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YCAOACHAIOM IMY Npobaemy. B dannoti pabome onucan KAUHUUECKUU CAYUAU nepecadKu neueHu om Husozo 00HOpa
6oavHOMY C 8POdHcOeHHbLM Pubposom neveru. Hawum 8b160pom 8 neveHuu cmana nepecadka neweHu om i#ueozo 0oHOPA.
Hecmompsa Ha 8ct0 CA0KMHOCMD YKASAHHOU NPOUeOYpPdvl, Mo — eOUHCMBEHHBLU HCUIHECOXPAHAWUL Mmemod 04
nayuenma ¢ 8podcoennvim PudPo3om neveru.
KuaroueBsle ciiopa: pubpos redyenn, mepecaka IedeHn OT sKMBOT0 JOHOPA, BPOYKIEHHBIN (prbpo3 IedeHn, XpoHdecKa s
re4YeHOYHaA HEeJOCTATOYHOCTD

Mawmegos P.A., Baitpamos H.FO. IlepBas nepecazka rnedenu B AzepbaiiizkaHe oT 3KMBOTO JJOHOPA I10 TI0BOJY BposkaeHHOro hubposa neuern. TparcnanTosorua. 2017;9(2):113—117.

DOI:10.23873/2074-0506-2017-9-2-113-117
First living donor liver transplantation
for congenital hepatic fibrosis in Azerhaijan

R.A. Mamedov, N.Yu. Bayramov
Teaching Surgical Clinic of Azerbaijan Medical University, Baku, Republic of Azerbaijan
Correspondence to: Ruslan A. Mamedov, Cand. Med. Sci., Head of the Transplantology Department at Teaching
Surgical Clinic of Azerbaijan Medical University, Baku, Republic of Azerbaijan, e-mail: rmamedov2000 @yahoo.com
Received: 16 March 2017

Congenital hepatic fibrosis is a rare autosomal recessive disease. Only a few such cases have been described worldwide,
but the exact incidence of the disease is unknown. The diagnosis is sometimes difficult to establish and one of the
main diagnostic method is the histological evaluation. The management and prognosis of congenital hepatic fibrosis
is dependent on alimentary tract bleeding secondary to portal hypertension. In late childhood, the abdominal pain,
cholangitis, and features of hypersplenism complicate the problem. Herein we present the case report of patient with
congenital hepatic fibrosis. Our choice of treatment was the living donor liver transplantation. This procedure is very
difficult but it is the only life-saving option for the patients with congenital hepatic fibrosis.

Keywords: liver fibrosis, living donor liver transplantation, congenital hepatic fibrosis, chronic liver failure

Mamedov R.A., Bayramov N.Yu. First living donor liver transplantation for congenital hepatic fibrosis in Azerbaijan. Transplantologiya. 2017;9(2):113—117. (In Russian).
DOI:10.23873/2074-0506-2017-9-2-113-117

Beenenue

Bposknennnit ¢pubpos neuenn (BDII) mpen-
cTaBJsAeT coboil HeOOBIYHOE COCTOAHME, IIPU KOTO-
poMm moprajabHasa runeprensusa (I1I') BosHukaer 6e3
3HAYUTEJIbHBIX HAPYLIEHN (PyHKOUM IeYeHN MJIN
[IOYEK U XapaKTepu3yeTcsa IUCTOJIOTNIECKN TeperT-
HBIM PEMOJIeJIVIPOBaHMEM I1JIACTMHOK ITpoToKa. BAII
ABJIAETCSH IOJTUIIOM TPYIIIbI BPOXKIEHHBIX 3a6ose-
BaHMI, OIIMCaHHBIX KaK (PUOPOIOIMKMICTO3HBIE 3200~

JIeBaHNUA C IMIMPOKUM KJIVHIYECKNUM CIIEKTPOM, 3aBV-
CANIMM OT BpeMeHM IIpe3eHTal ¥ CTelleHN BOBJIe-
YEeHHOCTM IledeHN. B maHHON paboTe MbI coobiaem
0 cJIydae TpaHCIIaHTaIMM POJCTBEHHON JOHOPCKOM
nmeyeHy nanyenty ¢ BAIL

