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Hems. CpaBHUTENbHAS OLeHKa 3(hGdeKTUBHOCTA KOHCEPBATUBHOM Tepariy M 3KCTPaKOpPIOPaTbHBIX METOIOB Jieue-
HUS TAlMEHTOB C CHHIPOMOM IMeYEHOUHOIA sHIIedantonaTuu.

Mertonpl. ViccnenoBanust mpoBonuian Ha 117 manueHTax ¢ XpOHMYECKOM TTe4€HOUHON HeTOCTaTOUHOCThIO. Y BCeX OfI-
HUM U3 BeIYIIUX CMHIPOMOB ObUla MeuéHouHas sHIedanonaTus, KoTropyto peructpupobaiu B 100% ciyuyaes, a TsSKecTb
neyéHouHoi 3HIIedatonaTu Bapprpoaia ot 11 mo IV cragum. [TanmeHTH ObUIM pa3melieHbl Ha YeThipe rpyIbl. Bo Bcex
YeThIPEX IPyIMax MpOBONMIN KOHCEPBATMBHYIO Teparuio. Bo BTopoil rpyrie TOMOIHUTEIbHO ObLT Ha3HAUYEeH I1a3M000-
MeH, B TpeTbeil — T1a3M0o00MeH + BBICOKOOOBEMHAsT BEHO-BEHO3HASI TeMOMIIIBTPALIMsI, B YETBEPTOIM TpyIIIe MPUMeEHSITN
MOJIEKYJISIPHYIO aICOPOK PYIOIIYIO PELIM PKYJIU PYIOLIYIO crucTeMy. DddeK THBHOCTH pa3TUUHbIX METONOB JIEUEHUSs OlleHBa-
JIV TIO KOTUYECTBY TALlMEHTOB C TIOMOKUTETbHBIMU M3MEHEHUSIMU TT0Ka3aTellsi MEHTATbHOro craTyca (TECT CBS3M YMCeN)
¥ TI0 KOJIMYECTBY MAIIMEHTOB C pa3IMYHON CTEMEeHbIO perpecca rnmedéHouHoit sHedantonatuu (B 6amiax).

PesyabraTel. AHaIN3 MOTYYEHHBIX PE3ylIbTaTOB MOKa3al, YTO CHUXKEHUE TSKECTU Medy€HOIHON sHIledanonaTuu,
a TakKe yMeHbIlIeHUe BpeMeH!U, 3aTpauBaeMOoro Ha BbITTOTHEHMeE TeCTa CBSI3M Yucel, ObLIO JOCTUTHYTO TP MCIIONb30-
BaHMM KaK KOHCEPBATHBHOI Teparyu, TaK W 3KCTPAKOPIOPATbHBIX METONOB JieUueHUs, OoqHaKo Hambonbmuit addekT
OTMeYeH MpPU MPUMEHEHUN 3KCTPaKOpIOpaIbHbIX MeTomoB jedeHusi. Cpenu mociaeqHux Oornee BbIpaxkeHHbIN addekT
OB TIOJTYYeH ITPY MCITONB30BAaHUK MOJIEKYIISIPHOM a1copOupyoleil pelirpKyaupyoleil cucteMbl. Ha MOMEHT BBITMCKH
13 CTallMOHapa OTpULIaTebHasl TMHAMKKa OTCYTCTBOBaJa y MAllMEHTOB, KOTOPbIM MPOBOMVIIN JIeUeHHE C TTIOMOIIIBIO MO-
JIEKYJISIPHOM aIcopOMpyroIell pelpKyIUpyIolIell CHCTEMbl M KOTOPBIM Ha3HavaJi TU1a3MOOOMeH + BBICOKOOOBEMHYIO
BEHO-BEHO3HYIO reM oUIbTPAIIUIO.

BoiBoa. B oTHOIIEHNN CHIDKEHUS TSIKECTH TeUEHOUHON SHIedaTonaThuy 9K CTPaKopriopaibHble METOIbI JedeHust 6o-
Jiee 3(dEKTUBHBI O CPABHEHUIO C KOHCEPBATUBHOI Tepariueil, a NCIoIb30BaHe MOIEKYISIPHON amcopOupyoiieid penunp-
KYJIUpyoLieil cucreMbl Harbonee 3dPeKTHBHO 10 CPaBHEHUIO C IPYTMMU 3K CTPAKOPIIOPATIbBHBIMU METONAMU JIEYeHUSI.

KinoueBblie ciioBa: XpoHUYecKasi Tey€HOUHAsT HETOCTaTOUHOCTD, MTeUéHOUHasl SHIIedaTonaTus, 3K CTpaKopIiopaabHbie
metonbl JedeHusi, MAPC.

