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STUOAOTIUSA, NATOTEHE3
U MOPPOAOTUA BUAUAPHOWN ATPE3UM
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PrBY «PHLL TOAHCMAGHTOAOTUM M MCKYCCTBEHHBIX OPrAHOB MMEHM aKaaemmka B.A. LLIiymakosan
MwH3ApaBa Poccum, . MOCKBa

BunmapHas atpe3ust mpeCcTaBIseT co00M BOCIATUTEILHO-(UOPO3UPYOIINHN MIPOIIECC, MOPAKAFONIUN KaK BHE-
MICUCHOYHBIC, TAK M BHYTPUIICUCHOYHBIC JKEITYHBIE MPOTOKH. BhIIEISIFOT ABe (hOPMBI OMIIMAPHOM aTPE3UU: M-
OpHOHAIBHYIO, aCCOMUHUPYIOUIYIOCS C JPYTUMH aHOMAIMSMHU BHYTPEHHUX OPraHOB, M MEPUHATAIBHYIO, MPH
KOTOPOW OWITMapHasi aTpe3us SBIISCTCS H30JMPOBAaHHON. brurapHas arpe3us SBJISIETCS FeTePOreHHBIM 3a00JIeBa-
HUEM, BOBMOXHO, KaK UCXO/] pa3JIMYHBIX 3TUOJIOTMYCCKUX Q)aKTOpOB, HauOOJIbIIIEE 3HAYEHUE U3 KOTOPBIX UMCCT
TCHETHYCCKas NpeaApaciioioKEHHOCTb, BUPYCHAasA I/IH(beKI_II/ISI, COCYOMCTBIEC U TOKCUYCCKUEC q)aKTOpBI, a TaK¥XKe
JTUCPETYISINS IMMYHHOU cucTeMbl. K xapakTepHbIM MOp(]OIOTHYecKUM N3MEHEHHSIM TIeUeHH MPH OMIrnapHOn
aTpe3ur OTHOCSITCS: 3aCTOW JKEIYM B TelaToOIMTaX M JKEIYHBIX MPOTOKAX, MPOIU(EPAIHs KEITIHBIX TPOTOKOB,
TUTAHTCKas TpaHC(OPMAIIHS TENATOIIMTOB, TOPTAIBHBIA U MEPIIIO0YISIPHBIN 0TeK 1 pudpo3. [1o mepe mporpec-
CHUPOBaHUSI MATOJIOTMYECKOTO MPOIIECca MOSBISICTCS TYKTONEHHSI, 1 GUOPO3 TepexXoauT B uppo3. [Ipu smOpHo-
HAJILHOU (hopMe MOP(OIOTHUECKHU BBISBISIOTCS MOPOKH PA3BUTHS TYKTAIBHBIX TNIACTUHOK, YTO SBISIETCS BaXK-
HBIM JIMArHOCTHYCCKUM KpuTepreM. [IporHo3 OuinapHOi aTpe3ur 3aBUCHUT OT (hOPMBI 3a00JICBaHMUs, BO3pacTa
MAIUEHTOB W BUJIa XUPYPTUUIECKOTO JICUeHUsI. B HacTosmiee BpeMst XUpypruieckoe JeUeHHe BKIIUAeT B ceOs
JIBA dTara: MAJIMATUBHAS IOPTOSHTEPOCTOMHUS, OCYIIECTBIsIeMasi B HEOHATAIbHOM MEPHOJIC, U MOCICTYFOIIas
TpaHCILIaHTanus nedeHu. OHAKO MPEIIMOYTHTEIBHEE OJJHOATAITHOE JICYCHUE — TPAHCIUIAHTAIUS ICYCHU.

Kniouesvie cnosa: 6uﬂuapyaﬂ ampesus, 06Jmmepauu;1 BHENEYEHOUYHDBIX IHCENIUHbIX NPOMOKOe, gbu6p03 nedenu,
nopmosHmepoCcmomust, mpancnianmayusl ne4eru.

ETIOLOGY, PATHOGENESIS
AND MORPHOLOGY OF BILIARY ATRESIA

Iryshkin O.E., Ilyinsky .M., Tsirulnikova O.M., Gautier S.V.
Academician V.I. Shumakov Federal Research Center of Transplantology and Artificial Organs, Moscow

Biliary atresia is an inflammatory fibrosing process, which invades both extrahepatic and intrahepatic bile ducts.
There are two forms of biliary atresia: embryonic form, associated with another visceral malformations, and
perinatal form, which is an isolated disease. Biliary atresia is a heterogeinc disease which may appear as a result
of different etiological factors, the most important of them are genetics, viral infection, vascular factors, toxins
and disregulation of immune system. The characteristic morphological features of biliaryatresia are: intracellular
and ductular cholestasis, ductular proliferation, giant cell transformation, portal and perilobular oedema and/or
fibrosis. As the patalogical process progresses, ductopenia appears, and fibrosis turns to cirrhosis. Embryonic
form mophologically manifests with ductal plate malformation is, what is an important diagnostic criterion. Pro-
gnosis of biliary atresia depends on form of disease, age of patient and type of surgical operation. Today surgical
treatment includes two steps: palliative portoenterostomia, performed in neonatal period and further liver trans-
plantation. However liver transplantation is more preferable as first and single-step treatment.

Key words: biliary atresia, obliteration of the extrahepatic biliary tract liver fibrosis, portoenterostomia,
liver transplantation.

bunuapHasi arpesusi — peakoe 3a00JieBaHUEC HEWM3-  SIBIISICTCS B IICPUHATAIBHOM MEPHOJC U MOPAXKAET Kak
BECTHOTO TPOHMCXOKICHUS, KOTOPOE XapaKTepPH3yeTCcss  BHEIEYCHOYHbBIE, TAK ¥ BHYTPUIICYCHOUHBIC JKEITYHBIC
obOmuTeparueil KerdeBpIBOAIMNX MyTei. OHO Tpo-  MPOTOKH, MPHUBOAUT K BTOPHYHOMY OMIIMApHOMY ITHP-
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po3y, MEYCHOYHONH HEJOCTATOYHOCTH U B KOHEUHOM
UTOTE, MPU OTCYTCTBUM JICUCHUS, K CMEPTH B TCUCHHE
MIEPBBIX JIBYX JIET XKU3HU [8]. Y HOBOPOXKIECHHBIX ACTEH
HamboJIee 4acTo BCTPEYAETC s aTpe3ns Hapy KHBIX Kell-
YEeBBIBOJSIIIIUX TIPOTOKOB C pa3HOOOpa3HBIMU BapHaHTa-
MU ux ooctpykuuu [1, 11]. bunuapnas arpesus BcTpe-
YaeTcs yalle y AeBOYCK, ueM y MajpaukoB [ 10, 43].

3aboneBacMOCTh ~ OWIHMApHON  arpe3meid  Ha
100 000 HOBOpOX/IEHHBIX KoJeOneTcs oT 5 B Hunep-
naugax, 5,1 Bo ®pannuu, 6 Ha bpuTaHCKUX OCTPOBAX,
6,5 B Texace, 7,4 B Atinante, CIIIA u B SIlnonun 10 10,6
Ha ["aBaitsax [11]. 3abonmeBaeMoCTs OMIIHAPHOI aTpe3u-
et Beimre B Slmonnu u Kurae — 1 Ha 9600 mo cpaBHe-
Huto ¢ EBponoit — 1 Ha 16 000 HOBOPOXACHHBIX AETEH
[35]. [To manubpM Baumann, Ure [8], 3a0oneBaemMocTh
OmnmapHoi arpesner coctaBiser 1-15 Ha 18 000 Ho-
BOPOKICHHBIX.

