEHNUS B PaHHEM HeOHATaNbHOM Mepuo-
[e — 33/lepKa pocTa, HeoHaTabHbINA X0/eCTas, NeYeHoY-
Has 3Huedanonatusa [20].

Y nauueHToB ¢ Bonee nérxkoi natonoruei BBIL MoxeT
0CTaBaTbCS He3aMeueHHbIM [0 3penoro Bospacta. lposene-
HMS MOrYT BbITb 06YCNOBMEHbI CUMNTOMaMM, CBA3aHHLIMU
C pasBMTMEM MEYEHOYHON 3HUedanonatuu, HoBoobpasoBsa-
HWIA B NEYEHN UMW NErOYHON MUNepTEeH3NM.

Y 30% nauwentos c BB Habniopaetcs cybkimHuyeckas
nevéHouHas 3Huedanonatua [21]. LLyHTMpoBaHWe nopTanbHoi
KPOBY BbI3bIBAET NOBLILIEHNE YPOBHA aMMOHMS B CUCTEMHOM
KpoBoToKe. AMMMaK, 06pa3yeMbliil B JKeNyLO4YHO-KULLEYHOM
TPaKTe, C TOKOM KPOBU MO LLUYHTY MUHYET MeyeHb U NoCTynaeT
HErNocpPeaCTBEHHO B HWXKHIOKW MOAYK BeHy. ACTpouMTbl Me-
TaboNIM3NpPYIOT aMMOHMIA 10 TYTaMUHA, KOTOPbI/ OKa3blBaeT
TOKCMYECKOe BO3[ENCTBME Ha royioBHoM mo3r [14]. OgHako
runepaMMOHVEMUS He BCerja COMpPOBOXAAeTCA 3HUedarno-
narvei, ocobeHHo B MonofioM Bo3pacTe. KnnHuyeckas sHue-
danonarus yalle BcTpeyaeTcs y 6onee B3pOC/bIX NALMUEHTOB,
BEPOATHO, BCIEACTBME CHIKEHWS KOMMEHCATOPHBIX BO3MOX-
HocTen [15]. [lnarHocTiKa B TakuX Cyyasx MOXeET bbiTb 3a-
TPYLHEHA U3-3a HU3KOM CreLMpuyHoCTU cumnToMoB [14, 22,
23]. Mpy BLISBNEHAW NOBbLILLEHHOW KOHLIEHTPALMM aMMMaKa
B CbIBOPOTKE KPOBY Y NaLMeHToB 6e3 npu3HakoB LMppo3a ne-
YeHW MoeT bbITb LienecoobpasHo NpoBeAeHMe JalbHEMLLEro
obcnenoBaHus ans uckniodenus BBIILL.

Mauuentbl ¢ Bl noaBepxeHbl K pa3sBUTMI0 MHOXe-
CTBEHHbIX 00pasoBaHuii neueHW. JluTepaTypHble LaHHbIe
0 XapaKTepe FMCTONIOMMYECKUX U3MEHEHWUA NAPEHXUMBI Ne-
yeHu y naumeHToB ¢ Bl orpaHuyeHsl. C. De Vito 1 coasr.
[24] onucanu cepuio cnyyaeB C ydacTMeM 22 NaLMEHTOB
¢ BNL, Bkntovas 19 naumentoB ¢ BBIILL, KoTopbie 6binm
06cnenoBaHbl M HAbMOAANNCE B UX YYPEXIEHUM B TEUEHME
15 net. CornacHo noniy4yeHHbIM pe3ynbTataM, Haubonee xa-
PaKTEpPHbIE TUCTOJIOTMYECKME HAXOAKM B NepudepuyecKux
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y4acTKax MapeHXMMbl NeYeHu BKIKOYaNU Hanmume nopranb-
HbIX TOHKOCTEHHBIX KaHanoB, apTepuasnbHo-bunapHbIx auag,
YBeSIMYEHHbIX apTepuanbHbIX Npodmneit B NopTanbHbIX TPaK-
Tax M JONbKax, a TaKKe YacToe OTCYTCTBME NepUnopTanbHO-
BaKyO0/M3MPOBAHHbIX renaToumToB Y AETeN.