ASSESSING TREATMENT EFFICIENCY IN PATIENTS WITH HEPATIC ENCEPHALOPATHY

D.E. Kutepov

Clinical hospital Nel of the Administrative Department of the President of the Russian Federation

Aim. Comparative analysis of the efficacy of conservative and extracorporeal methods of treatment in patients with
hepatic encephalopathy.

Methods. The study included 117 patients with chronic liver failure. In all patients hepatic encephalopathy, registered in
100% of cases, was one of the major syndromes, with its severity ranging from stage 2 to 4. All patients were distributed to
4 groups, conservative treatment was continued in all groups. In the 2°¢ group plasma exchange, in 3" — plasma exchange +
high volume venovenous hemofiltration, in 4" — Molecular Adsorbent Recirculating System (MARS) were added. Treatment
effect was assessed by the number of patients with positive changes in mental status (assessed by number connection test)
and by the number of patients with varying degrees of hepatic encephalopathy regression (in points).

Results. Data analysis showed that both conservative and extracorporeal methods of treatment leaded to the reduction
of hepatic encephalopathy severity, as well as better results in number connection test, but the improvement was more
significant in patients treated with extracorporeal methods. Among them, better effect was seen in patients treated with
Molecular Adsorbent Recirculating System use. At the time of discharge, no signs of deterioration was seen in patients
treated by Molecular Adsorbent Recirculating System and plasma exchange + high volume venovenous hemofiltration.

Conclusion. Extracorporeal methods of treatment are more effective for hepatic encephalopathy severity reduction
compared to conservative therapy, Molecular Adsorbent Recirculating System is the most effective method compared to
other extracorporeal methods.

Keywords: chronic liver failure, hepatic encephalopathy, extracorporeal methods of treatment, Molecular Adsorbent
Recirculating System.

[Meuénounas sHuedanonatus (I1D) — Hei-
POIICUXUYECKOe PaCCTPOMCTBO, BO3HUKAIOILIEEe
MpU pa3InYHbIX MOpa’KeHUsax mnedyeHu. [leué-
HOYHas KoMa sBisgercsd Haubomee TSXKETON
cragueii [1D. I1pn XpoHWMYeECKOil TTeYEHOUH Ol
MaTOIOTUM Y y OOMBbHBIX LMPPO3OM MEeUYEeHU
(LIIT) sH1IEDamOonaTrs YacCTUYHO 00ycIoBIeHa
MMOPTOCUCTEMHBIM IIIYHTUPOBAHUEM U TIeué-
HOYHO-KJIETOYHOI HEIOCTATOUH OCThIO.

CumnTombl I1D BeTpeuarorcss mnpubiIusu-
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TtenbHO Y 30-45% manumenTtor ¢ LIT u y 10-50%
Tocjie TPAHCHIOTYISIPHOTO BHYTPHUITEYEHOIHO-
ro IopTocucTeMHoro myHTtupoBanus [7]. Ilo
JIUTEPATYpHbIM JaHHBIM, HadaJlbHbIe TPOSIB-
neHust 1D moryr ObITH OOHapy:KeHBI TOIBKO
MpU TIPOBENEHUN TICUXOMETPUUECKUX TECTOB
u peructpupyrorcs y 30-84% manmeHToB C Iie-
YEHOYHOM HemoCTaTOYHOCTHIO [10].

BaxkHO OTMETUTDH, YTO IMPOrpecCpoBaHUE
I1D cBs13aHO ¢ pa3IMYHBIMU ITPOBOLIY PYIOIIH-
MU akTopamu [5, 7]. B KIMHNYECKHNX yCI0BU-
ax I1D y 6onmpabIx LIIT wacto Mmanudectupyer
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Tabnuya 1

PacnpeiesieHre NalueHTOB M0 TSKECTH NeuyéHouHoi snnedanonarun (I19)

Komn- Cranuu [1D (KommaecTBO mammeH-
YecTBO TOB, %)
Meron siedeHust
MaIeHToB
B rpyIme 11 111 v

KoHcepBaTuBHas Tepanust 16 25 62,5 12,5
TTnazmoobMeH 38 65,8 26,3 7,9
KombuHanus miazMmoodMeHa 1 BbICOKOOOBEMHON BEHO-BEHO3HOM 36 69.4 26.6 8.3
reMoUIbTpalun
MorekynsipHast ancopoupyrolias pelupKyInpyromas cucremMa 27 7.4 77,8 14,8

TTOCIe KPOBOTEUEeHUsI M3 BapMKO3HO PacIIvpeH-
HBIX BeH MHUIIEBONA M KeaynKa WUId MpoBene-
HUs dopcupoBaHHOro nuypesa. ¥ OOTbHBIX C
BbIPa>KEHHBIM TMOPTOCUCTEMHBIM IIIYHTHPOBa-
HUueM (pa3BUTHE KOJIJaTepaJbHON CeTUu WU
Iocae MCKYCCTBEHHOTO HAJOXEHWS IITYHTOB
MIpY TIOPTAIBHON THIIEPTEH3UM ) ITPOrpPeccrpo-
BaHue I[ID mpoucxomuT mociae M30bITOYHOrO
norpebneHus nuieBsix 6enkos [7, 10].