B Hacrositiiee Bpemst BBIICISIOT JBE (OPMBI OMITH-
apHOH aTpe3uH: 3MOPHOHANBHYIO (CHHIPOMHYIO) H
MepUHATAIFHYI0  (HECHHAPOMHYIO). DMOpHOHAIbHAs
OmnmapHasi arpe3ws COIMYTCTBYET TaKUM BpPOXKICHHBIM
3a00JIEBaHUSM, KaK ITOJIMCIUICHUSI, aCIJICHHUS, aHOMAJIUH
cep/lia U OpraHOB OPIOIIHOMW MOJIOCTH — TPAHCIIO3UITUS
BHYTPEHHUX OPraHOB, OTCYTCTBHE PETPO-TICUYCHOYHOM
HIDKHEW TI0JIOM BEHBI, KHIIeYHas MaibpoTarus [9].
CunzapomHas OwmapHasi aTpe3ust BCTpedaeTcsi OTHOCH-
TeIbHO penko, B mpenenax ot 10% [11] mo 19,8% Ha-
omronenutit [26]. [lomucruienus siBnsieTcst Harbosee pac-
MIPOCTPAHEHHBIM BHETIEYEHOYHBIM TIOPOKOM Pa3BUTHS B
rpyrmme aereit ¢ OunuapHoit arpesueit [9, 14]. Ilepuna-
TaJjbHas OWITMapHas aTpesus, MPH KOTOPOil UMEET MECTO
TOJIBKO TIOPAYKEHNE TeTaTOOMIINapHON CHCTEMBI, BCTpe-
gaeTcs ropaszno yaimie, B cpeaHeM y 90% maimeHTos.
VY nerelt ¢ atoit popmoii 3aboneBaHus B TeueHue 1-—2
MeC. C MOMEHTa POXKICHUs Pa3BUBAETCS CTOMKHUIA XOJre-
cta3. OOBIYHO ATO NOHOIIEHHBIC JCTH, ¢ HOPMAILHOU
Maccoi Tena. JKenryxa, Kak MpaBiio, HAOIIOMACTCS TO-
cie epuosa (usnonornyeckor Omwmpyonsemun [11].

bbuto  mpemiokeHO HECKONBKO ~ XHUPYpPrHYECKUX
Kiaccupukanuii OunmapHoi arpe3mn. Hawmbombimee
pacipoCTpaHeHUE MOTYIHIH (hpaHITy3CcKast U STTOHCKAs
KJ1accu(UKaIK, KOTOPbIE OCHOBAHBI HA OCOOCHHOCTSIX

aHATOMUYECKON CTPYKTYphI BHEIICUCHOYHBIX JKEITTHBIX
nyteid. [lo ¢paniy3ckoil kiaccuukanyuy pasznnvaioT
4yeThlpe THUMa OWiIMapHOW arpe3nu. SMOHCKOHM acco-
nuanueit aerckux xupypros (JAPS) Ovbina nmpemnokeHa
KiaccuduKkalys, OCHOBaHHAs Ha BapHaHTax OOJHUTe-
panuy Hapy>KHBIX JKEITYHBIX MPOTOKOB M BKIIIOYAIOIIAS
Tpu THna. [Ipu 1-M Tume umeercs arpesus Ha ypOBHE
00111er0 KETYHOTO NPOTOKA C COXPAHEHHBIMH I1€4EHOY-
HBIMH [TPOTOKAMH U JKEITYHBIM TTy3bIPEM (JHCTATLHBIH
BapuanT — 10% Habmonenuit). Tun 2 xapakrepusyercst
obnurepanueil Ha ypoBHE 00LIEro MeYCHOYHOTO IPOTO-
Ka C COXPaHHBIMHU IIPABBIM H JIEBBIM IIE4EHOUYHBIMHU IIPO-
TOKaMH (TTPOKCUMAaJILHBIN BapHaHT — 2% HaOIIONEHHIA).
Tun 3 sBisieTcss camMbIM paclpOCTPaHEHHBIM, OKOJIO
90% HaOIIONIEHHIT — aTPE3HsI BCEX OT/ICIIOB KEIUYEBhIBO-
Jsiux mpotokoB [ 11, 41]. Ommuus $ppaHIy3cKoi Kiac-
cu(hrKanny OT STOHCKOM MPENCTaBICHBI B TAOIHIIC.
Itnosaorus. [[pyyrHb BOSHUKHOBEHUS OMITHAPHOI
aTpe3uy OCTalOTCsl 0 KOHLA He scHeIMU. [latomoru-
yeckuid Mop(oreHes OMIMAPHOTO AEpeBa MPHU I'€HETHU-
YECKHUX HapyMIEHUSIX pPacCMaTPHUBAIOT KaK ITHOJIOTH-
yeckuid (paktop >MOpHOHAIBHON (HOPMBI OHIHAPHOM
arpe3un. B pabdore Smith et al. [43] onucansl peaxue
CeMEeWHbIe CiTy4yan OMIMapHOU arpe3un. Takke mpaBo-
MEpPHOCTh T'€HETHYECKOH THUIOTE3bl KOCBEHHO IIOJI-
TBepxkaaeTca TeM, uto y 10-20% nmereit ¢ OunmapHoi
aTpe3ueil IMEET MECTO COCYIIECTBOBAHHE APYTUX aHO-
Majguii BHYTPEHHUX OpTaHoB [26]. DMOpHOHAIBHYIO
dopMy arpe3ur HapyKHBIX IKEITUEBBIBOJSIIUX IPO-
TOKOB CBSI3BIBAIOT C HapylleHueM Mop¢orenesa nz-3a
MYTalUid T'€HOB, PErYIUPYIOLINX PA3BUTHE JKETUHBIX
npotokoB [33]. OmHako B jmTeparype 0ojiee MUpPOKO
NPUBOJISITCS JaHHBIE O TOM, YTO OWJIMapHAas arpe3ust
SBJISIETCSl TPHOOPETEHHBIM, a HEe HACJIEICTBEHHBIM 3a-
Oonesanuem [11, 33]. Ilpu nepuHaTanpHON WK TPU-
obpeTeHHOW (GopMe OMIMapHas CHCTeMa Pa3BUBACTCS
HOpPMAaJIbHO, HO TIO3/IHEE OHa TIO/IBEpPraeTrcsi BO3JEH-
CTBHIO TIPOBOLMPYIOMINX (AaKTOPOB, MPUBOIAIIUX K
oOnuTepanny JKem4eBhIBOIAIIMX myTeid. Hambomnee
pacIpoCTpaHEeHHBIMU SBISIFOTCS clenyomue: 1) Bu-
pycHast HHPEKIHs; 2) TOKCHIECKOE BO3ICHCTBHE KO-
norudeckux (Gaxkropos; 3) AedeKTsl KpoBOOOpALICHHUS

Tabnuma
CpaBHeHnue (ppaHIy3CKOIl M SITOHCKOH KiIaccHPUKANMI aHATOMUYECKUX THIIOB
ousnmapHoi arpe3uu [11]
®paniysckast Yacrora Omncane YpoBeHb 00CTpyKITNH SInonckast

KJaccuQuKarys BHETICUCHOUHBIX JKEITYHBIX MPOTOKOB | KJacCcH(UKaIys
Tum 1 Oxono 3% | Arpesus orpanndeHa o0mum xemd- | OO )KeITIHbBIH TPOTOK Tun 1

HBIM ITPOTOKOM
Tum 2 Oxoo 6% | Kuctel B BopoTax nedenu codera- | OOuIuid Ne4YeHOUHBIN TPOTOK Tumn 2

I0TCSI ¢ TUCTpOo(HEel BHyTpHIICUE-

HOYHBIX XKEITYHBIX IIPOTOKOB
Tum 3 19% JKemuHblii 1My3bIpb, €ro MPOTOK U 00- | Bopora neuenu Tum 3

MM KETYHBIH MPOTOK COXPaHEHBI
Tun 4 72% [Tonnas BHeneyeHouHast OnnmapHas | Bopora nmeuenn Tum 3

arpesus
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B (peTaIbHOM M/WJIM IIPEHATAILHOM MepHoaax; 4) nuc-
perysnus IMMyHHOM cuctemsl [33, 39].

CTOpOHHUKH BUPYCHOH ATHOJOTHH OWIHMapHOU
aTpe3uy PacCcMaTpUBAIOT B OCHOBHOM TPH BHUJA BUPY-
coB — nutomeranosupyc (LIMB), poraBupyc u peoBu-
pyc. OnHako pe3yabTaTbl ITHX HCCIEAOBAaHUI BecbMa
MIPOTUBOPEYMBHI U HEyOeIUTEIIbHBI.

