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N3yy4eHne npoaoixXNTENbHOCTU XN3HN 60MbHBIX Lppo3amu nevenu (LM) n aHanmus CTpykTypbl NPUYMH UX IETaIbHOCTU
[0 CUX Mop NpeacTaBNsOT HayyYHbI U NpakTUYecknii nHtepec. B nccnepnoBaHny npencrasnieHbl AaHHbIe Mo obuwel Bbl-
XMBAEMOCTU U NpuynHam netanbHocTn 994 naumentoB ¢ LIMN. Megnana obuweii BbiknsaemocTtn (OB) y naumeHToB ¢ LM
Yarng — MNbto C coctaBuna 22,2 mecsaua, B — 59,8 mecsiua, A — He gocTturHyTa. Mpu B-ctagun LN HavmeHbluMe nokasaTtenn
OB 6biNK Y NALUMEHTOB C aNKOr0/IbHON 3TUONOIrNER N HeaNKOroJibHOM XNPOBOY BONE3HbIO NeYeHN, XyALWnM NPOrHo30M 06-
naganu nauueHTbl, 3noynotpebnsaowme ankoronem (meagnanHa OB 13,9 mecsaua). MNoareepXxaeHbl 3HaYUMbIe pasnnyns no
4acToTe Pa3BUTUS NEYEeHOYHOM HeoCTaTOYHOCTI, KOTopas NnpeobnanaeT B CTPYKTYpe neTanbHOCTU cpeaun Bcex Habnoaa-
eMbIX MaLnNeHTOB.

Knto4eBsblie crioBa: LUnpPpPO3 riedeHu, O6LLlaFI BbIXXNBAeMOCTb, NMPU4YnHbI J1IeTal/lbHOCTU, pak rned4eHu, Yaving - lNbo

The study of the life expectancy of patients with liver cirrhosis and the analysis of the causes of their mortality structure
are still of scientific and practical interest. The study presents data of the 994 patients with liver cirrhosis overall survival and
causes of mortality. Median of overall survival (OS) in Child — Pugh C class was 22.2 months, B class was 59.8 months, and
A class was not achieved. The lowest indicators of OS were in B class of patients with liver cirrhosis of the alcohol etiology
and non-alcoholic fatty liver disease, the patients with alcohol addiction had the worst prognosis (median of 13.9 months).
Statistically significant differences in the occurrence of liver failure, which prevails in the structure of mortality among all
observed patients, were confirmed.
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3H - 3n0ka4yecTBeHHble HOBOO6pa3oBaHus HAXBI - HeankoronbHas >XupoBasi 601e3Hb NevyeHn
OB - obwas BbKMBAEMOCTb un - LMppO3 nevyeHun

BbI30B COBPEMEHHOMY 3apaBooxpaHeHuio [1]. pomkxuTenbHocTb XuU3Hu [4]. U3-3a Kkoarynonatum
Lnppo3s neuenu (LLM) aenaerca oguHHaguato npu LM noBbilwaeTca pUck KPOBOTEYEHU U TPOMOGO-
rno yacToTe Npu4YnHO cmepTu B mupe [2, 3]. B npo- 30B, acuuTt popmupyetcs 6onee 4emy 50 % 60OSIbHBIX
uecce paseutua LM Bo3HukaeT nonuopraHHasa guc- LM B TeyeHmne 10 net [5]. MauneHTbl ¢ A€KOMMNEHCU-

XpOHI/I‘-IeCKVIe 3a00/1IeBaHNSA MEeYEeHUN — CePbe3HbIi  PYHKLUS C OCTIOXKHEHUSMU, OFrPaHU4YUBAIOLLUMMU MPO-

257



OPUTUHAAbHBIE NCCAEAOBAHMUA

ORIGINAL RESEARCH

Internal diseases

BHyTpeHHue 60Ae3HU

poBaHHbIM LI umeloT BepoaATHOCTb pa3BUTUSA rena-
TOopeHanbHOro cuHapoma B 40 % cny4yaeB B Te4eHUue
5 net [6]. JletanbHOoCTb OT LI 32 30 neT yBennunnacob
c 5,6 po 12,4 cny4yaeB Ha 100 000 HaceneHus [7].
MpoAaomKUTENbHOCTb XU3HU GonbHbiX LM 3aBucurt
Kak oT Kjilacca no wkane Yannpg — lNblo, Tak U OT 3TN-
onornyeckux ¢pakTopoB, cpeam KOTOpbIX BUPYCHbIe
renaTuTbl, 371l0ynoTpe6nieHne ankorosiemMm, XpoHu4e-
CKasi MHTOKCUKaUMSl, HeanKoroJibHbliA cTeartorena-
TUT, NEePBUYHbIA OUNNAPHDbIA XONTAHTUT U PAA, APYIUX.
Bbicokasi Aons ynotpe6neHus ankorons onpegesieHa
B KayecTBe KJIIOY4EeBOro aTuosiormyeckoro c¢akropa,
npu KOTOPOM HabslopaeTcs HauMeHbluas cpenHsas
NPOAOJDKUTENIBHOCTb XU3Hn — 54,4 roga [8]. Mpwu
9TOM B MMPOBOW NMpPaKTUKE OTMEYaeTCsl CHUXEeHue
netanbHocTh ot LM ankoronbHoOW n BUPYCHOWN 3TUO-
JIOTMU U HEYKJIOHHO pacTeT BIMSIHUE HeasikorosibHOM
Xuposoii 6one3nun neyenn (HAXKBM) [9].