B ocHoBe matoreHnesa I1D nexar Te wiu
WHBbIe MeTabomuvecKre HapylleHus, Tonpasy-
MeBalolue 0o0paTUMOCTh  SHIledalomaTUI
Jaxke IMpY BBIPaXKEHHBIX ee MposiBIeHusX. 1o
HACTOSIIIIET0 BpeMEHU HU OTHA U3 TEOpUii He
MOXET B IMOJHONH Mepe OOBSICHUTH MPUYUHBI
BosHUKHOBeHUs1 [1D. OueBUAHO, NaHHbII
GakT cBsI3aH KaK C HaJlMYWeM HECKOIbKUX
MeXaHW3MOB BOSHMKHOBEHUSI MWHTOKCUKAITUH
(CHUKeHMe KIMpeHca TOKCUYEeCKUX BEIeCTB,
MOPTOCUCTEMHOE IIIYHTUPOBAHKE), TaK U C CY-
IIIECTBOBAHUEM OOBIIIOr0 KOMIMYECTBa Helpo-
TOKCHHOB M HelipoMenuaTopos [6, 9].

Ha mnporsskeHUM IIUTEILHOTO BpeMeHU
aMMHMaK paccMaTpuBajyd KaK OCHOBHOM Heii-
POTOKCHMH, KOTOpbI IpUHUMAaeT ydacThe B
dopmupoBanuu I1D [6]. B psane uccienoBanmii
ObLJIO YCTAaHOBJIEHO, YTO YPOBEHb aMMHUaKa Io-
BbIlIeH y 90% IalyeHToB, MMEIOIINX IpHU3Ha-
ku I1D [10]. ITporpeccupoBarue [1D moxer co-
MTPOBOXKIAThCS BOSHMKHOBEHMEM OTEKA MO3ra
Y TIOBBIIIIEHUEM BHYTPUYEPEITHOrO TaBIeHUS C
MOCTIEeMYIOIIMM BKJIMHEHNEM CTBOJIA TOJIOBHOT'O
mosra [4, 10].

B cBa3u ¢ Tem, uto nipu [1D moBpexmaror-
cs1 BCe OTHeJIbl TOIOBHOTO MO3ra, KIMHUYecKast
KapTUHA TIPeCTaBIsieT co0oii KOMITJIEKC CHUM-
IITOMOB, TAKMUX KaK pacCcTPOMCTBA CO3HAHWUSI,
JIMYHOCTU, UHTEJUIEKTa U pedu. DTU CUMIITO-
MBI MOTYT COXPaHSITLCS B T€UEHUE NJIUTEIbHO-
ro BpeMEHU WJIM MPOrpeccupoBaTh 3a KOPOT-
KU TPOMEXYTOK, ITPUBOMST K Pa3BUTHUIO KOMBI
¥ CMepTH MmamuerTa [2].

Tepamus I1D Bkiatouaer ycrpaHeHne HaKTo-
POB, CIIOCOOCTBYIOIIMX Pa3BUTHUIO 3HIIedasomna-
TUM, U CHUKeHMe o0pa3oBaHuUs 1 abcopOuuu
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aMMMaKa M IPYTMX TOKCHMYECKUX BEIeCTB, 00-
PA3YIOIIUXCI B TOJICTOU KUIIKE.

KinvHuuyeckuii OmbIT JIedeHUs OONbHBIX C
I1D, ocHOBaHHBII Ha MPOBEIEHUN KOMILIEKCa
koHcepBatupHoil Tepanuu (KT), Ha mepBoM
srane paboThHl ITOKa3ajl, 9YTO Y ITallieHTOB C Ts-
XKEnpIMU nposBieHusMu [1D maHHBIN BUL Jie-
YeHUs] He IMPUHOCUJI 3KeIaeMBbIX Pe3yJIbTaTOB.
Henocrarounas adpdektuBHocts KT, ¢ Haleit
TOYKHU 3peHUs, oOycaoBIeHa TeM, 4TO B Opra-
HU3Me 0OIBHOr0 HaKarIuBaercsl 0onblioe Ko-
JINYECTBO TOKCHMYECKMNX BEIIECTB, KOTOpHIe He
HeNTpalu3yroTcs B IeUeHW U He IMUMUHUDPY-
torcs moukamu [3]. Ha mporsizkeHuu 6onee uem
50 jieT 3KCTpaKoOpIIOpaJbHbIe METONbI JICUCHU ST
(DMJI) npuMeHSIOT B KOMITJIEKCHOM JIedeH
OOMBHBIX TMEUYEHOYHON HETOCTAaTOUYHOCTHIO. B
gacTHOCTH, DMJI nMCIIONB3yIOT 11 CHUSKEHMS
crenenu I1D u oréka romoBHOro mosra. Jusa
noguep:kaHugd (QYHKUMWNA IMeYeHW M IETOKCHU-
KallMyd B HACTOsIIIIee BpeMs IIMPOKO MCIIONb-
3yI0T Takue Meronbl DMJI, Kak miaa3Mmadepes,
maasMocopOums, reMonnaduIbTpals, TeMo-
IHUaau3 U MONeKyasipHasl ancopOupyromas pe-
nupkKynupytomas cucrema (MAPC) [8, 11].