Fischler et al. [19] coobmmmmm 06 acconmanuu Ou-
JMAPHO aTpe3rH ¢ IIUTOMETATOBUPYCHON HH(EKIIHEH;
oHHU obOcnenoBanu 21 peGeHka ¢ OMIMapHOU aTpesuneit
Ha Hanuuue [IMB ¢ momoiipio pa3iauyuHbIX BUPYCO-
JIOTMYECKUX METOIOB MCCIICAOBAHUS, BKIHOYAIOLINX
ceposoruio u 6uoricuio nedeHd. OJHAKO B CBIBOPOTKE
KpoBHU TOJIbKO BochbMH (38%) u3 21 pebenka ObLTH BbI-
sBJIEHB! aHTUTeNa kinacca [gM x [IMB, a ¢ nomouisto
nmommMepasHoit menHor peaknuu (I1LIP) B OwmomnTa-
Tax medeHu Obiia oOHapyxkeHa JIHK IIMB Tombko y
9 (50%) u3 18 manueHToB ¢ GMIIMapHO aTpesueil.

Soomro et al. [44], o6cnenoBaB 33 peOcHKa Ha Ha-
mave LIMB-urdexnmm ¢ momompto metoaa I11P, BbI-
SIBWJTH, 9TO cToMKass [IMB-uHbekmus mpucyTcTBOBaIa
y 14 (42%) manmentoB. OQuUHHAANATE U3 HUX TAKXKE
nMenu nonoxurensusie [gM [IMB anturena.

Xu et al. [47] ucciaenoBaau 85 OHONTATOB IICUCHU
OONLHBIX OMITHAPHON aTpe3uei, TOTyUSHHBIX BO BpeMs
oneparuu Kasai; ucrnonb3osaiu [P ans BeisBaeHMsI
JHK Bupyca Onmreitna—bapp, [IMB u aneHosupy-
ca. B pesynbrate nposeneHHoro ucciaeaosanus JITHK
IIMB 6n11a oOHapyxeHa B Ononrarax y 51, aneHoBH-
pyca — y msTH, a Bupyc OnmTeiina—bapp — y Tpex u3
85 manmenToB. [lo MHEHHIO aBTOPOB, HHPHUIIMPOBAHNE
LIMB MOXeT CITy>KHTh UCXOIHBIM COOBITHEM B CTAHOB-
JIeHNW OWJIMApHOW aTpe3HH.

Taxke ocTaeTcsi CIOPHBIM BOIPOC O POJIH POTABH-
pyca tuna C B KauecTBe NPUUUHBI OMIMAPHOH aTpe3HH.
Riepenhoft-Talty [38] metomom I1LIP o6napyx)un PHK
poraBupyca rpymmsl C B TKaHAX MedeHu Jumb y 10 u3
20 NaIMeHToB ¢ OMITMAPHOW aTpe3HeH.

Glaser [22] onpezensist aHTUTENA K PEOBUPYCY THIIA
3 B CBIBOPOTKE JIETEH B BO3pACTE JI0 OJHOTO rojia, cTpa-
JIABIINX OMJIMApHOW aTpe3ueid, a TaKkkKe X Marepen. Y
63% nereit ObLIM BBISBICHBI aHTUTENA K 9TOMY BHPY-
cy. OnHako B nipyroit pabote [45] npu ucciiegoBaHUN
MetomoM [TL[P apXuBHBIX 00pa3oB OMONITATOB MIEUCHU
14 nereii c BHeneueHOYHON OunmapHoii arpesueir PHK
peoBupyca THmna 3 He ObuIa OOHApYKEeHA.

B kauecTBe 3THOIOrHYECKOro (akropa OUIHAPHON
aTpe3uy pacCMaTPUBAIN M BUPYC MaNMIOMBbl YeJIOBe-
ka. B gwactHocTH, Drut et al. [18] meTomom ITI[P moxa-
3aJIi BBICOKYI0 pacnipoctpaneHHocTs JIHK atoro Bupy-
ca B [ICYCHH MALUCHTOB C BHENICUCHOUYHON OMIMapHOI
arpesueti (y 16 u3 18 marueHToB), 4TO MO3BOIMIIO UM
CUUTAaTh, YTO BUPYC MAMMUIOMbI MOXKET CIIyXKUThb IIPU-
YHHOMN aTpe3uH JKeITUEBBIBOIALINX POTOKOB.

Tokcuueckoe BO3ACHUCTBHE IKOJOTMUYECKHX (PaKTO-
POB B MepHol OEpeMEHHOCTH pacCMaTpUBAETCsl B Ka-
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YeCTBE WHUIMUpYIOMmEero ¢Gakropa OmiImapHO# arpe-
3un B pabore Balistreri et al. [7]. OgHako aBTOpBI HE
NPUBOJST HUKAKUX CBUAETEIBCTB O CHEIH(YUICCKUX
TOKCHHAX, KOTOPBIE MOTJIN OBl MPUBECTH K Pa3BUTHIO
OuImapHOi aTpe3uu y JeTei.

B kadecTBe TpeThero MexaHu3Ma pa3BUTHUs OuIHap-
HOW aTpe3uu MOXKET OBITh MOPaAKEHHUE COCYIO0B TeraTo-
OMIMapHOM CHCTEMBI BO BPpeMs BHYTPHYTPOOHOTO pa3-
Butus. B uccnenosanuu Ho et al. [23] ObLiu BBISIBIICHBI
YTOJIICHHBIE, U3BUIMCTHIC U PACIIMPEHHBIC apTePUU B
OCTaTKax >KeTUEBBIBOSIINX IMPOTOKOB AETEH ¢ OWIH-
apHOU aTpe3uei.

B kadecTBe 4eTBEpTOro MPUUMHHOTO (akropa OH-
JIMApHOH aTpe3ny pacCMaTpUBAIOT HAPYILICHUS HIMMYH-
HOTO OTBETa y 3THUX NAalMeHTOB. bbUIO MOKa3aHo, 4TO
yactora HLA B12 u ramnorunoB A9-B5 u A28-B35
BBIIIE y JieTell ¢ OWimapHOW arpe3ueil 1Mo cpaBHEHHIO
C KOHTpoJbHOM rpymmoii. Yeennuenue HLA-B12 Obuio
HanOoJjee OYEBUIHO Y AETEH, KOTOpBIE HE HMEIOT acCo-
LHUAlUU C IPYTUMHU BPOKICHHBIMUA aHOMAIUAMH [42].

Jna ompeneneHuss pojM HE3aBHCHMBIX (DaKTOPOB
pucka OunuapHOW aTpe3nuu ObUIO TPOBEICHO HECKOIb-
KO SMHUJIEMHOJIOTHUECKUX HccnenoBannii. OmHako pe-
3yIBTAaThl HCCIEOBAHUN OBLTH TIPOTHBOPEYHBBHIMHU.
B uccnemoranum Yoon [49] Oblna mpoaHaau3upoBaHa
3a00sIeBaeMOCTh OWJIMApHOW arpe3ueid B ropoue Ar-
naHTte B nepuoj ¢ 1968-ro mo 1993 r. Beisineno 57 ne-
Tell ¢ OWIMapHOW arpe3mell. YCTaHOBIIEHO CE30HHOE
BO3pacTaHWe B TPH pa3a CIydaeB OWIMApHOHN aTpe3uu
¢ nexaldpst o0 MapT, 0 CPaBHEHUIO C TTOKa3aTeNsiMU B
MIEPUOJ C anpets 10 Hioib. 3aboneBaeMoCTh Oblia 3Ha-
YUTEIHFHO HIKE Y JIETeH eBPOICOHIHON Packl B OTIIH-
guu ot apyrux pac (0,44 mporus 0,96 rma 10 000 metei,
POJIMBIIMXCSL KUBBIMH), & TAK)Ke 4acToTa OMIIMapHON
aTpe3nn ObUTAa 3HAYNTEIIEHO HUXKE y JIETeH, POTUBIIHX-
Cd JOHOUIEHHBIMU, C HOPMAJIbHOM Maccol Teja mpu
poxxaeruu (> 2500 1), 10 CpaBHEHUIO C TOHOIICHHBIMHU
JIEThMH C HU3KoU Maccoit Tena (< 2500 r) npu poxjie-
Huu (0,75 mportus 2,62 wa 10 000 mereit, poquBIIAXCS
YKUBBIMH).

