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AHHOTALNA

06ocHoBaHMe. Ha cerofHsWHWA LeHb Y [eTeil ¢ NopTanbHOW runepTeH3nen Haubonee 3PGheKTMBHBIM METOO0M JeYeHUs
ABNAOTCA ONepaLmm COCYAUCTOr0 LWYHTUpOoBaHMS. Mo paay NPUYMH Ha NpaKTUKe NPEMMYLLECTBEHHO UCMOSL3YIOTCA CMIEHO-
peHanbHble aHacToMo3bl (CPA), KoTopble SBNAOTCA ToTanbHbIMK nopTocucTeMHbIMU WyHTamu (MCLL). OgHako npu HUX To-
TanbHbIA COPOC NOPTaNbHOM KPOBW B HUMHIOK MOJTYI0 BEHY MPUBOAMT K TaKUM OCIIOMHEHMAM, KaK MUHUMAaNbHbIE MPOSBIIEHUSA
NEroYHON apTepuanbHON rMnepTeH3uu, YMeHbLLeHue nopTtanbHoi nepdysum nevenu (M), runepaMMoHMEMMA U CKpbITas
ne4yéHoyHas sHuedanonatus. AnbtepHatuBa CPA — puctanbHbiii CPA (ICPA), koTophin siBnsieTcs cenektueHbIM MCLL v noa-
pepxusaer MMM, cHWUXas pUcK pasBUTUA NEPEUUCTIEHHBIX OCNOXHEHMIA. OHAKO Ha NPaKTUKE ero NPUMEHEHWE OrpaHUYeHo
3-3a BbICOKOI YacToTbl TpOMb03a aHACTOMO3a, acLMTa UK XMIONEPUTOHEYMa B paHHEM NMOCNE0NepaLyUoHHOM Nepuose.
Lenb. Mpodunaktika BCeX BbILLEYNOMSHYTHIX OCAOXHeHMIA uckyccTBeHHbIX MCLLU npopomkaeT octaBaTbCs aKTyanbHOM
npo6neMoin B COBPEMEHHOM LeTCKOW xupypriv. OfHaKO HaMM MPeasoXeH HOBbIA MEeTO[, NeveHuss — peKoHCTpyKums CPA
B [ICPA — n03BOMBLUWNIA CHU3UTbL PUCK OCTIOMHEHWI U YAYULLMTL KaYecTBO KU3HU NALMEHTOB.

Metoabl. C despans 2020 no man 2024 ropa naHHas onepaums BbINONHEHA 54 naumeHTaM. BMeLwaTenbCTBO 3aKn0Yanoch
B CMeHe HanpaBieHUs Me3eHTep1anbHOro BEHO3HOM0 KPOBOTOKA B CTOpOHY neveHu (Npu CPA oH HanmpaBneH K aHacToMo3y)
NYTEM KNMMNUPOBaHUS UM IMTUPOBaHMNS CeNle3EHOYHOM BEHbI CNPaBa 0T aHacToMo3a. BceM ieTaM 10 M nocne peKOHCTPYKLMK
aHacToM03a MOJHOCTbK0 MAM YacTUYHO MPOBOAMNIOCH KOMMNEKCHoe obcnefoBaHue, BKIKOYaloLee HUOXUMUYECKUIA aHanu3
KpOBM, MarHUTHO-pe30HaHCHYI0 ToMorpaduio rofIoBHOTO MO3ra, 3X0Kapavorpaduio 1 ynbTpaseyKoBoOe UcCiefoBaHue opra-
HOB DBpIOLLHOM NONIOCTH, aHruorpaduio, 330QaroracTpoayoeHOCKONMI0, HeWponcUXxonorMieckoe obcneaoBaque (B No3gHKe
CPOKU Nocne onepauyun KOHTposbHoe 0bcieoBaHue NpoLun 36 NaLMeHToB).

PesynbTartbl. [py cpaBHUTENBHOM aHanM3e ynyylleHWe KOrHUTUBHBIX QyHKLMIA oTMevanock Y 60% peTel, KynupoBaHue rv-
nepamMoHnemMmun — y 71%, KynupoBaHWe NPU3HAKOB HAKOMJIEHWSA COMEN MapraHua B LIEHTpanbHOWM HEPBHOM cucTeMe —
y 43%, ynyJweHue nokasaTenei reMoAMHaMMKMW N0 AaHHLIM 3XoKapanockonum — y 75%, ynydwenue MMM —y 78%. Tpom-
603a aHacTomo3a He HabMtoAANock HU y KOro. ACLMT WK XUNONepuTOHeyM 0TMeYanuch JiNLb B 5% cryyaes.

3akuioueHme. PaspaboTaHHas onepaums SBNSieTcs MHOro06eLLaloLyM MeTOA0M NPOPUNAKTUKY U NeYeHNs TaKUX OCTIOXKHE-
HWK UcKyccTBeHHbIX NCLL, Kak néroyHas apTepuanbHas runepteHsus, cHuxkeHue MMM, neyéHouHas 3HUedanonaTtus, TpoMbo3
aHacToM03a M acuuT.

KnioueBble cnoBa: petu; noptasbHaA runepTeH3nd; cnjeHopeHasibHblié aHAaCTOMO3bl; PEKOHCTPYKUMA aHaCTOMO3a;
nopTtajibHasa nepq)yaml neyeHu; runepaMMoHnemMns; MeyeHoYHas 3Hue¢an0nama.
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ABSTRACT

BACKGROUND: Currently, the most effective technique for treating children with portal hypertension is vascular bypass
surgery and, for a number of reasons, splenorenal anastomoses (SRA) — which are total portosystemic shunts (PSS) — are
predominantly used in practice. However, these shunts can promote the development of some complications: total discharge
of the portal blood into the inferior vena cava can also cause some complications such as minimal manifestations of pulmonary
arterial hypertension, decreased portal perfusion of the liver (PPP), hyperammonemia, and latent hepatic encephalopathy. An
alternative to SRA is distal splenorenal anastomosis (DSRA), which is a selective PSS and which maintains PPL, thus reducing
a risk of developing the listed complications. However, in practice, its use is limited due to high frequency of anastomotic
thrombosis and ascites/chyloperitoneum at the early postoperative period.