B oTeyecTBeHHON nuTepatype BCTpedvalTCs Nullb
oTAeNnbHble NyOnMkKaumm, MOCBSLLEHHbIE OLLEHKe Mnpo-
OOMKNTENBbHOCTU XU3HU naumeHTtoB ¢ UM n BavaHuio
pasnnyHblix GakTopoB Ha UX BbIXXMBAEMOCTb. [1pn aTOM
Takme HabnwopgatenbHble UCCNeOoBaHUS CTPOATCS MO
dakTy obpalleHns NaLMEHTOB B Ty UM NHYIO MEONLMH-
ckyto opraHmsaumio. CyliecTByeT HeA0CTaToK NpoCreK-
TUBHbIX UCCNEA0BAHNM MO OLLEHKE NMPOAOIKUTENBHOCTH
XUW3HWU 60MbHbIX LIMT ¢ y4eToM AaHHbIX O npuynHax ne-
TaNbHOCTMW.

Llenb nccnepoBaHus: oueHka BbXKMBAEMOCTU U MPU-
YMH NETaIbHOCTU Y NALMEHTOB C LMPPO30M MEYEHMU.

Martepuan u metogbl. B npocnektnBHoe Habnto-
nartenbHoe nccnenoBaHme Bownu 994 nauneHta ¢ LM,
nosnyvatouime nevyeHune n Habnwogawwmecs B O6nacTtHOM
renaTtosiornyeckom LieHTpe Ha 6a3e CBepasioBCKOM 06-
NacTHOW KnuHu4eckom 6onbHMUbLl Ne 1 B nepuon ¢ 2015
no 2022 r. MNo OCHOBHOMY 3TuoOfOrMyeckomy daktopy
naumeHTbl Obin pa3aeneHbl Ha rpynnbl: BUPYCHble LI,
ankoronbHble UM, umppossl B pesynbtate HAXBI, LM
Apyron aTnonornu. B 3aBUCMMOCTM OT MCXOA4HOM cTaanmn
LN no wkane Yanng — TypkoTT — lbio naumeHTbl 6blam
Takxe pasgenexsl Ha 3 rpynnsl: A (368 yenosek), B (370)
n C (256). NpoBeneHa oueHka 00LLEei BbKMBAEMOCTH,
BEPOSATHOCTU YMEpPETb B TEYEHWNE rO4a U CTPYKTYPbI Npun-
YUH NETaIbHOCTMU.

Cratuctnyeckas obpaboTka pes3ynbTaTtoB MCChe-
[OBaHMSA OCyLlecTBAsNaCcb B NPOrpaMmMHbIX MpoayKTax
Statistica 10.0 (StatSoft, CLLUA), Excel (Microsoft, CLLUA) ¢
pacyeToM cpegHecTaTUCTUYECKMX MokasaTenen (cpea-
HVME N MeAnaHHble 3HAYeHus, cTaHgapTHas ownobKa Bbl-
6opKuK, CTaHOAAPTHOE OTKJIOHEHWe 1 ap.). OueHka [oCTo-
BEPHOCTM MEXIPYMMOBbIX PA3NNYNIA OCYLLECTBASANACH MO
pes3ynbTataM pacyeTta HenapameTpuyeckoro Kputepus
MaHHa — YUTHU ans HecBA3aHHbIX BbIOOPOK.