[TpoTHBOMONIOKHBIE PE3YIBTAThl ObIITH PUBEICHBI B
Oonee pannelt padore. B uccnenosanuun Houwen et al.
[25] oxBaueH npuUMEPHO TOT K€ BPEMEHHOU MEpUOJ, HO
0oJsee KOPOTKHA. ABTOPHI CPABHIIIH IIPOCTPAHCTBEHHO-
BpeMEHHOE pacmpezneneHne 89 ManueHToB C BHe-
MEYCHOYHOH OWIMapHON arpe3ueil, pOoxMBIIMXCS 3a
10-nernuii nepuoa B Hunepnangax, u 130 nauueHToB
C aHaJOTMYHBIM 3200JIeBaHWEM, POAMBIIUXCS MEXKIY
1969 u 1986 rr. B 3anagnoii [epmanun. AHaIU3 dTUX
JAHHBIX HE BBISBUII HUKAKUX JOKA3aTEIbCTB B MOJB3Y
TOT0, YTO YAaCTOTa 3a00JIEBAEMOCTH BHETIEUEHOUHOH O1-
JTMapHO aTpe3neil KojeOnercss B 3aBUCUMOCTH OT Bpe-
MeHHOTO (akTopa. Ha gacToTy 3a0071€Ba€MOCTH TaKkKe
HE BJIMSJIO MECTO POXKJICHUS MAI[FIEHTOB.

Takum 00pa3oM, UCXOAsl M3 JIAHHBIX JIUTEPATYPHI,
MOYKHO CJIEJIaTh BBIBOJ O TOM, YTO OHMITMApHAs aTpe3us
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10 3TUOJIOTHH SIBIISIETCSI TETEPOreHHBIM 3a00JICBaHHEM.
BosMoxHo, ee crieyeT paccMaTpuBaTh Kak OOIIHIA UC-
XOJI PA3JINYHBIX HAPYIICHUH.

IlaTorene3. OcHOBHBIE ATAIbI MOBPEKACHUS TIeUe-
HU y OOJNIBHBIX OMITMApHON aTpe3neil MOXKHO IpescTa-
BUTH CIICAYIOLIUM 00pa3oM: BOCHAIUTENIbHAS 00IUTE-
parysi BHETIEUEHOYHBIX KEITIHBIX MPOTOKOB BBI3BIBAET
XapaKkTepHOE MOpaXKeHHWE BHYTPHUIIEYCHOYHOTO OMIIH-
apHOTO JIepeBa, KOHEYHBIM PE3yJBTaTOM KOTOPOTO SIB-
JISICTCSl TIOBPSKJCHUE W JUCPYHKIUS TelaTOIUTOB,
pasButue (HuOpo3a, MEPEexXosAIIero 3aTeM B LUPPO3
nmeueHn. Balistreri et al. [7] mpemcraBwin maroreHes
OmIMapHOM aTpe3nu B BUAC CICAYIOMIECH CXEMEBI (pHC.).
[ToBpexaeHue oOMIEro >KETYHOTO MPOTOKA MPUBOAUT
K XOJIeCTa3y, KOTOPBIA BBI3BIBACT KAaCKaJ[ APYTHX Ia-
TOJIOTHYECKHX TMPOIECCOB: BOCIAJICHWE MapeHXHMBI
(«TIpeArpOTOKOBOE BOCIIAJICHUE), AKTUBAITUIO ITUTO-
KWHOB, HAKOIJICHUE M TOKCHUYECKOE BO3/ICHCTBHE TH-
Jpo(hOOHBIX KEITYHBIX KUCIIOT. DTO BEAET K o0IuTepa-
[IUU BHYTPHUIIEYCHOYHBIX KEITIHBIX IPOTOKOB, HEKPO3Y
TeaToIUTOB, (hHOPO3Y U MUPPO3Y TIECUCHH.

HOBpe)K,Z[eHI/Ie 00II[ET0 HKETIHOTO IMpOTOKa
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O6nurepanus xemdusix —> dubpo3 +— Hekpos remaronuTos
TIPOTOKOB

Iuppos

Puc. OcHoBHbIE 3Tambl MaroreHe3a OWJIMapHOW aTpe3uH,
MPUBOJAIINE K IUPPO3Y NeueHu [7]

OcCTaHOBUMCSI HECKOJIBKO TIOAPOOHEEe Ha Ka)JIOM
M3 MEXaHM3MOB I1aTOI€HE3a BHYTPUIICUYCHOUHOIO II0-
BPOXKJICHUS NPH OWJIMAPHOW aTpe3uu. 3acTOW JKEIdu
MIPU TIOBPEXKICHUN HAPYKHBIX JKEIYHBIX TPOTOKOB U
pa3nuyHble BPEAOHOCHBIE (PaKTOPBI (BUPYCHI, IIUTOKH-
HbI, MIIEMHS U JIP.) BBI3BIBAIOT BO BHYTPHUIICUYCHOUHBIX
JKEITYHBIX MPOTOKAX TOBPESKICHUE SMUTEIUOIUTOB C
BBICBOOOXK/ICHHEM HMX aHTUTEHOB, KOTOPBIC 3aTeM IIO-
TJIONIAIOTCS ICHIIPUTHBIMU KIIETKAMH M Makpodaramu
MOPTAIBFHBIX TPAKTOB. DTH aHTUTEHBI MPE3CHTUPYIOTCS
T-KJICTOUHBIM pELENTOPaM, YTO IPUBOUT K aKTUBAIUH
T-xnerok. CencuOwimsupoBanubie T-kietku audde-
PEHIUPYIOTCS B IUTOTOKCHYEeCKUE T-TM(pOIHTHI, KO-
TOpBIE BRIJIENSIOT ITATOKUHBI M BBI3BIBAIOT A00EpaHTHYIO
AKCIIPECCHUIO TIAaBHOTO KOMIUIEKCA THCTOCOBMECTUMO-
cti kimacca Il Ha KETUHBIX AMUTEIUANBHBIX KISTKAX
Y SHIOTEINH COCYIOB. B pesynmbsrare mpoucxoauT mpe-
3€HTAINS UX COOCTBEHHBIX aHTUTEHOB, YTO B KOHEYHOM
WUTOTe MPUBOJIUT K ICCTPYKTUBHOMY aCEITHUECKOMY XO-
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JIAHTUTY U TIOBPEXKICHUIO SHA0TEIHS cOocynoB. OKoHYa-
TEJIHHBIM PE3yJBTATOM 3THUX MPOIIECCOB SBISACTCS YHUY-
TOKECHUE MEKIO0JIBKOBBIX KETYHBIX MPOTOKOB [33].

JpyruM MexaHW3MOM IaTOT€HEe3a SIBIIETCS aKTH-
BaIUsl IUTOKMHOB, KOTOPast TIPOMCXOIUT TIPH TTOBPEXK-
JIEHUU SIUTEIUONUTOB BHYTPUIICUCHOUHBIX JKETIHBIX
MpOTOKOB. Takue MUTOKUHBI, KaK TPAHC(HOPMUPYIOLITHIA
¢axrop pocta (TGF-f) u TpomOounTapHsIii hakTop po-
cra (PDGF), B cBOTO 04epens akTHBUPYIOT KJIETKH KTO,
KOTOPBIE SIBIISIIOTCSI OCHOBHBIM MCTOYHUKOM KOJIJIareHa
B re4yeHu. Takum 00pa3oM, MOXKHO TPEATOJIOKHUTH,
YTO CHUTHAIIM3AlUsl W3 TOBPEKICHHBIX JIIHUTEIHAIb-
HBIX KJIETOK KEITYHBIX IPOTOKOB MOXKET MHUIIUNPOBATh
nporiecc Gudbpo3upoBanus [20].