Kaunuueckoe nadarodernue

ITanmenT 21 rofa mocTynmui B KIMHUKY ¢ MeAJEHHO
IIPOrPEeCCUPYIOMIVIM YBeJINYEeHNEM *KMBOTa B BEPXHUX
oTziesaX B TedeHMe 7 MeCHAIEeB, a TaKiKe 3-MeCAIHOM
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JUCTOpMel remMaTeMesyca. 3a IocJenHue 7 MecdAlleB
3 pasa IpPOBOAMJIOCH DHIAOCKOIMYECKOE JINTMPOBAHYIE
BapPUKO3HO-PACIIMPEHHbIX BEH NUIIEBoAa. ¥ 60JIbHOTO
He OBLJIO xaJs100 Ha OOJIM B JKMBOTE, SKEJITYXY, KOXKHbIE
nerexun U runepuurmentanyio. CeMelHbII aHaMHE3
HE OTATOIIEH.

Mysxunna nmes maccy tena 62,7 kr, poct 167 cm.
NMunexc maccel Teqa — 22,5. O0uiee obcsemoBanme
BBIABIJIO 0JIETHOCTH KOHBIOHKTUBBI 0€3 IIPMU3HAKOB
[IOpaskeHUsd IedeHM WM KeJTyxu. Temmepatypa,
IIyJbC ¥ apTepuaJjbHOe JaBJieHye HopMaJjbHble. IIpnu
abmoMmHaNBHOM 00CIIEIOBAHUM — ceJle3eHKa Ha 9 cM
BBICTYyIIaeT U3-II0J Kpad pebepHOl Ay ¢ HUKHEN rpa-
HUIIEeN HYDKe IIynKa 0e3 MPM3HAKOB I'MIIEPCIIeHN3Ma,
HIKHAA TPAHNIA ITeYeHn — Ha 6 cM HuKe Kpas pebep-
HOJ AyTH, IPpY HTOM CBOOOIHO *KMAKOCTY B OPIOIIHOI
IIOJIOCTM He oOHapy:KeHO. JIpyrue cucTeMbl OPraHOB
OBl HOpMaJbHBIMIL. IIpy nccile fOBaHMAX reMOTJIOONH
cocraByisit 10,5 v/ 101, 0011ie€e KOJIMIEeCTBO JIEMKOIIUTOB —
3060/mm?, KosmmyectBo Tpombormros — 106 000/Mm?, B
Ma3Ke repudepndeckoil KpoBY — TPOMOOLIMTOIIEHN,
JIEVIKOIIeH) A, HOPMaJIbHBIE SpUTPOIUTEL ManapniiHeli
mapas3ut obHapysKeH He ObLI. @ YHKIIMOHAJIBHBIE TPOOBI
IIeYeHN: YPOBEHb O0IIero 0MaMpyOuHa B CHIBOPOTKE
kpoBu — 1,1 Mr/nj, akKTUMBHOCTE CBIBOPOTOYHOI acrap-
TaT-TpaHcaMyHasbel — 9,6 ME /1, cbIBOpOTOYHON aJa-
HyH-TpaHcamuuassl — 10,5 ME /i, a menounon goc-
darasel — 75 ME /. IIpu acumpanmuy KOCTHOIO MO3Ta
OTMedYeHbI TUIIEPIIas3ua SPUTPOUIHOTO POCTKA C HOP-
MOOJIaCTHOJ peakmyeli 1 OTCYTCTBIME aHOMAJIBHBIX KJle-
TOK, TeJlel] JIeMIIMaHNy VIV MaJIAPUIIHBIX I1JIa3MOV-
eB. HBsAg, autu-HCV, ANCA, ASMA u cepoJsornsa
MaJIApUM OBLIN OTPUILIATEJIBLHBIMU. Y POBEHb B KPOBU
anbda-1l-anTurpuncuua cocrasisaa 2,01 r/