PesynbTaTtbl U 06cyxaeHue. [lonoBo3pacTHas xa-
pakTepucTuka rpynn 6bi1a conoctaBuma U ctaTucTmye-
CKM He pasnuyanace. [pynna Yanng — Moo A: My>X4uH
153 (41,6 %), xeHwuH 215 (58,4 %), cpegHuin Bo3pacTt
55,4 ropa. Mpynna B: MmyxunH 167 (45,1 %), XEHLNH
203 (54,9 %), cpeaoHuin Bo3pacTt 54,4 ropa. Npynna C:
Myx4nH 130 (50,8 %), xeHwmH 126 (49,2 %), cpenHuii
Bo3pacT 52,5 roga. pynnbl Takke 3HAYMMO He oTnnya-
JINCb MO OCHOBHOW 3TUONIOTMYECKON MPUYnHE LUPPO-
3a. BupycHble renatutbl 6b1am npuymHon LM B 58,2 %
cnyyaeB B rpynne A, B 58,7 % B rpynne B, B 49,2 % B
rpynne C, ankoronb — 13,6 %, 18,7 %, 30,9 % cooTtBeT-
CTBEHHO.

JNleTanbHble ncxoapl 3aduKcMpoBaHbl y 438 6OJbHbIX.
OCHOBHbIMY MPUYNHAMK CMEPTU OblNV NevyeHoYHas He-
poctatoyHocTb — 305 nmauuenToB (69,6 %), 3nokadve-
CTBEHHble HoBoOobpa3oBaHua (3H) neveHn — 45 (10,3 %),
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apyrme 3H - 33 (7,5 %), COVID-19 — 26 (5,9 %), cepaey-
Ho-cocyaucTtasa natonorua — 21 (4,8 %), octpas xupyp-
rmyeckas naronormsa — 12 (2,7 %), oTpaBneHue ankoro-
nem -9 (2,1 %).

MenunaHna BpeMeHn HabnogeHns ana Bcex 60NbHbIX
6bina 41 mecsu,. MegmnaHa o6LLei BbXMBAEMOCTM Yy Na-
umenToB ¢ LM Yawng — Meto C cocTaBuna 22,2 mecsaua,
B - 59,8 mecsaues, A — He gocTurHyTa (puc. 1).
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Puc. 1. BbixnBaemMocCTb naumeHToB ¢ LI pasnnyHbix knaccos

MokazaTtenn obuieli BbKMBAEMOCTU CTAaTUCTMYECKU
3HAYMMO OT/MYanucb B rpynnax. pu aTOM 3TMONO-
rms Takke 3Ha4MMo BNMsa Ha OOLLY BbIXKMBAEMOCTb.
BonbHble LM Yanng — MNbto A ¢ ankoroabHOW 3TMonormen
UMenu Xyawnii nporHos, a ¢ HAXBI — nyqwwuin (puc. 2).
Mpwn B-ctaguum LN HanmeHblune nokadatenu OB Obinu y
naumMeHToB C ankoronbHown atuonorven n HAXBI. Me-
anaHbl coctaBunu 42,7 n 37,4 mecaua cCooTBETCTBEHHO,
a npuv HaIM4YMK BUPYCHbIX renaTtnuToB — 72 Mecsaua.
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Puc. 2. BbixnsaemMocTb naumeHToB ¢ LIMN paznuyHoii aTnonornm

Y naumenToB ¢ LM Yainng — MNeto C pasnuumsa B oOLLein
BbIKMBAEMOCTM Oblnn He Tak o4eBuaHbl. OgHaKo XyALWwnm
NPOrHo3om obnaganu onaATb Xe NauMeHTbl, 3/10yno-
Tpebnsawowme ankoroneMm. MeguaHa OB y Hux Gbina Bce-
ro 13,9 mecsaua.

K netanbHbIM ncxogam OT NeYeHOUYHOW HegocTaTou-
HOCTWM OTHOCWIM Clly4aun Pa3BUTUSA NEYEHOYHO-MOYEeYHON
HEeA0CTaTO4YHOCTM, KPOBOTEYEHUS N3 BAPUKO3HO pacLumn-
PEHHbIX BEH NULIEBOAA, MEYEHOYHON 3HuedanonaTum,
CMOHTaHHOro GakTepuanbHoro neputoHmuta. CmepTtu oT
CcepaevyHO-cocyamCcTon NaTonornm, XMpypruyeckom na-
TONOrnu (B TOM YMCne TpaBMbl), MHPEKLIMOHHbIX 3abone-
BaHUIA He OblNM CBA3aHbl C nNaTonornen neyeHn. CTpyk-
Typa neTasnbHOCTX NauneHToB npeacTaB/ieHa B Tabnuue
andodepeHUMpoBaHHO Mo knaccy Yanmnpg — lMelo ¢ ykasa-
HYEeM CTaTUCTUYECKOM AOCTOBEPHOCTU MOMaPHbIX MeX-
rPynNOBbIX PA3/IN4YnNA HA OCHOBE P-KPUTEPUS.
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Tabnvuya
CTpyKTypa netanbHOCTU nauueHToB ¢ LN
Moka3aTenb qralbﬁlgﬂA_ qna.'f',’;“g_ ‘-Inabﬁ}gp.c— P-kpuTepUin *
Yucno
yMepLumx 63 182 193
nauneHToB
A:B p=0,003
[MeyeHo4yHas B:C
28 118 159
HeJocTaTou- p<0,0001
HOCTH 44,4 % | 64,8 % | 82,4 % A-C
p<0,0001
A:B p=0,048
3H 17 27 11 B:C p=0,006
27,0% (14,8 % | 5,7 % A:C
p<0,0001
8 12 6 A:B p=0,208
COVID-19 12,7%| 6,6 % | 3,1 % EX:CCpp==O,,10812
CepaeyHo- 4 11 6 A:B p=0,828
cocyaucTble B:C p=0,264
3aboseBaHns 6,3% | 6,0% | 3,1 % | aiC p=0,436
> 6 5 A:B p=0,6
NHdekums B:C p=0,247
3,2% [ 3,3% | 1,0% A:C p=0.546
OcTpas xu- 2 5 5 A:B p=0,8
pypruyeckas B:C p=0,8
natonorus 32% | 2,7% | 26% | AlC p=0,8
OTpaBneHune 2 3 4 gg Bfg'g
0, 0, 0, . —M
ankoronem 32% | 1,6% | 2,1 % A:C p=0.9
* Kputrnyecknii ypoBeHb 3HAYMMOCTM, COOTBETCTBYIOLLNIA

