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PE3IOME

Jepuyum auzocomuoli kucaoii nunaswl (AJIKJT) — pedkoe aymocomHo-peyeccugHoe 3a001€8aHuUe, CBI3aHHOE ¢ Haauvuem mymayuti 8 eene LIPA. B cmamve
npedcmasienvl cospemetitbie ceedeHus 0 6one3 U, onucaHbl Haubonee XapakmepHvle KAUHUKO-1a00pamopHsle NpU3Haku, ocobeHHocmu gepmenm-3ame-
cmumensroli mepanuu Cebenunasoti anbga, ucxoobl U npoeHo3 3abonesanus y demeti. Bvidensiom dse popmvi JJJIKJI: 6onesny Bonsmana u 601306 Hakon-
nenus agupos xonecmepura (BH3X). Bospacm Havana 3a601€6aHus u memnsl €20 NPOZPECCUPOBAHUs sapuabdenshsl. Manugpecmayus 6onesnu Bonsmana
HabM00aemcs y nayueHmos nepeozo NoaY200Us HCU3HU U Xapakmepuzyemes ObiICMpPbIM NPOZPECCUPO8AHUEM, UMeem HeOIA20NPUSMHBIL UCX00 8 meveHue
nepeozo 200a ncusnu. Jebrom BHIX pezucmpupyemcs y demeti 6onee cmapuwie2o 803pacma u 83pocsix, npozpeccupyem me0JeHHee U Xapakmepusyemes
MeHee MAnCcesIbIM KIUHUYECKUM medeHueM, npoasisemcs zenamocnieHomezanueli, CUHHOpOMOM YUmonu3a, 2unepxonecmepuremueti, oucaunuoemueii, Mux-
OBE3UKYIAPHIM CMEAMO30M 8 GUONCULIHOM Mamepuane, popmMuposaruem Gpupo3a u yuppo3a neveru npu omcymemsuu aeverus. O0cyncoeHsl UMeowuecs
6 Hacmosee 8pemMsa 603MOICHOCMU NPeHamaJbHol OuazHOCMUKU, npueedeH knuHudeckuti npumep EHIX u s¢ppekmusnocmu mepanuu y nayuenma oem-
CK020 603pacma.

KnioueBble cnoBa: depuyum nu30CoMHOU KUCOU nunassl, 6onesxb Bonvmara, eunepxonecmepunemus, Oucaunudemus, CUHOPOM yumonusa, 0emu, 2enamo-
mezanus.
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ABSTRACT
Lysosomal acid lipase deficiency
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Lysosomal acid lipase deficiency (LAL-D) is a rare autosomal recessive disease associated with the presence of mutations of the LIPA gene. The article
presents modern information on the disease associated with a deficiency of lysosomal acid lipase, describes the most common clinical and laboratory signs
of the disease, the features of enzyme-replacement therapy by sebelipase alpha, outcomes and prognosis of the disease in children. There are two forms of
the disease: Wolman's disease and the accumulation of cholesterol esters. The age of the onset of the disease and the rate of its progression are variable. The
manifestation of Wolman's disease is observed in young infants and is characterized by a rapid rate of progression, and has an unfavorable outcome during
the first year of life. The debut of the accumulation of cholesterol ester is detected in older children and adults, progresses more slowly and is characterized
by a less severe clinical course. The accumulation of esters is manifested by hepatosplenomegaly, cytolysis syndrome, hypercholesterolemia, dyslipidemia,
microvesicular steatosis in the biopsy material, the formation of fibrosis and cirrhosis in case of the absence of therapy. The current possibilities of prenatal
diagnosis are discussed, a clinical example of the accumulation of cholesterol ester and the effectiveness of therapy in children is given.
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eULMT JIM30COMHON Kucioi nunassl (JJIKJT) —
penKoe ayTOCOMHO-peLiecCHBHOEe 3a00JIeBaHMe JH-
30COMaJIbHOTO HaKOIUIEHHS], BbI3BAHHOE MOBPEXK-
JaWMMKU MyTauuamu reda LIPA, kogupyroliero
crHTe3 (pepMeHTa — JIM30COMHOI KUCIIOi JIMNa3bl.
'eH LIPA, KopMpyoLLMii TM30COMHYIO KUCTYIO JIMMasy (TMapo-
n1a3y 3$UpPOB XOJIECTEPHHA), PacoyokeH Ha xpomocome 10,

B HOpMe nocrie cBsI3bIBaHMS C PeLiENTOPOM Ha OBEPXHO-
CTH KJIETKM JIUTonpoTenabl Hu3Kkoi miotHocty (JIMHIT), B co-
cTaBe KOTOPbIX, KaK M3BECTHO, 0OJIbliiasi 4acTb X0OJIeCTeprHa
HAXOJMTCS B BUIE 3pHUPOB XOJIECTEPHHA, TPOHMKAIOT B KJIETKY,
TPaHCHOPTUPYIOTCSI BHYTPH SHIOCOMBI, CJIMBAIOTCS C JIN30CO-
MOi1, riie pepMeHT JIM30COMHast KUCIIas JINNasa OCyLLEeCTBIIsEeT
rUaposu3 3UPOB X0JIECTEPHUHA U TPUTTTULIEPUIOB 10 CBOOOA-

umeet 10 sxsono.. [Nauuentor ¢ JJIKJI saBnsitoTCS, Kak npasy-
710, 1160 rOMO3UrOTaMH, TMOO CIIOKHBIMU F€TePO3UrOTaMH MO
MyTauusiM reia LIPA. V HEKOTOpbIX NaLMeHTOB MOTYT UMeTb
MecTo cKpbITbie MyTaLuu [1]. [lo pasHbIM MCTOUYHKKAM, 4acTo-
ta Bctpeuaemoctu JIJIKJI cocrasnser 1:40 000—1:300 000 [2,
3]. lpennonaraemasi yacTota BcTpeyaemMocTn B Poceun —
1:100 000-1:150 000.

HOTO XOJIeCTEPUHA U SKUPHbIX KUCIOT. BHyTpUKIeTouHoe Ha-
KOIUIeH1e CBOOOIHOrO X0JIeCTepruHa MOCPENCTBOM CJIOKHBIX
OMOXMMHMYECKMX MEXaHM3MOB MPUBOAMT K MOJABJISIOLIEMY
Bo3aeiicTBuio Ha peuenTtopb! JINHII, ymenblennto nocrymne-
HUS B KJIETKY W CHUKEHMIO CUHTE3a XOJIeCTEPUHA, a TAKXKe YCU-
7ieHnio ero stepudukanun. Benencrene BHyTPUKIIETOYHOTO
HaKOIUIEHUs] XKMPHBIX KUCJIOT MHrMOMpyercs oOpa3oBaHMe
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K Neanarous

dochonunuaos 1 TpUranuLepunos [4, 5].

