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KANHHUYECKAS KAPTUHA M TEYEHUE AVTOUMMYVYHHOIO TEIIATUTA
1-TO U 2-TO TUIIOB V AETEH

'HayyHelit HeHTp 3A0poBbs AeTelt PAMH, *MocKoBCKas MeAMIIMHCKAsA aKaaeMus UM, V. M. CeueHoBa,
*PoccuilCKME HayyHEI 1eHTp XUpypruu PAMH, Mocksa

C 1993 mo 2001 rr. mox maGirogenmeMm Haxoxwauch 36 nereir B BO3pacre 7—15 mner
€ AWArH030M ayToMMMyHHBIH rematutr (AHI). Cpexusas IpOXONKATENLHOCTS HAGMIOXEHNA COCTABHIA
30,4 + 19,8 mec. ¥ 33 nanmeHTOB GEIIH BBISIBICHLI aHTHHYKJeapHsle aATuTeda (ANA) u/umn
AYTORHTHTENA K rrxagxum meimmam (SMA), uro ceugerenscrsosano o quarnose AUT 1-ro Tuna. ANA
6nuH BpIABIXERBI y 24, SMA — y 24 nmanuenTos, oxroBpemenHO ANA w SMA 6urmu obnapyxensr y 15
GOJBHBIX. AHTHTeNa K MHKpPOCOMaMm nedenn ¥ nmouxy (anTH-LKM 1) 6511d BRISBICHD Yy 3 mauuenTosz,
49TO mopTBepxkaano auarsod AWUI 2-ro tuma. ¥ 28 n3 36 mabmopasmmuxcs Goxpuerx AT (13881
AnaraocTuposan uuppos nedenn (III). Cpennee Bpems popmuposanus IXII cocraguno 20,3 + 18,1 mec
OT MepBOH MaHM@ecTanuu npomecca.

36 patients aged 7—15 years old with autoimmune hepatitis (AIH) were under observation from
1993 to 2001 year. Mean term of follow up was 30,4 + 19,8 months. Antinuclear antibodies (ANA)and/
or antibodies to smooth muscles (SMA) were detected in 33 cases; and proved diagnosis of AIH type
I. ANA only were detected in 24 cases, SMA only in 24 cases; both ANA and SMA — in 15 cases.
Antibodies to liver and renal microsomes (anti-KLM 1) were detected in 3 cases and proved diagnosis
of AIH type IL Liver cirrhosis was diagnosed in 28 from 36 patients. Mean time of cirrhosis formation
was 20,3 = 18,1 months from AIH manifestation.
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AyroumMmyHHEI renatut (AUT) — nporpeccupyro-
lLijee reraTONEJIIOJIAPHOE BOCIIAIeHE HEeACHOI dTHOJIO-
TUH, XapaKTepHU3yIoleecs HATHIUEM IePUIIOPTAILHOIO
renaTUTa, rUnepraMMaraobyauHeMus, JedeHOUHO-acco-
UUHUPOBAHHEIX CHLIBOPOTOYHBIX AYTOAHTHTEJ M IIOJIOMKH-
TeJbHBEIM OTBETOM Ha UMMYHOCYIIPECCHBHYIO Tepanuio[1].

B Poccum B CTPYKTYype XPOHMYECKHX TIeIIaTHTOB
y mereit gonst AUT cocraBaser 2,0% [2]. Heouku u
JKEHIUKEI COCTABIAIOT T5% GossHEIX [3]. BTHONIOTUS
AUT nemssecTHA. B KaduecTBe BOBMOMKHBIX IIYCKOBBIX
($haxToOpOB B BOSHMKHOBEHUHU 3a60J1eBaRNA 06CyH HaeTC
pose Bupycor dnmreiik—Bapp, Kopy, rerarura A u C,
a Taxxe JnexkapcTs [4~8]. He mckirouaeTcs BO3MOMXK-
HOCTh BO3HUKHOBeHUA AVI BerencTBYE HepBHUYHO obyc-
JIOBJIEHHOTO HApYIIeHHsS HMMYHHOTO OTBeTa, KOTJa
ITOABJIEHNE «3aNPeIeHHBIX KJIOHOB» ayTOPeaKTHBHBIX
KJIETOK NPOMUCXONUT M 6e3 BO3NEHCTBUS TPUITEDHBIX
(paxropos [9]. OGs3aTeTbHBIM A8 IOCTAHOBKY JHATHO-
3a AUT aBnaioTcA HANHYHE ayTORHTHTEN B CHIBODOTKE
KPOBY — aHTHHYKNeapHbIX (ANA) u/unu agTuriagko-
mMblmieuHbIx (SMA) ayroauTuren npu AWUT 1-ro Tuma,
AYTOAHTUTE] K MHKPOCOMaM HeYeHU M IOYKHU (AHTH-
LKM 1) mpu AUT 2-ro Tuna, — rumeprammariobyru-
HEeMUH, & TaKKe OTCYTCTBHE IIPU3HAKOB BUDPYCHBIX U
meTabonudeckux GonesHeit meyenu [10]. B ucxoge AU
Hepelxo GopMmupyerca nuppos meueny (IIII). ¥V mereit
IIIT Berpeuaercss B 74% npu AUT 1-ro tama u B 44%
caydaes upu AUT 2-ro Tuna [3]. ¥V B3pOCHARIX CHTYALNSA
obpatnas — nmpu AUI" 2-ro Tina vame passusaercs 111,
veMm npu AWUT 1-ro tuna (82% nporus 43% cooTser-
cTBeHHO) [11].

E“I&l'.l'(?pllililbl B METO b HeCCOBAHNH

Mzrr gabmronanu 36 mereit (31 geBouka U 5 Manbyu-
KOB) B BoadpacTe or 7 mo 15 mer ¢ mguarHoszom AHT.
Cpenuuit Bospact GOJbHLIX IPY IOCTYIIEHUY COCTABIII
10,9 = 2,2 ner. Boasurie B Teuenne 1993-2001 rr.
OBIIN TOCHKTANIH3UPOBAHBI B OTAEIEHHE IaCTPOIHTEDO-
JOTHH ¥ renaTonoruy HayyHoOro menTpa 3q0posha nereit
(HII3O) PAMH u B Krunuxy gercxkux 6onesneit MMA
um. .M. CeuernoBa. [JaBHOCTE 3a60€BAHUA KO BpeMe-
HU Havala ucclieJOBAHUA cocTaBmia oT 1 Mec Ao 8 mer.
CpenHas IpOSOKUTEIPHOCTS Hallero HabIofeEnsa 3a
GONBHBIMHI B YCIOBUAX 9TUX ABYX KIMHMUK COCTABHJIA
30,4 = 19,8 mec.

Bcem getsam mpomopunm saGopatropHoe ofcieoBaHue,
BKJIOYaKIiee OOIHi ¥ GHOXMMUYECKHUI aHATU3Bl KPOBH,
onpefesNeHUe COLEPIKAHWS UMMYHOIIOOYJINHOB KJaccoB A,
M, G, mapkepoB BHPYCHBIX renarutoB A, B, C (artu-HAV
IgM, HBsAg, auru-HBs, anru-HBc, autu-HCV) meromom
uMMyHO(epMerRTHOTrO aHanmusa, onpexenenue JHK supyca
renaruta B u PHK supyca renaruta C MeTOZOM NOJIHMEpPas-
HOU nenHo#t peaxnun. OnpeneneHwe ayroantTHTed (ANA,
SMA, autu-LKM 1) nposogunu B Child Health Laboratories
of King’s College Hospital (Jlomgou) m B Cliniques
Universitaires Saint-Luc (Bensrus).