AIM: Prevention of all the above-mentioned complications of artificial PSS continues to be a pressing issue in modern paediatric
surgery. However, we have proposed a new curative option — reconstruction of the SRA into a DSRA, which reduced the risk
of all mentioned complications, thereby improving the quality of patients’ life.

METHODS: From February 2020 to May 2024, 54 children were operated on with this type of surgery. The goal was to change
the direction of the mesenteric venous blood flow (in SRA it is directed towards the anastomosis) towards the liver by clipping/
ligating the splenic vein to the right of the anastomosis. All children, before and after the anastomosis reconstruction, underwent
a comprehensive examination in full or in part, including a biochemical blood test, magnetic resonance imaging of the brain,
echocardiography, ultrasound of the abdominal organs, angiography, esophagogastroduodenoscopy, neuropsychological
examination (36 patients were followed-up at late stages after the surgery).

RESULTS: On a comparative findings, improvement of cognitive functions was seen in 60% of children, relief of
hyperammonemia — in 71%, relief of signs of manganese salts accumulation of in the central nervous system — in 43%,
improvement of hemodynamic parameters according to echocardiography — in 75%, improvement of PPL — in 78%.
No patients had anastomotic thrombosis. Ascites/chyloperitoneum was registered only in 5% of cases.

CONCLUSION: The developed surgical technique is a promising one for it prevents/treats complications of artificial PSS, such
as pulmonary arterial hypertension, decreased PPL, hepatic encephalopathy, anastomotic thrombosis and ascites.

Keywords: children; portal hypertension; splenorenal anastomoses; anastomotic reconstruction; portal liver perfusion;
hyperammonemia; hepatic encephalopathy.
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OPUIT/HAJTBHOE MCCTIEJOBAHME

Ob0CHOBAHUE

MopTanbHas runeptensus (M) — 3To CMHAPOM, NPy KoTo-
poM u3-3a 6r10Kaibl KPOBOTOKA BEHO3HOE JaB/iEHNE B BOPOT-
Hoi BeHe (BB) npesbiwaeT 10 MM pr. cT. [1]. B 3aBucuMocTu
OT YpOoBHA 6M0Kaabl BbIAENST TpU GOPMbI CUHAPOMA: BHE-
MEYEHOUHYI0, BHYTPMMEUEHOUHYIO M HaANeUYEHOUHY. U3 HuX
B [LETCKOM BO3pacTe Yallie BCEro BCTPEYAETCH BHEMEYEHOY-
Has noptankHas runeptensus (BII) (bnok KpoBoTOKa pacno-
NoXeH Ha ypoHe BB) [2]. Bropoe MecTo no yactote BCTpe-
YaeMoCTW Y AeTell 3aHMMaeT BHyTpUneuéHouHas dopMa I
B noboM cnyuae npm NI BO3HUKaeT nepecTpoika reMoamHa-
MWKU C NOSIBNIEHNEM eCTECTBEHHBIX MOPTOCUCTEMHBIX LUYHTOB
(NCLU), nposiBneHnem yero siBNSETCA BapMKO3HOE paclumpe-
Hue BeH nuwweopaa (BPBIM) u xenyaka [3, 4]. Nospexaerue
BEH YPEeBaTO 3HAYMTENbHBIM PUCKOM [JI1 U3HU, MO3TOMY
OCHOBHOM Lienbto neyeHuns geten ¢ [T ansetcs npodunakmu-
Ka KPOBOTEYEHMI U3 BAPUKO3HO PACLLUMPEHHBIX BEH [9].

B coBpeMeHHOI JeTCKOM XMpyprim camMbiMy 3P PEKTUBHBI-
MM MeTofiaM1 NPOQUIAKTUKN KeNyno4YHO-KULLEYHBIX KPOBOTE-
yenuii npu I SBASIOTCA LWYHTMpYHOLLME OnepaLmm Ha cocyaax
nopranbHoii cuctembl [1]. 13 Hux Me3onoptanbHbii wyHT (MIILL)
ABNAETCA (U3NONONMYECKUM LLYHTOM (B NNaHe BOCCTAHOBMEHMS
KpOBOTOKa B MeyeHy). OH NpUMEHSeTCS TOMbKO NpU BHEMeYé-
HouHow dopMe (I, aBnseTcs «30M10TbIM CTAaHLAPTOM» W paau-
KanbHbIM METOIOM e€ NeYeHMs, Tak KaK MOJTHOCTBI0 MIW NOYTH
MOJTHOCTBI0 BOCCTAHABNMBAET NOPTaNbHYK Nepdy3uio neyeHn
(MNM) [6, 71. NMpu gaHHOM ONepaLmmn UCTIONb3YHT ayTOBEHO3HYIO
BCTaBKY M3 BHYTPEHHEW SPEMHOI BEHbI, C MOMOLLBIO KOTOPOIA
COEAMHSAIOT BEPXHIOW OpbiKeeyHylo BeHY U yMBUIMKanbHyo
nopuwto nesoii BeTBu BB (Rex recessus, Rex-segment) B 06xoa
HENPOXOLMMOr0 UM CyKeHHOro yyacTka BB [8].

