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AHHOTauuA. [leoumnT NM30COMHOM KUCION Nnasbl — OO0CTaTOYHO peakasi oopma
depmeHTOnaTuun. lNpu paccMmoTpeHun Bonpoca geduumra IM30COMHOMN KMCNOW nunasbl
yaenseTca BHUMaHWE U3y4eHUIo aThonaTtoreHesa AByX oeHoTUnmn4eckmnx oopm
nposiBneHus gedununta epmenta: 6onesHb BonbmaHa 1 60ne3Hb HakonneHus
achmpos xonectepuHa (BH3X). [1sa 3aboneBaHus paccmaTpmBaroTcs, Kak ABe qopMbl
ofHown natonormn. B gaHHOM cTaTbe onucaHbl OCHOBHbIE KITMHUYECKUE XapaKTepUCTUKN
Kak B6bICTpO nporpeccupytoLlen dopmMbl, Tak U MEANEHHO pa3BuBatoLlencsa 6onesHm
HaKonneHns a(pnpoB XonecTepuHa, ykasaHbl Kn4yeBble aTanbl AnddepeHumansHo-
ANarHOCTUYECKOro nomcka.

KnroueBble cnoBa: 6one3Hb BonbmaHa, 60ne3Hb HakonneHust ahnpoB XOnecTepmHa,
NM30COMHas Kucnas nunasa

HedurumnTt nnsocomHon Kncnou nunasbl

BonesHb HakonneHus 3upoB XxonectepyHa  — 3TO Hacnegywwasca no
ayTOCOMHO-PELECCUBHOMY TUMY fiM30ocoMarnbHaa Oone3Hb HaKoMnneHus, Bbl3biBaeMasi
MyTauusiM1 B reHe, oTBeYaroLeM 3a Kucnyt nusocomansHyto nunasy (LIPA), kotopble
3HauYUTENbHO COKpaLLalT aKTUMBHOCTb KUCHOW nu3ocomManbHon nunasbl (LAL wnu
rmgponasa agupa xonecrtepuHa (3X)) [4]. HegoctaTouHasa aktmBHoCTb LAL npmuBoant
K nporpeccupyowemMy nmM3ocoMasibHOMY HaKOMMAeHnio 3(UpoB XonectepuHa U B
MEHbLUEN CTENeHM — K HaAKOMMEHUI TPpUrmuuepuaoB, rnaeBHbiM obpa3om, B
renatouMTax, Hagno4yevyHuKax, KULEeYHUKe WM KrneTkax MakpodararbHO-MOHOLMTAPHOM
CUCTEMbI MO BCEMY opraHuamy. BoBneveHve TKaHelW TeCHO KoppenupyeTr C UX
OTHOCUTENbHBLIM Y4YacTMeM B peLenTop-ornocpedoBaHHOM 3JHAOUMTO3e, a Takke B
pacnage nMnonpoTenHos B nusocomax [6].KnnHudeckn gepuumt LAL npuBoauT K AByM
OCHOBHbIM (hpeHoTunam: 6onesHb BonbmaHa (BB), HaunHatowaacs B MrageH4Yeckom
Bo3pacTe M OonesHb HakonneHusa adupoB xonectepuHa (CESD), HaumHawowasncs B
6onee nosgHem Bo3pacte[10].