Llenvio umccnemoBaHusl Oblla CpPaBHUTEIL-
Has omneHka 3ddekTupHoct KT u DMJI na-
LIUEHTOB C cMHApoMoM [1D.

HccnenoBanust mposonuiau Ha 117 BBIKUB-
IIUX MalieHTaX ¢ XPOHMUUYECKOU MedéHOUHOM
HEeIOCTaTOYHOCTHIO, KOTOpble ObUIM pacrpene-
JIEHbl Ha YeTbIpe TPYMHIIbl B 3aBUCUMOCTHU OT
METOI OB IpUMEHsIBIIerocs JedeHus (Tabm. 1).

DTUOTOrMYeCKUMU (HPaKTOpaMU XPOHUYEC-
KOM TeYEHOUYHONW HENOCTATOYHOCTHU Y IallueH-
TOB ObLIM TIpMEM aJKOroisl, BUPYCHBIN Tema-
tuT (B 1 C) u coyeraHue npuéma ajKorois c
BUPYCHBIM IFeaTUTOM. Y BCeX HAaXOMUBIIUXCSI
rmon HaOMogeHWeM OOHUM M3 BEOYIIUX CHUH-
IpOMOB siBisiach [1D, KOTopyro pernucTpupopa-
1 B 100% cnydaes, a TsxkecThb [1D BappupoBaa
or II mo IV cragmu. [{ns Toro 4To0bI HATISIIHO
cynuTh 00 3(PpPEeKTUBHOCTA KaKIOro MeTola,
HaMU JJIS KOIUYECTBEHHOI OLEHKU TIKECTU
sHIledaonaTuy ObLIM BBeNeHbI Oaibl oT 0 10
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Tabnuya 2

KoauuecTBo namuenTos (%) ¢ M0JI0KUTEIbHOI TUHAMUKOI CKOPOCTH BBINOJHEHHS TECTA CBS3U YHCel
TIPH HCTI0JIb30BAHUH PA3JIHYHBIX METOIOB JIeUEHHs

Bpemst HabnoneHus1, CyTKu Ha MmomeHT
Meron sedeHust BBITTUCKU U3
Ze e He CTalMoHapa
KoHcepBaTuBHas Tepanust 0 0 0 18,7
IT1azsmMooOMeH 10,5 42,1 68,4 78,9
Komb6uHanus miaa3moodMeHa U BbICOK000BEM- 19.4 729 833 361
HOI BEHO-BEHO3HON reModUIbTpanu ’ > ’ ?
MonekynsipHast ancopoupyrorias pervpKyInpy- 88.9 926 96 96
olas cucremMa > g s s

4, KOTOpbI€ COOTBETCTBOBAJIN CTAAUsIM 3HIleda-
normatuu (0-IV).

Ha ¢one KT y manmeHTOB IIpUMEHSIINA
DMJI, mo3BONISTIONINE YIAISITH TOKCUUECKIE Be-
II[eCTBa B IIIMPOKOM JHrara3oHe. B cpaBHUTETD
HOM acrekTe ObLla u3ydeHa 3DGeKTUBHOCTH
mna3zmoobmena (ITO), kombuHamus I1O u Bbico-
KOOOBEMHOI BEHO-BEHO3HOH TreMOoMUIbETpaliuii
(BOBBI'®) u npumenenuss MAPC. Orenka
3(hhEKTUBHOCTU TIPOBONMMOI Tepariui OCHO-
BBbIBaJIaCh Ha TTOKa3aTeysix mKaixsl West Haven.
Pacripenenenne manueHtoB ¢ 11D, B neuyeHun
KoropbIx ucnoinpzoBain [10 n KomMOMHaLMIO
ITO+BOBBI'®, 6b1710 acCHMMETPUYHBIM B OTJIH-
Yure OT HOPMAJIbHOrO pacripenesieHnsl B TpyIIIe
nanueHToB ¢ I[19, mis nedeHust KOTOpBhIX MC-
nonb3oBanii KT u MAPC (cwm. ta6n. 1). B cesasu
9TUM TSI CTATUCTUYECKOM OIeHKW 3HaYMMOC-
TU Pa3Iuynii pe3yJbTaToOB MCCIENOBAaHUS TIPU-
MEHSUIM HelapaMeTpuuyeckre MeTombl (KpuTe-
pUii COOTBETCTBUSI Y°) M KOPPEISLIMS PAHTOB
(r, — koadpdurment Criupmena) [1].