BceM IeTSM IPOBOAMIM YABTPA3BYKOBOE UCCIELOBAHUE
OpraHos GPIOIUHOMN IOKOCTH ¢ gommeporpadueit u 3sodaro-
racTponyOoZeHOCKOMHIO.

Ilyaknuornas 6Guoncua meuenu Oblna mpoBefeHa 27
GonpHbIM. 14 06bEeKTHBU3AIAN CTENEHU AKTHUBHOCTH IIPO-
ecca HapAAY ¢ Ka4eCTBEHHON XapaKTePUCTHUKON CTPYKTYD-
HBIX H3MeHeBH# y 21 peGeHka GbIJ onpefiesleH HHAEKC MHCTO-
JOrMYecKON aKTUBHOCTH KHOZe s, KOTOPBHI# BLIpaXkaeT B
fasuiax OCHOBHBIE TOKAa3aTeJH MOP(OJOrHuecKol akTHBHOC-
TH npouecca [12]. HenonsayeMpiit HaMyu HHAEKC IHCTOJIOTH-
YeCKOH aKTUBHOCTH YYUTHIBAJ CYMMADHYIO BBID&XEHHOCTH
3 us 4 nokasarenedt uHAexkca Kuoxenns (mepHmnopraJibHbie
¥ MOCTOBHMAHBIE HEKPO3bI, BHYTDHAOAbKOBaA JereHepalusi 1
oyaroBble HEKPO3bl, IOPTATLHOE BOCHATIEHHE); BBIPAYKEHHOCTh
¢dubposa y4YUTHIBANH OTAeNbHO. MHAEKC IHCTONOrH4ecKoi
aKkTHBHOCTH (6e3 yuera BhIpakeHHOCTH (hubposa) or 1 1o 3
64a/1JI0B COOTBETCTBOBA MUHUMAJLHON aKTUBHOCTH XDPOHHU-
YeCKOro BOCHANHTENBHOr0 MPOLIECCa B TKAHY IIEYEHH, OT 4 20
8 6amos — Hu3KOMH, oT 9 4o 12 621108 — yMepeHHOI, oT 13
Zo 18 HasnoB ~ BBICOKOH aKTHBHOCTH Ipolecca [13].

Xapaxrtep QUOPOTHYECKUX M IIUPPOTHYECKHX H3MeHe-
Huit onpegensay no Kuonesnuso, oneHyBas paciuypeHne nop-
TaNbHBIX TPAKTOB B 1 a1, HaIUYMe MOPTO-IOPTANBHLIX H
HOPTO-LeHTPAJIbHBIX CENT, HAYATIbHBIX IPU3HAKOB JA0JBLKOBO-
T0 CTPOEHHA — B 3 Gana, HaJUYue OTYETIUBLIX IPU3HAKOB
nupposa — B 4 Ganma [12]).

J1 MOCTAHOBKY ZHATrHO3a ¢ONpPefeJeHHOr0» HIIM «BEpO-
ATHOro» AVT y BCex feTel HCMONMB30BANK BaIILHYIO CHCTEMY
AMATHOCTHKH, IIPeJIOKeHHYI0 MeXXAYHAPOAHOH rpy o o
usyuenno AWT [14]. BannbHas cucTemMa BKJIOUYAET Takue
IIOKAa3aTeNd, KAK I0J, olpejesieHHble 6HOXUMHYECKUE IIPU-
3HAaKM, TUTP AYyTOAHTHUTEJ, HAJIUYHe UJIU OTCYTCTBUE MapKe-
POB BHDPYCHBIX I'eIaTUTOB, UCIIOIb30BAHNE B aHAMHe3e refna-
TOTOKCHYHEIX JEKapCTB, MOPGOJOrdyecKkue H3IMeHeHHU s
B TKAHM IIeYeHH, OTBET Ha UMM YHOCYIPECCHBHYIO TePAIKI0 U
Inp. KaxkgoMy npusHaky NpUCBOEHO ONpeje/leHHOe Koauue-
ctBo 6annos. ITogcueT obuieit cyMMp! GajyIOB NPOM3BOLUIN HO
K IOCJIE UMMYHOCYIIPECCHBHOI Tepanuu.

06paboTKy HOJYUYEHHBIX AAHHBIX IPOBOAUIY METONAMU
MaTeMaTH4YeCKO¥N CTATUCTHKH C PACcYeTOM CpelHel apudpme-
THYECKOH M CTAHJAapPTHOI'O OTKJIOHEeHHUd. Jl0CTOBEPHOCTE pas-
JIAYMA MeXAY KOJIHYEeCTBEHHBIMM [IOKA3ATENIAMY HCCIeLYe-
MBIX TPYNN BBIYMCIAANK C HKCIONb30OBAHHEM KPHTEPHUS
CrriofenTa. Peay sTaThl CYUTANIN CTATHCTUUECKH LOCTOBED-
HeMu npu p<0,05. Ins cpaBHHUTENBHONR XapaKTEPHCTHKH
UCIOoab30BaH naxer ¢«Microsoft Excel».

Pesyubrarni

ITopaBnsiomee GOMBIIKHCTBO HaBMIO4aEMBIX HAMYT
fonpHBIX cocTaBMJIHM NeBOUKK — 31 u3 36 (86,1%)
bomerbix. Manudecranus sabonesarmuwsa y 11 gereit
mpousonwra B Bogpacre 5—7 set, y 14 — 8 8-10 ner, y
11 — B 11-13 net; cpegHmit Bo3pacT Havasa 6onesHH
coctaBmi 9,3 = 2,3 mer. ¥V 14 manueHTOB 0OTMEYAIOCH
TIOZOCTPOE HAUAJIO CO CTePTOM KIMHNIECKOM CHMIITOMA-
TuKOH, y 22 (61,1% ) nebroT 3aboieBaHuA IO KAMHUYEC-
KUM TNPOABJIEHMAM COOTBETCTBOBAJ KAPTHHE OCTPOTrO
BUPYCHOTO remaTuTa. 3a 2—4 Mec L0 NOSBIeHUA IPUIHA-
KOB HMOpaKeHUs IeyeHM y 15 GOJBLHBIX OTMEYanuch
BHeIeYeHOYHBIE IPOABIeHN A 3ab0eBaHuUs: ¥ 9 nannes-
TOB apTPajJI'y M MHAITHH, Yy 4 — MeJKOoTOdYeyHas
reMopparu4ecKkas Chlllb, ¥ 2 — HapyIIeHHe PYHKIUH
nodeK (MEKPOreMaTypHH, IIPOTeUHYPH A, OTEKH).

IIpu rocIuTaIASaINY II0 MECTY K UTEILCTRA C AAT-
HO30M «OCTPBIH BUPYCHBIM TenaTuT» ¥ 60JIbEBIX BhIAB-
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Asan noselnesrne akTuBHocTH AJIT u ACT B ceIBOpOTKE
Kposu B 2-40 pas, runepbunupybuneMuio ¢ npeobnana-
HMeM CBSA3aHHOM dpaknyy 6unupybuna, fUCIPOTEHHE-
MHI10, noeeimierue CO3 (MakcuMansHo fo 60 Mm/4).
Mapxkeps! Bupycubix rematuTos B u C He 6511m 06Hapy-
JKEHBI HY Y OHOro u3 gereit. ¥V 7 gereit (19,4 % ) mocie
MaHudecTaluy npoiecca 6b1a BuIsIBIEHA CEDOKOHBED-
cHus auTu-HAV IgM Ha autu-HAV IgG, 4To mogTBEpK-
AaJio BOBMOXHOCTE Tpurrepuoit posu HAV-uHbeKuuy B
paasurun AUT [6].