BonesHb BonbmaHa — 310 peakuin oynbMUHAHTHBIA NoATUN 3aboneBaHnd, Havano
KOTOPOro NpuUXoauTCs Ha nepuos HOBOPOXOEHHOCTW, npu kotopom LAL oTcyTcteyeT
NN aKTUBHOCTb (bepmMeHTa cocTaBnseT meHee 1 % OT HopmanbHOW akTuBHOCTM LAL.
OTO BedeT K MacCUBHOMY JIM30COMAasribHOMY HaKOMIEHUIO 3UPOB XONecTepuHa u
TPUrNUUEPMOO0B, NPENMYLLECTBEHHO B MEYeHU, cefie3eHke, HagnoyYevyHnkax, KOCTHOM
Mo3re, nuMdaTMyecknx yanax m B Makpodharax no BCEMY OpraHusmy, OCOBEHHO B
BOPCUHKaX KULLEYHUKa. Y MnageHueB, cTpajalowmx aTum 3abonesaHmeMm, K OByX- UK
YyeTblpeXMeCA4YHOMY BO3pacTy NOABNSAETCSA pBOTa, MOHOC M MacCUBHas renatomMeranusi.
Y 50 % naumeHTOB wuMeeTCs Kanbuudukauusi HagnoYeyHWKoB. TpyaHOCTM
BCKapMIMBaHUSA U CUHOPOM Manbabcopbumm BeayT K NCTOLLEHMIO, 3aEPXKKE pa3BUTUs,



KaxeKkcun, KoTopble BMECTE C TshKenbiM 3aboneBaHneM NeyYeHn NpuBOAAT NaumeHTa K
cMepTu B nepuof ot 3 Ao 12 mecsueB Xn3Hu[8].

B otnuumne ot 6onesHn BonbmaHa, 6one3Hb HakonneHus 3UpoB XonectepuHa
(CESD) — aTo 4acTto HepacrnosHaHHbI, nposBnsalwuncsa B 6onee nosgHeM Bo3pacTte
noaTun 3aboneBaHus, KOTOPOE NOSABMASETCH B MIadeHYeCcKoOM, AETCKOM U B3POCIIOM
BO3pacTe, B 3aBUCUMOCTM OT OCTaTO4yHOW akTuBHOCTM LAL in vitro, koTopas, Kak
npasuno, Haxoautcs B agnanasoHe oT 1 % 0o ~12 % oT HopmanbHOM akTuBHOCTM LAL.
MporpeccupytoLee HakonseHne aUPoB XonecTepuHa u TpUrNULEepuaoB B NIM30COMax
BeAeT K pasBUTUIO XapaKTEPHbIX MaTONOrMYyecknx npeobpasoBaHU B MNEYEHW,
MOBLILWEHUIO aKTUBHOCTU CbIBOPOTOYHbIX TPaHCaMWHA3 W MOBbLILEHUIO B CbIBOPOTKE
KPOBW YPOBHS XOnecTepuHa NMNonpoTeEMHOB HU3KOMW MIAOTHOCTU U TPUrMULEpUaoB npwu
HOpMaribHOM WS HU3KOM YPOBHE XOnecTepuHa NUMNOMPOTEMHOB BbICOKOW MIIOTHOCTM
(rvnepnunonpoTtenHemuna llb  tuna)[2]. [NpexaeBpeMeHHas CcMepTb HacTynaeT
BCNeaCTBME  MEYEHOYHOW  HefOCTaTOMHOCTUM  W/WMNW - YCKOPEHHOro  pas3BuTUS
aTepockneposa, BTOPUYHONO  XPOHWUYecKon  runepnvnuaemun.  [loBblLeHHOEe
cogepXaHve xonectepuHa nMnonpoTENHOB HU3KOW MIIOTHOCTU Bbi3blBaeT YCKOPEHHOE
pa3BuUTUE aTepocKreposa; mmerTcss coobueHuss o nauyueHtax ¢ CESD ¢ paHHum
aTepocKnNepo3oMm, uwemmen, nHcynstamm(7,9].

