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Lenb nccnegoBaHuns: onpefesinTb 0CO6EHHOCTU MOPGOJIOrMYECKON KapTHHbI NEYEHU Yy AeTeN C INIMKOreHOBOK 60/1e3HbI0 |,
Il v VI Tuna. MauymeHTbI M MeTOAbI: 06c/ieqoBaHO 50 geTen ¢ MMKOreHoBoH 60/1e3HbI0 B Bo3pacTte 1-17 (6,5 + 0,6) neT;
u3 Hux ¢ | Tunom — 6, ¢ lll Tunom — 18, ¢ VI Tunom — 26. Becem A€TAM BbifoJIHEHa GUOMCUSI IEYEHU C ONpPEeneIeHNeEM
WHAEKca rmcToaornyeckor aktnBHocty (Knodell) n ructonornyeckoro nHaeKkca ckneposa (Desmet). Pe3ynbratbi: y 100%
rnaumMeHToB rNnapeHxmMma opraHa HarnoMuHaaa «PacTUTe/IbHyo» TKaHb. BocnaanteibHble UI3MEHEeHUs1 B NeYEHU OTCYTCTBOBA/IN
y 66% u 6blan BbIpaxKeHbl MuHUMaAbHO y 18% peten. Y 14% 60/1bHbIX OTMeYasicsl nepurenatut. Boicokas cTeneHb rmcro-
JIOrMYECKOHM aKTMBHOCTU 3apuKcupoBaHa y 2% aeten. [lopTanbHbIf 1 nepunopTaibHbid ¢nbpo3 BoisieaeH y 100%, nopto-
rioptasibHble centbl — y 54%, NopTo-LeHTpasbHble centbl — y 6%, umppo3 neveHn — y 20% aeten. Y 100% naymneHToB npu
LLINK-peaKunn B renatounTax oTMe4asoCb HEPaBHOMEPHOE [bi6YaToe pacrpeneieHne MIMKoreHa, KoTopbii BbiMbIBasICs
B KOHTpoJ1e amnnason. [pu oueHKke AuHaMuku ¢pubpoanpoBaHms y 3 ageted ¢ VI TMnom rimKoreHoBok 60/1€3HU 06HapyKeHb!
pasiMyHble BapuaHTbl Te4eHnss 3aboaeBaHus. B ABYX C/ydyasix UBMEHEeHUs B Ne4eHn He NPorpeccmpoBasu, B O4HOM ciydae
MMCTOJIOrMYECKas KapTuHa yxyaluaack. BeiBoabl: MyHKLUMOHHAsS GMOMNCUsSI MEYEHN UrPAET BaxKHYIO POJIb B AMArHOCTUKE [IN-
KOreHoBOM 60/71€3HU, NO3BOJISIS YCTAHOBUTb PSS CreLndUIeCKUX UBMEHEHUI, 4TO HE06X0AMMO A/151 NpoBeaeHNs anddepeH-
LMasibHON AMarHOCTUKM, Ha3HavyeHus Tepanuu 1 OLeHKU NporHo3a 3ab0/1eBaHMsI.

Knro4eBblie cnoBa: €T, [MIMKOreHoBasi 60/1€3Hb, Ne4eHb, MOPQOOJIOrus.

(Bonpockl coBpemeHHow negnatpmm. 2013; 12 (6): 24-28)

BBEAEHME B pa3/IMYHbIX OpraHax 1 TKaHsax. B 3aBucMmocTM OT HegocTa-

[MnkoreHoBas 6one3Hb (FB) — obuiee Has3BaHue rpyn- TOYHOCTU TOTO WK MHOro depmeHTa, a TaKKe OT Tuna nopa-
Mbl PeAKUX HacneacTBeHHbIX 3a60/1eBaHMi, 06YCOBIEHHbIX YXaeMoW TKaHW B HacTosillee Bpems BblaendoT 4o 15 tunos
HEeLOCTaTO4YHOCTBIO Pa3nyHbIX GEepPMEHTOB, Y4aCTBYIOLLMX 3aboneBaHusa. B 4acTHOCTM, NATONOMMHYECKUM W3MEHEHWUSAM
B 06MeHe rnunKkoreHa. ledbeKtbl GepMeHTOB NPUBOAAT K Hapy- noasepraroTca neyeHb v/wmnn mbliwubl. K neyeHoyHbIM dop-
LUEHWUSIM UX CTPYKTYPbI M U3ObITOYHOMY HAKOTMJIEHUIO MMKOreHa maM I'b otHocsTes |, 1l VI v IX Tun 3a6oneBaHus [1, 2].
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Characteristics of the Hepatic Morphological Changes
in Children with Glycogenosis