Mpu ycTaHoBKe AMarHosa «BI1M» aeTaM pekoMeHAoBaHa
PEeBM3US COCYHOB NEYEHU ANS BbISICHEHUS BO3MOXKHOCTU Ha-
noxenus MILL B KaK MOXHO paHHWe CPOKW W BHe 3aBUCH-
MOCTU OT Hanuuus KeNyL0YHO-KULLEYHOTO KPOBOTEYEHMS
B aHamHe3se. OHaKo B 3aBMCUMOCTM OT aHaTOMUYECKUX 0CO-
beHHocTeN (B nepByto o4epeab 0bnuTepaums nesoit BeTsu BB)
MPUMEHEHWE JAHHOTO LUYHTa MPUMEPHO B 66% CnyyaeB HEBO3-
MoxHo [9]. B Takux cnydasx npu BT v BHyTpMneyéHouHoii M1
B OCHOBHOM MPOBOAAT ApYrie LUYHTUPYHOLME onepaumm. Yawue
Bcero Bblbop napaet Ha Takue TotanbHble MCLL, Kak cnneHo-
peHanbHbIA aHacToMo3 «boK-B-BOK» U ero aHanoru — cnne-
HocynpapeHasnbHble aHacToMo3bl [10]. [naBHbIM AOCTOMHCTBOM
3TUX Ornepaumii SBNSETCH MUHWUMATbHBIA PUCK PasBUTUS OC-
HOBHOTO OC/OXHEHUs — TpoMbo3a aHacToMo3a, YeMy crio-
cobcTBytoT 60MbLLIOI AMaMeTp aHacToMo3a, ABYCTOPOHHMIA TOK
KpOBYW B €ro CTOpOHY Mo cene3éHouHon BeHe (CB) M BbicoKas
CKOpOCTb KPOBOTOKAa B caMoM aHactoMo3e. Kpome Toro, CPA
«bOK-B-00K» NPOCT B UCMONHEHUM (MOXHO BbINONHATL AETAM
MnafLero Bospacta ¢ avametpoM CB ot 4 MM) 1 nosBons-
eT u3bexarb MCNonb30BaHUsA Kakux-Nubo TpaHCMIaHTaToB
(HanpuMep, BHYTPEHHel APEMHOW WM BHYTPEHHEW Nof-
B3J0LUHOW BEHbI) U UMEET BbICOKYH) [ONITOCPOYHYH0 MPOXOAU-
MoCTb aHacTomo3a (87%) [11]. OpnHako npu CPA umetowwmincs
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ToTanbHbIN cbpoc KpoBW M3 cucTeMbl BB B HMKHIOW Monyio
BEHY (4epe3 aHacToMO3 U JIEBYH) MOYEYHYH) BEHY) MOXKET NpHU-
BECTM K TaKWM OCNOXKHEHWAM, KaK MUHUMATbHBIE MPOABNEHMS
NETOYHOM apTepuanbHoi runepteHsumn (JTAT), cHxkenue N
U CKpbiTas neyéHouHas aHuedanonatua (M13). MocneaHss sB-
NAETCA caMblM pacnpocTpaHEHHBLIM ocnoxHeHneM [CLL.

JHuedanonatus — 310 AMCTPOdMUECKOE MOpaMeHue
TKaHW TONOBHOTO MO3ra B pe3yNibTaTe BO3LEMCTBUS pasnuy-
HbIX (DaKTOPOB: MHTOKCUKALMA, MHQEKLMIA, paccTpOMCTB 06-
meHa Belwects. Mpu MNCLL npuumrHon noptocucteMHoii unm M3
ABNSETCS MOBbLILLEHNE KOHLIEHTPALMUM KMLLEYHBIX TOKCUHOB
B KPOBM M3-3a WX MOMafaHUs U3 Me3EHTEpUANTbHON KPOBH
yepes aHacTOMO3 B CUCTEMHBIN KPOBOTOK, MUHYS NeyeHb. [NaB-
HOM npuunHoii N3 ABnseTca runepamMMoHNEMMS, NPU KOTOPOH
aMMMaK B acTpoLMTaX roJIOBHOTO MO3ra HaKamnIMBaeTcs B BUAE
0CMOAIMTA ITI0TaMWHa (BbI3bIBAET OTEK rooBHOro Mosra) [12].
[pyrum dakTopom, npusoaswmMm K 113, sensetcs Hakonnexnue
cofel MapraHLia B rofloBHOM Mo3re [BbISBNSETCA B X0fe Mar-
HUTHO-pe30HaHcHoi ToMorpadum (MPT) B BUAE BbICOKOM WUH-
TEHCMBHOCTM CUrHana Ha T1-B3BeLueHHbIX u3obpaenusx] [13].
WHToKcuKaums npu 13 npuBoAMT K M3MEHEHWIO IMYHOI aBTo-
HOMUMW CO3HaHMS, MOBELEHMS, MCUXOMOTOPHON U KOTHUTUBHOIA
¢yHKumu. CnepgoBatenbHo, amua ¢ 13 MoryT UMeTb LUMpOKMI
CMEKTP HEBPOJIOMUYECKUX U MCUXMATPUYECKUX NPOSIBAEHUA [4].
OpaHako npm NI yale Bcero BCTpeyaeTcs ckpbitan dopma M3
(MMHUManbHas unm 1 cTeneHb), KOTOpyl Haubonee TOYHO
MOXHO OMpefenuTb TOMbKO C MOMOLLbI0 Herdpomncuxosoruye-
CKMX U HeMpodM3MoNoruieckux TecTos. ABHan 13 (2-4 ctene-
HW) BCTPEYaeTcs pexe, a anarto3s 13 cTaBuTcs nnwb B pesynb-
TaTe KOMMNJEKCHOro 0bcneaoBanus naumenTa [14].

MpuMeyaTenbHo, 4TO NMPAKTUYECKOE PYKOBOLCTBO AMepu-
KaHcKoii u EBponeiickon accoumaumin no msyyexmio bones-
Hen neyenn 2014 roga peKoMeHAYeT neyeHne npu sBHoi M3
(To ecTb Ha no3pHuX cTagusax 3abonesaHus) [15]. B kavectse
Tepanum [13 ucnonb3yloTcs MeAUKAMEHTO3HOE NIeYeHNe, OMeTa,
NeYeHUe aMUHOKMCIOTaMK, TPaHCMNaHTaumMs neyeHu. TpaHc-
MNaHTaLMI0 CIedyeT paccMaTpuBaTh IULLb NOCSE MOCTaHOBKM
AmarHo3a sasHou [13. OHa nokasaHa TofbKO NpU NEYEHOYHOM
HEeA0CTaTOYHOCTY M peLMaMBUPYIOLLEN HensneunmMon 3.