[1pu HenoCTaTOUHOCTH JIM30COMHO KUCII0# TNa3bl HapY-
waercsl pacnaj 3QUpOB XOJIeCTEPUHA U TPUIIMLIEPULOB U
MPOMCXOIMT UX HaKOMJIeHHe B JIM30COMaxX KJIeTOK MeveHu, ce-
7Ie3eHKH, KPOBEHOCHbIX COCYIOB, CJIM3UCTON TOHKOTO KHLIe-
HUMKa, HA[INOYe4YHNKOB, Ha MOBEPXHOCTH KOTOPbIX ONpesiesnsier-
Cs1 BbICOKast IIOTHOCTD peuentopos JIMHIL

B renarouurax 60mbHbix ¢ [1JIKJT yBennuenue cuHTe3a Xo-
JlecTeprHa IPUBOJMT K YBEJIMUEHUIO TPOAYKLMY XOJleCTeprHa
JIMTIONPOTEUSIOB OUeHb HMU3KOM MJIOTHOCTH U €ro CeKpeLyy.
370, B CBOIO OYepeib, CTUMYJIMpYEeT 00pa3oBaHKe XOIecTepH-
Ha JIMHIT 1, Takum 06pa3oM, MOKET BbICTYNaTh B KAaYeCTBe
Ba’KHOTO COZefCTBYIOLIero ¢pakropa B pa3sBUTHU r1nepxose-
crepunemuu npu J1JIKJI [6].

OTtnosxxenne 3¢pupoB X0secTeprHa B TKaHW NeYeH! NPUBO-
IUT K MeJIKOKaMesbHOM sKUPOBO# AMCcTpodu (TaKKe HasblBae-
MOT0 MMKPOBE3UKYJISIPHBIM CT€aTO30M), YTO BbI3bIBAeT MO-
BpeXKIieHNe KJIeTOK neyeHu. MapKepoM 3TOro MoBpexXIeHHs
sIBJIsIeTCs! MOBbILLEHHbI ypoBeHb TpaHcamuHas (ACT, AJIT) B
CbIBOPOTKE KpoBHU. [loBpeskaeHHble renaToLMThl 3aMeLLaloTCsl
COEIMHUTENbHOI TKaHbIO, Pa3BUBAlOTCS GUOPO3 U LUPpO3
nedeHy. Hapylienne QyHKUMM KI€TOK CONPOBOXKAAETCS IHC-
JUMNUAEMYeN C MOBBILLIEHHBIM YPOBHEM OOLLEro X0JecTeprHa B
CbIBOPOTKE KPOBM, BbICOKMM ypoBHeM xosectepuna JIIMHII,
anoJMNonpoTenHa B, HU3KUM ypoBHEM X0JlecTep1Ha JMMONpo-
TEMHOB BbICOKO MIoTHOCTH (JITIBIT), MoBbILLIEHHBIM MM HOP-
MaJslbHbIM YpOBHEM TPMITIMLEPUIOB. V3MeHeHHs1 B IMMUIO-
rpaMMe COOTBETCTBYIOT M3MeHEeHMsIM Npu aucnunuiemui llb,
YTO NPUBOAMT K YCKOPEHHOMY pa3BUTHIO aTepOoCKiIepo3a, cep-
Zle4HO-COCYZIMCTBIX HAapyLUeHHit U NpeskIeBpeMeHHOi CMepT-
HocTH [2, 7].

OtnoxeHne 3¢UpOB XONECTEPUHA B KJIETKAX CIMU3UCTOM
0060JI0YKM KHMILIEYHMKA BbI3bIBAET Pa3BUTHE CHHIPOMA MaJlb-
abcopOLMK, MPOSIBIISIOLLEr0Cst Pa3HOM CTENeHbIO BbIPaskeHHO-
CTU JMapeH, CTeaTopeH, a TakxKe CHHAPOMOM M30bITOUHOrO
GaKTepraIbHOro POCTa, METEOPU3MOM.

YBenuueHue cene3eHKH MOKeT ObITb CBS3aHO C HAKOIJIe-
HHeM 3pMPOB X0JlecTeprHa B KJIETKaX, a TaKxKe C Nporpeccu-
poBaHKeM 3a00J1eBaHusl, TOPTAJbHOI1 TMIIepPTEeH3Mel.

Bospact Hauana 3a6osneBaHKs M TEMIIbI €r0 MPOrpeccupo-
BaHMsI B 3HAUUTENIbHOI CTeNeH! BapuaOenbHbl U MOTYT ObITb
CBSI3aHbl C MPUPOJOI JIeXalMX B OCHOBE MyTaLMil U KOMye-

Tabanua 1. KAMHUKO-AQBG0PATOPHbIE NPOSBA€HUS
npu Aedpuvumute AM3OCOMHON KMCAOM AUMA3bI
Bonesnn
Knunuyeckue nposiieHust BBOMSH]’ HAKOTUIEHHS
0JIbMaHa 3¢upos
XoJ1ecTepuHa
Bospacr nebiora <6 mec >1ron
PBota + -
CuHapom manbabcopOuun + -
Kentyxa +/— -
Creatopest + -
OtcraBaHue B pocTe + +/-
['enaromeranusi/renatocrniaeHoMeranms + +
AHemust + +/-
CunapoM uuTonuaa + +
['nepxonecreprHeMusi, AUCIUMTUAEMUS +/— +
Kanbundukauus HannoueyHnkos + —
ATepockiiepos coCcynoB - +

CTBEHHbIM [10Ka3aTeJIeM OCTAaTOYHOI (epMEHTaTUBHOI aKTHB-
HoctH [8, 9].