TpeTbuM MeXaHU3MOM B pa3BUTHU OWIHAPHON
aTpe3uH SIBJSIETCS MATOTeHHOE AeicTBhEe TUAPOdoO-
HBIX JKETYHBIX KUCJIOT. bBITO MOKa3aHo, 4TO B MEUCHH
YeNIOBeKa C XOJIECTATUYCCKUMU OOJIC3HSIMU HaKarllu-
BaeTCs XCHOJIEOKCHUXOJIEBAsI KUCIIOTA M €€ KOHBIOTATHI.
Haxonenne XeHOIEOKCUXOJIEBOM KHUCIOTHI U €€ Mpo-
M3BOJIHBIX MPH XOJIECTA3€ MOXKET OBITh BAYKHBIM (PaKTO-
POM MOBPEKACHUS TENATOLUTOB. B BBHICOKMX KOHIICH-
TpaIysIX OHa MOXET BBI3bIBATH HEKPO3 KIIETOK ITEYCHH,
a B HU3KUX — arlolTo3 TEMaTONNUTOB [24].

B nocnennue roxuer ynensercs: 00NbIIOEe BHUMAaHNE
MMMYHHBIM MEXaHU3MaM IaToreHe3a OMIIMapHOii aTpe-
3un. PaccMmarpuBarOT TpU BapuaHTa UMMYHHOTO BO3-
NEHCTBUS Ha SIUTEINA OMIIMapHOTO JIepeBa IMpH aTpe-
3UM SKETYHBIX TMPOTOKOB: T-KIIeTOYHOE BOCHAJICHHE,
aKTUBAIMsI MAaKpO(aroB 1 ayTOMMMYHHOE BOCIIAJICHUE.
AktuBHpOBaHHBIC YPPeKTOpHBIE T-ITMM(OIHUTHI BBIpa-
0aThIBalOT IUTOKHWHBI, KOTOPbIE MOTYT HANpPsMYIO I10-
BPEANUTHh KJICTKH SIHUTETUS WJIH KOCBEHHO IOBPEIHTH
WX 4epe3 CTUMYJISIIIUIO APYTUX KIETOK UMMYHHOU CH-
crembl. MccieoBanus moka3aid, 4To pa3BUTUE OWITH-
apHOU arpe3uu cBsa3aHo ¢ aktuBanuel Thl-kietok Ou-
JTHAPHOTO TpakTa. UMMyHHBIC KJIETKH MIPU OMITHAPHOM
arpe3un npousBogaT Mn-12, UOH-y, IL-2 u TNF-a.
DTOT BOCHAIMTEIBHBIN TPOPWIb SIBISETCS YHUKAIb-
HBIM JIJIsl OMITMApHOM aTpe3ny W He BCTPEYaeTcs MpH
JIPYTUX XOJECTAaTHYECKUX 3a00JEeBaHUAX Y HOBOPOXK-
TeHHBIX feTeit [33].

B ny6nukanuun M. Davenport et al. [15] 6bu10 110-
Ka3aHO, YTO MOPTAIIbHBIC TPAKTHI OOIBHBIX OMITHAPHOM
aTpe3ueit comepkar Makpodarn. UHTEHCHBHOCTD MM-
MYHOTUCTOXUMHUYECKOTO OKpAaITUBaHUS Makpodaro
CBs3aHAa C UX AKTUBALUEH, IPU KOTOPOU IMPOUCXOMUT
YBEJIMUECHHUE KOJMYECTBA JIN30COM B 1UTOIL1azme. [Ipo-
HUKHOBEHHE 3HAYMTEIHFHOTO KOJIMYECTBa MaKpoQaron
B TTOPTAJIBHBIE TPAKTHI KOPPEIUPYET C IIIOXUM IPOTHO-
30M y OONBHBIX, KOTOPHIM HE ObLTa BBIIIOJIHEHA IOP-
TosHTEepocToMusl. Eciu mocne Takod omnepanuud mnpo-
HCXOIMUT HAKOIUIGHWE MakKpo(aroB, TO 3TO SBISCTCS
CBUJICTEILCTBOM €€ HeOIaronpusiTHOro ucxona [15].

[Ipenmnonaratot, 4To B maTtoreHe3e OMIMAPHOW aTpe-
3WM OTIPEIeNICHHYIO POJIb MOTYT MIpaTrh ayTOMMMYHHBIE
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aTaku, HaIlpaBJIEHHbIE Ha KeT4YHbIe poToKu. He uckiio-
YeHO, YTO MHHULHUATOPOM ayTOMMMYHHBIX HPOLIECCOB B
JKEITYHBIX TIPOTOKAX MOYKET ObITh TUTIOTETHYECKUI XOJIaH-
THOTPOITHBINA BUPYC, KOTOPBIA MPUBOJIUT K U3MEHEHUIO
CBOIMCTB aHTHUTEHOB SIHTEIHAIBHBIX KIIETOK >KETYHBIX
MPOTOKOB. DTH U3MEHEHHBIE aHTUTEHBI OYIlyT pacno3Ha-
HBI IMMYHHOH CHCTEMOH B KaU€CTBE «TyXKHX», UTO MPHU-
BeJIeT K CTOWKOMY ayTOMMMYHHO-OTIOCPEIOBAHHOMY TIO-
BPEKICHUIO KEIUHBIX IPOTOKOB. Bo3MoOXkeH M apyroii
MEXaHH3M ayTOMMMYHHOTO TOBPEKICHHS JITUTEIHATb-
HBIX KJIETOK JKEIYHBIX MPOTOKOB — IEPEKPECTHOE pea-
THPOBAHME TMPOTUBOBUPYCHBIX AHTHTENl C AHTUTCHAMH
YKEITIHBIX SMUTETHONHTOB [32, 33].

Mopdoaorus. Ilaromopdonornyeckoe uccueno-
BaHUE OMOMNTATOB IMEUYEHU SIBISAETCS HAanOOJee TOYHBIM
METOJIOM PAaHHEH IWArHOCTHKH OWIIMApHOW aTpe3ud,
YTO UMeeT OOJBIIOe 3HaYEHHUE ISl YCIIEITHOTO NCXOAa
OTIEPaTHBHOTO JieueHHs. Takoro MHEHUS MpPUICPKHU-
BaloTCs. MHOTHE aBToOpbl [7, 13, 16, 17]. Balistreri et
al. [7] cuuTarot, 4To B OTIWYHE OT OMOICHHHOTO Me-
TOJIa JIAITAPOCKOIHS HE UTPAeT HUKAKOW POJI B OLIEHKE
MPOXOIUMMOCTH TPOCBETA KEIYHBIX MPOTOKOB M OWIIH-
apHYI0 aTpe3uio HEBO3MOXKHO JUArHOCTUPOBATH C TIO-
Motkto narmapockonuu. Dehghani et al. oOcienoBamu
19 manmeHTOB C JKeMYHOW aTpe3weil (Bo3pact 64 +
18 nmHeil) ¢ UCIOIB30BaHUEM PA3TUYHBIX METO/OB [16].
Wx auarHoctuyeckasi TO4HOCTh BBITJISITUT CIICAYIOLUM
oOpa3oM: Ouoricus redeHu — 96,9%; kImHUYecKoe 00-
cnenosanue — 70,8%, yIeTpa3ByKOBOE MCCIIETOBAHIE —
69,2%; renaroOunuaphasi cuuHTUrpadus — 58,5% u
usyuenue pepmenton neueHu — 50,8%. [1o nanHbIM aB-
TOpPOB, YPECKONKHASI OUOIICHS TIEYCHH UMEET BBICOKYIO
JIMarHOCTHYECKYIO [IEHHOCTh HE TOJBKO MpH Onimap-
HOW aTpe3wu, HO W TP JAPYTUX NPUYMHAX XOJecTasa.
Jlns TOYHOM MMAarHOCTHKH OONBINOE 3HAYEHUE WMEET
aJIeKBaTHOCTh OWonTara rnedeHu. Balistreri et al. moka-
3aJIH, YTO YPECKOKHAsI OMOTICHSI TIEYCHU UMEET TUarHo-
CTHYECKYIO TOYHOCTh TOJBKO IPU HATWYMK B OMONTATE
HE MeHee 5—7 MOPTaIbHBIX TPAKTOB [7].