ITocne HEKOTOPOrO YAYYILIEHUS COCTOAHUA Ha GhoHe
IIPOBOAUMOI CUMIITOMATHYECKOM Tepanuyl y 60XbIIIH-
CTBa JeTell IPOUCXONNJIO HapacTaHue AK TUBHOCTH IIPO-
1ecca. B cBasu ¢ aTuM 21 60IBHOMY IO MECTY JKUTENE-
cTRa Obla HasHaYeHA HMMYHOCYIIPECCHBHASA Tepanmus
(1pexuusonoH B noae ot 10 xo 60 mr/cyr, v 3 60JbHBIX
— B COYeTAHHUHU C a3THOIPHHOM B x03e 50 Mr/cyr), 4To
COIIPOBOXKJANOCh HEKOTOPBIM YJIYYINIeHHEM KJIMHUKO-
nabopaTopHbIX nokazaresneit. OMHAKO ZAHHOE JeYyeHue
ObI1JI0 HEPETYAAPHBIM U IIPOBOJHIOCH KOPOTKHUM KYPCOM.
OcranbHeie 15 feTelt *MMYHOCYIPECCHBHOM TEPATIHH JO
TOCTYIIJIEHUS K HaM He IoJydasiid. B cesasu ¢ mporpec-
CHpOBaHUEM KJHHHUKO-1a60pDaTOPHOH CUMITOMATHUKH
HOTbHBIE TOCTIUTAIN3MPOBAJIUCE B OTAEJIEHUE IaCTPOIH-
repoaoruu Knuauxuy gerckux 6oneaneit MMA um. 1. M.
CevyeHoBa WK OTZEJIEHHE FACTPOSHTEPOJIOIHH K TeIIaTo-
soruu HII3 PAMH.

K mMoMmeHTY mocTynneHus moj Halune HaOIOLeHHe
IIPOAOIKUTEJBHOCTS IIporiecca Vv D0ABHBIX COCTABIAIA
ot 1 mec mo 8 ner, B cpenueMm 22,4 = 24,9 mec. Ilpu
[IEePBUYHOM TOCHUTANUIALUN COCTOSHHE 6 OOJMBHBIX

pACIleHUBAJIOCH KaK TsxKesoe, 30 geTell — Kak cpeAne-
rasxenoe. OTMeyanuch CHUMKEHUE allIleTUTa, TOUIHOTA,
crabocTh, ¥ paAga FeTed — JIMXOPajgKa, KOXKHBIA 3YX,
3pHTEeMa JHIa, HOCOBbIe KDOBOTEUEHUS, CYCTABHOM CHH-
IPOM B BHJe apTPaJIuil ¥ OTEYHOCTH MexK(dalaHTOBBIX
AJIH TOJIEHOCTOIIHBIX CYCTaBOB. ¥ JeBoUeK my0epTaTHOro
BO3pAacTa BBLIABASJIM aKHe, aMeHODe, IHPCYTH3M.
VYV GonpmuHCTBA GONBHEIX OOHADYIKMBAJIU HUKTEPUY-
HOCTBL CKJIED ¥ KOJKH Pa3HOH CTeleHH BhIPa’KeHHOCTH,
HaJbMapHYIO 3pUTeMY, renarociienomeranuso. Tenean-
FMOSKTA3WH Ha JIMIE M KHUCTAX oTMedanuch y 29
fonpubrx. Ileyens Gbina OOBIYHO yBeNMUYEHA, MMeJa
IUIOTHYIO KOHCUCTEHIHIO ¥ 6rina 6e3bonesneHHON IpyH
MaXbIAlMK. YBeJUUYeHH e U YILIOTHEHYE CeJle3eHKH OIl-
peensIoch y 60BpIIMHCTBA TAIMeHTOB, a Yy 2 60JIbHBIX
OHa BBICTYIIaJa M3-TI0J Kpasd pebepHoit ayru Ha 20 cM.
IIpu naboparopHOM 06CHEZOBAHUM OBLIM BBISBIIEHBI
HapylIeHue IUI'MeHTHOr0 00MeHa, IPU3HAKHY IIUTOIM3a
Y USMeHEeHHOH HMMYHOJOTHUYECKOH akTHBHOCTH. Kin-
HIuecKue 1 1ab0paTopHble I0KA3aTeH B IPyIIIIe HabIo0-
TaeMbIX GOJNBLHBIX IpeAcTaBiedsl B Tabn. 1 u 2.
ChrIBOPOTKA KPOBY 00NBHEIX Oblya obcregoBaHa Ha
HaJIuyHe ayToaHTHUTeNd. ¥ 33 nanueHToB OBIIN BRIABIE-
ol ANA u/unu SMA, HO He ObLIH 06HADYKEHBI AHTH-
LKM 1, 4To HO3BOJMJIO JHATHOCTUPOBATE ¥ Hux AWT
1-ro Tuna. ANA 6p11u o6uapyskenst y 24, SMA — y 24
nereii, onnospeMeHHO ANA u SMA 6b111 06HAD YK EHEI
vy 15 6onpHbIxX. AHTU-LKM 1 651111 BEISIBIEHEL Yy 3 13 36
fONBHBIX, UTO CBUAETEIBCTBOBAJIO O HATUYUHU Y 3TUX
pereit AUT 2-ro runa. Turpsr ayToauTuTen y HAOI0O4A-
eMBIX HaMU OOJBHBIX NPENCTaBIeHb! B Tabnule 3.

Tab6auya 1

JAMHAMUKA KIMAHYECKHX CHMIITOMOB ¥ jieveit ¢ AHT

ITpu nepBuyHoit TIpu Yepes 1-2 Mmec ot B pemuccuu
Cumnromst ManHdecTauHu NOCTYTUICHHH Ha4asa HMMYHO- uepe3 1-1,5 ropa
Gonesxn B KJIMHHKY CYTpPEeCCUBHOM OT Hayana
Tepanuu HMMYHO-
CYNpEeCcCHBHOM
Tepantu (n=26)
JInxopanka 17 l — —
ACTECHHYECKHH CHHIPOM 36 36 7 —
Hocosbie kpoBoTeyerns 16 18 13 S
Jlucnentruyeckue ABJEHHSA 19 18 4 —_
VkTepHuHOCTb KOXH H CKIep 31 23 1 —
[TansmapHas spHTeMa W/t 32 16 —
[emMopparu4eckas cblib 4 4 1 —
CocynHcTsie 3BE3I0UKH — 29 29 22
CycraBHo# CHHAPOM 9 4 — —
Paimeps! neuens:
He najbnupyercs 1 3 3 7
BBICTYTIAeT U3 noapebepbs:
Ha 2-3 cM 26 21 28 19
Ha 4-5 cM 9 12 5 -
Pa3meps! cenesenxu:
HE NalbNUpYeTcs 3 4 5 8
BBICTYNAET U3 noapebephs:
Ha 1-2 ecM 4 13 16 15
Ha 3-5 cM 22 13 10 3
Ha 6-20 cM 7 6 5 -

3xece u B Taba. 2: H/Q — HET NAHHLIX.
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Ta6auya 2

Jdunamura Aa00paropunix norasareacH y qered ¢ AHY

ITpyu nepeuutod | Ilpu noctymure- Yepes 1-2 mec ot B pemuccun
[Tokasarenu MaHHbecTa-LHA HHH B Hayalla HMMYHO- yepes 1-1,5 roga ot
Gone3HH KIIHHHKY CYNPECCHBHOH TEpanHH Hauasia HMMYHO-
CYTIPECCHBHO# TEpanHH
(n=26)
COD, Mm/u:
no 15 17 10 25 26
15-30 10 14 9 —
31-60 9 12 2 —
YpoBeHs 6unupyOHHa:
HOpMa 4 7 28 26
BbILUE BEPXHEH MPaHHLBI
HOpPMBL
B 2-5 pa3 26 24 7 —
B 6~14 pa3 6 5 1 —
YpOBeH TpaHCaMHHa3bl
(ACT, AJIT):
HopMa — 1 15 26
BbILIE BEPXHEH rpaHHLIbI

HOPMbI!