DddeKTUBHOCTD PAa3TUUHBIX METONOB Jie-
YeHUS OLIEHUBAJIM, BO-TIEPBBIX, IO KOTUYECTBY
MalUeHTOB C TMOMOKUTETbHBIMU U3MEHEHU-
SIMU TIOKa3aTelsl MEeHTaJIbHOro cratyca (TecT
cBs13u yncen — TCY) u, BO-BTOpBIX, IO KONU-
YeCTBY MAIlMEHTOB C Pa3IMYHON CTEMEeHbI0 pe-
rpecca [1D (B 6amnax).

CpaBHeHue 53(@QEKTUBHOCTU Pa3IMIHBIX
MetonoB Tepanuu [1D mpoBoauau Ha Bcex dTa-
nax AMHaMUYeCKOoro HabMoneHusl 3a maiueH-
TaMu (IIpU TTOCTYIUIEHUU B CTallMOHAp, Ha 2-¢,
7-e, 14e cyTku mpeObIBaHUSI B CTallMOHape
P BBIIIICKE).

Ilpu mocTymaeHUM B CTallMOHAp y Tallu-
€HTOB, KaK TpaBUIo, OTMeUYaan 3aMelieHHbIe
peakiMyi, HEBO3MOXHOCTb COCPENOTOUYMTHCS,
armaTHIo, 3aTOPMOXEHHOCTh, HealeKBaTHOE T10-
BelleHMe, MHBEPCUIO CHAa 1 OO PCTBOBAHMS, UTO
CBUIETEJIHCTBOBATIO O TSIXKEIOM TOKCHUYECKOM
MOpakeHU 1 TOTOBHOI'O MO3Ta.

KpoMe KIMHUYECKO KapTUHBI, Y TallueH-
TOB OOBEKTUBHO OTMEUanoCh yBETUUYEHUE Bpe-
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MEHU BBITIOTHEHUS WM JaXKe HecrocoOHOCTh
3aKkoHuMUTh TCY.

B rpynnme mammenToB, monydaBmux KT,
MONOXUTENIbHASI NTMHAMUKA Oblia 3aperucTpu-
poBaHa TONBKO Y YacCTU TMAallMeHTOB, KOTOpbIE
Moy 3a Ooinee KOpOTKoe BpeMsl (B cpemHeM
Ha 20 c u Oosee MO CpaBHEHUIO C MOMEHTOM
MOCTYIUJIEHUSI B CTallMOHAap) 3aBEPLIUTH BbI-
nonHeHue TCY. dakTuuecKu K MOMEHTY BbI-
nmucku tonbko y 3 (18,7%) m3 16 manmeHTOB
ObLIIO OTMEUEHO 3aMETHOEe CHUYXKEHUEe BpeMeH!
BBIIIOJIHEHU S TIpeIJIoKeHHOro Tecta (Tabm. 2).

DMIJI 6onee OTUYETIMBO M OBICTPO BIUSIINA
Ha KOJIMYECTBO MaI[UEHTOB, Y KOTOPbIX CHUXa-
JIOCh BpeMsl BBITIOIHEHUST maHHoro tecra. Ko-
JINYECTBO TIAIIMEHTOB C YMEHBIIIEHUEM 3aTpa-
YeHHOro BpeMeHM Ha BbimonHeHue TCY mpu
neuyeHuu [10 n xomoObunauuu I1O u BOBBI'®
MPEBBIIIATO TAKOBOE MpU Mcnonb3oBaHuU KT
Ha Bcex sTanax HabmoneHuns.

IIpn mposemennu I1O xKommyecTBO mamu-
€HTOB, Yy KOTOpBIX TOSIBISIIACH CITOCOOHOCTh
OCMBICIEHHO 1 ObIcTpo BhimonHuUTh TCY, co-
crapisiio Ha 2-e cyrku 4 (10,5%) u3 38 yenoBek
u yBenuuuBangach 1o 30 (78,9%) Ha MOMEHT BbI-
MNUCKA 13 cTanmoHapa (cM. Tabi. 2).