OOrmas maTorucToIorndeckas KapTuHa XapaKTepH-
3yeTCsl BOCHAINTEILHBIM TIOBPEXKICHHEM HAPYKHBIX U
BHYTPHIICUCHOUHBIX JKEITYHBIX MPOTOKOB, CKIEPO30M
UX CTEHOK, CY’)KEHHEM U obnuTepanuei npocsetos [39,
48]. K mamboiee xapaKTepHBIM H3MEHEHUSM ITCUCHH
Mpu OUIMApHON aTpe3nu OTHOCATCS: 1) 3aCTOM KeIdn
B TeMaTolUTaX W KEIYHbIX MPOTOKax; 2) mnpoiudepa-
[IUs1 JKETYHBIX MPOTOKOB; 3) TUTaHTCKas TpaHchopMma-
U KJIETOK; 4) OPTAIbHBINA M TIEPUIOOYIISPHBIN OTEK
u ¢hubpos [7].

[Tpu GunmapHO# aTpe3nu BEIPaKEHHOCTHh MOpdoiio-
TMYECKUX M3MEHEHUH B MEYCHU 3aBUCHT OT BO3pacTa
pebenka. A.B. Jlertspesa [2] ycraHOBHIIA, YTO B OMO-
NTarax IEYeHH CTENeHb BBIPAKEHHOCTH XOJecTasa,
nponudepanun KeadHbIX MPOTOKOB M GuOpo3a Oblia
HE3HAYUTEJILHON Yy JIeTel OIHOro Mecsila, HO 3Hadu-
TeJIhHO HapacTalia K TpeM MecslaM XKu3Hd. B pabore
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Desmet et al. [17] Takke ObLIO IMOKA3aHO, YTO THCTO-
JorHYecKast KapTuHa MEUSHH TPU aTpe3rH HapyKHBIX
JKEITYEBBIBOJSIINX MPOTOKOB BapbUPYET B 3aBHCHUMO-
CTH OT TOTO, B KAKOM BO3pacTe Obliia BHITOTHEHA OHOT-
cus. Y gereit B Bo3pacte mo 80 mHeH B OnonTare rede-
HU OOBIYHO OBIBAIOT OONHUTEPAITHUS )KETIHBIX MPOTOKOB,
uX nponugepanysi, 0O4aroBblii MOPTAILHBINA OTEK U JIO-
OyIspHBI X0JIecTa3. KpoMe Toro, BCTpedaroTcss MHOTO-
SICPHBIC TUTAHTCKUE TeNaTOIUThI. B OnoncuitHom ma-
Tepuaine aerei crapuie 80 1HEH nMeeTcs yMEHbIIEHNE
nposrdeparyu KeITIHbIX IPOTOKOB U MOXKET Pa3BUTh-
cs nykronienus. [To nanueiM Azar et al. [6], y HekoTO-
pBIX AeTeil ¢ OmIMapHOIl arpe3ueil B Bo3pacTe MeHee
6-9 Hez. B OMOITATE [IEYEHU MOYKET HE ObITh TUITMYHON
nposidepanuu KeTIHbIX TPOTOKOB.

[To manuaeM Roy et al. [39], Ha MOMEHT TTOCTAHOB-
KA JMarHo3a «OWJIMapHas arpe3us» BHENCUCHOYHBIC
MPOTOKH TIPEACTABISIOT CO00H (UOPO3HYIO TKaHb,
T Py3HO MHOUIBTPUPOBAHHYIO TUM(OIUTAMH, TOT-
Jla KaK BOKPYT BHYTPHIIEYEHOUHBIX JKEIYHBIX MPOTO-
KOB HMMEETCSl CMEIIAHHBI KJIETOYHBI WHQHUILTPAT,
COCTOSIIUNA U3 JIMM(OIUTOB, MaKpO(paroB U 303MHO-
¢uoB, mpu 3ToM npeodnamaroT auMporutel. [lpu
SMOpHOHaNIBHON (opMe OWIMApHOW aTpe3ud OIHUM
W3 KOMIIOHEHTOB SIBIISICTCS TIOPOK Pa3BHUTHUS JYKTallb-
HBIX TIacTHHOK. OH TaKke BCTpEYaeTCsl MPH JAPYTHX
BPOXKJCHHBIX 3a00JICBaHUSX IIEUCHH, TAKUX KaK BPOXK-
nIeHHb (uopo3 medeHu, cuHapom Kapomu. Ilopok
pa3BUTHS TyKTANbHBIX TUIACTHHOK OTPEAEISeTCs] Kak
COXpaHeHue M30bITKa SMOPHUOHAILHBIX JKEIYHBIX MPO-
TOKOB B MOPTaJIbHBIX TpakTax. [lalMeHTsl ¢ 3TUM MO-
POKOM OTJIIMYAIOTCS PaHHUM TPOTPECCUpOBaHHUEM (hu-
Opo3a meuenu [39].

Awasthi et al. [5] HaxXoauIM TTOPOK Pa3BUTHS JTyK-
TalbHBIX IJIACTHHOK Yy 51% mMmanueHtoB c arpesueit
BHEIEUEHOYHBIX JKEeTYHBIX MpoTokoB. OmHako Roy et
al. [39] BbIsBMIN aHHBINA NpU3HAK TOJIBKO y 14% ma-
[UCHTOB, OOBSCHSISI 9TO TEM, YTO OTCYTCTBYET UETKOE
OIpe/IeTIEHNE 3TOTO MOPOKA, TO3BOJISIIOIIEr0 OTIIUYUTh
€ro OT MPOJH(EpPaINH KEITIHBIX TPOTOKOB.

Yamaquti u Patricio [48] uzydanu mopdosoruye-
CKHE 0COOCHHOCTH BHYTPUIICYCHOYHBIX JKEITYHBIX MIPO-
TOKOB Y JIeTel ¢ aTpe3neil HapyKHbBIX KeITIEBBIBOISAIINX
myTel. MaTtepranoM ucciaenoBaHus ObUTH 35 00pa3IoB
TeueHun JieTeil ¢ OmnmapHoi arpesueil. O6muTepanys
BHYTPHIICUCHOUHBIX JKETYHBIX MPOTOKOB ObUIA BBISB-
neHay 42,86% nereil, yMEHbIIEHHE KOJIMYECTBA KET4-
HBIX TIPOTOKOB — Yy 20%, MMOPOK pa3BUTHS TYKTAITBHBIX
TUTACTUHOK — Y 28,57%, TOpPOK pa3sBUTHS JYKTAIbHBIX
IJIACTHHOK, COUYETAIOIIMICS ¢ AyKToneHue —y 8,57%
neredt. CpeaHuil Hapy>KHBIA THAMETP MEXKIOIBKOBBIX
JKEITYHBIX TPOTOKOB Yy JIeTe ¢ OWiMapHOl arpesneit
ObUT MeHbIe, yeM B HOopMme. CleayeT OTMETHTh, 4TO
Cpear YeThIpeX MalUeHTOB ¢ OMIMapHOU aTpesueil, y
KOTOPBIX Ipeobnazana TyKTONEHHS, AUAMETP OCTaB-
IIAXCSI KETYHBIX TPOTOKOB OBLIT HANMEHBIIINM.
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[Ipu uccnenoBanuu MOpQOIOTrUK TEUeHU TpU OH-
JMApHOM aTpe3uu TAaToJIOTy YPEe3BbIUYAHO BaXKHO
UMETh MH(POPMAIUIO O TOM, IPOBOAMIIACH HIIM HET
omeparus Kasai, Tak Kak OT CPOKOB €€ BBITTOITHEHHS
3aBUCHT CTENEHb MaTOJIOTHUYECKUX U3MEHEHUH B OHO-
nTare Wi yJaJeHHOM NMEeYeHU MPH TpaHCIUIaHTAIHU.
[TopTosHTEPOCTOMHSI MOXKET BOCCTAHOBUTH OTTOK KEJl-
yu MakcuMyM y 80% MarmeHToB, KOTOpbie ObLTH MPO-
OTIEpUPOBAHBI B CPOK 110 60 THEH ¢ MOMEHTA POKICHHUS.
[Tocne 60-gHeBHOTO BO3pacTa 3PQPEKTUBHOCTH OIIe-
palyy IOCTEIeHHO CHWXaeTcs. JomoTHHTEIbHBIMHU
MPETUKTOPAMH HEOIaroNpHUsITHOTO MCXOAA SBISAIOTCS
TaKWe JIaHHBIC HMCCIICIOBAHUSI OMOIITATOB MEUCHH, KaK
MOpa’keHne BHYTPUIICUYCHOUHBIX KETYHBIX MPOTOKOB,
HaJIMYME IUPPO3a MEUYEHH W OTCYTCTBHE OMIHMApHBIX
MIPOTOKOB B 00JIACTH BOPOT ItedeHwu [35, 39].