Y petent c M Bo u3bexaHue netanbHOro Ucxoda B pesynib-
TaTe KpoBoTeueHus u3 BPBI u npu HeBO3MOXHOCTM Bbinon-
HeHus MILL, B npeobnapatoLeM ymcne cnyyaes, BbIHYKEH-
HO HaknagbIBatoT ToTanbHble [CLL, npu KoTopbIx pasBuBaeTcs
PSAA OCTIOXHEHWUH, CBA3aHHBIX C TOTaNbHBIM COpOCOM nopTanb-
HOM KPOBW B HIKHIOK NOAYH0 BeHy. AnbTepHaTVBa TOTabHbIM
MNCLU — aucTanbHbIi crineHopeHabHbIA aHACTOMO3, KOTOPbI
ABNAETCS CENEKTUBHBIM LLIYHTOM C HU3KWUM PUCKOM OCTI0XKHe-
Hui [16, 17]. 310 0bycnoBneHo ero CBOMCTBOM MOAAEPKAHMSA
MMM 3a cyéTt BbICOKOro BEeHO3HOro JaeneHus B BB BMecTe
c obecneyeHneM CeNeKTMBHOM LEKOMMPECCUU CUCTEMBbI BEH
NULLEBOAA, XenyaKa 1 ceneséHku. OaHaKo Ha NpaKTuKe Npu-
MEHEeHWe JaHHOrO LUYHTa OrpaHNYeHO MU3-3a ero MaBHOro He-
J0CTaTKa — YacToro TpoMbo3a aHacToMo3a (B 3-24% cnyua-
eB [MpUuMHaMK ABNAKOTCS ManeHbKWIA AUaMeTp aHacToMo3a
W MeANEHHbIA OAHOCTOPOHHUIA KPOBOTOK]), @ TakKe W acumta
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WM XUNOMepuTOHeyMa B paHHEM MOC/eonepaLyoHHoM ne-
puoge [18]. Taroke [ICPA TexHM4ecKM CroxHee BbIMONHUTD,
0c0o6EHHO Y ManeHbKUX [leTel, KOra UMeeTca Manblii gua-
meTp CB v neBoit no4eyHoM BeHBI.

C Lenblo UCKJITIOYEHMS pUcKa TpoMbO3a, acumTa win xunone-
PUTOHEYMA, C OJHOBPEMEHHBIM UCMO/b30BAHWEM MPEUMYLLIECTB
JICPA, B [leTcKoii ropoaCKoil KNMHMYECKOi onbHULe uM. H.O. Ou-
natoBa pa3paboTaH HOBbIN METOZ, JIEYEeHUS — PEKOHCTPYKLUMS
CPA (totanbHoro MCLL) B [ICPA (cenexktveHbii MCLL) ¢ ¢dm3ano-
JIOTMYECKONA PEKOHCTPYKLMEH MOpTaibHOTO KpoBOOOpaLLEHNS.
To ecTb MeTo4, NoppasyMeBaeT NepeBof, YacTo MPUMEHSIOLLIMXCS
Ha npaktke CPA — cnneHopeHanbHOro aHacToMo3a «boK-B-
B0K» M cnneHocynpapeHanbHbIX aHAaCTOMO30B — B CENEKTUBHIN
wyHT TMna [ICPA nyTéM oaHOro AMLLbL NepekpbiTis npocseTa CB
(MyTEM KNMNMPOBAHWS UM IMTMPOBaHMSA) CNpaBa oT aHacToMo3a
(c nnm 6e3 pononHUTENBHOIO NepeKpbITUs npuTokos BB) [191.

[laHHBIN MeTOA NeyYeHus rMaBHbIM 00pa3oM HanpaereH
Ha CHWKeHue pucKa passuTus 13 u yxe nokasan MHoroobe-
LatoLwme pe3ynbTatel B NiaHe BocctaHosnenus MMM [20, 21].
OH NpUMEHUM KaK MpW BHEMEYEHOUHOM, TaK U NpU BHYTPU-
neyéHoyHon popmax [l no3sonseT cHM3nUTL 06LEM cbpoca
KpOBM MO aHACcTOMO3Y, YNyylUMTb KPOBOCHabXeHue neye-
Hu (MNM) 1, cooTBETCTBEHHO, CHWU3UTL PUCK pa3suTus JIAT,
runepamMmoHuemMmn u 3.

LIESIb

OnTMMM3aLMA pe3ynbTaToB OMEpPaTMBHOTO JIEYEHMUs
W ynydlueHne Kavectsa u3nu geten ¢ NI, nepenécwmx CPA.

METO/bI

Jln3anH uccnepoBaHms

Bbino npoBepneHo AByHanpaeneHHoe (Mo Gosnblueil YacTy
MPOCNEKTUBHOE) OHOLIEHTPOBOE KJIMHMYeCKoe obcepBaLy-
OHHOE KOHTPO/IMpYeMOe KOropTHOe MccriefoBaHue.

Kputepuu BrntoyeHus

Hetn c M, nepeHéciume pexoHcTpykumio CPA B [ICPA,
Y KOTOpbIX MO AaHHbIM KOHTponbHOro obcnefoBaHus —
ynbTpa3ByKoBoe uccnegoBaHue (Y3W), aHruorpadmsa u/mnu
KoMnbtoTepHas ToMorpadma — cenektusHbliA [CL dyHKum-
oHMpoBas. lMcbMeHHOe cornacue 3aKOoHHbIX NpeAcTaBuUTeNeit
MaLMeHTOB Ha y4acTue B UCCIE[0BaHWM U UCMONb30BaHME pe-
3yNbTaToB B HAYYHBIX LieNsX.

Kputepumn uckniovexus

[etn, nepenécume pexoHcTpykumio CPA B [ICPA, y Ko-
TOPbIX MO AaHHbIM KOHTPOSIbHOTO WUCCNEA0BaHUS aHacTOMO3
He YHKLMOHMPOBan 13-3a TpoMb03a.