B2 -5 pa3 12 8 16 —

B 6—40 pa3 24 27 5 —

ANBEYMHHBLY0:
HopMa H/n 13 19 22
HIxe 45 23 17 4
Y-rno6ynuHet, %:

HOpMa — 10 26

26-40 I 25 21 —

41-55 11 5 —
IgG, mr %:

HOpMa — 10 26
1600-3000 HA 19 18 _
soie 3000 17 8 —

Iporpomb6HHOBBIH
uHaexc, %:
HIxe 75 Hn 23 17 5
75-100 13 19 21
Ta6aruya 3
Turpsr ayroanrured y gerei ¢ AHD
THTp ayTOHTHTEIN ANA SMA Anti—LKM 1
(n=24) (n=24) (n=3)
1/20-1/40 10 12 —_
1/80-1/160 12 9 —
1/640~1/1280 2 3 1
1/5120-1/20480 — — 2
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Ilpu cpaBHEeHNH KIMHUKO-1a60pATOPHLIX TOKAa3aTe-
neir y gereit ¢ AUT 1-ro ¥ 2-ro TUIIOB 0OKAa3anoch, 4To
cpenHui ypoBeus obero 6unupybura npyu Mmanudecra-
UM npouecca 611 focToBepHO Boitue npu AUT 2-ro tuna,
yem npu AWUT l.ro Tuma: 128,0 = 56,5 mxmons/n
u 52,3 = 38,2mxmonb/n coorBercTBeHHO (p<0,05).
CpenHut ypOBEHB TPaHCAMUHAS B Hayasie 3a60JIeBAHUS
npu AUT 1-ro ¥ 2-ro THIA He DA3JTHYANCA ¥ COCTABIISAI
542,56 +437,45eq 11 500,5 = 448,0 es COOTBETCTBEHHO.
Yposens IgG 6u11 B 1,5—2,5 paza BeILIe HOPMEI Y BCeX
HabmromaeMerx gereit ¢ AUT. Hamu He 651510 BRIABIIEHO
pasnuunit mexray yposaem IgG y GonpHbix AUT 1-rou
2-ro Tunos, xorsa Gregorio et al. [3] panee oGHapyxuan,
YTO ITOT [TOKA3aTeb OBLI JOCTOBEDHO HIKE ¥ OONBHBIX
AHUT 2-ro tuna.

IlyuxnuonansHast GHONICHA NeyeHy Opliia IpOBeeHA
y 27 n3 36 6onpubIX. OLleHKA BRIPAXKEHHOCTHY MOP(]OJI0-
rUYeCKUX U3MeHeHUH B TRaHK TleveHN v 21 pebenka Ob1ia
NPOBEEHA HAMM C KCIIOJIb30BauueM nugexca Knopenus.
13 36 GonpHBIX V 8 OBINIM BLISABIEHBI IPUBHAKH XPOHHU-
yeckoro renatura (XI') 6es snenwit 111, us Hux y 2
ObLIa BBICOKAA CTEN€Hb AKTHBHOCTH Ipouecca, v 4 —
yMepeHHas M Yy 2 — HU3Kasd CTelleHb AKTHBHOCTH.
ITpusuaxu 1111 65111 BhiABAEeHsl y 19 60IBHBIX, M3 HUX
y 8 aKTUBRHOCThL Ipoliecca ObliIa BBICOKOH, v 6 —
yMepeHHON 1 y 5 — Hu3KO0i#. BripaxxewnocTs hubpozay
HabmonaeMbIX HaMH DOJIBHBIX He 3aBHCEJIa OT CTelleH:
AKTHBHOCTHU Ipollecca (pes3yJsbTATHl pacuera MHIEKCA
Kuogenns npuBeaeHsl B Taba. 4).

Y 9 GoNBHEBEIX B CBA3U C OTKA30M OT IPOBENEHMS
NYHKIMOHHOM GUONICHU ITeYeHN MOXKHO BbLJI0 TOBOPUTE
o ¢opmupoBanuy IIII Ha OCHOBAHMM XapaKTEePHBIX
KJIMHHAKO-1a00paTOPHBIX NAaHHLIX — CeraToCIIeHoMe-
TajJuy, pacliMpeHUs BeHO3HOM CeTH Ha KOXKe nepefHel
TIOBEPXHOCTH KUBOTA, BADUKO3HOI'0 PACIIKPEHUA BeH
IMIEBONA U BACKYJIONATHH CIUBHCTOH 0GOJOUKH »Ke-
JYAKa, acHUTA, OTEKOB, IM'MIEpCIJIEHU3MA, CHUKEHUA
NIPOTPOMOUHOBOTO MHAEeKca HyKe 50% , CHHIKEHUA YPOBHA
arb0yMUHOB B CHIBOPOTKE Kposu Huxe 40%.

Tarum obpasom, v 28 us 36 (77,8% ) nabarogaemMbIx
Hamu Gonbabix 6b11 guarsocruposan III. ¥V 14 nereit

Tabauya 4
Hiere rEcT6Horuyeckoi aRTHBHOCTH
y nereid ¢ AUT
AXTHB- Yuceno CpezHuit HHIIEKC Cpenuas
HOCTb Gonmn- | KHomenns no tpem BHIPAXEHHOCTh
npouecca HbIX noKasaTeNnnMm, ¢bubposa, Gasnn
6asupt
MuHuMaTb- 1 2,0 2,0
Hast
Husxas 6 48+1.2 33+£1,0
YmMepeHHast 9 10,3+ 1,3 31+£1.2
Bericokas 5 14,0+ 1,0 38+04

I1I1 6b11 AuarHOCTHPOBAH Ha 1-M rony, y 7 60IBHBIX —
Ha 2-M rofy, y 6 60apHEIX — Ha 3—4-M roay bosnessu
¥ y omHoro pebenxa — uepes 7 JeT Iocie nepsoil
Marudecranuu npouecca. Bpems ot nepsoit MaHIdecTa-
1w 3a60J1eBaHKA A0 yeTaHoseHus guaryosa 11 cocra-
Buz0 oT 5 mec fo 84 mec (8 cpeguem 20,3 = 18,1 Mec).

[pu yIbTPa3BYKOBOM HUCCIEROBAHMM ¥ BeeX 60Ib-
Hbix AUT BRIABIAMM yBequdeHHe DasMepOB JEBOH U
npaBoii xoyel neyeHu ¥ UG ysHoe YIINOTHEHNE TAPEeH-
XVMBI Pa3IUYHOM CTeIleH! BHIPAKEHHOCTH. ¥ MalueH-
toB ¢ IITI mapeuxuma Oplna «TAXKUCTAA», OTMEUATIHUCDH
VIJIOTHEHUS ¥ YTOJLIEHNUS MeXKCeITMeHTaPHbIX Ilepero-
PONOK M KDYIJOM CBA3KH IeUeHH, CILIeHOMEraiud,
HNpUSHAKHM NOPTAIbHOM THIIEPTEH3HM — PACIIMpPEHHE
CTBOJIA ¥ BETBEH MIOPTANBLHOM BeHDI X CeJIe3eHOYHOH BeHbI
€O CHIKEeHUeM JUHeHHON CKOPOCTH KPOBOTOKA, IIOPTO-
cHCTeMHBIE KoJnaTepanu. ¥ 4 gereit ¢ IIII B Gpromrsoi
IIONIOCTH BBIABJISANHM PASIUUHOE KOJIUIECTBO CBOGONHOR
SKUAKOCTH, JOKAJUBYIOUIEHCA B MalOM Tasy, Mexny
NeTIAMM KHIUKHM, B IIPABOM M JIEBOM JATEPAIbHOM
KapMaHax, HaJ MOYeBBIM IY3bIPeM U Haj Cele3eHKOMH.