Matodmanonorus passutus obpasoBaHuUi NeyeHun y na-
uvenToB ¢ BBIIW ocTaétcsa HeacHoW. OQMH U3 BO3MOXHBIX
MEXaHU3MOB — CHUXEHME CMOCOBHOCTM MeveHn K pere-
Hepaumn. Hu3Kuin nopTanbHbIA KPOBOTOK NMPUBOAUT K CHU-
YEHUI0 [LOCTaBKM MHCY/MHA W TMIIOKAroHa K rematouuraM,
4TO YBEJIMYMBAET PUCK WX MOBPEXAEHUA U Pa3BUTMS HOBO-
obpa3oBaHui [25]. KpoMe Toro, yBenmueHue MeYEHOUHOMO
apTepuarnbHOro KpOBOTOKA MOXKET ObITb CBA3aHO C feand-
(epeHLMPOBKOW NapeHXMManbHbIX KeToK [16].

YacTtoe nposenenve BBl — y3noBble obpa3oBaHus
MeyeHy, BbISIBNSEMbIE Y MALMEHTOB C Pa3fUyHBIMKA TUNaMM
ManbdopMaumn AbepHeTn. B 6onbLUMHCTBE CiyyaeB AaHHbIE
HOB00OPa30BaHWs MMEKT L0BPOKAYECTBEHHYI0 NPUPOAY U SIB-
NATCA 0YaraMW y3/0BOM rMnepniasuy, afeHoMaMm neyeHu
UM y3namu pereHepauum. [lobpokayectseHHble HoBoobpa3o-
BaHMs MEYEH! Yalle npoTeKaloT beccumnToMHo. B onucbiBae-
MOM KJ/IMHUYECKOM CIy4ae y3/ioBble 06pa3oBaHms TakKe bbuin
CNy4aiiHoW HaxogKol Bo BpeMs Y3W GptowuHoi nonocTw.

OpHaKo He Bce BbisBNsieMble 00pa3oBaHUA NeYeHM Y na-
umeHToB ¢ BBILL sBnatoTca pobpokadectBeHHbIMU. Manbgop-
Mauus AbepHeTu | TMna cBsizaHa ¢ pa3BuTUEM renatobnactom
W renaToLenIionsapHbIX KapuuHoM [26, 27]. Tenatobnacto-
Mbl — pefaKue Hu3KoauddepeHUMpOBaHHbIE ONYXOM neve-
HW, BCTpevatowmecs y aeteii ¢ BBILL. M'enatobnactoma nMeet
KpaiiHe HebaronpusTHbIi MPOrHo3, BOMBLUMHCTBO OMMUCAHHBIX
cny4aeB Y nauueHTos ¢ BBILL 6binu netanbHbIMK [25, 26]. Te-
naToLennionspHble KapLUMHOMBI Yalle HabnofaloTcs Bo B3poc-
noM Bo3pacTe, HO OblBaloT Mckntodenns. Tak, M. Benedict
1 coaBT. [28] onybnukoBanu cnydait 12-Meca4HOro Manb4uKa
¢ BBILW ¢ ructonornyeckn u MMMYHOTUCTOXUMUYECKM MOJ-
TBEPHAEHHON renaToLeNIONIAPHOA KapuuHOMOi. [uarHo-
CTUKA 3710KaYeCTBEHHBIX OMyX0siel MOXET bbITb 3aTpyAHeHa,
MOCKO/TBKY HEKOTOPbIE OMyXO/M UMEKT HEOAHO3HAYHbIE BM-
3yanbHble XapaKTepUCTUKM U MOTYT BbITb NPUHATLI 33 J06po-
KayecTBeHHble 0bpasoBaHus [11]. B Takux cnyyasx ans no-
CTaHOBKU AmarHo3a Tpebyetcs buoncus. 0ovH 3 BapUaHToB
NeYeHUs — TpaHCMIaHTaLums neyenm [29].

Y HekoTopbix naumeHToB ¢ BBl HabniogatoTtca cum-
NMTOMbI JIEFOYHOM TUMEPTEH3WUW: 3aTPyAHEHHOE AblXaHue
u ofpiwKa [30, 31]. Tsxenas NEroyYHas rMNepTeH3Ns MOXeT
MPUBECTU K KapAMOreHHOMy 06MOpOKY BCNEACTBUE CHUMKE-
HWA NPeAHarpysku M HU3KoW LepebpantHoii nepdysum [17].
B onucbiBaeMOM KNMHMYECKOM ClTydae Takke bbina auarHo-
CTUpOBaHa JIEroYHas runepTeHsms.