YcnoBus nposeaeHuA

WccnepoBanve npoBegeHo B [leTCKOWM ropoacKon Kim-
Hudeckoi bonbHuue uMm. H.®. Ounatosa ¢ despans 2020
no Mau 2024 ropa.
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OnucaHue uccnepoBaHus

B xopme onepauuu obecneunBancs [OCTYN K CaNbHUKO-
BOW CyMKe NMYTEM pacceyeHus Jenyao4yHo-060[ouHON CBA3-
KM (YaLe BCero) unu BpbIKeNKM NonepeyHoi TONCTOM KuL-
K. Mo HUKHEMy Kpalo MOMKENYA0YHON JKenesbl pasgensim
BptoLumHy, noToM Mobunusosanm CB 1 cocyamcTbiil aHacToMo3.
3ateM Knmnuposanu unu nuruposanu CB Ha yuacTke cripaBa
OT aHacToMo3a. B HeKoTopbIX C/ydasix A0MNONHUTENBHO MOOK-
NU30Banu U KIMMUPOBaNM UM IUrMPOBanv Nputoku BB (Hux-
HIOH DpbIKEeYHyHo 1 NIEBYI0 JKeNyN0YHYH0 BEHbI) C LiefIblo npe-
[0TBpALLieHWst BO3MOXXHOTO PEeTPOrpafHoro KpoBOTOKA MO HUM.

B paHHeM nocneonepauvoHHOM Nepuofe AETAM NPOBO-
awvnacb aHTMbaKTepuanbHas, cuMnToMaTuyeckas (B TOM unc-
ne obesbonueaHue) U MHY3MoHHasA Tepanus, Y3 cocynos
MopTanbHOW CUCTEMBI M COCYAMUCTOrO aHacToMo3a, Y3U bpiowwu-
HOM MONOCTU Ha HanuuMe XMAKOCTM (B NepBbIE W NpU He-
06X01MMOCTU B TPETbU MOCNEONEPALMOHHBIE CYTKU) C LiENbIO
UCK/IIOYEHNA PaHHWX MOCNE0MNepaLyUoHHbIX OCIOXHEHWA.
CaMblii paHHWI CPOK BBIMMCKM U3 CTauMoHapa (B yAOBNETBO-
pUTENBbHOM COCTOSIHUK) Bbln Ha NepBble NOC/Ie0NepaLyoHHbIe
CYTKM (4epe3 0fH AeHb Mocre onepaumm).

N3 paHHOro KOHTMHIEHTa JeTell NoBTopHoe obcnenoBaHme
nocne peabunutaumu (bonee YeM yepes 3 Mec. Mocne pPeKoH-
CTPYKLMM aHacToMo3a) bbino nposegeHo 36 aetaM. [lo u noc-
e PEKOHCTPYKLMM aHaCTOMO30B UM MPOBOAMIOCH Helponcu-
xonormyeckoe obcnefoBaHue, ornpefeneHue KOHLIEHTpaLmuu
aMMmaKka B Kposu, MPT ronoBHoro Mo3ra, axokapamorpagus
1 Y3W opraHos 6proLLHOI NONOCTW C AONNEPOMETPUEN W [ON-
nneporpaduen, aHruorpadms, 33odaroracTposyofeHOCKoNMs
(3rAC). MynbTcnpanbHas KoMMbloTepHas ToMorpagus ¢ BHYT-
PUBEHHBIM KOHTPACTMPOBaHWEM MPOBOAMIIACh OrpaHU4EHHOMY
umciTy AeTel B KauecTBe alnbTepHaTUBbI aHrorpagum.

[lna onpeneneHns Hanuuma Npu3HaKoB CKpbIToi 13 6bin
U3y4eHbl KOHLIEHTPALMA aMMMaKa B BEHO3HOW KPOBW HaTo-
LLaK, NPoBOAMINCL CpaBHeHWe pesynbTatoB MPT ronoBHoro
Mo3ra W Heiiponcuxonormyeckoe obcnefoBaHue. 3xoKap-
avorpaduio MPUMEHANN AN OLEHKN Hannuus HavanbHbIX
nposeneHnin JIAI (oueHWBanu 0COBEHHOCTW LieHTpabHOM
W NEro4yHoi reMogMHaMuKM, 06bEMBI Kamep cepaua, npu-
3HaKU UX MeperpysoK M T. A.). C Lenbl OLEHKU U3MEHEeHMs
KpOBOTOKa N0 aHacTOMO3Yy U B COCYAaX NOPTaNbHOIA CUCTEMBI
(v B BeTBsAX BB) cpaBHuBanu pesynbtathl Y3 1 aHrnorpadmm.
IAC npumeHsnn ans ytouHeHus ctenenu BPBIN.

CTraTUCTUYECKUMK aHanus3

YyacTHuKoB paspenunu Ha 2 rpynnbl: 1 rpynna — fetu
¢ CPA no pekoHcTpykumm MNCLW (n=54), 2 rpynna — Te xe
naumeHTbl nocne pekoHcTpykumm MCLL (n=54). Cratuctuye-
CKWI aHann3 BKJIKOYaN PacyeT W nocnepylollee cpaBHEHME
KONINYECTBEHHBIX U KauecTBEHHbIX MEPEMEHHBIX C UCMOfb-
30BaHMeM nporpammbl StatTech v. 4.2.6 (000 «CratTex»,
Poccus). KaTeropuanbHble AaHHbIe ONMCbIBANMCH C YKa3aHu-
eM abCOoNKTHBIX M OTHOCUTENBHBIX 3HaueHuid, 95% nosepu-
TeNbHbIE WHTEPBabl 415 NPOLEHTHBIX JOMEH paccyMTbIBa-
nuck no Metogy Knonnepa—-llupcoHa.
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PE3Y/IbTATbI

Y4yacTHUKM uccnepoBaHus

B uccnepoBaHum yyactBoBanM 54 pebéHKa B Bo3pacTe
ot 1 roga oo 18 ner, cpeaHuii Bospact (10+4) ropa.