IIpn xomOuHMpoBaHHOM JedeHuu I1O0 u
BOBBI'® xonmuecTBo TaKMX MaeHTOB B aHa-
JIOTUYHbIE CpOKU coctapisiio yxe 7 (19,4%) u
31 (86,1%) u3 36 coorBeTcTBeHHO (CM. Tabm. 2).
TTomobHbII 3¢deKT Mor ObITh JOCTUTHYT Ol1aro-
napsi IPUMEHEHWI0 KOMOMHAIIMA METONMK, 00
JIaJIafoIIUX BO3MOXHOCTBIO TOTEHIIMPOBATh 3¢+
eKTBI KaXX10ro oTaenbHoro Merona. Pazuuia B
KQIMYECTBE TMAlIMEHTOB, KOTOpbIe 3aTpauuBaIn
MeHBbIIIe BpeMeHHU Ha BbeinanHeHue TCY, mexny
2-MM CyTKaM¥1 U MOMEHTOM BBITTUCKU U3 CTAllUO-
Hapa npu ucnonb3osanuu is gedenns KT, ITO
n kombuHaruu [10 u BOBBI'® 6bu1a cratucru-
yecku 3Haunmoit (x> or 3,31 o 36,0, p <0,05).

Dodekr npumenenns MAPC Obu1 emé
Oomee BBIpaKeHHBIM: YXe Ha 2-€ CyTKH Yy
24 (88,9%) 3 27 malyeHTOB OTMeJaaoch CHU-
KeHue BpeMeHn BointonHeHnss TCY. B mocie-
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METOMBI JICYCHUSA
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Puc. 1. PacnipeneneHue marmeHTOB 10 TSXKeCTH MedéHouHOo sHLedanonatuu (%) Npy pa3TMYHbIX MeTonax JedeHusl Ha
MOMEHT BBITTUCKM M3 crarmoHapa. MAPC — jiedeHre ¢ mpuMeHeHeM MOJEKYJIsSIpHON ancopOMpyroliell peiy pKyIupy-
forrieir cucremsl; 11O — ma3moooMeH; BOBBI'® — Bricok000bEMHas BeHO-BeHO3Hast TeModwibrpanus; KT — KoHcepBa-

TUBHAs Teparms.

IYIOIeM YMCI0 TaKUX IMalieHTOB YBeTUUM-
BaJIOCh M COCTaBUJIO HA MOMEHT BBIMIMCKU U3
cranmoHapa 25 (92,6%) u3 27 (cMm. tabm. 2).
Banssnue MAPC B moimHOI Mepe OTpasmiioch
W Ha KJIWHUYecKoM TedeHuu [1D, y manuen-
TOB 3TOW TpynIibl Oomee OTYETIMBO U B Ooree
KOpPOTKWE CPOKM OBbIIM OTMeUeHBl HOpMallW-
3aIsl CHa, YJIydlleHre MaMsIT U CHIDKeHUe
aCTEeHUYEeCKOro CUHIpoMa.

IIpenmymiectBo B addekTrBHOCTH DMJI
(ITO, kombunamusg [10 1 BOBBI'd, MAPC) nie-
pen KT mmontBepsk meHo cratuctdecku (p <0,05).

Hapsny ¢ omeHkoil 3¢d@eKTUBHOCTU IIPH-
MEHSIBIITMXCSl METOIOB JICUeHUSI B OTHOIIEHUN
IUHaMMUKH TsokecTu 1D ObL1 mpoBenéH aHa-
JIU3 CTPYKTYPhI MAIMEHTOB MO CTETIEHU TSIXKec-
™ [ID Ha MOMEHT BBITIMCKU U3 CTallMOHapa.
C 3TO0ii 1eNbI0 OMpenesii KOMMYECTBO Mallu-
€HTOB C PAa3IWYHBIMU TpaJallisIMU pPeaKIIUuu
Ha TIPOBOIMMOE JIeUeHe:

- oTpullaTelbHas NMHaMUKa (yBelMUYeHUe
crerneHn Tsikectu I19);

- OTCYTCTBUE KaKoH-T1M0O peakIlMy Ha Te-
panwuio;

- MOJNIOKUTENIbHAS NTMHAMUKa (CHUXKeHUe
tsxectu 1D Ha 1-2 6amna).

IMpencraBneHHble Ha puUC. 1 pe3ylbTaThl
aHaJu3a CBUMAETELCTBYIOT O TOM, UTO B TpyII-
nax KT u I1O 6bl1u marmueHThbl, Y KOTOPbIX
IaXke Ha MOMEHT BBITTMCKM M3 CTal[MoHapa
OBbLJIO 3aPerMCTPUPOBAHO YBEIMUYCHUE CTEeH!
tsxectu 11D [1(6,3%) u3 16 u 2 (5,3%) u3 38 nma-
ueHToB|, Torna kak B rpymmax I10+BOBBI'®
n MAPC Ha MOMEHT BBIIMCKH W3 CTallMOHAapa
MalueHThl ¢ OTPUIIATEIbHON TUHAMUKOM TS-
xkectu [1D orcyrcrBoBajm.