Y nauueHToB ¢ 3aboneBaHUAMM MeYeHW, COMpOBOXAA-
IOLLMMMCS NOpTanbHOW MMMNEpPTEH3WEl, MOXET Pa3BMBaThCS
renartonynbMOHabHbIA CUHAPOM. BasoakTuBHble Mepguma-
TOpbl M3 KULLEYHMKA, MUHYS NeYEHOYHOe KpoBoobpalleHue
Yepe3 MOPTOCUCTEMHBIN LUYHT, NOCTYNaloT HenocpeAcTBEHHO
B JIErOYHOE COCYOMUCTOE PYCNo, Bbi3biBas AucbanaHc Mexay
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Mopo3peHne Ha ManbtopMauuio AbepHeTu
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KoMnbloTepHas UM MarHUTHO-pe3oHaHCHas
TOMOrpacus Ans NoATBEPMKAEHHNS

PaCCMOTPETb BO3MOXHOCTb

NPOGUNAKTUYECKOTO 3aKPbITUS LUYHTA

OuieHKa BPOXAEHHBIX BHEMEYEHOUHBIX
MOPTOCUCTEMHBIX OC/IOMXHEHUIA

MeyéHouHas
3Huedanonatus

J1érouHble
OC/I0MHEHUS

0bbEMHbIE 0bpa3oBaHus
B ne4vyeHn

MarHuTHo-pe3oHaHcHas ToMorpacdus
rONIOBHOMO Mo3ra

Onpegenexue ypoBHsA aMMUaKa B KpoBM
©EeroiHo

06cnefoBaHne Ha CKPbITYIO NEYEHOYHYHD
3HuedanonaTvio Kaxaple 2 roaa

nOBTOpHaﬂ OLl€HKa nocJie 3aKpbIiTUA LLYHTa

CeaHa-TaHua

JecaTypaunm/oabILUKK

3xoKapavorpadws, uccnefoBaHue rasos
apTepuanbHoi KPoBK, Katetep

ExxeropHbif ckputunr Sa0,
loBTOpHas oLeHKa B Ciyyae

YnbTpasByKoBoe uccnefoBaHue

Kaxable 6 MecsLeB

MarHuTHo-pe3oHaHcHas ToMorpadus Npu NoA03peHun
Ha afleHoMy / renaToLesNoNAPHYI0 KapLmHOMY

Puc. 8. AnroputM BefieHUs NaLMEHTOB C BPOXAEHHBIM BHEMEYEHOYHBIM MOPTOCUCTEMHBIM LIYHTOM no A. Baiges u coasr. [32].

Ba304MaTaLMOHHBIMU 1 Ba30KOHCTPUKLIMOHHBIMM BeLLecTBa-
MW, MHAYLMPYS NEFOYHYI0 runepTeH3uio [9]. Tepanusa faHHOrO
COCTOSIHUS — KOPPEKUMS COCYAMUCTbIX aHOMAIWI NeYeHU.

JlnarHoctuka un neyenme

B HacTosee BpeMs HET ony6IMKOBAHHbBIX KIIMHUYECKUX
PEKOMeHAaLMiA o AnarHocTuke u nedenuto BBIILL. A. Baiges
U coaBT. [32] Ha OCHOBaHWUW pe3yNbTaTOB MHOMOLLEHTPOBOIO
MEX/lYHapOAHOro MCCNef0BaHusA, BKIOYABLUEro 66 nauu-
€HTOB, MPEAJIOKUIN CBOW anropuTM BeJEeHUs NalLMeHTOB
¢ BBILW (puc. 8).