IIpu ypTpa3ByKOBOM JICCJIEIOBAHNY $KIBOTA BBIAB-
JIeHbl HOpMaJIbHAA KapTIHA [Ie4eHM, II0UeK Y HOpMaJlb-
HBIII KaJuOp BOPOTHON BeHBI 0e3 IPM3HAKOB aCI[UTA.
OHIOCKOIINA BEPXHETO OTAeJa ¥KeJIyJOIHO-KUIIIeIHOTO
TpaKTa II0Ka3aJja BapMKO3HOe pacIIipeHe BeH IuIle-
Boga III crenenn. VcciemoBaHme rJjas IeJIeBO JaM-
II0J1 aJi0 HOpMAaJIbHble Pe3yJbTaThl. IIpoTpoMOnHOBOE
Bpema u MHO (mexayHapoaHOE HOPMAaJM30BaHHOE
OTHOIIIEHNE) TaKsKe ObLIM B IIpefesaxX HOPMbL Ilpn
KOHTPACTHOM KOMIIBIOTEPHOI TOMOrpacuy OPIOIIHO
IIOJIOCTY BBIABJIEHBI IIPUB3HAKY XPOHNYECKOI IIeYeH0Y~
HOJ HEIOCTAaTOYHOCTHM 0e3 KaKoro-yimdbo HOBOOOPaso-
BaHMA U CILJIEHOMETaJINV, pacllipeHHble BHyTpUIIede-
HOYHBIE jKeJIYHble IIPOTOKY, OCOOEHHO B IIPaBOil JI0JIe,
¥ MHOX€CTBEHHBIE ITIOPTOKABAJIbHbIE IIIYHTHI, 0COOEHHO
BOKPYT CEJIe3eHKIL

Bruoncusa neuenn BuIABMIIA HAPYLIIEHHYIO aPXUTEK-
TYpy TKaHU IIeUeHM, COCTOSIEell 13 y3eJIKOB PasHbIX
pasMepoB, OKPY KEHHBIX (PMOPO3HBIMM IIE€PETOPOIKAMIAL.
Ha BOJIOKHMCTBIX IIEPEropoAKax OTMEYaJNCh PaCIIIy-
pEeHHbIe KeJIIHbIe IIPOTOKM ¥ BbIpasKeHHAA XOJIAHIMO-
aapHaa nposndgepanna Ha ¢pubposubix neperoposn-
KaXx OIpezesiaiach He3HAYMUTEeJbHAA BOCIAJUTEbHAA
nHpuIpTpamma. Habmronanace He3HaYnTeIbHAA NI~

TauyA MEYKI0JIBbKOBBIX IIPOTOKOB. OTH IVICTOJIOTMYECKIIe
npu3Haky noATBepanau auaraos3 BAIT u BepoATHOCTD
HeaKTMBHOrO 1uppo3a. Bo Bpemsa npebbiBaHnA B 6056~
HHUIIe y NaIyieHTa aKTUBHBIX KPOBOTEeUYeHNIl He OBLJIO.

Sromy OoJIbHOMY OblyIa IIpOV3BeZeHa TPAHCIIJIAHTa -
1A ITIeYeHN OT KMBOTO JoHOopa. IIponienypy BBITOTHAINI
6e3 KakMx-y1b0 OTKJIOHEHMI OT CTAHAAPTHOI MEeTO-
VKL

Y moHOpa Omeparyio OCYIIEeCTBJIANN C MCIIOJIb30-
BaHMEM J-TI00OHOTO paspesa, KOTOPbBIM BKJIOYAET
BEPXHECPEAVHHBIN 1 IPaBOCTOPOHHMIT ogpebepHbIit
paspessl Ilocse paccedueHnsa CeprOBUAHON CBA3KU C
TIOMOIIIBI0 BJIEKTPOKOATYJIATOPA PaCCEeKAN TPEYToJb-
HYIO CBABKY ¥ MOOMJIM3MPOBAJN MIPABYIO IOJIO IIede-
Hu. OnpesiesisAay MecTO BIIaJeHNA [IPaBOJ IIeIeHOYHO
BEeHBbI B HIDKHIOIO IIOJIYI0 BeHy, IIPAaBYIO JOJIIO IIedeHN
OTZIEJIAJIM OT HUMKHEN MI0JIOV BeHbI C ITIOMOIIIBIO TeXHI-
ku "piggy-back". Mobnnmsanmio IpaBoii IeYeHOIHOI
BEHBI 3aBepIIIaJ II0CJe PacCedeHa rellaToKaBaJIbHOM
cBasku (Maxkkyun).