KonnuecTBo TammeHTOB, y KOTOPHIX OT-
CYTCTBOBaJI KaKoU-T100 TIporpecc B TMHAMUKeE

TsikecTy [1D, yMeHbIIanoch B 3aBUCMOCTH OT
Meroma JjiedeHus. Tak, MpW MCIOIb30BAHUU
KT xonuuecTBO TaKMX IMaIlMEHTOB COCTaB-
nso 6 (37,5%) uz 16, TIO — 8 (21,0%) uz 38,
kombOrHanmuy I1O m BOBBI'® — 6 (16,7%) u3
36, MAPC — Taneko 2 (7,4%) n3 27. Pazauna
Mexay nokasarenssmu B rpynnax KT u MAPC
Obl1a craTucTuyecku 3HaunMoi (p <0,095).

CHuxxeHue Tsikectu 1D Ha 1 6amn Ha 7-€
CYTKHU ObLIO MOCTUTHYTO KaK NPy TTpUMEHEeHU U
KT (7 u3 16 mauuenTos, 43,7%), TaK U IIpA UC-
none3oBaHumM Bcex DMIIL: 1O — 25 (65,8%) u3
38, xomOmuanust [10 u BOBBI'® — 23 (63,9%)
u3 36, MAPC-reparust — 11 (40,7%) u3 27 na-
LEHTOB.

ITpn ucnonp3oBannu KT, IO n xomOm-
Hanyn [10 m BOBBI'® y wactu mammeHTOB
TIPOMCXOMUIIO TaKKe CHUXXeHue Tskectn [1D
Ha 2 6Gayija 1o cpaBHeHUIO ¢ ypoBHeM [1D mpu
noctymieHun B cramuoHap [2 (12,5%) u3 16,
3(7,9%) u3 38 u 7 (19,4%) u3 36 GOIBHBIX CO-
OTBETCTBEHHO]|, OmMHAaKO 0oyee BbIPakEHHBIM
pe3yabTaT ObLI IMOMYYeH TPU KMCIOIb30BaHUU
MAPC — 14 (51,9%) u3 27.

BroimreykazanHasi pasHUIIA B KOJMHMYECTBE
oTuX mnamueHToB Mexny MAPC, ¢ omHoit
cropoHbl, u KT, I1O u kombunanueii I1O u
BOBB I'®, ¢ npyroii cTopoHBI, OblJTa CTATHUCTH-
yecku 3HaYMMOoii (> ot 6,67 mo 15,78, p <0,05).
Crnemyer OTMETUTH, YTO B TpyIiIle MaleHTOB,
y Koropblx ucrnonb3oBain MAPC, cHukeHue
Tskectu 11D Ha 2 6aja mo cpaBHEHHUIO C YPOB-
HeM IIpY MOCTYIJIEHUHU B CTallMoHap Habmrona-
JIOCh YK€ K 7-MY IHIO JIeueHUs, Toraa Kak mpu
MIPUMEHEHUM OCTAJIbHBIX METOIOB — TOJBKO K
MOMEHTY BBITIMCKY M3 CTallMOHapa.

IIpu cpaBHEHUU MTPUMEHSIBIINXCSI METOIOB
JIeYEHU S MALMEHTOB C XPOHUYECKOW IMeUEHO0Y-
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Tabauya 3
OneHKa CTaTUCTHYECKOI 3HAYMMOCTH Pa3iinyumii B 3¢h()eKTUBHOCTH METO/IOB JieYeHHs!
neyéHouHoii sHnedanronariu (I1D)
Kpurepuii coorserctsust (y?)
Meron 1edyeHus

KT 10 TTO+BOBBI'® MAPC
KT . p <0,05 p <0,05 p <0,05
1o p <0,05 p >0,05 p <0,05
[1O+BOBBIr'd p <0,05 p >0,05 . p <0,05
MAPC p <0,05 p <0,05 p <0,05 .

ITpumeuanne: KT — koHcepBaTrBHasg Tepanust; [10 — mrazmoooMeH; BOBBI'® — BbICOK00OOBhEMHAsI BEHO-BEHO3HASI FEMO-
dwrbrpannst; MAPC — monekynsipHast ancopOrpyroiast pelpKyIupyroliasi cucrema.

HOI HETOCTATOUYHOCTBIO 9K CTPAaKOPIOpaIbHbIE
METONbl JETOKCUKAIlMM OKa3aJucCh CTaTu-
cTuuecku 3HauuMo 3¢dekTupHee, yeM KT
(p <0,05), mpuuém MAPC-repanus 6bl1a 6o1ee
9 deKTUBHOI TT0 BIUSTHUIO Ha fuHaMuky [1D
B cpaBHeHUM ¢ KombuHanueir [10 m BOBBI'®
(p <0,05). Pazauna B adpdexkTuBHOocTH 1O 1
koMmbuHanuu I1O u BOBBI'® He 6bL1a craTuc-
Tryecku 3Hauumoi (p >0,05, Tabm. 3).