Knunuka

Vcropuueckn BbiienstoT ase KiuHudeckue ¢popmbl JJIKJI
(tabn. 1). [lepBas popma xapakrepusyercst ObICTPO Mporpec-
cupyoLLMM TeueHreM. B 1956 r. BnepBble Obl1 onucaH ciyyait
TSDKEJIOr0 UCTOLLEeHUs], FenaToCHeHOMerasnnu, KanbLnupuKa-
LMK HAJINOYEUHUKOB C MOCJIEAYIOLIMM JIeTaIbHbIM HCXOZ0M Ha
1-m mecsue xusnu [10]. Ita popma Gone3nu nonyumna Ha-
3BaHMe Gonesnu Bonbmana. JleGroT 3a6071€BaHNMst — OT HEOHA-
TanbHOrO nepuoza 1o 3-6 Mec. [laTosnornyeckoe HaKkoeHne
JIMMUJOB B CeJle3eHKe, HaJNoYeyHnKax, JMMQaTHIecKuX y3-
713X, CJIM3UCTON TOHKO/ KULLIKY, SHAOTEJIMU COCYZIOB U CKeJleT-
HbIX MBILILAX 00YCIOBIMBAIOT XapakTep nartosoruu. Kinmxu-
YeCKUMM MposiBIIeHUsIMKU 6osie3Hr BonbMmana siBsitoTCs nep-
CHUCTUpYIOLLIAsl pBOTa, AMapesi, CTeatopes, MHOTA >XenTyxa.
ITpu ocmotpe obpaiuaer Ha cebsl BHUMaHUE YBEJIMUYEHHbII B
pasMepe KUBOT, YTO CBSI3aHO He TOJIbKO C refnaTocieHoMera-
JIMel, HO 1 CO B3ZyTHMeM KMILEYHMKA, YacTo, 10 MPUYMHE ero
napayMTHiecKoii Henpoxoxumocty. Teuenue 3aboneBanus xa-
pakTepu3yeTcst pOrpeccupyloLLeii aHeMueii, cyodedpunure-
TOM, 3a7epskKKoii (PU3NUECKOro ¥ NICUXOMOTOPHOTO Pa3BUTHSI.
Hapacratot BsinocTs, anatus, actenusi, runeppediekcus. ber-
CTpO pa3BuBalOTCsl GUOPO3 M LMPPO3 MEUeHH, CBS3aHHbIE C
MaCCHBHbIM HakorjieHneM 3pUpoB X0JleCTepUHa U TPUTJIHLIe-
punos [11]. [pu ucronb3oBaHNY BU3yaIU3UPYIOLLMX METOLIOB
MCCT1el0BaHUs! (PEHTIeHOTIOTMYECKHX, YIIbTPa3BYKOBBIX) ONpe-
TeNSIOTCS KaJbLMHATBI HAANOYEYHHUKOB Y MOJIOBUHBI OOJIbHBIX
[12]. porpeccupytoLiye runoTpodusi, HeBpOIOTMYeCcK1e pac-
CTPOICTBA, HaANOYeUHUKOBAs! U eYeHOUHO-KJIeTOUHast Heflo-
CTaTOYHOCTb, MHTEPKyPPEeHTHble NHQEKLNH PUBOLST K Jie-
TaJIbHOMY MCXOZy Ha MEepBOM rofly KM3HU. AKTUBHOCTb (ep-
MeHTa cocrasisieT MeHee 1% oT HopMbl [13]. JleTanbHblit 1c-
X0J] HacTynaeT Ha ¢poHe ObICTPO MPOrpeccUpyIoLLeii Moanop-
raHHOI HeJJ0CTaTOYHOCTH B Bo3pacTe 6-12 mec. [8].

Bropast dopma Gonesnn - 6one3Hb HakomieHus 3¢pupoB
xonecrepuna (BHIX). 3a6oneBanne Briepsble OblI0 OMHUCAHO
B 1963 r., koraa Fredrickson [13] coo6uun o cnyyae Bbipa-
’KEHHOH TMIIepXoJieCTePUHEMKH, TeNlaTOMeraany U HaKoIue-
HUsl 9$MPOB XOJIeCTEPHHA NPU UCCIIEA0BAHUM OMOINCHIHOTO
Mmarepuana nedeHu 12-nerHero Manbuuka. JlanHas popma
JJIKJT xapakTepusyercst 6oee MO3AHUM HayaaoM KIIMHHUYe-
CKHX NPOSIBJIEHN1, MeJJIeHHbIM Nporpeccrposanrem. Bospacr
Havana 6one3HN BapbUpyeT B OOJIBILIOM J1ana3oHe — OT 2-X
1o 25 ner, yauie — go 10 ner. Camoe nosaHee Hayano KIMHU-
4eckoii MaHKecTaLuy 3a00JieBaHNs BbISBIEHO Y 44-7€THero
MY3KUMHBI M 68-71eTHel >KeHIMHbI [2]. OCHOBHO# CUMNTOM -
rernatomMeranusi, OOHapyx1Baemasi y noaasisiollero 60sb-
IIMHCTBA NMauueHToB [2, 14]. KnuHuyeckue nposiBiieHns Bapb-
MPYIOT OT 6€CCHMITOMHOTO JI0 TSKEJIOro MOpaskeHust TeUeHH!.
PannMit 6noxuMMUecKuit MapKep MOpaskeHus NeYeH - CHH-
JpOM LUTONM3a — MPOSIBJISETCS NOBbIeHHbIM ypoBHeM ACT
v AJIT B cbiBOpoTKe KpoBM OT 1,5 10 5-7 HopM. [1pu nporpec-
CHpOBaHMM 32060JI€BaHNSI HAPACTAIOT CITIeHOMeraJusl, Gropo3
rneveHH, NopTasbHasi ruNepTeH3susi, GeKOBO-9HepreTHyecKast
HEeJI0CTAaTOYHOCTb. AKTMBHOCTb ()epMeHTa NpU NaHHOi popme
3aboneBanus cocrasinsieT 1-12% ot Hopwmsl [15]. 3aboneBanue
MO>KHO 3aM0J03pUTb HAa OCHOBAaHMM YKa3aHHOI KJIMHWUYeCKOi
cuMnToMaTky. [IpoBogsiTcs nabopaTtopHble U MHCTPYMeEH-
TasIbHble UCCIIEJOBAHMUSI.

JJIKJT siBnsiercst opdpaHHbIM 3a6071€BaHMEM, B CBSI3H C UEM
pacrosHaercs He cpa3y, U MHOTHe NaL1eHTbl JJIUTeNbHblii Me-
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pvoa BpeMeHM HabJo#aloTCsl C AMarHo3amMu: ceMeiiHast ru-
nepxoJsieCTepuHeMusl, CeMeitHasi KOMOMHMPOBAHHas! TUMepin-
NUIeMHUsl, HeaJIKOroJibHbIil CTeaTorenaTut, HeaaKorosbHast
)KMpoBasi 6071€3Hb MeueHH, KPUNTOTeHHBI rernaTuT Uin Lp-
po3 neuenu. [l0aTOMy 3HaHME CUMIITOMOB AHHOTO 3a601€eBa-
HUSl, MPABUJIbHASI MHTEpHpeTaLusi KJIMHUKO-1ab0paTOPHBIX
pe3y/bTaToB MO3BOJIAT B 60JIee paHHIE CPOKH YCTAHOBUTD M-
arHo3 ¥ Ha3Ha4YMTb NaTOreHeTUUYECKYIO Tepanuio.