MmeeTca onpeneneHHbln gManasoH KnnHudeckux nposasnenHnn CESD. Mpu aTtom,
Yy HEKOTOpbIX MNauMeHTOB AuMarHo3 MnocTaBfeH B [AeTcTBe, Torda Kak y gpyrux
3aboneBaHWe ocTaeTcs HeguarHOCTUPOBAHHLIM 40 B3POCMOro Bo3pacta. Y naumMeHToB
C TSKEeNbIM NOpaXeHNeM KNMHUYecKas KapTuHa MOXET pa3BepHYTbCS B MiageHYeCKoM
BO3pacTe B BuAe NposBreHu, HanoMmHawwmnx 6onesHb BonbmaHa, Takmx Kak noHoc,
3agepxka pasBuUTUA, pBOTa, B3QyTUE XNBOTA N Aaxe Kanbuudukaums HagnoyYyeyYHNKoB,
HO TakvMe nauueHTbl MOryT OOXUTb OO0 OeTCKOro unu [o B3pocforo Bospacta. Y
nauneHToB, KaK NpaBuro, UMeeTcs renatomeranvs n HapylweHne yHKUMN NeYeHn unm
ancnunonpoTtemHemua llb Tuna. Kak npasuno, npu Hanuyum renatomerannum npoBoasaT
Buoncuio neyeHu, NpyM 9TOM MAKPOCKOMUYECKU MEeYeHb SPKOro >XenTo-OpaHXeBoro
uBeTa, rUCTONOrMyeckas KapTMHa XapakTepusyeTCa  HanuMyunem  yBeNUYeHHbIX
renaTouuToB, 3anofiHeHHbIX nunuaamu, U knetok Kyndepa; Takke XxapakTepHbIM
SABNAETCA MUKPOBE3UKYNAPHbIM CcTeaTo3. [uMarHo3, MOCTaBfEHHbIM Ha OCHOBAHWUU
ouoncun neyeHn, MoxeT ObiTb HeNpaBWUIIbHO KnacCUPUUUPOBaH Kak HeasikororibHas
Xunposas 6onesHb neyeHn (NAFLD), HeankoronbHbin cTteatorenatut (NASH) wnu
KpuntoreHHoe 3abonesaHue neyeHu. MNporpeccupyrollee OTNOXeHNE NMNNO0B BEOET K
pasBuTuio bMbpo3a, MUKPOHOAYNAPHOrO LMppo3a U B KOHEYHOM CYETE — NeYEeHOYHOM
HeJOCTaTOYHOCTH. lMoBbiweHne CbIBOPOTOYHbIX TpaHcaMunHas,
anaHnHamunHoTpaHcdepasbl (AnAT) w/unu acnaptatamuHoTpaHcdepasbl (AcAT), u
renaTomeranus BNATCA paHHUMM NPU3HaKaMu HapyLLleHUs OyHKUMM nevenun[6,11].

HNedekt bepmeHTa LAL NpuBOANT K CHXKEHMIO rMAponm3a a¢hupoB xonectepmHa
N TPUMNLEPMAOB U K NX MAaCCUBHOMY AEMNOHUPOBAHUID, OCODEHHO B TM30COMAaX KreTok
Kyndepa u renatoumntoB, a Takke B ApYrux Krnetkax MakpodaranbHO-MOHOLMUTaPHON
cuctembl. Takume MeTabonuyeckne HapylweHust BedyT K MNOBbIWEHMIO obuwero
XOJIeCTEPUHA, XONleCTEPUHA NUMNONPOTENHOB HU3KOW MNOTHOCTUM M TPUrNMUEpMaoB B
CbIBOPOTKE KPOBU, N K CHUKEHUIO XOSNIeCTEPUHA NMNONPOTENHOB BbICOKOW MIIOTHOCTU B
CbIBOPOTKE KPOBU, T.€. K AnarHody gucnunuaemus llb tnna. NoBbileHHOE coaepkaHne
XonecTtepuHa InunonpoTEMHOB HMU3KOW MNIIOTHOCTU BbI3blBAET YCKOPEHHOE pasBuUTue
atepockneposa; wumerTcs coobuweHns o naumeHtax ¢ CESD ¢ paHHuMm
aTepoCKNepo3oMm, UeMmen, MHCyNbTamMm 1 onepaunusamMm KOPOHAPHOro LWYHTUPOBaHUS.