Aim: to determine characteristics of the hepatic morphology in children with I, Il and VI types of glycogenosis. Patients and methods:
50 children with glycogenosis (6 with type I, 18 with type Ill and 26 with type VI) aged from 1 to 17 (6,5 £ 0,6) years old were examined. All
children were performed hepatobiopsy with determination of the histological activity index and histological index of sclerosis (Desmet,).
Results: in 100% of the patients hepatic parenchyma resembled «vegetative» tissue. Inflammatory changes in the liver were absent in
66,0% of the patients and were minimal in 18,0% of the children. Perihepatitis was observed in 14,0% of the patients. High degree
of histological activity was found in 2,0% of the children. Portal and periportal fibrosis was detected in 100% of the patients, porto-
portal bridges — in 54%, porto-central bridges — in 6,0%, hepatic cirrhosis — in 20% of the children. On PAS reaction in hepatocytes
of 100% of the patients were found irregular lump-like deposits of glycogen, which was washed out on control tests with amylase. On
assessment of progression of fibrosis in 3 children with VI type of glycogenosis different variants of the clinical course were observed.
In 2 cases there was no progression of hepatic changes, in 1 case — there was worsening of the histological features. Conclusions:
needle aspiration biopsy of the liver is very important in diagnostics of glycogenosis and allows to detect a number of specific changes,
which is necessary for differential diagnosis, treatment choice and prognosis assessment.

Key words: children, glycogenosis, liver, morphology.

(Voprosy sovremennoi pediatrii — Current Pediatrics. 2013; 12 (6): 24-28)



Cpean BapuaHToB B | TMNa BbIAENSAOT 2 OCHOBHbIX.
Moatvn la pasBuBaeTcsa B pe3ynbrate MmyTauui reHa G6PC,
Koaupytowero rnoKo3o-6-docdaTtasdy, 4To NPUBOAUT K ee
HEeO0CTaTOYHOCTM B KJETKax NeyYeHu, NoYeK, CIM3ncTom o06o-
JIOYKU KULIEYHUKA, ETYHOrOo Ny3bIps, a TaKKe B B-KneTKax
NnoaXKenyaoyHon xeneabl. Tun HacnegoBaHWs NaTtonormm —
ayTOCOMHO-peLeCCMBHbIN. [MMKOreHo3 la-noatuna BCTpeya-
eTcs npumepHo y 80% cpean Bcex 60MbHbIX IMUKOreHO30M
TMna |. Yactota BcTpevaemoct b la-nogtuna B obuien
nonynsauun coctasnsder 1 Ha 100000-300000 4eno-
BeK. Cpean eBpeeB-allKeHa3u 4acToTa BO3pacTaeT [0
1 Ha 20000, 4yto B 5 pas Bhllle, YEM B LENOM cpeaun nuL,
eBponeonaHon packl [1—-6].

[MnKoreHosas 605e3Hb Ib-nogTnna nmeetr ayTOCOMHO-
pPeLEeCcCUBHbIV TUM HAcNef0BaHWS U Bbl3bIBAETCSH MyTaLMSMMU
reHa SLC17A4, KOAMPYIOLLErO MUKPOCOMasbHbIM TPAHCMOPT-
HbIM 6enoK T1 (TpaHCnokasy MoKo30-6-docdaTasbl), 4TO
NPUBOAMUT K €€ HeoCTaTOYHOCTM B MeYyeHu, NoYKax, Cn3u-
CTOM 060/104Ke KULeYHMKa [1-6].