Juaznocmuka

O6cnenoBaHmMe NaLMeHTOB BKIIOYAET LIeJblii Psifi UCCIIeNo-
BaHMIi, KOTOpble MOMOTYT COPUEHTMPOBATh Bpaua B HY>KHOM
HarpasJIeH!! IMarHOCTUYECKOrO MONCKA.

B xnmHnuyeckom aHanmse KpoBu 0OpalialoT Ha cebst BHU-
MaH{e HOPMOLIMTapHas aHeMusl, epexonsilasi B TuInoXpoM-
HYI0 aHemuio. AHemust Gosiee BbIpaskeHa y eteit ¢ 60J1e3HbI0
Bosibmana. YV yactu naumenros ¢ JIJIKJI onpenensiercst nosbl-
wenHas CO2. [Ipu nporpeccupoBaHuM LMPpO3a MeyeHn Npu
JJIKJI HapacTaioT J1eiiKo- ¥ TPOMOOLIMTONEHHSI.

OCHOBHBIMM OMOXMMHYECKUMH XapaKTepHUCTUKaMK 3a60-
JIeBaHUsl SIBJISIOTCSI CUHAPOM LIMTOJIN3a, TMIepXoJiecTepuHe-
mus, aucnunuaemus (rnosblienne JINHII, Tpurnuuepunos,
anonunonpotenHa B, cuuskenne JIMBIT) [16]. Ha cTanun uup-
po3a neueHu 0 HapacTaHUK OeIKOBO-CHHTETUYECKON HeoCTa-
TOYHOCTH CBUJIETENIbCTBYIOT TMIIONPOTEUHEMUS], TUTOaNnbOy-
MKHEMHS, BOSMOXKHO CHM)KEeHHEe YPOBHSI X0JleCTeprHa JI0 HOp-
MaJibHbIX 3HaUEHUH.

OcHoBHble auarHocruueckue mapkepsl JJIKJI, noatsep-
Kparwole 3aboneBanue: nepULUUT aKTUBHOCTH JIM30COMHOI
KUCJIOit NIMnasbl 1 MyTauuu reHa LIPA (onHako B HEKOTOPbIX
CI1y4asix MpU MCIOJb30BAHUM CTAaHAAPTHBIX METOJOB KJIMHHU-
YecKO#i AMarHoCTUKM MyTaLnK He oOHapykuBatotcs) [2]. Ypo-
BeHb JIN30COMHOI KMCJIOi JIMNa3bl OMpesiesisieTcs: B CyXOM MSIT-
He KpOBe Ha ClielasbHbIX GpUIIbTpax, MPMMeHsIeMbIX, HalpHu-
Mep, IJ1s1 HeOHaTaJIbHOrO CKpvHKHra. [IpenmyliectBamMu Me-
TOZa SIBNISIOTCS He6ObLION 06beM 06pasLia, TPaHCIOPTUPOB-
Ka B CelLuaan3upoBaHHble JIabopaTopuUu Mpy TemIeparype
OKpYKalolleit Cpefibl, a TaK>Xe BO3MOXHOCTb IJIUTEIbHOrO
XpaHeHuUsl.

MonekyngpHo-reHeTH4ecKkoe MCClefoBaH1e MO03BOJgeT
BbISIBUTb MyTaLMK B reHe LIPA KogupyoLMX U NPUJIErarLLmx
VHTPOHHBIX o0nacTeii. BONbLIMHCTBO MaLMEHTOB SIBJISIOTCS
rOMO3MIOTaMH WJIU CJIOXKHBIMM FeTepo3UroTamMu Mo MyTaLusiM
reHa LIPA. Y HeKOTOpPbIX 60JIbHBIX MOTYT MMETb MECTO MPOTSI-
KEHHbIE JIeJIeLNH, He BbIsIBIISieMble NPY NPOBEAEHNH 0ObIYHO-
ro reHeTM4ecKkoro CKpUHuHra [2].

BaskHbIMM BU3YaM3UPYIOLLIMMH METOJAMH AMarHOCTUKH
sBnstiotcst Y3U opraHoB OpIOLIHO¥ MOIOCTH 1 3a0PIOLIMHHOTO
NPOCTPaHCTBa, penTrenorpagpus, MPT.

Y3W npu nono3penun Ha IJIKJI ouenuBaer cocrosiHue
TeyeHH, cesle3eHKH, HaAlo4YeyHUKOB, IMaMeTpa CTBOJIOB BO-
POTHOI1 1 ceneseHouHoit BeH. Y nauuentos ¢ IJIKJI onpene-
JISIOTCS YBeIMUeHne pa3MepoB NeveHy (BepxHe-HIKHNX pa3-
MepoB NpaBoi U JIeBOH J1071€#1), TMIIepIX0reHHOCTb ¥ MeJIKOO-
yaroBast n¢¢ysHasi HEOJHOPOLHOCTb NAPEHXUMbl [IeUeHH, Y
yacty 6OMbHBIX — OcsabyeHre YIbTPa3ByKa B AUCTaJIbHbIX OT-
Jenax napeHXMMbl NedeHu. Y yacTu MauueHTOB OTMevaeTcs
yBeJIMueHre CeJle3eHKH, a Mpu JlajbHefileM NporpeccupoBa-
HUM 6OJIE3HM - paCLUMpEeHKe CTBOJIA BOPOTHOM U Cese3eHou-
HO¥i BEH, UTO CBUAETEIbCTBYET O HapacTaHWKW MOPTajibHOM I'-
neprensun. [Ipu Y31 MoxxHO onpenenuTb KalbLIMHATBI B HAJl-
TMOYEYHNKAX, KOTOpble TOBOPST TakXke B MOJb3y 00Je3HH
Bonbmana.

[Ipy npoBeneHnu pPEHTreHOJIOTMYECKOro MCCeN0BaHUs
OpraHoB OpIOLLIHO} MOJIOCTH ONpPEAENsIOTCS YBeJMUeHHbIe
HaZNOYeYHUKH MOJTyTyHHON MW MMPaMUZIHOM (pOPMBI C HamH-
yreM TOYeUHbIX 0YaroB KanbLU(UKaLMK MO BCeli MapeHXuMe.