[o HacToswero BpemeHn 6binn mnaeHTuuumpoBaHol 6onee 40 myTauun reHa
LIPA, BbidbiBatowero CESD wn 6one3Hb BonbmaHa . Hawubonee ObicTpoe
nporpeccupoBaHne LAL-D Habniogaetca y geten rpygHoOro Bo3pacTa, Y KOTOPbIX
pa3BMBaETCS TSXKENbIN CMHAPOM Manbabcopbunmn n oTcTaBaHue B pocTe. TN hakTopbl
ABNAOTCA KIHOYEBLIMU B NPEXAEBPEMEHHON CMEPTHOCTM NALMEHTOB AAaHHOW rpynnbl.Y
peten rpygHoro Bo3pacta ¢ LAL-D HabniogaeTcss paHHee W Tshkenoe Hayano
cumntomoB. LAL-D y geten rpygHoro BospacTta ObICTpO 3akaHYMBaeTCsl NneTasnibHbIM
NCXOOOM Ha nNpPOTsHKeHuM 12 MecsueB Mocre poXAEeHWs,, B YacCTHOCTW, Yy [eTewn,
KOTOpPbIM HE NPOBOAUMAN TpaHCMaHTauui CTBOMOBLIX KneTtok unmn nedeHn. 100%
(10/10) naumeHTtos, nony4dmsumnx TICK, ckoHyanuce B Bo3pacte Ao 4 net. 70% (7/10)
nauMeHTOB CKOHYanucb B Bo3pacte o 9 mecaues(1,7].

Hanbonee 4acTbiMy BHEMEYEHOYHBIMU NPOSIBNIEHUSMU SIBNSIOTCS YacTbl MOHOC,
6onb B XXMBOTE U anuracTpanbHoin obnactu, peoTa, aHeMUsi, CUHAPOM Manbabcopbumm,
XonecTas, cTeaTo3, 3aJepkka pocTa, HapyweHue QYHKUMU >KENYHOro nysbips u
cepAeyHococyancTble 3aboneBaHnsi. Y MauMeHTOB C MUKPOHOAYMSAPHbLIM LIMPPO3OM
MMenacb nopTanbHas rMnepTeH3nsl, acumT, Kaxekcusi, BapMKO3HO pacLUMpeHHble BEHbI
nuLleBoaa, Xenyao4YHO-KULLIEYHOE KPOBOTEYEHME W APYrne OCINOXHEHUS, BTOPUYHbIE
NMeYeHOYHOW HedoCTaTOYHOCTM, KOoTopasi npuBoAwWa K KOMe, CMepTu  unu
TpaHcnnaHTauun nedyeHn. CepaeyvHococyamucTble MNPOSIBNEHUS BKMoyanu B cebs,
rmaBHbIM 06pa3om, nwemMmyeckyto 6oresHb cepaua, aHeBpU3My U MHCYNbT[S].