B 1jen1ax yTOYHEHNA aHATOMUM SKeJYeBbIBOLAIINX
IIyTel BBIIOJHAIN XOJELVICTIKTOMMIO M MHTpaoIepa-
LMOHHYIO XOJIaHTMOTPaduIo.

ITocsie MoOMIM3aIMM IPaBOJ II€UEHOYHON apTepun
VI IIPaBOJi BOPOTHOI BEHBI JJIA MAeHTU(MUKALINY IIPAaBOL
V1 JIEBOJI JIOJIeV] IIeUeH) KPaTKOBPEMEHHO ITepesKMMaIIN
cocynpl, onpenesanu guuuio Kantle, 3aTem ¢ momorsio
BJIEKTPOKOATYJIATOPa IIPOBOANUIN JIMHUIO paspes3a OT
JIOKA $KEeJYHOIO IIy3bIpA JO MecCTa BIIaJeHU: IIPaBOil
IIe4YeHOYHOJ BEHBI B HVLKHIOIO II0JIyI0 BeHy. Ilapenxumy
TIeYeHy PacCeKaJ ¢ IIOMOIIbIO YIbTPa3BYKOBOIO acCIn-
patopa "CUSA" (ValleyLab, Bouldr, CO, CIIIA).

Paspesanm cocynnucTtble CTPYKTYPbI U OIIpeNeJIain
MEeCTO IepecedeHNus [IPaBOro IeYEeHOUYHOIO IIPOTOKA B
COOTBETCTBUM C JAHHBIMU paHee IIPOBEEHHON XOJaH-
ryorpadun.

Ilopanox mepecedyeHMA CTPYKTYp remnaTonyone-
HAJIBHOV CBSABKM ObLJI CJIEAYIOIIVM: YKeJIUHbIN IIPOTOK,
aprepusd, BOPOTHAA BeHa. 3aTeM 3a0MpaJy TpaHCIIJIaH-
TaT AJIA IOATOTOBKMU K IIepecaiKe.

ITpoyedypa "back-table". TpaHncrianTaT IPOMBIBA-
au pactBopoM I'TK (ructuanu-TpunTodaH-KIETOTIII0-
Tapar), BBeJEHHbIM depe3 BOPOTHYIO BEHY, KeJIIHBIN
MIPOTOK — M30TOHMYECKVM PAacTBOPOM HATPUA XJIOPIUAA,
YTO BasKHO IJIA MAEHTUQUKAIMY OTKPBITHIX Y HAXO-
IANMXCA Ha [TIOBEPXHOCTM pasdpesa MeJKNUX KEJTIHBIX
NIPOTOKOB. BBMUAY HaJIMuMA TOJBKO OLHOTO IIPAaBOTO
JKEJIYHOTO IIPOTOKa IIJIACTMKM B HAHHOM CJydae He
IoTpeboBaJIOCh.