[Tpu npoenennnt MPT opraHoB OpIOLIHOM MOJIOCTH Bbl-
SBJISIOT renaTtocryieHoMeranuio, npu OGonesnn Bosnbmana
ONpexnensoTCs 'nnepTpoprUpoBaHHbIe OpbIKeeuHble 1 epya-
opranbHble 1MMaTiueckue y3ibl [Iposenerre MPT Heo6xo-
JMMO ]ISl OLIEHKU CTeNeHM KUPOBO JUCTPOdUU NedeHH, a
TaKke Xapakrtepa TeueHus: 3a00seBaHus U 9P EKTUBHOCTH
MPOBOAMMO¥ NMaToreHeTHyecKoi Tepamuu [17].

[Ipu BbISIBIEHMM NPU3HAKOB MOPTANbHON TUIEPTEH3UH,
NPOBOAST 330(aroracTpoyoIeHOCKONUIO JiJisl ONpeneseHNs!
BapMKO3HOr0 pacLIMpPeHus! BeH MUILEeBOJa U OLEeHKM PUCKa
BO3MO3KHOTO KPOBOTEUEHHS.

Buoncuio nevenu c nocnenyoLuM 1UccaefoBaHMeM Mop-
(donornueckoi KapTMHbI PEKOMEHZYIOT, €CJI HET BO3MO3KHO-
CTU NMPUMEHNUTDb MHble, HEMHBA3KMBHbIE METOZAbl JUArHOCTUKK
JJIKJT [18, 19]. [1pu MmopdonornueckoM MccieroBaHNK TKAHU
rneveH! OnpezensieTcst cTaans 3a601eBaHusl.

Makponpenapat 61ornrara neyeH! UMeeT XKeJTO-OpaHKe-
BYIO OKPacKy, a Mpu MpOBeleH!H I'MCTOJIOTMYECKOro aHanu3a
BBISIBJISIIOTCS] PA3/IMUHble CTENeHH MOPTaIbHOrO 1 nepunoby-
nsipHoro ¢pubpo3sa, a TakxKe BbIPaKEHHbIi MUKPOBE3HKYIISIP-
Hblli CTEaTO3 B CBA3M C HAKOMJIEHUeM 3UPOB XOJeCTepUHa U
TPUITIMLEPUAOB B TM30coMax rernarouutoB [20]. XapakTepHast
yepTa — HaJM4ue B 3HAUMTEJIbHOM CTereHu rUnepTpopupo-
BaHHbIX K1eTok Kyrndepa u noprasnbHbiXx MakpoQparos ¢ MeHu-
CTOM, OKpallMBaeMoii B KopuuHeBarblii 1seT, pesko LIMK-no-
JIOSKUTEJIbHOM LIUTOIJIa3MOM.

Pesynbrathl BU3yanuaupyloLmx METOROB 00Ce0BaHNs 1
OMOTCHM NeYeHH SBISIOTCS JUarHOCTUYECKMMHU B OTHOLLEHUH
JJIKJL. YunteiBas, uro JJIKJT - mynbTHcMcTeMHOE 3a00meBa-
He, IPY HEOOXOAMMOCTH TpebyeTcs IPOBeNeHHe NCCTe0Ba-
Hui1 cepreuHo-cocynuctoit cucremnl (IKI, Ixo-KI, nonme-
porpacwusi COCyIOB roJIOBbI U ILIEN U T. I1.).

HuddepenunanbHblil 1MarHo3 NPOBOAAT C PasIMYHbIMU
Gone3HsIMHU MeveHH, HapyLIeHNUsIMU JIMMUAHOTO oOMeHa. Tak-
TUKa JUpPepeHLnanbHOro [MarHos3a 3aBUCUT OT (POpMbI
JJIKJL. Tlpu 6onesuu BonbMaHa HEOOXOAMMO HCKITHOUUTD BCE
3abosieBaHMs C renaTocrnieHoMerasueii, MopaskeH1eM MeveHH,
KMIIeYHMKA, Mo3ra: 6ose3Hb Humanna - IMuka, tun IA; 60-
nesub loute, tun II; GM1- ranrnmosunos; 6one3xHs dabepa;
aTUMUYHbIe POPMBI raNaKTOCMaINA03a; ralaKTO3eMHuIO, THI [
HAaCJeACTBEHHYIO HEeNepeHOCMMOCTb (PPYKTO3bl; TUPO3UHE-
muto, tun 1. BHIX Heobxomumo nuddepeHLypoBath ¢ 60Jb-
LLIMM KOJINYECTBOM Pa3JIMuHbIX O0JIe3Hei, TPOTEKAIOLMX C re-
naToMeraiueil, CUHIPOMOM LIMTONM3a U HapyLIEHNUSIMU JIU-
nuaHOro o6MeHa, a Takke C HeaqKOroJIbHOM XUPOBO# 60-
7Ie3HbIO MeYeHMU.

Jlevenue

EnnHCTBEHHBIM NaTOreHeTU4eCKUM METOZIOM JIeUeHUs SIB-
nsgeTcst AnuTeNnbHask GepMeHTHasl 3aMeCcTUTeNbHasl Tepanus
npenapatom CeGenunasa anbga. Jleuenne JJIKJI 3akmouaer-
Csl B BOCCTAHOBJIEHUM CHMKEHHOTO YPOBHS (epMeHTa 1Jisl
NpeNoTBPalLeH!s] HAKOTUIeHMST 3(UPOB XOJeCTepUHa U TpH-
TJIMLEepUIOB U, KaK CJIeZICTB1E, BOCCTAHOBJIEHMM HOPMaJIbHOM
¢yHKuMK opraHa. [Ipenapat Cebenunasa anbda - 370 peKoM-
OMHaHTHasl KMCTlast TM30COMHasl 11rnasa uesioBeka. JleiicTByo-
lljee BellecTBO MonanaeT B IM30COMbI KJIETOK 3a CYET CBSI3bl-
BaHMS CO crielPUUECKUMM peLIenTopaMHy, I7ie OKasblBaeT He-
TNOCPeZCTBEeHHbII TepaneBTU4ecKuit 3pPekT. [loza npenapara
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3aBUCHT OT $popMbl Gone3Hu: npu 6one3Hn Bonbmana oHa co-
crasnser 3 mr/kr/cyt, npu BHIX - 1 Mr/kr BHyTpHUBEHHO Ka-
nesnbHo. Pesknm BBenienus npu BHIX — 1 pas B 2 Hep., npu 60-
ne3Hn BonbMaHa, py HalMuKMK MOKa3aHuiit, BO3MOKHO Goree
yacToe nposefieHne UHPysuil — 1 pas B Heneno. B knnHuye-
CKMX MCCIIEJOBaHMSIX POJIEMOHCTPUPOBAHO YyullleHne 61o-
XMMUYECKHX [ToKa3aTesneit (HopMasnuaaLus ypoBHs TPaHCAMMU-
Ha3, NoKasaTesieil JIMMMAorpaMmbl), MOPQOIOr1IecKoii Kap-
THHBI B GMONTATaX MeYeHH, a TAKKe YBeJMueH!e BbKUBAaeMO-
ctu nauuentos [21]. [Ipenapar paspelieH K NpUMeHeHHIO BO
MHOTMX eBporneiickux crpanax, CLUA, Anonnn. Ha teppuro-
puu PO oxkupaercsa peructpauus npenapara.