B onucbiBaeMOM KIIMHWYeCKOM crnydae MOLO3pEHUE
Ha ManbhopMauuio AbepHeTH BO3HWKIIO NMpW NPOBEAEHUM
Y3W 6ptowHon nonoctv. Kak nmpaBwno, ynbTpa3ByKOBble
npusHaku BBl BKmloyaloT oTCYTCTBME MAM rUMONNA3suio
BOPOTHOW BeHbI, 04aroBble 06pa3oBaHKUA B NapeHxuMe ne-
YeHW, HEeLOCTaTOYHOCTb BHYTPUMEYEHOYHBIX MOPTaNbHbIX
COCYA0B M CUTHANO0B MOTOKa, rMNepTpoduio NeYEHOYHOI ap-
Tepum [33]. AHoManum, BoisBrieHHble B xoae Y3W, [OMKHbI
ObITb AONONHMTENBHO MOATBEPXKAEHBI C MOMOLLBI APYruX
MeTO[0B BU3yanu3aumm, Takux Kak KT unu MarHutHo-peso-
HaHcHas aHruorpadusa (MP-aHruorpagms). KT ¢ KoHTpacT-
HbIM YCUNEHWEM OAET BaXHyl MHGOPMaUMio 0 pa3Mepe,
PacnofoXeHun M TWMe LUYHTa, YTO MoMoraeT B Bbibope
Haubonee ONTMMaNbHOrO NMOAX0AA K JIEYEHWUIO MHAMBMAY-
ansHo Ans Kaxporo nauuenta. Kpome Toro, KT nossonser
BM3Ya/IN3WpOBaTh M OLEHMBATb COMYTCTBYIOLLIME aHOMAmMH,
BKJIl0Yas 0bpasoBaHmus B neyeHn. MP-aHruorpadms — Ha-
LEXHBIN HEMHBA3WBHBINM METOL, BU3yanu3aLmm aHaToMum ne-
YEHOYHbIX COCYA0B, KOTOPLIM B 0T/I4Me OT KT He conpsKeH
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C PEHTTEHOBCKMM U3JTy4eHNEM M UMeeT bosiee BbICOKWMN TKa-
HeBoW KoHTpacT. KpoMe Toro, npuMeHeHue andQysnoHHo-
B3BELUEHHbIX M306paXKeHMin U renaToTPONHbIX KOHTPACTHbIX
npenapaTtoB MOXET aTb JOMOJHUTENbHYI0 LIEHHYH0 UH(Op-
MaLMIo 1A OLIEHKM y3/10BbIX 00pa3oBaHmii neyeHn 1 nocne-
LYHOLLEro NPUHATUA PELLEHMI 0 TAKTUKe BEAEHWSA NaLMeHTa.

TepaneBTuuyecKuMii Nofxon, 3aBMCUT OT TWMA M pasMe-
POB LUYHTa, TAXKECTU CUMMTOMOB, COMYTCTBYIOLLMX aHOManuii
W OCTNOKHEHUA. BECCUMMTOMHBIE MALMEHTBI MOTYT HaXOAUTLCA
MOA MeOVLMHCKUM HabnioenneM. TaK, yunTbIBas pucK pasei-
™A 0CNOXKHeHWR, L. Kwapisz 1 coasr. [27] peKOMeHLyHOT nauu-
eHTaM ¢ BBILL npoxoauTb nnaHoBble MeAULMHCKME 0bcneoBa-
HUS, PEryNApHbIE aHaNM3bl KPOBY, BKITHO4ast NEYEHOYHbIE NPobbl,
a TaKxKe eXKErofiHble BU3yanmaupyoLLMe UCCEA0BaHNA NEYEHM.

OnbIT NeveHns NauMeHToB ¢ ManbpopMaumeit AbepHeTy
no-npexHeMy HeenmK. Mcxoas M3 onucaHHbIX Cry4vaes,
COBPEMEHHbIE BapuUaHTbl XMPYPruyecKoro IeYeHWs BKITOYa-
10T UHTEPBEHLMOHHOE MU XUPYPIUYECKOE 3aKPbITUE LUYH-
Ta W TpaHCMiaHTauuio neyeHn. BapuaHTbl AoarocpoyHoro
neyeHus mpu | TMNe orpaHMuMBalOTCA NepecagKoi neyeHun
C NMoAJepXuMBaloLLEN Tepanueii B NepUOL 0XuAaHUA one-
pauuu. Y nauuenTos ¢ BBILL Il Tuna nMeetca bonbLumin Bbl-
bop BapMaHTOB Tepanuu B 3aBUCMMOCTU OT Pa3BUBLLMXCS
OCJTOXHEHUIA U CONYTCTBYHOLUMX aHOManuid. OAMH U3 HUX —
NIMrMpOBaHME UMW 3aKPbITUE NOPTOCUCTEMHONO LUYHTA C MOo-
MOLLbI0 MHTEPBEHLMOHHOM aHrvorpadum [34]. OpHako crout
YUMTbIBaTh, YTO WHTEPBEHLMOHHOE 3aKPblTUE MOMET Bbl-
3BaTb PeLMAMBUPYIOLLYIO rMnepaMMoHneMmio [35].