Onepayusa y peyunuenma. Ilocse pacceuenns cep-
TIOBUIHOV CBABKMU IIepeceKasyt IPaBylo, JIEBYIO Tpe-
YTOJIbHBIE VI BEHEUHYIO CBABKM, & TaKMKe JKeJIyJOuHO-
IIeYeHOYHYIO CBA3KY; 0CBOD0K AN KBAAPATHYIO SOJIIO,
MOOMJIVIBUPOBAJIN JIEBYIO JIOJIIO II€YEHN. 3aTeM IIPOBO-
ATV AVICCEKLIMIO BOPOT IedeHy. B oTimane ot TpymnHOi
Iepecajiky MedYeH! B IeJIAX COXPaHEeHU:A DJIEMEHTOB
CBA3KM JIOCTATOYHO AJIVMHHBIMMU UX IIepeceKajii MaK-
CUMAaJIbHO OJIMBKO K BOpoTaM IedeHn. J[o 1oJsiHoro yua-
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JIEHVIA TIeYeHV He0OXOAMIMO COXPAHATH I[€JI0CTh BOPOT-
HOJI BEHBL 3aTeM C IIOMOIIbIO TEXHUKM 'piggy-back"
BBIZEJIAN PETPOIIEYEHOYHBIN CEIMEHT HIKHEN TT0JI0i
BeHbL Ilocse mepecedeHus BOPOTHO! BEHbI HAKJAIbI-
BaJIM 3aKMMBbI HA [I€YEHOYHbIE BEHBI U TAKUM 00pas3om
3aBeplIaay renatokToMuio. Bensr cermenToB V u VIII
IepecasKBaeMoro oprasa Ha mpornenype "back-table"
obpenuuann. [Ipu 3ToM 1cnonb30BaN GOJIBUTYIO IO~
KOYKHYIO BeHY, KOTOPYIO aHACTOMO3MPOBAJII K HUYKHE
I10JI0J1 BEHE PeLUIIVEHTa 110 TUITY «KOHeIl B 60K» ¢ Ipu-
MeHeHreM HUTHU npoJieH 5.0. [lyia anacTomosa BOPOT-
HOJI BEHBI UCII0JIb30BaJ M IIpoJeH 6.0. C moMOIIbI0 HUTK
eticon 8.0 HakJyanbpIBaJM aHACTOMO3 Ha MeYEHOYHYIO
aprepuio. BumapHblii aHACTOMO3 HAKJAIBIBAJIN 110
TUITY «KOHEI| B KOHeI» HUTbIO IpoJieH 6.0, Ha 3aJIHIO0
CTEHKY — HEIIPePBLIBHBIMI, & Ha IIEPEIHIOI0 — Y3JI0BBIMU
LIIBaMIL

0Gcy:rnenne

B®II — pexnkxoe ayToCcOMHO-peliecCUBHOe 3a00-
JIeBaHIUe, oIpefesieHre KOTOPOTo C(POPMYyJIMpPOBa-
HO Keppom B 1961 r. KnnHn4ueckn oH IpoABIIsAeTCA
cocTosAHMEM, IIpu KoTopoMm Habmiomaerca IIT' Ges
3HAYNTEJIbHOTO HapyLIeHNa (PYHKIVM IIeYeHN VI
nouek [1]. Cayuanm BPII Oblm M3BECTHBI BO BCEM
Mype, HO TOYHAsA YacToTa BCTpedaeMocTy 3abo-
JeBaHua HemsdBecTHa [2—7]. BPII 0O6bIuHO MMeeT
ayTOCOMHO-PEeIeCCHBHOE HACJIeIOBaHNMe, U CPOK JI0
Pa3BUTHA €TI0 IIepBOHaYaJIbHbIX HpOHBJIeHI/If/i MOMXKeT
COCTaBJIATbL OK0JIO 3—6 Mecsies. CuMIToMbI 60JIe3HI
MeHATCA B npenesax 1,8—14 jet [8], oObIuHO eii
comyrcTByeT IIT', mpu KOTOPOI MOYKM BOBJIEKAIOTCA
B IIpoIfecc C moBpeskaeHrneM menee 10% KaHaJbIEB.

BousibHbIe 00BIYHO aCHMIITOMATUYHBI B CPOKM IO
5—7 set, noka npoasyerHuda IIT' niamu xosaHruTa He
IPUBENYT K AVIATHO3Y. Y CTAHOBJIEHO HECKOJIBKO KJIV-
HUYECKUX (POPM, KOTOpPBIE 3aBUCAT OT Pa3JIMIHO-
ro npeobsanauua IIT' 1 xojmauruTta. XO0JIaHTUTHAA
dopma BPII Gosee Taxkesasa 1 0OBIYHO BO3HUKAET B
IO3JHEM JeTCKOM Ji0o B 3peJsiom Bo3pacte [9]. Blyth
n Ockenden [10] paszgennau cBOMX HalMEHTOB Ha
YeThIpe I'PYNIbL [IepUHATAJbHbIE, HEOHATAJbHEIE,
VH(AHTUIJIbHbIE U IOBEHUJIbHbIE — B 3aBUCUMOCTHM OT
BO3pacTa, Py KOTOPOM IIPOABUJINCH KJVHUYECKNE
IPU3HAKIUL.