[MnkoreHoBas 6one3Hb TMNa Il BO3HMKaeT B pe3ynbrate
MyTauumn reHa AGL, KOAMPYIOWEro FUMKOreH-a4eBeTBALLINM
depMeHT, KOTopbl NpeacTaBfieH ABYMS KaTaJlUTUYECKU-
MU eguHuLamMu: amuno-1,6-rnoKko3ngason U 4-a-rio-
KaHoTpaHcdepason. MNogasnstollee 601bLWNHCTBO GOJbHbIX
UMeIoT aedPUUMT 3H3UMa KaK B MNeyYeHu, Tak U B Mbllwuax
(moatumn llla), ogHako npumepHo y 15% nauneHToB OH peru-
cTpupyeTcs TonbKo B nedveHu (noatun llIb). Tun HacnegoBaHua
3aboneBaHna — ayTOCOMHO-peLeccuBHbIN. MauneHnTsl ¢ I'b
Tuna lll coctaBnsaoT NpuénanautenbHo 24% Bcex GOMbHbIX
rMMKoreHozamu. Camas BbICOKas 4YactoTa BCTpeYaemOoCTH
(1 Ha 3600) I'b Tvna lll 3adpuKkcnpoBaHa cpeam HaceneHus
daponckux octpoBoB (CeBepHasi ATnaHTMKa), YTO CBS3aHO
¢ adbdpeKToM ocHoBaTtend. PacnpocTpaHeHHOCTb 3TOM naTo-
noruu B EBpone coctaBnget npumepHo 1 Ha 83 000 XuMBbIX
HOBOPOXAEHHbIX [1—6].

I'b tvna VI obycnosneHa mytaumamu reHa PYGL, koau-
pylowero ¢gochopunasdy nedyeHu, gedbumuMT KOTOpOM Beder
K W3ObITOYHOMY HAKOMMNEHUIO [JIMKOreHa B renatouu-
Tax [1-6].

Moa 'b TMNa IX NPMHATO MOHUMATb HECKOJIbKO MaTtoso-
rmyeckmux Gopm 3aboneBaHus, Bbi3blBaEMbIX MyTaLUsaIMM
reHoB PHKA2 (noatun IXa), PHKB (noatmun IXb) n PHKG2
(moaTvn IXc), KOAMPYHOLWMX COOTBETCTBYOLINE CYyObEeaUHU-
Lbl KMHa3bl pochopunasbl. BBUAY TOro, YTO KIMHUYECKHE,
nabopaTopHble U MHCTPYMeEHTaNnbHble Npu3Haku b Tuna IX
NPaKTUYECKN WMAEHTMYHbI TakoBbiM nNpu Tune VI, panee
B TEKCTE 3TU GOpMbl 3ab6osieBaHUA GopMalibHO 06beanHe-
Hbl B TMn VI [1-6].

OfHUM M3 OCHOBHbIX CMMNTOMOB B ABASETCA XpOHUYe-
CKas rMnornMKemus, 3HauynTeNbHO yxyalwatowas cocToaHue
60NbHbIX, @ OAHUM U3 MMaBHbIX KTMHUYECKUX NMPU3HAKOB —
Bblpa)eHHas renatomeranusl. HU3Koe cogepKaHue roKo-
3bl B KPOBM CNIOCOGCTBYET YCUIEHMIO NINMNOSIN3A, YBESTUYEHUIO
KOHUEHTPaLMK XUPHbBIX KUCOT B Nna3Me, rmnepaunonpo-
TemHeMuu. Npu 3TOM MOBbILWEHWE UHTEHCUBHOCTU CUHTE3a
TPUIMULEPUAOB M 06pa30BaHNE XUPOBLIX BaKyonen B rena-
ToUMTax NPMUBOAAT K pa3BUTUIO cTeaTo3a neyveHun [1-6].

Cneundunyeckoro nevenumsa 'b go HacTosaWwero BpeMeHu
He pa3paboTaHo. OCHOBHbIM BMAOM MNaTOreHETUYECKOM
Tepanuun aBNSeTCsH NPaBWbHbIM MUWEBOW PEXUM: aueta
C UCK/TIIOYEHMEM MULLEBOrO caxapa U 3aMeHOoMn ero Ha rio-
KO3y, opraHu3dauus Apo6HOro nutaHuMa C paBHOMEPHbLIM
pacnpeneneHnem NerkopacTBOPMMbIX YreBOJOB B Tede-
HUe CYTOK. Ha3HayaloT CbipoM KyKYpPY3HbI Kpaxmaln, MMeto-
LWMA CBOWCTBO MEAJIEHHO W HEMPEPbLIBHO pacliennsaTbes

noa AEVWCTBMEM MaHKpeaTMYeCcKOn amunasbl A0 [N0KO3bI,
YTO MO3BONSAET AJIUTENBHO NOALEPKUBATE HOPMOTTIMKEMUIO
1,5, 6].