Mack [32] oTMedaet, 9T0, HECMOTPS Ha YCIICITHYIO
orepalyio, MporpeccupyroIiee BocnajieHiue u Guopos
BHYTPHIICUCHOUHBIX JKETYHBIX MPOTOKOB B TOH HIIH
WHOW CTETeHW pa3BHBAeTCs y OONBIIMHCTBA ITallieH-
ToB. [ToaTomy 70—-80% GonbHBIM ¢ OUIMAPHON aTpe3n-
el B KOHEYHOM cueTe TpeOyeTcsl TpaHCIUIAaHTALus T1e-
YEeHU, IPUMEPHO MOJOBUHE U3 HUX — B TEUCHUE IEPBBIX
JIBYX JIET Ku3uu [12].

[Tocne omepammn Kasai ¢ yCHEIIHBIM CO3MaHUEM
OTTOKA JKEIMYH TEPHOJUUECKUE MPUCTYIBI BOCXOJIS-
niero 0akTepHaIbHOTO XOJAHTHTA MOTYT BHECTH CBOM
BKJIAJ] B TIOBPEXKICHUE KEITYHBIX TTPOTOKOB U MPUBECTH
K IIOBTOPHOM nx obmureparuu [7, 30].

Schweizer [40], uccnenosas 108 manueHToB ¢ BHE-
MEYCHOYHOH JKETYHOW arpe3ueld, KOTOPBIM OblLia BbI-
nojHeHa onepauus Kasai, 3axiouaet, 4ro 3 pexTus-
HOCTh OIIEpalliy 3aBUCHUT OT BO3pacTa MalueHTa Ha
MOMEHT onepanuu 1 ypoBHs pudposa neuenu. udpos
Ha ypoBHe Tpuaj [nmccoHa (Ha MOMEHT MPOBEICHHUS
XUPYPTHYECKOTO BMEIIATEIhCTBA) MOXKET SBISTHCS
MPUYMHONW OTCYTCTBHUSI OTTOKA YKEIYU U MPOrPECCHPO-
BaHus (HUOpO3a NeYeHU.

Pe3ynbraThl MOPTOIHTEPOCTOMHH HAMPSIMYIO 3aBH-
CAT OT pa3Mepa OCTATKOB JKETYHBIX TIPOTOKOB, OIIpe/ie-
JIIEMBIX B BopoTax meueHu. Schweizer [40] nokaszai,
YTO pa3Mepbl KETYHBIX MPOTOKOB B BOPOTaX IEYCHHU
6osee 400 MKM KOPPEIUPYIOT C XOPOITUMH pe3yJbTara-
MU OTlepanuy. 3HaYNTEIbHOE TIOBPEXK/ICHIE TeTaToIH-
TOB, O YeM CBHJICTENICTBYET HapyIIECHHE JIOOYIIPHOTO
CTPOCHUS M TUTaHTCKas TpaHC(HOPMAaIHsl TelaTolUTOB,
ACCOLIMMPYETCS C IUIOXUM UCXOIOM OIEPALIH.

[To muenuto Roy et al. [39], Hanmnune OmmMapHbBIX
poTokoB Oomee 150 MKM, BRICTIIAHHBIX IUIUHApPUAYE-
CKUM DJIUTEINEM, CBS3BIBAIOT C XOPOIIMMH PE3yJbTa-
TaMH omepauuu. beuio wucciemnoBano 37 OMONTATOB,
MONyYEHHBIX W3 BOPOT TIEUEHW BO BpPEMs BBINOIIHE-
HUS TTOpTOdHTepocTOMuUH. Y 28 marueHtoB (75,67%)
JKeJTYHBIE TPOTOKH MMeENH pa3Mep MeHbline 150 MK,
y 60,71% nauneHToB ObUIM MJIOXUE PE3YJBTATHI Jede-
Husl. J{7s cpaBHEHUS: B TPyIIIE MAI[MEHTOB, Y KOTOPBIX
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OmnmapHbeie TPOTOKH ObUTH Oomee 150 MiM, 3aperu-
CTPUpPOBaHa JIydlasi BBKHBaeMOCTh (66,7%).

IIpornos. [lo BHeapenus B 1959 1. B KIIMHUYECKYIO
npaktuky Morio Kasai mopTo3HTEpOCTOMUHN JeTalb-
HOCTb JIETEH C aTpe3ueil IKeTUHbIX MPOTOKOB JOCTHUTa-
na 90%, a IPONOIKUTETHHOCTD KU3HU B CPEIHEM CO-
crapisuia nmonropa roaa [21, 35]. [Iporuo3 manueHToB
¢ OmmapHO# arpesueill M3ydaiau ¥ MpPOJODKAIOT H3Y-
gaTh MHOTHE aBTOpHI [12, 30, 31, 35]. On 3aBucHT OT
MHOTUX (DaKTOPOB, HAMOOJIbIIIEE 3HAYCHUE U3 KOTOPBIX
uMmeeT Gopma 3a0oJeBaHHs, BUJ] ONEPALMHd U BO3PACT
TAI[eHTOB.

[TaruenTtsl ¢ 3MOpuoHaNIbHOM (opMOI OuITHapHOH
aTpe3uy UMEIOT OoJsiee TshKeIoe TeueHHe 3a00IeBaHms
U XyJ/IIHE pe3yabTaThl IOPTOIHTEPOCTOMUU, HECMOTPSI
Ha paHHEe BMeMmaTebeTBO [12, 39].

Panee mocie MOPTO’HTEPOCTOMHM OIHOTOIUYHOE
BBDKHMBAaHUE TMAIUCHTOB C IEPHHATAIBHON (HOpMOit
OunmapHoi arpe3uu coctasisuio 39% (440 nmaumen-
TOB). [IaTHIIETHEE BEIKUBAHKE NETEH ITOCIIE ITPOBECH-
HOH MMOPTOIHTEPOCTOMHUH cOCTaBIsLIO 33, 9 £ 2,5%, a
10-netnee — 29, 3 + 2,6%. Pannwuii Bo3pact Ha MOMEHT
onepanuy KOppeaupoBall C JIy4IIUM HporHo3oM [12].
[lo maHHBIM Opyrux aBTOpPOB, 10-eTHEe BBIKUBAHHE
konebanock B muamazone 23-43%, B cpemuem 31%
[29, 34].

[lo3nHee BBEDKMBaHWE MAIMEHTOB TOCIE ONEpaIuy
Kasai cymectBeHHo He u3meHmnoch. Tak, Lai et al.
[31] ormeTmmm, uto S-neraee u 10-IeTHee BBDKHBA-
HUE TalnuMeHTOB mocie omepauun Kasai cocraBuiio
34,8% (49/141) u 30,5% (43/141) COOTBETCTBEHHO.
Ecim onepanus BeimonHsnack 10 60-THEBHOTO BO3pac-
Ta, pe3ynsrarsl 06t 44,8% (26/58) u 39,7% (23/58)
COOTBETCTBEHHO. TakuM 00pa3oM, JOJITOCPOYHOE BHI-
JKUBAHHE MAIUCHTOB B KAKOW-TO CTEIICHH MOXET OBITh
VIAYYIIEHO, €CIIM MOPTOIHTEPOCTOMHS OCYIIECTBISIET-
¢4 paHo — 10 60 THeH )KU3HU MaleHTa.