BoBuleueHne 1o4uex B ITaTOJIOTMYECKUII IIPOIleCcC
MaKCMUMaJIbHO B IIE€PUHATAJIBHON TPyIIITe OOJbHBIX
¥ MUHVMAJIBHO B IOBEHIJIBHOM. Y HaIIlero IalyeHTa
Habmromasace IIT" 6e3 Kakux-amnb0 KIMHNYECKUX VIV
TUCTOJIOTMYECKUX IIPMU3HAKOB XOJIAHTUTa M II04YeY-
HBIX aHOMaJININ.

Kunaccngeckne npoasnerua BPII — aTo B3nyTne
SKMBOTa [4], remaTeMe3uC MM MeJIeHa, OTCTaBaHVE

B Pa3BUTUMN, KEJTyXa, aHEMUA C TellaToMeraJn-
el u crimenomeraaueit [1, 8]. Dpyrumu ocobeHHO-
cramyu BPII apnaroTca 6oy B 3KUBOTe (MHMAPKT
ceJIe3eHKN), JIMXOpagKa (XOJIAHTUT B pacIIMpeH-
HBIX IIPOTOKax), acuut u T.1. [2—5]. BPII ocobernno
accoIMmupyeTcsa C JeTCKOI ITOJIMKIICTO3HOM OoJes-
HbBIO IIOYEK JJIM AujaTalyell BHYTPUIIeYeHOYHbIX
SKEJIYHBIX IIPOTOKOB (Oose3ub Kaposm) [1]. Anaruos
OCHOBaH Ha XOPOIIO COXPAaHMBIINXCA (PYHKIMUAX
IIeYeH, TUIIePCIIJIEHN3Me, ITOBBIIIIeHNN aKTUBHOCTHI
111eJIOYHON pocdaTasbl ¥ raMMa-TIIyTaMIITpaHche-
passl [1, 5]. JpyruMmy HapyIIeHUAMM, acCOLMMPO-
BaHHbIMU ¢ B®PII, aBidAioTca ceMelHas AMCILIA3UA
VBmapka, cuanpom Mekkesica, aTpesus BJarajmniia
” Takoe penxoe 3aboJsieBaHME IIOYEK, KaK ITOJIMKM-
CTO3 B3POCJOTO THUIA, UIM He(PPOHOPTUINUC, CUH-
npoMm JIsxeHyHHe, TyOepKYJI€3HBIN CKJIEPO3 U T.I.
OTH yCJIOBUA OBLIV MCKJIIOUEHBL.

B mamem corydae orcyTCTBOBAJIM APYTE KIVHYI-
JecKye NIPU3HAKM/TIOPOKY Pa3BUTHKA, CBA3AHHBIE C
STUMM COCTOAHUAMIL

Kemunple ramaprTombl (KoMIIJIeKcHl (POH
Meiienbepra) gacro cBasausl ¢ BPII u obHapy-
SKMBAIOTCA IIPU TUCTOJOTUYECKOM JICCJIeIOBAHUI.
SaKJII0YNTEJIBHON YacThIO0 ITOCTAHOBKM AMarHO3a
ABJIAETCHA OMOIICUSA [IeYeH!U, KOTopasd II0Ka3biBaeT
11oJiochl (pUOPO3HBIX TKaHEl, YacTo CojAepsKalle
JIMHEVHBbIe MJIY KPYTOBble IIPOCTPAHCTBA, BHICTJIAH-
Hble KyOMdeckuM snurenmeM. Pasnmdaror aud-
y3HBIIT TOpTaJbHBI (P1OPO3 U MePnIo0yIAPHBII
¢ubpo3s, HO OH He MCKAKAET JOJIbYaAThIE CTPYKTYPBL