[lpy oTcyTCTBUM NaTOreHeTHYecKoi Tepanuyu NPOBOAUTCS
cUMITOMaTu4eckas Tepanust. [Ipy HapyleHn BcacblBaHUS U
3afiep>KKe pa3BUTHS], @ TaKKe JUIsl KOPPEKLMH JIMIMIHOrO 00-
MeHa HeoOXOIMMa KOHCY/IbTaLMst AMETOJIOra B LIeNISIX ONTHUMH-
3aumK nutanust. KnmHuyeckue nposieyienust HaanoueyHUKOBOM
HEeZ0CTaTOYHOCTH TPeOYIOT Ha3HAUEeHNsl 3aMeCTUTEIbHO rop-
MOHaJIbHOJ Teparnuy, BbIpakeHHasi aHeMusl M TpOMOOLUTOIe-
HUSI — MlepeJIMBaHus] KDOBU U ee KOMIIOHEHTOB.

[Tporos 3aBucut ot Gpopmbl 3a601€BaHKS 1 BBIPAKEHHO-
CTU KJIMHUYECKMX NposiBieHuii. [Ipu cBoeBpemMeHHoit AuarHo-
cTHKe 3a00JIeBaHMS M Havaye MaTOreHeTUYeCKON Tepanuu
nporHo3 6naronpusTHbiit. [Tpu 6one3nn Bosbmana 6e3 npose-
neHust GepMeHT-3aMeCTUTesIbHOM Teparnuy JeTalbHbli UCXOL
HaCTynaeT Ha 1epBOM Tofly sKU3HHU.

B cBsiau ¢ BbiCOKMM puckoM GonesHn (25%) B ceMbsix,
umerolmx pebenka ¢ 1JIKJI, tpebyercs: o6cnenoBaHne Beex
nereii, T. K. 3a00ieBaHle B TeUeHHe JJIUTENbHOTO BpeMeHH
MOKET NPOTeKaThb 6e3 BbIpaskKeHHO# KIMHMYECKON CUMITTOMA-
THUKHU.

[pu Hannumy B ceMbe peGeHKa C MOATBEPsKAEHHbIM JjHar-
HosoM JIJIKJI nng onpenenenys pucka oBTOPHOTO POKIEHUS
pebeHKa C naHHbIM 3a060JIeBaHMEM HEOOXOAMMO MeIUKO-Te-
HeTHuecKoe KOHCYJbTUpOBaHue. Bo3aMosxHa npeHaTasbHast
IMarHoCTHKA: ONpefesieH’e aKTUBHOCTU KHUCJIOi JIMMasbl B
KYJIbTypax BOPCHH XOPHOHA U MOJIEKYJISIPHO-TeHETHUECKOe
uccnenoBanre Ha 9-11-it Hezlene GepeMeHHOCTH MM HCCIe-
JIOBaHKE aMHUOTHUYECKOM skuakocty Ha 20-22-i1 Hepene [1].

B nawewm nentpe 6pu10 06¢nenosano 20 nereit ¢ JIJIKI,
BCe et - ¢ BHIX. Mbl HeoOHOKpaTHO NOK/IaAbIBaIM O pe-
3ynbrarax 00C/enoBaHKs M XapakTepe TeueHust 6onesnn [22].
Husxe npuBenen knunnueckuit cnyyvait J1JIKJ1 y manbumka c
yCTaHOBJeHHbIM auarHozom JJIKJL

Knunuueckuii cnyuaii I7IKJ1 (BHIX)

Pe6eHok OT nepBoit 6epeMeHHOCTH, TPOTeKaBLieii Ha GpoHe
MHOT'OBOJIMS, POZbl NIEPBbIE, CPOUHBIE, prsnosornyeckue. Bec
npu poxaennu 3460 r, anmna 52 cM. OueHka no wkane Anrap
8/9 6annos. Haxonuicst Ha rpyaHOM BCKapMiMBaHuy 1o 1 ro-
na 3-x Mecsues. [Ipodunakruyeckre NpUBMBKU MPOBELEHbI
Mo KajeHnapio BakuuHauuu. [lepeHeceHHble 3a00neBaHUSA:
OP3 2-3 pasa B ron. CemeiiHblii aHamMHes: y OTLA - apTepHu-
anbHasi TUNEpPTEeH3Ks], sKelYHOKaMeHHast 60s1e3Hb (XOJeLnCT-
3KTOMMS1), y 6a0YILKM MO JMHAKM MaTepy — SKelTYHOKaMeHHast
6071e3Hb, XOJIELIUCTIKTOMHUSI.