OHAOCKONMYECKOE MCCIEN0BAHME DK TOCTYIIIEHU K
BRISIBUJIO BAPHUKO3HOE paclIupeHMe BeH NHIEBOJA
I-Il crenernu y 19 manuenTos ¢ I1TI, auepes 1—1,5roga
oT Hayana Habmomerus — eme v 6 6oapubix ¢ I1I1.

IIpu mOCTYIJIeHHH B KIWHHUKY BceM meTam ¢ AUT
HasRAYAIX UMMYHOCYIIPECCUBHYIO Tepanuio (IpesHu30-
JIOH, a3aTHOIPHUH). B rpynne ua 15 60I5HBIX IPOBOIHIHI
JeyeHve, OCHOBAHHOE Ha MEIJIEHHOM CHMXXEHHM O35l
IpeXHU30JI0HA B TeueHre Kypca Tepanuu. [1o aroii cxeme
TIpeXHU30JIOH HadHauanu B foze 30—40 mr/cyT u mocxe
JOCTHOKEeHUA HadaJIbHOTo addeKTa (B cpefHeM yepes 2—
3 Hezeny JleyeHUA) HAUMHAIY MELJEHHOE CHUMKEHUE
JO3EI Ipeauu3oona Ha 1,25 mr/cyr kaxanie 5—7 quelt.
OnuoBpemenno 10 u3 37X GOJBHBIX IIOJYYAIN aA3aTH-
onpuH B fo3e 50— 75 Mr/cyT. ¥ Bcex meTeil aTOH IpYIIL]
TIocJie IIEPBOTO MeCATa TePATIUY PA3BUBAJICH MEUKAMEH-
TO3HBIN cuuApoM UnieHko—Kyuunra B suje 3HaUUTEIb-
HOTI'O IIOBBILIEHUA MACCHI TeJIa ¥ OTJIOMEe KU IIOZKOMKHO-
SKMPOBOM KJETYATKHM Ha JuIe, TyJ0BUINe, Gempax,
TOoABJNEHUA I'UpPCyTU3Ma ¥ cTpuil; v 10 mammeHTOB
OTMeUaNH NOABIEeHKNe CHMITOMOB 0CTe0noposa, v 4 —
TIOBBIIIEHHE apTePHANBHOr0 JaBieHHusdA, v 9 geredr ~
U3BAIBICHUE CIUIUCTON 000N0UK Y NUII[EBAPUTEILHOTO
TpakTa. BRIpaskeEHOCTE faHHEIX M3MEHEeHH ! yMeHbIa-
JIach IIPH IIepexojie Ha IMOALePKMBAIOIIYIO JO3Y IIpemna-
paros (10-—15 mr/cyT npegrusonona, 25—50 mr/cyr
a3aToNpPUHA).

5 GOJBHEIX C CHMIITOMAMM XOJECTA3a MOJYYalu
IIpeXHM3050H B fio3e 10—15 mr/cyT, asaTHonpuH B Zose
25—50 Mr/cyT ¥ IpenapaT ypconesoKCHX0HeBO KHeII0-
I (ypcodansk) B gose 500 mr/cyt. Yepes 1,5—2 mec ot
HavYaNIa KMMYHOCYIIPDECCUBHON TePAIMY Y 3TOH TPYIIIBI
GONBHBIX OTMEUEHO CHMMKEHHe AaKTUBHOCTH mpornecca,
HOpManW3anus IoKasaresel menounol pocharassl u y-
TIyTaMHATPaHcIenTrAass!. [IpusHakos popMupoBanus
curapoma Unerxko—Kymuara re 65110 BBIABICHO,

16 manmesTOB mMOJyuaMH MMMYHOCYIIPECCHBHbIE
IPENapaThl IO CXeMe ¢ GBICTPBIM CHUIKEHHEM 03B
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IIPeHUB0JI0HA B X0de Kypca JeueHus {3, 11]. 6 geram
9TOH rPyNNEl HA3HAYANY KOMOMHUPOBAHHYIO TEPAIIHIO:
TMPeAHU30JIOH B UCX0nHOM no3e 30 MI/cyT 1 a3aTHONPUH
B no3e 50 MI'/CyT CO CHHMIKEHMEM 035! IPeJHUB0JI0HA Ha
10 mr/cyT mocue 1-it Hexenu u Ha 5 Mr/cyr mocie 2-it
Heneay Tepanuu Ao Mo AepUuBaroIIen 103kl 15 Mr/cyT.
10 peredt mosyuany MOHOTEPANMIO IPeJHM30JOHOM B
UCXOLHOH fo3e 60 MT/cyT co cHUMKeHMeM n035b1 10 40 Mr/
cyT mocne 1-# Hepexu Tepanuu, no 30 Mr/cyr — Imocie
2-# Hepmenu Tepanum u 5o 20 Mr/cyT — K KoHny 1-ro
MecAna JedeHHUsA. Y GONBHBIX MOCHeAHUX ABYX I'DYII
yepes 2 HeJedH OT HAaUaJa JIEUEHUSA OTMeYasack moJo-
IKUTeJbHAS JUHAMUKA IIPOLLECCa B BUAe HOPMaIK3aLuHu
ypOBHSA OMIMPYOHHA, 3HAYNTEIHLHOrO CHUYKEHUS [I0Ka-
3aTesei OMOXMMUYECKOH, HMMYHOJIOTUYECKOH ¥ BoCTIa-
JIMTeNbHON AKTHBHOCTH. B TeUeHHe NIUTEILHOI'O HA-
OmoneHNs 38 3TUMY OOJBHLIMY IPU3HAKOB (JOPMHUPOBA-
Huda cuapoma Unerxko-Kymuura e 65110 0OTMEYEHO.
TTonoxurenpHAS IMHAMUKA CO CTOPOHBI KJIUHUKO-
J1ab0paTOPHBIX CUMIITOMOB Ha (OHE UMMYHOCYIIPECCUB-
HO# Tepanuu (tabs. 1 u 2) y Bcex OOJBHBIX SABHIIACH
LOTIONHUTENBHBIM IIOATBEePXKAeHeM fuarnosa AUT.
IIpu mocTaHOBKE AMAarHo3a «OIPEAe/J€HHOTO» HIIH
«BepoaTHoro» ANT ¢ ucnonssoBanueM GaliIbHON cHc-
TeMBbI JUATHOCTUK Y MeKYHAPOJHON IPYIIIIEI 10 U3yYe-
nuio AUT [14] Mb! yCTAaHOBHAIN, YTO IO HaYala Tepamluy
27 u3 36 (75,0% ) mauueHTOB UMeJH TUATHOS «OIpefe-
neyyerii» AUT, a ocranpueie 9 — IUATHO3 «BEPOATHBIA
AUT». Ha doHe ITpoBOAMMOH HMMYHOCYIPECCUBHOH
Tepanuu 5 gerelt ¢ «BeposiTHRIM» AWT Brrocsencreuu
IIepeIIN B KaTeropHuio «oupenerenuoros AWI u, rakum
06pazoM, YucI0 GOJBHEIX C TUArHO30M «OIIpeNe/IeHH I »
AWNT ysenuuumaocs xo 32 (88,9% or 60spHBIX, HAXOASA-
mmxcsa ool Hammum Habmwoogenuem) (rabn. 5). Otu
HaHHble MOATBEPXKIAAIT d3PDHEeKTUBHOCT, NPUMEHEHUA
fannpHOM cucTeMsl puarHocTuky npu AUT y nereit.
Kiausuko-na6opaTopHad peMHuCCHA (3HAYNTENbHOE
YMEeHBIIEHVE BLIPAIKEHHOCTH KIMHIYECKUX CUMIITOMOB
1 6MOXUMAYECKUX IPH3HAKOB BOCIIANIEHUS CO CHUMKEHU-
em ACT 1o ypoBHS, He IIPEBBILIAIOIIEr0 HOpPMAJIbHBIE