B page nybnukauun vmeetcs MHOOPMaLUA O KIMHK-
YECKOW CUMNTOMATUKE, OUOXMMWUYECKMX HapyLIEHUSNX,
YNbTPa3BYKOBOW KapTWHE MeYeHW MNpu OTAe/bHbIX Tunax
3aboneBaHusa [1, 4-7]. OgHako o6obualoumne cBeaeHus
0 FMCTONaToNIOrMYEeCKMX NBMEHEHNUAX NMEeYEHOYHOW NapeHxu-
Mbl Npu I'B y aeten HemHoro4yncnexHol [8—11]. B yacTHOCTH,
oCTaeTcs AUCKyTabeNlbHbIM BOMPOC O pasnnymax Mopdono-
TMYECKOW KapTWHbI NPU Pa3HbIX TUNax MMMKOreHO30B.

Llenb uccnepgoBaHua: onpeaenMTb 0CO6EHHOCTU MOp-
donornyeckom KaptuHbl nedeHn y geten ¢ b I, 1l n VI tuna.

NMALUMEHTbI U METOAbI

Y4yacTHUKU UccnepoBaHUsA

O6cnepnoBaHo 50 peten ¢ I'b (35 manbymkoB, 15 aeBo-
yeK) B Bo3pacte oT 1 roga Ao 17 net (cpeaHun Bo3pacT
6,5 £ 0,6 net), U3 Hux ¢ I'b Tvna | — 6, Tuna Il — 18,
tuna VI — 26. AnarHo3 b ycTaHaBAMBanu npu Hanu4yuu
y GONbHbIX TUMUYHON KIMHUYECKOW KapTUHbI («KYKOSIbHOE»
MU0, OTCTaBaHWe B POCTE, TOHKME KOHEYHOCTHU, 6OMbLLOK
XMBOT, BblpaKeHHas renatomeranus) U cneunduyecKkmx
U3MEHEeHUN nabopaToOpPHO-UHCTPYMEHTANbHbIX NOKa3aTenen
(rMnornuKeMus, nakTaT-aunao3, rUNepxonecTepuHeMns,
rMNePTPUININLEPUAEMUS, LMUTONM3, METaBoNMYECKUI auu-
[03, XapaKTepHbI BUA IMUKEMUYECKUX KPUBDIX, 3HAYUTEb-
HOe yBenu4yeHne pasmMepoB NeyYeHu Mo AaHHbIM yNbTpa3By-
KOBOro nuccnenoBaxus) [1—-6]. B psge cnydyaeB NnpoBOAMIOCH
[OHK-nccnegosaHve 06pasuoB KPOBWM MAaLMEHTOB C LENblo
BbISIBIEHUS MYyTaLIM B COOTBETCTBYIOLLMX FrEHAX.

MeToabl uccnegoBaHus

Bcem geTsiM BbIMoMHEHA MYHKUWMOHHAsA OUOMCHUs NevyeHun
C npuMeHeHunem wmribl Mengini 1 nocnegylollee uccnefosa-
HMe 6MoNTaToB METOAOM CBETOBOM MUKPOCKOMMU. Ans mop-
donornyeckoro uccneagoBaHuns obpaseL, TKaHu GUKCMpoBa-
nm B 10% HenTpanbHOM pacTtBope dopmanvHa v 3aavMBani
B napaduH no oblienpuHaTon metoaunke. Ana anddepeH-
LIMPOBKK CTPYKTYP TKaHM WCMNOJSIb30BajiM OKPacKy C Npu-
MEHEHUEM remaTOKCUIMHA U 303MHa. BbiaBneHwe Konnare-
HOBbIX CTPYKTYp MPOM3BOAMAN C UCNONIb30BAHWEM OKPacKM
nNUKpodbyKcMHOM no MeToay BaH M3oHa. UaeHTudukaumio
IMIMKONPOTEUHOBLIX CTPYKTYP OCYLLECTBAANIN C MOMOLLbIO
LINMK-peakumm 1 nocneqyowmm KoOHTponem amunason. Ang
ornpegeneHns CTerneHn akTMBHOCTM BOCMaUTENbHOro Mpo-
Llecca B NapeHxumMe nevyeHu BblYUCNAIU UHAEKC TMCTOMNONMM-
yeckomn aktnsHoctu (UIA) no wkane Knodell, a gnsa yto4He-
HUSA cTagnun Gnbpo3a — rMCTONOMMYECKUI MHOEKC CKIepo3a
(FMC) no Desmet [12, 13].