OnarHoa OJIKJT moxeT 6bITb TOYHO MOCTaBMNEH MyTEM WUCMONb30BaHUS aHanmsa
KPOBW, B KOTOPOM OLEeHuBaeTcs akTuBHOCTb doepmeHTa JIKJT ¢ wmcnonb3oBaHuem
nepuepnyecknx InemkouuToB WK Cyxon Kannu KpoBwu. buoncma nevyeHn He
paccMaTpmBaeTCa B KayecTBe AMArHOCTMYECKOro MeToda, OAHAKO MOXET MOMOYb B
dopmupoBaHum nogo3peHmn Ha OJIKIL.  Tpu npoBegeHun ©Guoncum neyveHu
MUKPOBE3UKYNAPHbIA  CTeaTo3 MOXeT ObiTb  OWwMBOYHO MHTEepnpeTUpoBaH Kak
HeankoronbHbl cTeatorenatnt (NASH), HeankoronbHasa xuvpoBass GOMEe3Hb NeYeHu
(NAFLD) unn kpuntoreHHoe 3aboneBaHue nedveHun[4]. Ha GuoncuinHom obpasue npwu
f6onbwoM yBenuyeHun Habnwgaetca OMddY3HbIN MUKPOBE3UKYIISIPHBLIN  CTeaToas,
Hapsgy C  HanmuMyuuMeMm  3arpykeHHbIX LepouaoM  MakpodharoB Ceporo  upeta.
MwuKpOBE3NKYNAPHBLIM CTeaTo3 3axBaTbiBaloLWeMy renatouuTbl, Knetkn Kyndepa wu,
KOTOpbIN NporpeccupyeT ¢ nocnenyowmm passmutmem pubposa n B KOHEYHOM UTOre —
MUKPOHOAYNSPHOro uuppo3a , XMposou auctpodum nedyeHn. MUKpoBe3UKyNnspHbIn
cTeaTo3 XapakTepusyeTcsl YBeNMYEeHHbIMU renatoumMTamMmm ¢ NeHUCTOM umtonnasmon. B
nocTaHoBKke ructonornyeckoro amarHosa CESD nomollb OkasblBaeT OKpalluBaHue C
MCNOMb30BaHMEM WMMMYHHbIX MapKepoB Ha katencuH D — nmsocomanbHoro 6erka,
onpefeneHve KOTOPOro perynspHo npoBOAAT MHOrMe KnuHudeckme nabopartopuun.
O6HapyXeHo, YTO OKpaluMBaHME C UCMOJSIb30BAHNEM MMMYHHbIX MapkepoB Ha LAMP1,
LAMP2 n LIMP2, unn ¢ nu3ocomMmanbHbIM NpocBeTHbIM 6enkom (katencmuHom D), nerko
NoeHTUUUMPYET HaKonmeHne NUNUOOB Kak fiM30CcoMarnbHoe, ynpouias OUarHOCTUKY
CESD wn ycTpaHas  HeobGXOAMMOCTb  YNbTPACTPYKTYPHOW  AEMOHCTpauuu
NN30COMarnbHOro OTMoXeHus nnuaos(3,8].

3akntovyeHue. O4yeHb BaxkHa HEOHBXOAMMOCTb B MOBbILLEHUN HACTOPOXKEHHOCTU B
OTHOLLEHMM [aHHOro 3aboneBaHuda, KOTopasi HOCUT MEPBOCTEMEHHY 3HAYMMOCTb.
Heckonbko net Hasag y nauueHtoB ¢ AJIKI1 noaBunacb Hagexga He TOSMbKO Ha
BbDKMBaHME, HO W 300POBYK MOSIHOLEHHYK XW3Hb. [JOCTYNHOCTb HE MWHBA3UBHbIX
METOAO0B OMAarHOCTUKN aKTUBHOCTU doepMeHTa LAL 1 MOneKkynsipHbIX aHanu3oB reHa
LIPA moxeT nomoub m3bexatb npoBedeHua Buoncum nedeHn Ons noaTBepXXAeHUs
anarHosa CESD. ExerogHble nabopaTtopHble 06cnenoBaHns A0OMKHbI BKOYaTh B cebs
dYHKLMOHarbHbIe NeYeHOYHble, pa3BePHYThLIA aHanM3 KpoBW, aHanm3 XmToTpuosnaassbl



(MakpodaranbHbI BOCNanNuUTenbHbIM Mapkep), nosbiwatwwmnca npu CESD, a Takke
nMNUAHBIM NPobunb ONS OueHKU aucnunuaemMunn. JleTanbHOCTb MCxXoda B CBA3U C
Nne4YeHOYHOM HeOoCTaTOYHOCTbI, BOBMEYeHWe B MaToflorMyeckun npouecc Apyrux
OpraHoB, fJaxe y NnaumeHToB, KOTOpbIM Bbina npoBefeHa TpaHcnnaHTauums, NpuBoOaMUT K
3HaunTenbHoMy OpemeHn 3aboneBaHust U NpexXaeBPEMEHHON TrMbenn HeKoTopbIX

nauneHToB.
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