Ha ocrpoBrax ¢pnbposa HeT HMKAKMX BOCIIAJIVI-
TeJbHbIX M3MEHEeHU, a pereHepaTUBHbIE Y3eJKNU
OTCYTCTBYIOT My ux majo [8]. @opmy xosaHrura
B®II tpyaHo oTsiantek ot 6ose3un Kaposn, xapak-
Tepusylolelica HeOOCTPYKTUBHON AyyaTalell BHy-
TPUIIEUYEHOYHBIX $KEJIYHBIX ITyTel, KOTOPbIe BBITJIA-
JIAT KaK M30JIMPOBaHHAA aHOMa A 6e3 IIopTaJbHOTo
¢pubposa. ITO yKa3bIBAET HA CHEKTP BPOKIEHHO-
ro 3aboJIeBaHNA YKEJIYHOTO JlepeBa C IIOPTAJbHBIM
(pmuOpo30M M ITPOTOKAMM HOPMAJIBHOIO KajauOpa Ha
OZHOM KOHIIE I MHO’KECTBEHHbIEe BHYTPUIIEUEHOU-
Hble, a’Ke BHEIIeUeHOUHbIe, quiaTanun 6e3 pudpo-
3a — Ha gpyrom. IlepekpriBanne BPII u GosesHn
Kapoau 0Ob1710 moaTBEPIKAEHO IMCTOJIOTMYECKUMU
uccyenoBanuaAMu [9]. BoadMokHOCTU JiedyeHUA U
mporHo3 BPII 3aBMCAT OT BOBHMKHOBEHUA aJIIMEH-
TApPHOT'O KPOBOTEUEHM A, BTOPUYHOTO II0 OTHOIIIEHVIIO
k IIT. B mo3gHeM nieTckoM Bo3pacTte OprorHad 60Jb,
XOJIAHTUT ¥ OCOOEHHOCTM IMIIEPCILIIEHN3MA YyCJIIOMK-
HAIOT IpobJiemy. IIporao3 MosKeT ObITh 3HAUNTEJIEHO
YJIY4IlleH IyTeM LIYHTUPYIOIEro XMPypruiecKoro
BMeIIaTeJIbCTBA, OLHAKO BBIXKMBAEMOCTb Y HEKOTO-
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PBIX MAIEeHTOB MOYKET ObITh OrpaHMYEeHa CTEIIEHbIO
o4evHoil HeyocTaTounocTu [10].

B namem cirygyae BeIOOD JieueHNUs — TPaHCILIAH-
TaIA [IeYeH) OT YKMBOTO POJICTBEHHOIO JOHOPA.

1. BDII — penko BCTpedaroIeecs ayToCOMHO-pe-
LeccuBHOe 3aboJieBaHMe, YacTO CO CIIyTaHHOI KJM-
HIYECKOJ KapTMHOM, eIVIHCTBEHHBIM IIPOsBJIEHVEM
KOTOPOro ABJAI0TCA npuaHaky 1T

2. OKOHYATEJILHBIM IIOATBEPIKIAEHMEM IMarHo3a
ABJAIOTCA Pe3yJbTaThl OMOIICUN TI€YEeHM C IUCTO-
JOTUYECKMM MCCJIeJOBaHMEM, yKa3bIBalolIVe Ha
HaJIM4ye XapaKTePHbIX MIPU3HAKOB IIEPUIIOPTAIIb-
HOro pmbpoza (PrUCYHOK).

3. HacTo eMHCTBEHHBIM U $KM3HECOXPaHAIOIIVIM
meTonoM JeueHns BPII apiaerca oproTonmudeckas
TPaHCIJIAHTAIVIA IIeYeHN.

PucyHok. N'mctonornyeckoe uccneposaHue. ®parmeHTt
NeYeHU C HapyLUEeHHON apXMTEKTOHWUKOM, COCTOsILLEN U3
Pas3nMyHbIX Pa3MepPoB Y3€eJKOB, OKPY)XeHHbIX (hu6pOo3HbIMMU
neperopoaKkamu
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