CtaTtucTtuyeckas o6paboTKa faHHbIX

CTaTUCTUYECKUI aHanU3 JaHHbIX BbIMOAHAAM C UCMONb-
30BaHMeM nporpammbl STATISTICA v. 6.0 (StatSoft Inc.,
CLWA). KonuyecTBeHHble MPU3HAKW MNpPeAcTaB/eHbl B BUAe
cpeaHero apudOMeTUHECKOr0 M CTaHAAPTHOrO OTK/JIOHEHUS,
a TaKKe B MPOLEHTHOM BblpaKeHUMU.

PE3Y/IbTAThI

Mpy MUKPOCKOMMYECKOM UccnegoBaHnMKM 6MONTaToB Yy
Bcex 50 (100%) petent oGHapYKeHbl BblpaXKeHHble AereHe-
paTUBHbIE 3MEHEHMA nedeHu. MNapeHxnuma opraHa Hanomum-
Hana «PacTUTENbHYIO» TKaHb, ONPEAENSIUCHL MONS YBENNYEH-
HbIX B pasMepax renatouutoB, UMEBLUMUX «LITAMMOBaHHbIN»
BWA, OYEHb CBETYIO WKW «OMTUYECKM MYyCTyIO» LIUTOMAa3my,

BOMPOCbI COBPEMEHHOW NEAUATPUM /2013/ TOM 12/ N2 6



OpuruHanbHasa cTaTtbs

Puc. 1. Mopdonormyeckne nameHeHus neveHu
npu rnMkoreHoBow 6onesnu | (A) u VI Tnna (B)

lMpumevanune. A, b — rngponuyeckas BakyonbHas AUCTpodus
renatoumToB. [enaToLuTbl UMEOT BUA «PaCTUTENbHbIX» KNETOK
C YETKMMM rpaHuLLaMK, ONTUHECKHM MYCTON LIUTOMNNa3MOM

1 CMeLLeHHbIMU K nepudepun Knetok aapamu. OKpacka
reMaToKCUIMHOM M 303MHOM. YB. X400.

Puc. 2. Mopdonorunyeckue
M3MEHEHUS NeYeHn nNpu

rMMKOreHoBon 60ne3Hu | Tuna
. F -

lNpumevarme. fenatouunTbl
MMEIOT BUJ «pacTUTENbHbIX»
K/1ETOK C YETKUMM

rpaHuLaMmu 1 ONTUYECKHU
nycTon uutonnasmon. HYactb
a4ep BakyonM3aupoBaHa. B
60/bLUMHCTBE renaToLuToB
HabnogaeTca MenKo-, cpegHe-
WKW KpyMHOKanenbHas
¥upoBasa guctpodus, B
HEeKOTOpbIX — GanloHHas
anctpodus. NMopTanbHbIv TPAKT
$Gnbpo3MpoBaH, pacLumpeH,
OT HEro OTXOAST KOPOTKHE
COEAMHUTENbHO-TKaHHbIE
cenTbl, MPOHMKaIoLLME

B MEYEHOYHYIO [JONbKY.
OTmeyaeTcs cnaboBblparkeHHas
nuMmbonaHasa nHeunbTpaums
noptanbHoro Tpakta. Okpacka
reMaTOKCUIMHOM M 303UHOM.
¥YB. X400.

YEeTKO KOHTYPMPOBaHHYO
MeMbpaHy W CMeLleHHoe
Ha nepubeputo KNEeTKM aapo
(puc. 1 A, B). Y 20 (40%)
neten B renatouuTax, pac-
nonaraBlUMXCS B Mepunop-
TanbHbIX 30HaX, a TaKke
B61M3KM GUOPO3HBIX cenT,
BbIIBNANIUCDE YBENUYEHHbIE
B pasMepax 3a CYeT [u-
KOreHOBOW BaKyonunsauuu
aapa.

Hapsigy ¢ atTum B uuTO-
nnasme renaTtoumnToB C pas-
JINYHOW CTENeHblo BbIpa-
KEHHOCTU MpPUCYTCTBOBAM
MEJSIKO- MW KPyMHOKanesb-
Has XupoBas, 6enKoBas
W rugponuyeckas Auc-
Tpodus BNNOTL A0 «Ban-
JIOHHOW», C HEKPOOGMO30M
M HEKPO3OM Tpynn KJETOK.
YKa3aHHble  U3MEHEeHMUS
NPMBOAUAN K AWCKOMMNIEK-
Tauumn 6ano4HOro CTPOEHMA
nonek (puc. 2).