Tabruya 5

Pacnpejpenenue 60JIBHBIX ¢ AHATHOZOM
«OIPeCIeHHOro» HIH «BepoAaTHoro» AHT

Junarnos Bannsl Yucno GoabHBIX
Jo neyeHus:
«OnpeneneHHbIH» >15 27
AUl
«Beposarubiin AU 10-15 9
[Mocne neyexus:
«OnpeneneHHbl» >17 32
AUr
«Beposupti» AU 12~-17 4

noxasaTtenu 6osee uem B 2 pasa) [11] 6si1a JocTUTHYTA
y 26 us 36 gereit B cpegHem uepes 6,4=4,9 mec (y 10
6oabHBIX uyepes 1,5—2 mec, y 6 — uepes 3—5 mec, y 8
— uepe38—12 mecn y 2 — uepes 14—17 mec) or Hauana
KMMYHOCYTIPECCHBHOM Tepanun. Oauk wru 6osnee peuu-
nuBoB 3abonesanusa ormevanucs y 11 (y2 — ¢ XI', vy 9
— ¢ IIII) u3 26 gereil, paHee BOINEXIIHX B IIEPUOX
peMuccus, yepes 3-21 mec or rauasa repanuy. Ilpu atom
y 7 DeTeil pa3BUTHIO PEI{ULUBOB CIIOCOGCTBOBAJIO CHUMKE-
HYe 4035l NpeHMU30M0Ha Hyvke 10 Mr/cyT, y 4 gereit —
WHTepKYppeHTHbIe nHGeKIIMH. Iloce HOBBIIIIEHUA JO3BI
NIpegHU30JI0HA U MOAKIIUEHNA K Tepalluy a3aTHOIIpUHA
(y 5 mereit) y aTX 11 GONBHLIX BHOBL OBIIO JOCTHIHYTO
COCTOSHME KJINHUKO-1a00PaTOPHON PEMUCCUH.

Bce metu, maxomgsujuecss B COCTOSHUM KIWHUKO-
nabopaTOpHO¥ PEeMUCCHHU, SO HACTOALLEI'O BPeMEHH I10-
JYYaIOT NOALEe DK UBAIOILYIO TePAIUIO IIPe JIHU30JOHOM B
nose 5—12,5 mr/cyr, u3 Hux 19 nereft — B coueTaHuu
c adaTHONIpUHOM B fose 50— 75 mr/cyr. Huxxe npusoaum
Hallle HaOJIOZeHHeE.

Boawpuoit JI., 10 seT, HaM yAaJI0Ch NOJHOCTHIO OTMEHUTH
MMMYHOCYIIPECCUBHYIO TEpAIUIO Yepes 3 I'. 3 Mec OT Havajaa
nponecca. ¥ aroro pebernxa AW 6bir AMarHOCTHPOBAH B
Bospacre 7 neT. Buul HasHayeH IIPeAHU30JOH B go3e 25 Mr/
cyT, uepe3 1 Mec gosa ero Gvlyia cHMKeHa 10 20 Mr/cyT, a elle
yepe3 3 mec — no 15 mr/cyr. Ha dore Tepanuu oTMmeyailu
3HAYUTEeJNbHOE CHHU)KEHUE aKTUBHOCTH npolnecca. Yepes 2,5
rofla Tepanuy NpPeaHN30J0H0M Ha (oHe InuTenbHOH (B Teue-
HUe 2 JIeT) KIHHUKO-I1af0paTOPHOM PeMUCCHH 1032 IPeaHu-
30J10Ha Bblna mocTeneHHo cHuxena xo 1,25 mr/cyt. Ha aroit
03¢ TpenapaTa [JeBOYKA Haxogujach B TedeHue 6 Mec,
CaMOYYBCTBHE €€ OCTABANOCH CTaOHILHEIM, BCe OoxuMmuyec-
Kue roxasareJs 6pIn B npeXenax HopMsi. Ilocne nposene-
HUS NYHKUUOHHON OHOICHMH ImedeHH, KOoTopasd CBUAETEeNb-
CTBOBaJIa 0 MHHUMAaJIbHOH aKTHBHOCTH Ipouecca (MHAEKC
Kuogennsa 2 6anna, BeipaxeHuocTs Gubposa 1 6asn), mMmy-
HOCYTIpeCCUMBHAS Tepanus 6bliia oTMeHeHa. Ha nepuo moxro-
TOBKM LAHHOI paGoThI K Ied¥aTH IPOAOIKUTEJIBHOCTD PEMHUC-
CHU IOoCIe OTMeHB! Tepanuy cocTaBmia 18 mec, penmpauBa
ponecca He OTMeYaeTcs.

10 mereit ¢ IIIl » npmsHaxaMu NEeKOMIIEHCAIUH
mmpolrecca He OTBeTHIIN H& UMM YHOCYIIPeCCHBHYIO Tepa-
TIHMIO ¥ KIWHUKO-Ja60paTopHasa peMHCCHA Y HUX He 6B1na
JOCTHTHYTa, YTO 00YCIOBHIO HeO6X0UMOCTE IIOCTAHOB-
KU BOIIPOCA O IPOBEAEHUH ¥ HUX OIIE€PAIMH OPTOTONHYEC-
Kot rpamcmiantanuy nedeHu (OTII). DTm Gombrwe
6BLTH KOHCYABTHPOBaHs! B Poccuitckom Hayurom Iex-
Tpe xupypruu (PHIIX) PAMH u ofcienoBaHml 110
nporpamme OTII. OgHako y 5 M3 HUX IO Pa3IMUHBIM
MeAUKO-COLMATBHEIM IPUYMHAM IPOBEEHYEe OTIIL 6s110
HeBO3MOXHBIM (IICUXO0JOTHYECKAA HETOTOBHOCTD POJH-
Tejel, 0OTCYTCTBIE OGHOTPYIIITHOTO POACTBEHHOTO JOHO-
pa, HaJIu4dWe IPOTUBONOKA3aHMH). 2 meTelt U3 3TOH
TPYIIE] YMEPAN OT KPOBOTEUEHMS M3 PACIINDEHHBIX BEH
IHUIIeBOAa M NeUEeHOUYHO-KAEeTOYHON HeZOCTATOYHOCTH
(uepes 4 roga 1 8 ner or Hauana 3aboneBaHng). ¥ 04HOTO
pebenxac AT w1 III1 B craguy DeKoMIIeHCAIINH IIPOoIIecca
B HACTOfAIlee BpeMsA ILJIaHMPYeTCS IPOBele HIe Ollepal| i
TpaucmiaadTanuy neuyery B PHITX PAMH.
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IEXAATPUS Ne 1, 2003 r.