B Bo3pacre 3-x sieT npy NOAroToBKe K IJIAHOBOW aJieHO-
M9KTOMHM B GUOXMMHUYECKOM aHaJI13e KPOBU ObLIIO BBISIBJIEHO
nosbliienre AJIT no 182 en/n, ACT o 159 en/n. [leyeHs yBe-
nndeHa Ha +2-2,5 cMm, cene3eHka yBenuueHa Ha +0,5 cM. Bbl-
CTaBJIEH IMArHO3: IUCKUHE3Ns sKeTYeBbIBOASIIMX MyTeil. Pe-
aKTMBHbII naHkpeaTut. 'enatomeranus. B 3,5 rona npu no-
BTOPHOM 00C/IeJOBaH!M MOJIyUY€eHbI CIeayIOLI1e Pe3ybTaTbl:

nevyeHb yBesluueHa Ha +4-5 cM, cene3eHka - Ha +2-3 cMm, AJIT
286 en/n, ACT 176 en/n. VickmoueHbl XxpoHUUECKKEe BUPYCHbIE
renatutel, 60s1e3Hb BubcoHa, [epuLNT a,-aHTUTpHUIICHHA U
uenuakus. B nanpHeitieM y pe6eHKa COXpPaHSICS CHHIPOM
LIMTOJIM3a, OTMEUasloCh HapacTaHWe pa3MepoB MeYeHH U cele-
3eHkU. B 4,5 rona: neyeHb yBenuueHa Ha +5-6 cM, cerne3eHKa
— Ha +3 cm. [lo nanHbIM 3nacrorpaduu: crapus ¢puobposa F,-
F, (mo METAVIR). Mo nanubiM Y3U GpIOLLHO MONOCTH: yBe-
JIMYeHne pa3MepoB MeveHU U CeNe3eHKH, AP Py3Hast HEOJHO-
POZHOCTb, MOrIoLeH e yibTpa3syka Ha 1/4. MPT OpioliHoii
MOJIOCTH: MIeYeHb PacroJioskeHa 0ObIYHO, B pa3Mepax 3Haum-
TeJIbHO yBeJIMYeHa NPeUMYLLECTBEHHO 3a CUET MPABOi HOJIU.
Haun6onbiumii nepente-3anuuit paamep — 130 MM (npasast 1o-
ns), 50 MM (n1eBast 1o71s1), BepTHKaJbHbIN Ha YPOBHE MpaBoii
Jonu — 156 MM, neBoit 1onu - 49 MM. KoHTypbl poBHbIe, veT-
kue. Cenesenka yBenuueHa, 110X93X37 MM, KOHTypbI yerT-
Kue, POBHble, MapeHXuMa OJJHOPOJHAas. JKenuHblii MysbIpb,
NoJsKeNyI04Hast Kesle3a, MOUYKH, HalNMOYeUHUKH He H3MEHEHbI.

B Bo3pacre 5 et neveHb BbiCTynana Ha 7-8 cM, cese3eH-
Ka — Ha 2-3 cM u3-1ox Kpasi pebepHoii ayru. Briepebie npose-
JIeHO KCCTIefloBaHKue JIMMMAOTPAaMMbl B 6 JIeT: XOJleCTepUH
5,65-6,18-6,28 wmmonb/n, JIIIHIT 6,5 mmonb/n, JIIBII
0,92 mmonb/n1. B aTom ske Bo3pacte no aauHbiM Y3U Gptorw-
HOI1 MOJIOCTU BbISIBJIEHDI: renaTocrulieHomeranus, anddysHas
HEOJIHOPOZHOCTb M TMINEPIXOreHHOCTb MAPEHXMUMbI NeYeHH,
paclLiMpenye Juamerpa CTBOJIOB BOPOTHOI U CeJle3eHOYHO
BeH. [1pu KT 6proLuHoit nonoctv o6HapyskeHbl [ py3Hble 13-
MeHeHHs! TapeHXMMbl TIeYeHH 10 THITy KUPOBON AUCTPODUN.
930¢aroracTponyofAeHOCKONNS: TEPMHUHAJbHBII 930¢arur,
racTpumT, IyoZleHUT. BapyKo3HOro paciuupeHusl BeH NMLLeBoaa
He ObUIO OOHapyskeHo. PebGeHKy mpoBeleHa MyHKLMOHHAsI
6uorcus neveHn. Pe3ynbraTsl MOPGOIOrMUeCKOro ucceno-
BaHMsl OMONTATa: B Cpe3e ONpenenstoTcst 10 6 MOJHbIX U He-
TOJIHBIX MOPTAJbHBIX TPAKTOB, 4 MOPTANbHBIX TPakTa GpUOPO-
3MpOBaHbl, 3 MOPTO-NOPTaJIbHbIE CENTbI, 2 CBOOOHO JIesKalle
cenTbl. 30Hbl NEPUNOPTAILHOTO MEePULIETITIONSPHOTO Gprbpo-
3a, renaToLUThbl pasfesieHbl Ha PO3eTKH, CKyIHble TMMQOUa-
Hble MHQMUIIbTPATBI B 3THX 30HaX. Hebobline 30HbI nepurena-
ToLeJIIoNIsIpHOrO $G1rOpo3a B osbKax. [enaTouuTbl OKpYIIoi
¢$opMBl, YacTb MX HECKOJIBKO YBeJIMUEeHbl B pa3Mepax, 6anou-
HOe CTpOeHHue He onpepenseTcs. [enaTouuTbl UIMeT OYeHb
CBETJIYIO, MEJIKO3EPHUCTYIO LIMTONJIa3My, OOJBbIIMHCTBO CO-
nepxar Bakyosu. [pu nposenennn LLIVK-peakumnn o6Hapyske-
Ho Hakoruienne LLIMK-nosutMBHOro BellleCTBa B renaToLmTax,
BaKyOJIM OCTAOTCSl XOPOLLO PasjiMuMMbl. 3aKJOUeHre: Mop-
¢ornoruyeckas KapTiHa 60Je3Heit HakomIeHusl. MOXHO Mojo-
3peBaTb HakoIJIeHue 3(pUPOB XOJleCcTeprHa. SIBJIeHust XpOHU-
4eCcKOro MepUropTaIbHOrO rernaTuTa HU3KOH CTeNeHu aKTUB-
HocTH 6€3 yueTa CKJIepo3a, BepOSITHO PEaKTHBHOTO XapaKTepa.
MHupekc rucronornyeckoii akruBHocTy o Knodell £ 4 6anna
(I-A, II-C, I1I-B). Unznexkc cknepo3sa no ecmer - 2 6anna (yme-
PeHHbIi1 NepurenaToLesoNspHbiilt $pruépo3). [loatomy Obio
NPOBENEHO MCClieJoBaHKWe JIM30COMHOM KMCJION JiMnasbl B
KJIETKaX KpOBU: ee ypoBeHb cocTaBun 27,8 HM/mr/uyac (Hopma
30-118 HM/Mr/4ac, NefKOLUTbI), YTO MOCIYXKUIIO TIOBOAOM
IJIs1 TPOBeJeHNs] MOJIeKYJISIPHO-TeHeTHUEeCKOro UCCrlefloBa-
Husl. MeTozoM NPsSIMOro aBTOMAaTHYECKOrO CEeKBEHUPOBAHMSI
vccreoBaHbl BCce Koaupyolue 3k30Hbl (2-10) rena LIPA, a
TaKke Mpuleraiolie MHTPOHHble 061acTu. B ak3oHe 7 BbI-
sBneHa myTauusd €.796G>T B reTepo3UroTHOM COCTOSIHUH,
NpHBOZASLLAS K NPeKIeBPeMEHHON TepMHUHALMK TPAHCIISLMN
aMHUHOKMCIIOTHOM nocnefoBarenbHocty p.Gly266X. B sx3oHe
8 BoisiBnieHa myrauus ¢.894G<A B retepo3uroTHOM COCTOSI-
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CTpenkomn oTMe4eHo Hadano hepMeHT-3aMecTUTeNbHOM Tepaniu;
3HaKOM * — Nepuop, oT Havana pepMeHT-3aMeCcTUTeNbHON Tepanuu;
NYHKTUPHAS NIMHWA COOTBETCTBYET BEPXHEN rpaHuLie HopMbl akTeHOCT ANTT 1 ACT.