]
o
o<
ad
3
]

=

BEPOSITHOCTM CTaTUCTMYECKON OLWMOKM NEePBOro pos
Hann4um YyeTblpéx rpynn, coctasnset 0,0085.

Kak BUOHO 13 NpeacTaBneHHbIX AaHHbIX, MeXAy naLum-
eHTamMu ¢ pas3HbiMu knaccamu LM HabnopaoTes ctatu-
CTMYECKM 3HAYMMble Pa3/inyunsa No 4aCTOTE MEYEHOUYHOM
HEe0CTaTOYHOCTU, KOoTopas npeobnagaeT B CTPYKType
NeTanbHOCTU cpeau Bcex HabnoaaemMbiX MaunmeHToB U
3HAYMMO HapacTaeT C NePexonoM k 6onee BbIpaKeHHO-
My LIM. Takxe obpawaeT Ha cebs BHUMaAHUE TOT ¢akT,
4TO cpegu naumeHToB, OTHECEHHbIX no Yawmng — Mblo K
knaccy C, cTaTMcTU4eckn pexe neTasbHbIA UCXOA, CBS-
3aH ¢ 3H neyeHun, 4em y naumeHToB ¢ LI knaccoB A un
B (BepoSAATHO, B CBA3N C MEHbLLUUM YMCIIOM Clly4aeB [0-
Xutus go passutua 3H). Yactota HabnoaeHUs UHbIX
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CuHgpombl CTuknepa — 3ab0sieBaHNS COEANHUTENBHOW TKaHW U3 TPynnbl HACNEACTBEHHbIX KOMIareHonaTuii, cBsa3aH-
Hbl€ C BbICOKMM PUCKOM NOPaXeHns opraHa 3peHus (permaToreHHasi OTCnorka cet4aTkm, aHoMannum CTEKNOBUAHOMO Tena,
MWOMNUS BbICOKOI CTeNneHu, katapakta 1 Ap.) u ONopHO-ABUraTesibHOro annapaTa (paHHUi apTpuUT, rMnepmMobunbHOCTb Cy-
CTaBOB, CKeneTHble aedopmMauum n ap.). JaHHoe nccnenoBaHme nocBsaLLEHO ONMCAHNIO FEHETUYECKOM reTEPOreHHOCTU U
KNMHMYeckoro nonmmopdurama cuHapomoB CTuknepa, a Takke 0COOEHHOCTAM UX KITIMHUYECKOro TeYeHUs y AByX naumeH-
TOB C HOBbIMU MyTaLUSMU.

KnoyeBbie coBa: CUHAPOMBI CTMKﬂepa, KoJ11areH, OTcJiovika CeT4aTku, CTEKII0BUAHOE TeJlo, rsiaykoma, reHomn—d)e—
HOTWI1, HOBbIE MyTaLunn

Stickler syndrome is a connective tissue disorder from the group of hereditary collagenopathies, associated with
ophthalmologic manifestations (rhegmatogenous retinal detachment, vitreous abnormalities, myopia, cataract etc.) and
musculoskeletal problems (precocious arthritis, joint hypermobility, skeletal abnormalities etc.). This article describes
genetic heterogeneity and clinical polymorphism of Stickler syndrome, and presents Stickler syndrome clinical progression
in 2 patients with novel mutations.
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