2 nersam 6pla yCIEITHO TPOBeAeHa ONlepaIlus TpaH -
nraHranuy neuernu. Huike npusogum Hame Habrroxe-
HUe.

Y GoapHO# A., 15 ser, ¢ ZaUTEeJLHOCTHIO 3aboseBanus
OKO0JIO 9 JIeT MOK&3aAHMAMHY K TPAHCIUIAHTANUY DeyeHH OBIIu:
III1 c meueHOUHO-KAETOUHOMN HeIOCTATOYHOCTHK, IOPTAIbHAR
runepreHsusa (BapHKO3HOe pacliupeHuHe BeH nuuiesoxa II
CTelleHH, CIIIeHOMerajlus ¢ CHHAPOMOM THIepcIlieHu3Ma). B
Hosi6pe 2000 r. 6nlna npoBeeHa OPTOTONIMYECKAa s TPAHCIIJIAH-
Talus NMPaBoi ZOMH NMeYEeHH OT POACTBEHHOro AOHOpa (MaTe-
pn). HocneonepauuoHHBIH Neprok npotexan 6e3 ocnoxHe-
Huit. B TeueHHe MecsUa mOOCJe NIPOBENEHHON onepamuy
GonbHAS HAXOAMJIACH B CTALMOHApDE, I'Ae IPOBOAKICA Hox60p
HapaMeTPOB MMMYHOCYIIPECCHH (LUKJIOCIOPHHE A, TIVIIOKO-
KOPTHKOCTEPOMbI) NOJ KOHTPOIeM DHOXUMUYECKHX 1 ob1e-
KJIUHUYECKUX TECTOB. 110 pesyIbTaTaM ZMHAMUYECKOTO YIIb-
TPa3BYKOBOT'O HCCHEAOBAHUSA OPraHOB OPIOIIHOMN ITOJIOCTH B
nocJiecnepaldoOHHOM IIEPHOAe — MOPPOMEeTPHYECKHE IOKa3a-
TeJM TPAHCIJIAHTATA YAORJIETBOPUTEJIbHEIE, IIPK JONIIIEPOB-
CKOM KAPTHUPOBAHMH — IIOKA3aTeN¥ KPOBOTOKA TPAHCILIAHTATA
HopManbHble. PesynsTars: 1a6opaTopHoro obciefo0BaHUs IIOC-
Je onepauuu: obmui 6uaupybur 18,6 MKmoun/n, 00K
6enox 70 r/x, ACT 27 en, AJIT 60 ex, npoTpoMOUHOBBIA
unpere 71% . Ha MOMEHT ITOArOTOBKY CTATHH K NyDIUKAIINHA
rocJe onepanuy npomio 6 Mec, COCTOTHKE pebeHKa YIOBJIET-
BopHTeNbHOE. [IPOBOAUTCA KHMMYHOCYNIPECCHA LUKIOCIIODH-
HOoM A (KOHIIeHTDaI¥sA B KpoBy okoao 200 Hr /M) U MeZpOIOM
(mocrenerRHoe CHUMXKeHUe Ho3bl ¢ 12 mo 4 Mr/cyr).

Obeymaenue

Ilenbio HacToAIe# paboOTE! ABMJIOCH U3YUEHHE Xa-
pakrepa reyerus AV 1-ro i 2-ro TUIOB ¥ BePOATHOCTH
dopmupopanus IIII npu AUL y gereit. Krumuuxo-
nabopaTopHas cumnromaruxa AUT y gereit onmucana B
pane sapybexxnnix pabor[3, 15 — 19]. B oreuecTBeHHOM
JUTEpAType UMEIOTCS JIUIND OTAeIbHbIe NYOIHKAL MY HA
ary Temy [20, — 22]. IIpoBemeHHOe HucCIeIOBaHHE
[I0KAa3ajio, 4YTO CpeXy HaGIoJaeMbIX HaMU GOJBHBIX
noxapnsAmouee 6onbmirHCcTBO (86,1%) mAanMedTOB CO-
cTaBUIM AeBouky. ¥ vactu (7 us 36) gereil B kauecTse
IIYCKOBOTO MexaHusMma B passutuu AUI MoxHO 6BLIO
paccMaTpUBATL BUPYCHBIH rematuT A. ¥ 6G0NbIINHCTBA
(61,1%) mereit AT HaumHaJICA OCTPO C NOABJIEHHUS
JNUXOPALKH, OOIIMX CHMIITOMOB HHTOKCHKAIUY, HKTE-
PHUYHOCTH KOXKHBIX MOKPOBOB. OTO COOTBETCTBYET LaH-

ueim Gregorio et al. [3], coobmuBmuM, YTO OCTpOE

Hauano 3aboseBanus Bcrpevaercay 50-65% gereir. [pu
AUT 1-ro Tuma y B3pocawix febior Gomesum B 40%
CAYyYaeB HAIIOMUHAET KaPTHUHY OCTPOTO BUPYCHOI'0 rena-
tuta [11]. PasButns (QpynsMUHAHTHOTO TelaTUTA He
65170 OTMEUEHO HY Y OXHOTO U3 HabmogaeMBIX HaMu
Keteit. Hanbosee 4acTHIMU KJIMHUYECKIMH CHUMOTOMAMU
upu marxdecTalMym Ipolnecca GBIIM renaToOMEraius,
CINIEHOMEraJus, XKeJITyXa, JUXopaxKa, 60JIM B :KNBOTE,
HOCOBBIE KPOBOTEUEHHS, aPTPAITHUH.

IIpy mocrymieHum Bce JeTH o0CIeOBanINCh Ha
Hanuuue ayroanruren. ¥ 33 (91,7%) mabrmonaeMsIx
namu gereit ¢ AVT 6r1ay BRISBJIEHBI AyTOAHTHTEJNIA
(ANA, SMA) B tarpax 1 : 20 1 BEIIIle, HO OTCYTCTBOBAJHK
anT-LKM 1, yro mossonuao roeoputsk 06 AUT 1-ro
runa ¥ uckIounTh AW 2-ro tuma [11]. ¥V 3 us 36

(8,3%) pereil BHIABIEHEI aut-LKM 1 B BBICOKHX
THTpaX, YTO CBHAETENbCTBOBAJIO O HANUYNHY ¥ HUX AUT
2-ro Tuma. Hamu faHHEBIE 0 PACIPOCTPAHEHHOCTH pas-
nuunsix Tunos AUT cpenn poccuiicKuX feTed COOTBET-
cTBYIOT AaHHEBIM Mayo Clinic (CIIA) [23], rne B TeueHHe
14 mer mabmiomenus Obro obciemoaso 47 gereid
¢ nnarHosom AUT: y 43 pereit (92% ) AnarHoCTHPOBAH
1-# tun AU, y 4 zereit (8%) — 2-it tam AUTL. Ilo
TaHHBIM QHTIMHCKHX aBTopos, ¥y 32 (61,5%) ms 52
nereit, oberenoraruex B Pediatric Liver Unit of King’s
College Hospital (JIongon), 6si1 guarsocruposas AUL
1-ro tuma u y 20 meteit (38,5% ) — AUT 2-ro tuna [3].

Ilo panmemm Czaja [11], AUT 1l-ro Tuma MOXeET
Habronarsca B 1060M Bo3pacTe (THIHYHAIM ABJIAETCA
fuMonanbHOe pacpenetenue — 10-20 ner u 45-70 set),
HO AWT 2-ro Tana mHabiofaeTcs NPeMMyLieCTBEHHO Y
IeTeil B Bo3pacTe oT 2 1o 14 net, a B3pocabIe COCTABIIAOT
20% ot obuiero umcia nanuentoB ¢ AU 2-ro Tuna B
Espone u 4% - B CIIA.