Puc.1 AMHOMUKO CUHAPOMA LIUTOAU3A

HUM, IPUBOJISILLAS K HAPYLUIEHUIO CIUIaiCHHra.

Ha ocHoBaHnu aHamHe3a, pe3ynbTaTOB KJIMHUKO-71ab0pa-
TOpHOTO 00C/Ien0BaHMs (LIUTOINU3, FenaToCITIEHOMEranusl, I'1-
NepxoJIeCTePUHEMHS], CHIKEHUE YPOBHS KUCJION Jiunashl), a
TaKkke MOJIeKYJISIpHO-TeHeTHUeCKOro UCCJelOBaH1s KPOBU
Obi1 ycraHoBseH auarHo3: JJIKJ1. Bone3Hb HakoreHus agu-
POB XOJIeCTepHHa.

[To >kM3HEHHbIM NOKa3aHMsIM peGeHKy B Bo3pacTe 6 JeT
10 Mec. peKOMEeHI0BaHO MpOBeeH1e aTOreHeTU4ecKoi Te-
panuu HesaperucTpupoBaHHbiM B Poccun npenaparom Cebe-
nunasa anb¢a B f03e 1 Mr/Kr BHYTPUBEHHO KanenbHO 1 pas B
2 Hep. JImMTeNIbHOCTDb Tepanuu B HACTOSILLee BPeMs COCTaB-
nsiet 15 mec. Ha ¢pone dpepmeHT-3aMeCcTUTeNIbHON Teparnuy,
KOTOPYIO peGeHOK NepeHOCHT YII0BIIETBOPUTENLHO (T0OOUHBIX
3¢ddEKTOB He 3aPErNCTPUPOBAHO), OTMEYAETCS] YMEHbILEHNE
Pa3MepoB MeyeH! 1 Cesle3eHKU: NeUeHb BbICTYNAeT Ha 3 CM U3-
1oz Kpasi peOepHoii Iyru Mo MpaBoi CPeAHEKIIOUNYHON JIH-
HUM, ceNe3eHKa He manbnupyercs. Habnonaercs cHuKeHMe
YPOBHSI aKTMBHOCTH TpaHcaMuHas (puc. 1). [No nanueim Y3U,
HeCMOTpS Ha COXPaHSIOLLYIOCS rernaTocnaeHoMeranuio, npu-
3HAKOB MOPTaJIbHOM rMNepPTEeH3UM He BbISIBJIEHO.

Teuenue 3a6oneBanus y Masnbunka ¢ JIJIKJT xapakrepuay-
eTCs1 HaJM4K1eM renaToCIyIeHOMErannu, ObICTPbIM MPOrpecCH-
poBaHueM ¢ pOpMHUPOBAHUEM NPU3HAKOB OPTAJIbHO rUMep-
TEH3MU K 6-JIeTHEeMy BO3pPacTy, CUHAPOMOM LIUTOJIN3a, MUHU-
MaJIbHBIM TMOBBILLIEHIEM YPOBHS X0JecTepuHa, 6osee BbIpa-
’keHHbIM yBesnuenrem JITTHIT u xopowmm oTBeToM Ha poBe-
IeHue pepMeHT-3aMeCTUTENIbHOI Tepanuy, 4To Tpebyer ee
npoposkenus. [lpenapat HasHauaeTcs AJ1s1 NpelOTBPaLLeH!s]
Pa3BUTHSI TSIKENbIX MHBAIMAW3UPYIOLLNX OCJIOKHEHUIA.

3aknioueHue

Takum o6pazom, npu [IJIKJT Habnronaercs mporpeccupyto-
lllee MopakeHWe MeyYeHu C reraTomerasnueil, MOBbILLIEHHbIM
YPOBHEM TpaHCAMWHA3, MUKPOBE3UKYJISIPHBIM CTeaTO30M.
Huskas pacnpocTpaneHHOCTDb, HeCneunPUIHOCTb KINHUKO-
nabopaTopHbIX MPU3HAKOB O0JIE3HN OOBSCHSIIOT €e HeloCTa-
TOUHYIO BbISIBJISIEMOCTb.

Crnenyer noMHHUTb, 4TO G0Jie3Hb BosbMaHa HEOOX0AMMO
VICKJIIOUUTB Y JTI060T0 pebeHKa nepBbiX MeCSILEB XKU3HH C MO-
CTOSIHHOI PBOTOI MJIM iUapeeii, OTCTaBaHKeM B Pa3BUTHH, Te-
naToCrjieHoMerasuei, CHHIpOMOM ManbabcopOuui. BoisiBrie-
HHe yBeJIMUeHHbIX HaMOYeYHUKOB C KajbLunduKauuei — nps-
Moe MoKa3aHKe K UCCTeJOBaHUIO YPOBHS KUCIJION JIM30COMHOM
7nnasbl U MOJIEKYJISIPHO-TEHeTUYeCKOMY UCCIIeJ0BaHUIO.
VnentnuHocTb nMnuaHbix npoduineit npu BHIX ¢ GonbLuoit
rpynmnoit 3a00neBaHmii, 0COOEHHO MK BbISIBJIEHNH CUHAPOMA
LIMTOJIM3a, CBUAETENbCTBYET O TOM, YTO HEOOXOAMMO HCKIIIO-
yatb JIJIKJI, ecnu npeanonararTcs HacJaeCTBEHHbIEe HapyLle-
HUS1 JTMMUAHOTO OOMeHa.
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