OcHoBHble pe3ynbTaTtbl UCC1Ie0BaHUA

MpomexyTok Mexay CPA n e€ peKoHCTpyKumel co-
craBun ot 3,5 Mec. go 12,5 net (MegmaHa 2 ropga 10 mec.);
13 (24%) naumeHTaM PeKOHCTPYKLMA BbIMOSIHEHA Nanapo-
cKonuyeckuM, 41 (76%) — nanapoToMHbIM ocTynoM. Cu-
MymnbTaHHble Onepauun BoiNonHAMMCh B 14 (26%) cnydasx,
B 40 (74%) — pekoHcTpykuums MNCL BbinonHAnack M3onu-
poBaHHo. [pu nanapoToMHoM aocTyne (n=29) cpegHasa Anv-
TeNbHOCTb ornepaumnu coctaBuna 45 MuH (ot 20 MuH o 1y
45 MuH), a npu nanapockonuyeckoMm poctyne (n=11) —
41 MuH (o1 20 MMH 10 1 4 5 MUH).

Cpeam peten, kotopbiM pekoHcTpyKumto CPA B [1ICPA npo-
BOAMIM M30/IMPOBAHHO, OC/IOKHEHME B BUAE acLMTa Uin Xu-
noneputoHeyMa Habnioganoch nmwwb y 5% (n=2) (oHu bbinn
OnepupoBaHbl NanapoTOMHLIM LOCTYNOM).

Henponcuxonoruyeckoe obcnegosanune npowsn 17 pe-
Tei. Y BCEX B TOW WM WHOW CTEMEHWM OTMEYaSMCb Hapy-
LIEHNUS KOTHUTUBHBIX GYHKUMA. o MMelowmMMes AaHHbIM
U3 5 peTei, KOTOpbIM Bbi NPOBEAEH CPABHUTENbHBLIN aHa-
/U3 [aHHbIX, Y 3 NauuMeHToB nocne peKkoHcTpykuuu CPA

A/A

[e]
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B [ICPA KorHuTMBHble (YHKUMM YacCTUYHO YMYYLIMIIUCD,
y 2 — cnabo BbIpaXeHHbIe KOTHUTUBHbIE HapyLLeHus
He U3MEHUNUCD.

MeamaHa KOHLEHTpaLMM aMMMaKa B BEHO3HOM Kpo-
BM 00 pekoHcTpykumm MNCL (49 MKMonb/n, n=35) bbina
BbiLLe, YeM nocnie pekoHcTpyKuuu (30 MkMonb/n, n=48)
Ha 19 Mkmonb/n. Mpu CPA yactota runepaMMoHue-
MUK (KOHLEHTPALMS aMMWaKa B BEHO3HOM KPOBU BbiLLE
47 Mkmonb/n) coctansana 51% (18 u3 34), nocne pexoH-
cTpykumm CPA B ICPA — 15% (7 n3 48). U3 17 peten ¢ ru-
nepamMmoHueMueit nocne pekoHcTpykumm MCL cHuxeHue
KOHLIEHTpaLMM aMMMUaKka B KPOBM A0 HOPMalbHbIX 3Ha-
YeHuii Habmopanock y 12 nauneHToB (71%). Y ocTanbHbIX
KOHLLeHTpaLms ocTaBanach 6e3 cyLecTBEHHbIX U3MEHEHUM.
Y Bcex 17 perteii (c runepammonmemmeit npu CPA) B pesynb-
TaTe onepauyy KOHLEHTpaLMA aMMUaKa B CPEAHEM CHU3M-
nacb Ha 27 MKMonb/.

Mpu CPA yacToTa NpM3HAKOB HAKOMMEHWUS COjel Map-
raHua B LEHTPanbHOM HEepBHOW cucTeMe Mo AaHHbIM MPT
coctaensana 83% (30 m3 36), mocne pekoHcTpyKumm CPA
8 ICPA — 50% (11 u3 22).

[lannble MPT ronoBHoro Mosra o M nocne pekoHCTPYK-
UMK LYHTOB cpaBHMBany y 16 naumentoB (13 Hux npu CPA
NPU3HaKK HakonneHusa MapraHua B UHC Habnoganuce y 14).
KynupoBanue npusHakos 13 Ha MPT Habniopanuch y 43%
(6 3 14) (puc. 1).

b/B

(2]

Puc. 1. MarHutHo-pe3oHaHcHast ToMorpaMMa roIoBHOrO Mo3ra (KynmpoBaHMe NpKU3HaKOoB HaKoMJIeHWs Coleil MapraHLia y Masnbuuka 11 et):
@ — [0 Ofepauum; OT/IOKEHMA MapraHua B BULE CUMMETPUYHBIX TMMEPUHTEHCUBHBIX 04aroB B HIKHEH YacTu brepHoro Lwapa (Kpyr);
b — yepes 11 Mec. nocne onepaumu; 6refHbIiA LWap 0e3 NpU3HaKOB HaKOMMEHWs coet MapraHua (Kpyr).

Fig. 1. Magnetic resonance imaging of the brain (elimination of signs of manganese salt accumulation in an 11-year-old boy): @ — before
surgery; manganese deposits in the form of symmetrical hyperintense foci in the lower part of the globus pallidus (circle); b — 11 months
after surgery; globus pallidus without signs of manganese salt accumulation (circle).
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KocseHHble npusHaku M3 no aaxHeiIM MPT ronoBHoro
mo3ra noce pekoHcTpykuum CPA B [ICPA nosBunmch TonbKo
y oaHoro pebéHKa (npu CPA y Hero Takue U3MeHeHUs No AaH-
HbIM MPT otcyTcTBOBanu). BoaMoxxHon npuunHom nocneaHero
MOXET BbITb HaNMuMe eCcTeCTBEHHOTO MOPTOKaBaIbHOM LUyH-
Ta y 37070 NauMeHTa.

[laHHble axokapaomorpaduu [0 M nocne peKOHCTPYK-
UMM LIYHTOB CpaBHMBanM y 25 mauueHToB. M3HayanbHO
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npu CPA reMoauHaMuyeckue M3MeHeHWs Habnmoganucob
y 12 u3 Hux. YnydyweHue nokasatenei reMofMHaAMMKK
B pesynbTate PEKOHCTPYKLMM aHacToMo3a Habnwpanochb
y 75% (9 w3 12).