Opnnako Jung et al. [27], u3y4uB A0ITOCPOYHBII TTPO-
rHo3 32 nereil ¢ OunMapHOU aTpe3uei, KOTOpbIM ObLIa
BBITIOJIHEHA TTOPTODHTEPOCTOMHUS, YCTAHOBHIIU, YTO
10-1eTHee BEDKHMBAHUE TOCIE orepanuu Obuto 76,2%.
W3 32 manueHTOB YeThIpe yMEpNn OT MEeYEHOYHON He-
JIOCTaTOYHOCTH, CETNCHCa M HEM3BECTHBIX MPUYUH, a
JIPYTUM YeThIpeM TaIlieHTaM ObLIa BBITIOJTHEHA TPaHC-
rianTanus nedeHu. JesstHaauars (59,4%) OONBHBIX
)kuBbl Oonee 10 ner. Takum oOpa3oM, 3TU JaHHBIE O
JIOTITOCPOYHOW BBDKMBAEMOCTH MO3BOJSIOT TPEIIIO-
JIOXKHTh, YTO TIOPTOIHTEPOCTOMHUS TO-TIPEKHEMY pac-
CMaTPUBACTCSI KaK MEPBBIN ATl JICUCHUS Y OOJIBHBIX C
OunrapHoi aTpesueil.

Panee oOmiee 5-metHee u 10-meTHee BBDKUBAHUE
MAIMeHTOB TIOCIE TPAHCIUIAHTAI[MHM TIEYCHH COCTaB-
nsmo 70 m 68% coorBercTBeHHO. OHO Majo 3aBUCENO
OT MPEUIECTBYIOIIEH IOPTOIHTEPOCTOMUHU. boiee mo-
noBuHEI (54%) manueHToB, TpokuBIINX Oojee 10 e,
HY>KJIQJIUCh B TPAaHCIUIaHTalMK nedend [12]. B nacros-
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miee Bpemsi 10-eTHee BEDKMBAHUE JISTCH ¢ OMIIMApHO#
aTpe3uei, KOTOPHIM BBITIOIHSIACH TPAHCIUIAHTALIMS TIe-
yeHu, nocturaet 90% [8].

JlaBHO yCTaHOBJIEHO, YTO MIOCJIE IEPEHECEHHOM TTOp-
TOPHTEPOCTOMUU BBHITIONHEHUE TPAHCIUIAHTAIIUN TIe-
YEHHU CBS3BIBAIOT C HEKOTOPBIMU TPYAHOCTSMHU BCIIEI-
CTBHUE Pa3BUTHSI TIOCIEONIEPANIMOHHBIX CITaeK, KOTOPHIE
YBEIMYMBAIOT PUCK KPOBOTEUEHHUS M Mepopanuu Kn-
meynuka. [loaToMy xKemaTenpHO eiaTh TpaHCIIaHTa-
U0 TICYSHH, He npuderast k oneparuu Kasai [28)].

Alexopoulos et al. [4] npoananu3upoBaiy BIUSHUE
MPEIIIeCTBYIOIMEH MOPTOIHTEPOCTOMUHN Ha PE3yibTa-
THI TpaHCIDIAHTAINH 1eueH y 134 neteit ¢ OmnmmapHoit
arpesueit ¢ 1995-ro mo 2008 r. I3 Hux 22 manueHTam
ObLIa BBIMIOJTHEHA TPAHCIUIAHTAIMS TEYSHU Oe3 Ipe-
MIECTBYIOIIEH TOPTOIHTEPOCTOMUHU (Tpymma A), u
112 mammeHTaM — MOCJIeIOBATEILHOE JICUCHUE: OTepa-
nus Kasai u B qayibHeieM TpaHCIUIaHTAIMs TICUSHH.
[TanMeHTHI ¢ MpeAlecTBYIOIEH MOPTOIHETOCTOMUCHUN
OB pazJieNieHbl Ha B TPYIIILL: Tpymnmna B — HeoOxo-
JUMOCTD TPAHCIUIAaHTAINH TICYSHH B TEYCHUE MIEPBOTO
roaa >xu3Hu, rpynna C — TpaHCIUIAaHTAIUS TICYCHU T10-
cie nepBoro roga ku3Hu. [lanuents! B rpynmne B ume-
JIY 3HAYUTEIHHO 00JIee BRICOKYIO YAaCTOTY MOCeornepa-
HoHHOM OakTepuemun u cerncuca (p < 0,05), a Taxxe
0osiee HHM3KME IMOKa3aTelu BbDKHMBaHUSA. OIHOJIETHEE
BBDKHMBaHUE MAlMEHTOB U BBIKMBAHUE TPAHCIUIAHTATA
opun crienyrommu: A — 100%, B — 81%, C — 96% u
A —96%, B — 79%, C — 96% coOTBETCTBEHHO. ABTO-
PBI CUUTAIOT, YTO JATBHEHIINE UCCICTOBAHUS TOJIKHBI
OBITh HAlpaBJICHbI HA BBISBICHUE MAIIMEHTOB C BHICO-
KHM pHUCKOM (Tpymma B), KoTopsIM M0iKHA OBITH BEHI-
MIOJIHCHA TPAHCIUIAHTALIMS TIEYCHHU 0e3 MPEe/IIeCTBYIO-
el onepanuu Kasai, Tak Kak y HHUX TOBBILIICHHBIN
PUCK TOCTTPAHCIUIAHTAIIMOHHON OaKTepueMHH, Cerl-
CHCa W CMEPTH IOCJIe HeYAaqHOH ITOPTOIHTEPOCTOMHUH.

B nacTosiee Bpems XUpyprudeckoe JICICHHE O0bIU-
HO BKJIFOYaeT B ceOs J1Ba 3Tamna: onepanus Kasai — man-
JUATUBHAS TTOPTOPHTEPOCTOMHUS, OCYIIECTBIseMas B
HEOHATaJbHOM TIEPHOJIe, U TOCIEMYIOIas TPaHCTIaH-
Tanwms neuenu [36, 37, 46]. OqHako mpenmodTUTEIbHEE
BBITIONTHATH OJHOATAMTHOE JICYCHUE — TPAHCIUIAHTAIIUIO
neuenu [1, 3].

3AKAIOYEHUE

Wcxo/st U3 TaHHBIX JINTEPATypPhl, MOXKHO YTBEPIXK-
JIaTh, 4TO OMJIMApHAs aTpe3us 110 ATUOJIOTHHU SIBISIETCS
reTeporeHHbIM 3aboseBanueM. [lpu IMOpHOHATBHOU
(dbopMe OCHOBHBIM JTHOJIOTHUECKUAM (PAKTOPOM SIBIISI-
IOTCSI TEHETHYECKUE HAPYIICHHUS, TPUBOJISIIUE K T1aTO-
JIOTHYECKOMY MOpP(QOreHe3y OMIMapHOIro JepeBa, XOTs
MOTYT OBITH BOBJIEUEHBI U Jpyrue Gaxropsl. Jta dop-
Ma XapaKTepU3yeTCs CHUHAPOMHBIMH TPOSBICHHUSIMU.
[lepunaranbaas dopma 3a00JICBaHUS SBIACTCS H30-
JMPOBAaHHOM, B €€ BOZHUKHOBEHHUH, BO3MOXKHO, TIPUHH-
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MAarOT Y4acTHe HECKOJIbKO ATHOJOTHYECKHX (DaKTOPOB.
[Tarorenes OuaMapHOl aTpe3ny CIOXKEH H JI0 KOHIIA He
U3YYEeH.

Mopdonorudeckue MposIBICHAS B TIEYCHH TTPH OH-
JTUAPHON aTpe3ny UMEIOT OCOOCHHOCTH B 3aBUCUMOCTH
oT ¢GopMbI 3a00eBaHMs, BO3pacTa JACTe W HaTHUHsI
NPEALIECTBYIONIEH MOPTOIHTEPOCTOMUH, YTO TpedyeT
JTATBHEHTIIETO U3yUYCSHHS.
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