Mpu3Hakn BocnaneHus
B ne4yeHun npu I'b oTcyTCcTBO-
Bann y 33 (66%) n 6biaun
BblpaXeHbl MWHUMaNbHO
y 9 (18%) netei. OHK npen-
CTaBnsNM cOOOM CKyAHble
NMMPOrucTUuoLUTapHbIE
MHOUNLTPATLI, OObLIYHO He

Puc. 3. Mopdonormyeckne nameHeHns neveHu
npu rnMkoreHoBow 6one3Hun VI Tna

P b A

lMpumevaHue. A — GpnMbpPO3 NOPTaNbHOro TpaKkTa ¢ NPOHUKHOBEHUEM
COE[IMHUTENBbHO-TKaHHbIX CENT B GIM3NEXKaLLME NeYEHOYHble
nonbku. OKpacka NnkpodyKcrHom no metoay BaH MM30Ha.

YB. X200. b — cna6oBblpaxeHHbIn GpUGpP0o3 1 NuMbounaHas
UHOUNBbTPaLMA NOPTanbHOro TpaKkTa. HYacTb renatounMToB UMEET BUJ
«PaCTUTENbHbIX» KNETOK C YETKMMM FPpaHULL@MK 1 ONTUYECKM NYCTOM
umTonnasmoi. OKpacka reMaToKCUIIMHOM ¥ 303UMHOM. YB. X400.

BbIXOASILLME 3a npefenbl nopTanbHbix TpakToB. Y 7 (14%)
60/1bHbIX O6HaPYXKeHbl ABNEHWUA NepurenaTuTa, T.e. BHeape-
HWEe BoOcCNanuTenbHbIX MHPUALTPATOB B nepudepuyeckme
OTAeNbl JOMEK C pa3pylleHWeM renaTtoLmToB MorpaHuyHoOm
NAacTUHKK. BbiCOKasi cTeneHb rMCTONOrMYECKOM aKTUBHOCTH
3aduKcnpoBaHa TonbKo y 1 (2%) pebeHka ¢ I'b.

Y 13 (26%) 4enoBek onpenensnocb HepaBHOMEpHoOEe
0Y4yaroBoe paclunpeHre 1 NoIHOKPOBUE CUHYCOMIOB C ABfe-
HUAMK NepurenatoLentongpHoro ¢ubposa n obnutepaLmen
ux npoceeTa (peHOMEH «Kanunnapusauunn»). Takke oTMeYa-
/I0Cb pa3pacTaHue PETUKYIMHOBbLIX M KOareHoBbIX BOJO-
KOH Ha MecTe pacnaja renaTouMToB ¢ 06pa3oBaHNEM Orpa-
HUYEHHbIX GUOPO3HBIX Y4acTKOB B Ao/bKax. lNopTanbHbIn
n nepunoptanbHbin GMbpo3 umen mecto y Beex 50 (100%)
60/1bHbIX, MOPTO-NOPTaNbHbIE COEANHUTENIbHO-TKAHHbIE Cen-
Tl — y 27 (54%), nopTo-LeHTpanbHble centol — y 3 (6%)
nauuneHToB (puc. 3 A, B). ®U6po3 CTEHOK LEHTpasbHbIX
BeH 3aduKenpoBaH y 12 (24%) peten. Ha dpoHe yKazaHHbIX
M3MEHEHWI NPOUCXOAMNO0 HapyLIEHUE apPXUTEKTOHUKK opra-
Ha. LMppo3 nevyeHu, MMKPOCKOMUYECKM BblpaxaBLIMMICH
GOPMHUPOBAHUEM T. H. NIOXKHbIX JONIEK, 06HapyeH y 10 (20%)
nauuneHToB (puc. 4, A-B).

Y Bcex 50 peten npu nposeaeHmnn LLUNK-peakumn B unto-
nnasme renaTouMTOB YCTAHOBNEHO HepaBHOMEPHOE Mbl6-
YyaToe pacnpegeneHue ruKoreHa, 4acTo cKananBaBsLllerocs
B 60/bLIMX KOIMYECTBAX, KOTOPbLIA BbIMbIBANICA B KOHTpONe
amunasoh (puc. 5, A, b).