[laHHble aHrvorpadmm oo v nocne PeKOHCTPYKLMK LUYH-
TOB cpaBHuBanM y 32 peten — ynydwenue MMM Habnopa-
nocb y 78% (n=25), a y octanbHbix 22% (n=7) MMM He MeHs-
nacs (puc. 2).

Puc. 2. AHrviorpaMMmbl (BeHo3Hble (asbl LienvaKorpadui) 40 W nocnie onepaumi ¢ YyyLleHeM NopTabHO Nepdysun neyeHn: @ — MasbumK

7 net, b — pesouka 11 neT, ¢ — AeBouKa 7 ner.

Fig. 2. Angiograms (venous phases of celiacography) before and after surgery with improving of portal perfusion of the liver: a — boy, 7 years

old, b — girl, 11 years old, ¢ — girl, 7 years old.
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Mo pawubiM 3IAC BPBM B cpegHem npu CPA 6bina
0-1 ctenenm (n=50), nocne pekoHcTpykumm CPA B [ICPA —
1 ctenenn (n=38). Mpu 3tom paHHble IMAC no m nocne
PEKOHCTPYKLMM LIYHTOB CpaBHWMBanM Yy 35 nauuMeHToB.
Y 6onblumHcTBa (60%, n=21) ctenenb BPBIT He MeHsnace,
y 23% (n=8) — yMeHbwwmnaco, a y 17% (n=6) — yBenu-
unnacb (0JHAKO XKENTyA0YHO-KULIEYHOE KPOBOTEYEHUE
He Habntoaanock HU y Koro).

Pa3Mepbl cene3éHKu 10 U NOC/e PEKOHCTPYKLMM LUIYHTOB
cpaBHuBanm y 30 petent. Mocne pekoHcTpykumm MCLL pasme-
pbl CeNe3eHKM y bonblumHCTBaA aeTed (n=21; 70%) MeHaMUCh
K/IMHUYECKM He3HauuMo (B npegenax +1 cM). YMeHbLueHue
pa3mepoB ceneséHKu bonee 4eM Ha 1 cM Habnwopanocb
y 10% (n=3) 6onbHbIx, yBenuyenne — y 20% (n=6).

[leTeit 6e3 paHHMX NocneonepauMoHHbIX OCMOXHEHWIA
nocne U30/MpoBaHHoW pekoHCTpyKumm MNCLL nanapoToMHbIM
£ocTynoM (n=25) BbINKCLIBANM U3 cTaumoHapa Ha 1-7 cyT.,
B CpenHeM Ha (41) cyT nocne onepauu, a onepupoBaH-
HbIX NlanapocKonuyeckum poctynoM (n=11) — Ha 1-5 cyt,,
B CpeAHeM Ha (3£1) cyr.

HexxenartenbHble ABneHUs

HexxenatenbHbIX AIBNEHMIA B XOAe NPOBELEHUA Uccie-
[0BaHWsA He bbino.

OBCYXOEHWUE

Knaccuueckve TtotanbHble CL (CPA, Me3oKaBanbHbIi
H-wyHT 1 ap.) addeKTMBHO OCTaHaBIMBAKT BapUKO3HOE
KpOBOTEYEHME, 3HAUMTENIBHO CHUXAEs NOpTaNnbHOE AaB/eHMe
(eMecte ¢ MIM) n otBOAS NOpTanbHLIA KpoBoToK oT BPBII,
XeNyoKa M NeyYeHu, YTO MPUBOAMT K MOBLILIEHUIO PUCKA
passutua JIAI, yBenmueHuto abcopbumm amMMuaka u apy-
TUX TOKCMHOB U3 JKENYA0YHO-KWULIEYHOMO TpaKTa, pa3BUTUIO
ckpbiToi M13. ®usmonoruyeckoe npemmyuiectso MIILL u ce-
nektmsHoro MNCLU (JCPA) 3aKkntouaeTcs B TOM, YTO OHU MOJ-
aepxugatot MMM, 310 obecneunBaeT nocTosHHY nepdy-
3110 MeYeHM, TEM CaMbIM CHUKasA pUcK passutua JIAT u N3.
0aHaKo NpUMeHeHWe 3TUX ABYX LUYHTOB OFPaHWYEHO YacToii
HebnaronpuATHOM aHaToMMel cocynos, a B cnyyae [ICPA ewé
M BBICOKMM PUCKOM TPoMB03a LUYHTa, acuuTa Unu Xmnonepu-
TOHEYMa B paHHeM Noc/ieonepauMoHHoM nepuoge. [ng ynyy-
wehusa MMM u cHuxkenns pucka passutua M3 y peteid ¢ M,
HaMU NPeaJIoKeH HOBbLIA METOL PEKOHCTPYKLUMM TOTaNbHbIX
MCLU B cenektuBHbIi WyHT TMNA [ICPA. B xoae uccnenoBaHms
Mbl NOAYYMNIM MHOT00BELLAlOLLIME pe3ynbTaThl B MaHe Yiyy-
weHus unmn BocctaHosneHus MMM, kynupoBaHus runepammo-
HWEMMU, KYNMPOBaHWA KOCBEHHBIX MPM3HaKoB [13 no aaHHbIM
MPT ronoBHoro Mo3ra, YNyulLeHUsi reMOAMHAMMYECKUX MO-
KasaTesien No AaHHbIM 3X0Kapamockonuu. [ipyrumu cnosamu,
AByHanpaBneHHOe UCCeA0BaHME NPefOCTaBUIO YHUKANbHYI
BO3MOXHOCTb A1 CpaBHeHUs ToTanbHbIX CPA ¢ cenekTuBHbI-
mu [ICPA, ucknioume puck TpomMbo3a aHacToMo3a W CHU3MB
PUCK acuuTa Wi XuronepuToHeyMa B paHHEM nocneonepa-
LMOHHOM Mepuoge.