IIpu naboparopHOM 0BCIeZOBAHUH Y BCeX GONBHBIX
AWUT 65171 BLIABIEHB! HapylIIeH e NUTMeHTHOro ofme-
Ha, IPU3HAKH IIUTONU3A ¥ HAMEeHeHHON MMMYHOJIOTYeC-
Kol akTuBHOCTH. HaMu He 065110 BBIABIIEHO CYIIECTBEH -
HBIX PABIMYHH B KIMHUYeCKON KapTuHe 1 reuenny AT
1-r0 ¥ 2-TO THIIOB, 38 MCKIIOYEHNEM TOTO, YTO CPEeAHUL
ypoBeH: SMAMpPy6HHA IIPH MaHU(ECTALAN IPoLiecca 6511
nocrosepHo Boie v GoupHbix AT 2-ro THna.

TlonyyenHble HAMM JaHHbBIE CBUAETEIHCTBYIOT O TOM,
yro AUT y mereit xapaKTepHu3yeTCs IPOIPECCUPYIOLIUM
reuenuem. 1111 66101 Br1sABIIeH v 26 u3 33 nereit ¢ AWUT
1-ro Tuma u y 2 us 3 gereit ¢ AUT" 2-ro Tuna. B mesom
npuanaky I[II 6s1au BeiABneHsr v 28 (77,8%) us 36
HabrogaeMbIx HaMy 60IbHEIX, npudem y 21 (58,3% ) us
HHX — YysKe B TeueHMe IIEPBBIX 2 JIeT OT Hauala
saBoneBaHusa. ITO COOTBETCTBYeT HanHbM Gregorio et
al. [3], mokasapmum, uTo y geredt ¢ AUT 1-ro tana ITI1
BeIABJASAETCH B 69% cayyaes Ipyl IMepBUYHOM I'MCTOJIO-
IHYECKOM HCCIeLOBAHMY U B 74% - IIpM MOBTODPHEIX
6MONICHUSAX TIeUeHH, IPOBOAUMEIX Ha (OHE HMMYHOCYII-
peccuBHON Tepanuu. ITpu AUT 1-ro Tuma y B3poCIbIX
IIII pgmarHocTUpyeTCA B -TeyeHHe 3 JEeT OT Hauala
Gonesru y 43% GoxpHEIX [11]. '

EpuHcTBeHEBIM GAKTOPOM, CHAE] . KUBAIOUIAM ecTe-
CTBeHHOE HeOmarompusaTHoe TeueHme AWT, ssnsercs
MMMYHOCYIIpeCCHBHAA Tepanusf. B Hacrodmee Bpems
KOMOWHMDOBAHHASA Tepanud (IpefHN30J0H U a3aTHOII-
PHE) MJIKX MOHOTEPANMA NPeAHN30JOHOM IIPOBONATCS C
BEICTPBIM CHMIXXEHMEM XO3BI IPefAHM30JI0HA A0 TOLIeD-
JKUBAIONIEH, UTO 00YCIIOBINBALT CHUIKEHHE BEPOATHOC-
1 10604uHBIX ad(pexToB [24)]. OZHAKO ITOIHOCTEIO OTMe-
HUTh MMMYHOCYIPECCUBHYIO TEPATIHIO IPY HACTYILIIEKNH
PEeMYICCHH BOBMOXKHO TOJbKO ¥ 20% mnanuenTos ¢ AUT,
npuyeM B 50-86% ciryuaeB mocie oT™MeHBI Tepammu
BOSHHMKaeT penuaus npouecca [25]. Ilpu Hanuuny mop-
thonoruuecKux IPHSHAKOB IePUIIOPTANBLHOIO TeIaATHTa
unn ITI1 BepoATHOCTE PASBUTHA PELUANBA COCTABIIET
100% [11].

¥ 26 us 36 nabmroaeMbIX HAMM feTelt B HACTOALIEE
BpeMdA OTMeUYaeTcs KINHUKO-1a00paATOPHAT PEMUCCHS.
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Bce petu monyuaioT MOAgepsKUBAIOIIME HO3BI IPEXHUS0-
noHa (5—12,5 mr/cyT), us uux 19 gerelt — B coueranun
¢ a3aTHONPMHOM (25—T75 Mr/cyT). Penugussl, oTMeyaB-
mwreca y 11 (42,3% ) uz 26 60nbHEBIX, HAXOXUBUINXCA
B (pa3e peMHUCcCU M, ObIIH KYNIUPOBAHE] BDEMEHHbIM IIOBBI-
LUeHWEeM 03k mpegHusonosa (1o 15—60 mr/cyt) uy 5
eTeld — NOAKJIIOUEHMEeM K TEeDAIMM asaruonpuna. Ho-
GUTBCA NMOJHOM PEeMUCCHH He TOIBKO Ha BHoXMMuyec-
KOM, HO ¥ Ha MOP(OJOrUYeCKOM YpPOBHE M OTMEHHUTH
MMMYHOCYIIPECCUBHYIO TEPAIIMIO MBI CMOTJIM TOJBKO ¥
0AHOT0 6GOJBHOTO.

Y 10 geteit c AUIT Ha cragum chopmuporannoro IIT
BBIABIIANM MPHU3HAKY JEKOMITEHCALHM IIpoLiecca (BbIpa-
JKEHHAsA MOpTaJbHas TUIIePTeH3UA, YIpo3a KPoBoTede-
HUA K3 BADHKOSHO PACIUKPEHHBIX BEH NUIEBOJA, TIeye-
HOuHadA sHUedanronarTus). ¥ CTAHOBIEHO, YTO B 3TOM
ciIyyae MeJUKaMEHTO3HOe JeueHUe OKa3bIBaeTCHd, KaK
npasuao, HeadphexTusHbM, Taxum 60NLHBIM TOKABAHO
npoBelieHNe TPAHCIJIAHTALMY TIeUeHH, IIPHYeM 5-TeTHAS
BBIJKUBAEMOCTH [IOCJIe OIIepALIMy cocTasaseT boaee 90%
[24, 26]. ¥ 5 u3 atux 10 Sonvrrix nposenenue OTII
Ob1J10 HEBOSMOJKHBIM II0 MEIUKO-COLUAABHBIM IIPHUYH-
HaM. 2 pebeEKa yMepay Ha hoHe sIBNeHUH ITeYeHOUHO-
KJIEeTOUHON HELOCTATOYHOCTH ¥ KPOBOTEUEHUS M3 BaAPHU-
KO3HO DACIIMpEeHHBIX BeH nuilesoja. ¥ 2 Jereil ¢
IUIMTENLHOCTHIO 3abonesanua 7 jger ¥ 9 zmer Omina
YCIIEILIHO NPOBEJeHA OPTOTONNYECKAA TPAHCIIIaHTalUuA
npasoil moam mevenw B PHIIX PAMH, a y ogaoro
pebenxa B bnrxaiilee BpeMs IJIAHUPYeTCS IPOBeJeHne
TPAHCIIAHTALMHN TleueHu. Heo6X0AMMO IIOXYEPKHYTh,
YTO B CBSI3H C HAJUYMEM B HACTOSAIIEE BDeMS pealbHOH
BoamokHocTH nposegenus OTII, mano cTpeMEUTHCA K
naubonee paxueit gparsocruxe 11 u cBoeBpeMeHHOMY
BEISBIEHUIO IIOKA3aHUI K IIPOBEHERUI0 TPAHCILIAHT AN
nevenn y 6oampunix AUT.
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