[pu cpaBHUTENBHOM aHaNM3€e NOMYYEHHbIX JaHHbIX BbISB-
NleHbl onpeaeneHHble MopdoNornyecKkre pasnuyna mexay |,
Il v VI Tvnom I'b no cTtenexu BbliparKeHHOCTU drnbpo3a 1 Boc-
nanuTenbHOM aKTUBHOCTM (Tabn. 1, 2), a TakKe Hanu4yuio
[ereHepaTuBHbIX UISBMEHEHWUI B renatoLuTax.

Mpu | TMNE rMMKoreHo3a BblpaxkeHHas 6enKkoBas, a Tak-
e MeJIKO- M KpynHOoKanenbHas »uposas AMcTpodus rena-

Ta6nuua 1. ViHgeKe rmctonornyeckom aktmBHoctu no R.G. Knodell y geten ¢ pa3HbiMK TUNAMK MIMKOreHoBoW 60n1e3Hu (n = 50)

() 9-12 13-18
A6C./% AGC./% A6C./% AGC./% A6C./%
I(n=6) 2/33.3 1/16,7 3/50,0 - -
Il (n = 18) 13/721 3/16,7 1/5,6 - 1/5,6
VI (n = 26) 18/69,2 5/19,3 3/11,5 - -




Puc. 4. Mopdonormyeckne nameHeHus neveHu npu rmukoreHoBow 6onesHu Il Tuna

lMpumeyvaHme. A — NOXHbIE NEYEHOUYHbIE A0/IbKU OKPYXKEHbI MaCCUBHBLIMU TSHHXaMU U3 rPy6OBONIOKHUCTON COEAMHUTENbHON TKaHU.
OKpacka NMKpodyKcuMHOM no metoay BaH M3oHa. YB. X100. b — noHble Ne4eHOo4YHble A0NbKU OKPYXEHbI LUMPOKMMU NPOCIONKaMu
rpy60BOIOKHUCTON COEANHUTENIbHOM TKaHW CO C1labo U YMEPEHHO BblpaxeHHOW TMMPOo-MaKkpodaraibHON MHOUNbTpauuen. fenatounTbl
MMEIOT BUL «PaCTUTENbHbIX» KNETOK C YETKMMM FpaHuLaMm U ONTUYECKK NYCTOM LuuTonnasmon. OKpacka MMKPOPYKCMHOM MO MeToay
BaH M30Ha. ¥YB. X200. B — NoXHble Ne4YeHOYHblE A0NbKM pa3faeNeHbl WMPOKUMU COEAUHUTENBHO-TKaHHbIMU NMPOCIOMKaMK Co cnabown
numoounaHon nHounsTpaumnei. Okpacka NMKPodyKcrHoOM no metody BaH M3oHa. YB. X100.

Ta6nuua 2. [MCcToNOrMYecKnin MHAEKC cknepo3da no V.J. Desmet y geTen ¢ pa3dHbiMU TUNAMK MMKOreHoBow 60on1e3Hu (n = 50)

A6C./% AS:/% Asc::/% A6C./%
I(n=6) - 5/83,3 - 1/16,7
Il (n = 18) 3/16,7 6/33,3 2/11,1 7/38,9
VI (n = 26) 7/26,9 16/61,5 1/3,8 2/7,8

Ta6nuua 3. [InHamunka GUOPOTUHECKMX UBSMEHEHWI NEYEHN Y AIETEN C IMIMKOrEHOBOW 6GONE3HBIO Ha GOHe Tepanuu (n = 3)

1-9 NyHKLMOHHaA
Guoncus ne4yeHun

2-91 NyHKLMOHHaA
6uoncusa nevyeHun

1 Y 2 2
\ 2 3
3 Vi 2 2

TOLMTOB C MX HEKPOOGMO3OM W HEKPO3OM onpegensnacb
y 4 (66,7%) neten. MMKoreHoBas BaKyo/M3aLua aaep 3ape-
ructpuposaHa y 5 (83,3%) nauuneHTtoB. BocnanutenbHas
UHOUNBTPaUKUSA BbisBieHa y 4 (66,7%) 60nbHbIX. Lnppos
nevyeHu 3adumkempoBaH B 1 (16,7%) cnyyae.

Mpwu Il TMNe rMnKoreHo3a BblpaXKeHHOW AMcTpobum rena-
TOLMTOB HE OTMeYaNnoch. [IMKoreHoBas BaKyonusauus aaep
uvmena mecto y 7 (38,9%) ageten. lNpu3Hakn BocnaneHus
BbiiBNieHbl ¥ 5 (27,8%), unppotuyeckaa TpaHchopmaums
nedyenn —y 7 (38,9%) yenosex.