Tom 28, N2 6, 2024
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Onepauns MOXeT nNpOBOAMUTLCA C WCMONb30BaHUEM
KaK 1anapoToMHOro, Tak UM N1anapocKONUYeCKoro JOCTYMoB.
OHa ManoTpaBMaTMyHa W NpOCTa B MUCMOMHEHUW: IMTUPYHOTCS
unu knunupytotcs CB u pononHutensHo — nputoku BB, gnu-
TeNbHOCTb OnepaLyn B cpeaHeM cocTaBnseT 41-45 muH. Cre-
[0BaTeNbHO, B NOC/E0NePaLMOHHOM Nepuoae AeTu He Tpeby-
toT bonbLUoro 06bEMa aHanre3uu (B TOM YMcne aNMAypanbHoM)
W LJUTENBHOMO HAXOXAEHUs B OTAENEHUM peaHuMaLuu,
4TO MO3BOJISET BbINMKUCHIBATh BOMBHBIX B CPefHEM Ha 3—4 cyT
nocne onepauuu). TakxKe B MOCNeonepaLMOHHOM nepuofe
nauMeHTaM He TpebyeTcs remapuHoTEpanMs C KOHTPONEM
rnoKasaresieii CBEPTbIBAEMOCTU KPOBU, MOCKOJMBKY, [MaBHBbIN
HepocTatoK [ICPA — TtpoMbo3 — wucknuéH bnaropaps
TOMY, YTO He HaKJ1aAblBaeTCA HOBbIW COCYAMCTbINA aHACTOMO3,
a IMLWb NepeKpLIBAETCA NPOCBET OAHOMO MU HECKOTbKUX CO-
cynos. Takke onepaums nossonseT obecneuuTb NpeumyLLe-
ctea [ICPA, obycnoBnenHble noanepxanuem MMM (cHuxenne
pucKa runepamMmonnemui, M3 n JIAT, obycnoBneHHoro Totasnb-
HOM [eKOMMpeccuen NOpTalbHON CUCTEMBI) U OOHOBPEMEH-
HOM CENEKTMBHOWM JEeKOMNpeccueli BEH XenyaKa, NULLEeBo/a
W CeNe3EHKM (CHUKEHUE PUCKA BapUKO3HbIX KPOBOTEUEHUH).

Ul'paHW-IEHMFI unccneposaHua

OrpaHuyeHnaMN uccneoBaHUs SBNSAUCH Manblil 06BEM
BbIOOPKM M Manblii BO3pacT HEKOTOPLIX AETeW, NPW KOTOPOM
BbINOIHWTbL PAJ, UCCIEA0BAHMIA BbIN0 HEBO3MOXKHO WM He-
onTMManbHO (Herporcuxonoruyeckoe obcnefoBaxme, aHruo-
rpadus, KoMnbtoTepHas ToMorpadus, MPT, 3I1C).

3AKJIO4YEHUE

PexoHcTpykuus CPA B [ICPA y neteii ¢ I, paspaboraHHas
B [leTcKoM ropoacKoin KMHMYecKoi bonbhuue uMm. H.O. Ou-
naToBa, NoKasana MHoroobelLallmii pe3ynbTaT B MiaHe
BoccTaHoBneHus MMM, cHUKeHUs pUCKOB pasBuTUA runep-
aMmMoHuemuu, 3 u JIAT, a B paHHeM nocneonepaLoHHOM
nepuofe — acuuTa, XMonepuToHeyMa 1 TpomMbo3a aHacTo-
Mo3a. Onepauus BblgenseTcs npocToToi TEXHUKW UCTOSHe-
HWS, Manoi TPaBMaTU4HOCTbIO M BO3MOXHOCTBIO MPUMEHEHMS
NanapocKonMYecKoro AoCTyna.

AOMO/THUTE/IbHAAA UHDOOPMALUA

UcTounuk dmHaHcupoBaHus. VccnenosaHue nposesieHo Npu Noa-
LEPXKe rpaHTa «Xvpypruyeckne MeToabl MPOMUIaKTUKM KU3HEYT -
POXAIOLLMX OCNOXHEHMIA Y peTei» N2 2412-37/22 ot 30.03.2022.
KoHdnukT mHTepecoB. ABTopbl 3asBAOT 06 OTCYTCTBUM ABHBIX
W NOTeHUMANbHBIX KOHDIIMKTOB MHTEPECOB.

Bknap aBTopoB. Bce aBTOpbl MOATBEPKOAKT COOTBETCTBME CBO-
ero aBTOpCTBa MeXayHapoaHbIM Kputepuam ICMJE. Hanbonblumia
BKNaf pacnpenenéH cneayiolimM obpasom: C.P. MaprapsH — KoH-
Lenums 1 Au3aiH uccnefosanms, cbop u obpabotka MaTepuana,
HanucaHue TeKkcTa, pedakTvposanue; 0. Yymakosa, E.[l. LaruHa,
AA. BatypuHa, ®B. LLkypos, A.C. lynuHosa, I'C. TbiHky, B.M. Hy-
puK — cbop 1 obpabotka MaTepmana; 3.6. Mutynos, A.H0. PasymoB-
CKUN — pefaKTMpoBaHye.
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3tnyeckoe yTepxaeHue. MpoToKon 1ccneaoBaHus buin onobpeH
NOKanbHbIM 3TMYECKMM KOMUTETOM POCCMICKOMO HALMOHALHOMO
WCCNe0BaTeNbCKOr0 MeMLMHCKOI0 yHuBepcuTeTa umenn HA. Mn-
porosa (N° 14 ot 24.01.2022).

Cornacue Ha ny6nauKaumio. ABTOpbI MONYYMAM NUCBMEHHOE CO-
rmacvie 3aKOHHbIX NPeACTaBUTENeN NaLMEHTOB Ha MybimKaumio Me-
OMLMHCKMX [laHHbIX B 06e311M4eHHo hopMe B JypHane «[leTckas
xvpyprvs». [lata nognucanms 04.03.2024.

bnarogapHocTi. ABTOpbI BblpaxatoT tnaropapHoctb AHO «Moc-
KOBCKUI LiEHTP MHHOBALMOHHBIX TEXHOMOMWA B 34paBOOXpaHEHNM
33 QUHaHCMPOBaHKe 1CCeA0BaHWSA B paMKax rpaHTa U rpynne Kom-
naHmin «P-®apM» 3a NpefocTaBeHne TEXHUYECKOI MOMOLLIM.
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