MoxeT oKa3aTbCA MOJie3HbIM NPOBEAEHUE AuarHoCTUYe-
CKOW OKK/TI03MM LUYHTA DGannoHHbIM KaTeTepoM Ans OLEHKH
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BHYTPUMEYEHOYHOI NOPTaNbHON CUCTEMBI Y NALMEHTOB € 060U-
Myt Tunamm BBILL [35]. 3ToT TecT no3BonisieT BU3yanm3npoBaTh
MEJTK1e BETBU BOPOTHOMW BEHBI, KOTOPLIE HEBO3MOKHO YBULETH
Ha Y3W. H. Kanazawa v coaBT. [36] npeanoxunm HoByto Kiac-
CUpUKALWII0 BHYTPUNEYEHOYHON NOPTANbHOW CUCTEMbI (NErKas,
YMepeHHas 1 TAKENas), UCXOLA U3 pesyNbTaToB TecTa Ha OK-
Knto3uto WwyHTa. Knaccudukaumsa BHYTPUNEYEHOYHO NOpTasb-
HOI CUCTEMbI KOPPESMPYET C NOPTabHbIM BEHO3HBIM AaBNEHN-
€M MY OKKII03WM LUYHTA, PesysbTaTaM1 rMCTONAaToNorYecKuxX
u“ccnefoBaHUi, MoCeonepaLmnoHHbIM NopTabHbIM BEHO3HbBIM
KPOBOTOKOM U pereHepaLyen NeyeHm 1 nosiesHa A1s MpUHSTUS
peLUeHns 0 NPOBEAEHUM OFHO- UM ABYX3TAMHOTO 3aKpbITUs
LUYHTa UMW TPaHCTNaHTaLM1 NeYEHU.

3AKJTIOYEHUE

ManbdopMauma AbepHeT — pepaKasi naTonorus, CBs-
3aHHas C TAXENBIMU OCNOMKHEHMAMU U HEBNAronpuATHLIMU
ucxopamu. lNoctaHoBka amarHosa BBl npeacrasnset
coboii CNOXHYI0 [MArHOCTUYECKYI0 3afady W3-3a HU3KOM
pacnpocTpaHEHHOCTH, HecneundUYHOCTU CUMNTOMOB, BO-
BNIEYEHUS Pa3/IMYHbIX CUCTEM OpraHoB U BapuabenbHoCTH
K/IMHWYECKUX NpOSABNEHUA. MeTofbl MeLULMHCKOW BU3y-
anu3auuMm UrpawT BaHYI0 posib B AMArHOCTUKE AaHHOI
naTonoruu W NNaHMpoBaHuM NiedeHus. PaHHee BbiSBNEHME
M MHAMBMAYANbHBIA MOAXOA K JIEYEHUI0 NaUMeHTa UMeloT
peLLaloLLiee 3HaueHNe Ans NpefoTBPaLLeHus pasBuTUS oc-
noxHeHuin. Kpome Toro, Tpebylotcs anutensHoe MeanLMH-
CKoe HabmofeHe 3a maumeHTaMm U perynspHele obcneno-
BaHWUS )19 CBOEBPEMEHHOTO BbISBNEHUSA 3/10KAYECTBEHHbIX
HOB0O0OOpa30BaHWi.
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JOMO/THUTE/IbHO

UcTounuk duHaHcupoBaHuA. ABTOpbI 3asBMAIOT 06 OTCYTCTBUW
BHELLIHEro (UHaHCKPOBaHUS NpY NPOBEEHUN NOMCKOBO-aHaMUTU-
YecKom paboTbl.

KoHbnuKT uHTepecoB. ABTOpbI AEKNAPUPYIOT OTCYTCTBUE SBHbIX
W NoTeHUMAnNbHbIX KOHPMKTOB MHTEPECOB, CBA3aHHBIX C MybnnKa-
LiMer HacToALLLeN cTaTby.

Brniag, aBTOpOB. Bce aBTOpbI NOATBEPXKAAIOT COOTBETCTBME CBOETO
aBTOPCTBA MeXOyHapoaHbIM Kputepumam ICMJE (ce aBTopbl BHeC-
7N CyLLECTBEHHBIM BKMaf B pa3paboTKy KOHLEeNUMM, MpoBefeHue
MOMCKOBO-aHaNMTUYeCKON paboTbl M MOArOTOBKY CTaTby, MPOYM
1 0006pMAM BUHANBHYIO BEPCUIO Nepea NybamKaumen).
WHdopmmpoBaHHoe cornacue Ha nybnuKaumio. 3aKoHHbIe Npea-
CTaBWTENM NaLMeHTa A06POBOMLHO NOANMCAnU UHGOPMUPOBaHHOE
cornacve Ha nNybamKaumio NepcoHanbHoOM MeVLMHCKON MHhOpMa-
umv B 0besnmyeHHon dopMe B xypHane Digital Diagnostics.
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