Mpu VI TMNe ruKoreHo3a AgereHepatuBHble UBMEHEHUS
nevyeHOoYHbIX KNeToK o6HapyeHbl y 8 (30,8%), rmMKoreHoBas
BaKyonusauus aaep — y 6 (23,1%) geten. nctonornyeckas
aKTMBHOCTb 3adumKcupoBaHa y 8 (30,8%) 60/bHbIX. LiMppo3s
nevyeHu otMeyeH B 2 (7,7%) cnyydasx.

C uenblo OLUEHKU AMHAMUKKU GUOBPO3UPOBaHUA Ha PoHe
npoBOANMMON cneunduyeckon Tepanum Tpem AeTdaM C
VI tunom I'b, neproa HabnoaeHns 3a KOTOPbIMKU COCTaBW
oT 5 o 8 net, 6bin1a NpoBefeHa KOHTPONbHAas NYHKLMOHHas
ouoncus nevenu (tabn. 3).

Puc. 5. Mopdonormyeckme naMeHeHns neveHu
npwv IMUKOreHoBOW 601e3HM

lpnumevaHme. A — BbIpaXKeHHbIN cenTanbHbIi GUbpo3.

B 60/1blWMHCTBE renaTounToB B LUTONNa3Me onpeaensercs
LLMK-nosuTMBHOE BeulecTBo. LUMK-peakums. YB. X100.

b — BbimMbIBaHWe LLIMK-N03UTUBHOrO BELLECTBA B KOHTPOE

C amuna3som. BolpaxeHHbIM GMOBPO3 NopTasnbHbIX TPAKTOB C
NPOHWKHOBEHWEM COEAMHUTENbHO-TKaHHbIX CENT B 6iM3nexalume
[ONbKK 1 MecTamun GOpMUPOBaHUEM NMOPTO-MOPTaNbHbIX CEeMT.
LLUMK-peaKumsi, KOHTPOb C aMunason. Y. X100.
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OpuruHanbHas ctaTbf

Kak BMAHO M3 npefcTaBNeHHbIX AaHHbIX, UMENU MECTO
pa3nuyHble BapuaHTbl TeyeHus 3aboneBaHus. B aByx cny-
Yyasax UBMEHEHUs B MeYEHU He NporpeccMpoBanu, a B 04HOM
rMCTONIOrMYEecKass KapTMHa yXyAlwuiacb (BblparKEHHOCTb
$nbpo3a BO3pOCna Ha OfHY CTaamio).

OBCYXAEHME

PesynbraTtbl MccnegoBaHUs rnokasanu, Y4To o06LUMMmK 0co-
OEHHOCTAMM FMCTONAaToONIONMYECKOM KapTuUHbl nevyeHu npu b
ABNSAETCH «pacCTUTENbHbIM» BUA MEYEHOYHON TKaHW, Yactoe
OTCYTCTBME MPU3HAKOB BOCMANEHUS MW MUHUMajbHbIE ee
NPOSIB/IEHUS, HaTMYne AereHepaTtuBHbIX U3MEHEHWUI B rena-
ToLMTax, a TakKe yMepeHHble NpuaHakn ¢nbposa.

Unppos 4vauwe BcTpevaetrca npu | u 1l tnne TB.
[ereHepaTMBHble M3MEHEHUS renaToLMTOB, a TaKXKe BOC-
nanuTenbHas akTMBHOCTb 60siee BbipaxeHbl npu | n VI tTune.
[ony4yeHHble HaMW pe3ynbTaTbl COMNacytloTCsl C AaHHbIMM
apyrux uccneposatenen [5, 8, 9]. TaK, B uccnefoBaHum
G.P Jevon n M.J. Finegold nokasaHo, 4To npu 'b TMna | vyawe
BCTpeYanach MUMKoreHoBasi BaKyonun3auusa sep 1 Xupoas
anctpodma renatoumToB [14]. S. Gogus M coaBT. NoOKasanu,
yto npu | TMNe b MO3an4YyHOCTb CTPYKTYPbl MEYEHN 3a CYET
HaNMM4Yus renatouuToB, CXOAHbIX C PACTUTENbHbIMWU KNETKa-
MU, oTMedanacb B 100% cnyvaeB, a Takxe 4acTo onpegens-
JIUCb TNIMKOreHoBas AereHepaumsa 8ep 1 Hannvme X1UpoBbix
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