KonnyecTBo MOMOXUTETBHO OTpearupoBaB-
mux (cHuxKeHue Tsokectn I1D Ha 1 m 2 Gan-
Jla) Ha JiedeHrue MY>KUMH ObLIO MEHbIlIe, YeM
konmaectBo KeHmuH: KT — 5 (45,5%) u3 11
n 4 (80,0%) uz 5, T1IO — 18 (69,2%) u3 26 u
10 (83,3%) u3 12, ITIO+BOBBI'® — 19 (79,2%)
u3 24 u 11 (91,7%) u3 12 yenoBeK COOTBETCTBEH-
HO (mist Bcex meromoB p >0,05). DddekTus-
Hoctb MAPC Kak y My:X4YWH, TaK U Yy XE€H-
IIMH TakKe ObUla MpaKTUYeCK! OMMHAaKOBOIA:
15 (93,4%) u3 16 u 10 (90,1%) u3 12.

W3BectHO, uTO ITpy mpuMeHenun 110, Kkom-
onnanuu I10 m BOBBI'® u MAPC mipoucxo-
IUAT MUMUHALMS IAPOKOro CIIeKTpa TOKCUY-
HBIX BEILEeCTB, BKJIIOUasi HU3KOMOJIEKY/IsSIpHbIE
BOIOPAaCTBOpUMMBIE coequHeHus. B mporecce
ucrnonb3oBaHuss DMJI ObII0 YCTAaHOBIIEHO, UTO
y psifa MayeHTOoB ITOCNie CeaHCoB JIeUeHUsT Ha-
Onmromaercsl MOMOKUTEIbHAS ITMHaAMUKa, 00y-
CJIOBJIeHHAsl ymajJeHueM W3 OpraHu3Ma 3TUX
TOKCHUUYHBIX BEIIeCTB, B YaCTHOCTU acraprara-
MUHOTpaHcdepasbl, YTO MPUBOIUT K YMEHbIIIe-
HUIO CTeeHU BbipaxkeHHocTu [1D u ymydiie-
HUIO MEHTAJbHOr0 CTaTyca MalueHTOB.

CraTucTruyeckKuii aHaJIU3 TTOATBEPAUI, YTO
MeX Iy TsKecTbto [1D B 6ayiax, MEHTalIbHBIM
cratycoM (TCY) u comep:kaHueM B KpOBU
acrmapraTaMUHOTpaHcdepasbl CyILIEeCTBYeT CTa-
TUCTUYECKN 3HAUYMMasi KOPPENSIINST: TSIKEeCTh
ITD u ckopocth BbimonHeHuss TCH — r=0,854
(p <0,05), Tsxecth I1D u comep:kaHue B Kpo-
BU acrapraTraMuHorpaHcdepassl — 1.=0,772
(p <0,05), ckopoctb BeimtonHeHUsT TCYH u co-
nepKaHWe B KPOBM acmapTaTaMUHOTpaHche-
pasbl — 10,593 (p <0,05).
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POJIb ®EHOTHUIIOB JUCILIA3ZAN COEUHUTEIBHON TKAHU B OLIEHKE
PUCKA PA3BUTHS COMATUYECKO¥ ITATOJIOTAN

Anmon Bukmopoeuu Tiopun™, Pawum Axmemosuu Jaeremuun, Posa Mapcosena Mypamoesa

bawrkupckuti 2ocydapcmeennoiii meduuuHckuii ynusepcumem, 2. Yoa

Pedepar

esb. BoissBUTH pacrpocTpaHEHHOCTh OCHOBHBIX (DeHOTUITOB TIOMMTEHHON MNUCIIIa3UM COENMHUTEIbHON TKaHU Cpe-
I TIAI[EHTOB TePareBTUYecKOoro Mpodriisi ¥ OLEHUTDb YaCcTOTY OTAEIbHBIX HO30JOIMi Y MallMeHTOB ¢ AMCIIA3UEN.

Metonpt. O6cnenoBanbl 600 manueHToB (254 MyXXUnHBI 1 346 XEHIMH ) B Bo3pacTe oT 18 no 64 ner, cpenHuii Bo3pact
MYXYHUH cocTaBwI 52+3,8 roma, skeHIIWH — 47+2,2 roma. OlleHWBalIK IIPU3HAKU Pa3IUYHBIX (DeHOTUIIOB TUCIIIA3UU CO-
eNMHUTETbHON TKAHU Yy MallMeHTOB C COMATUUYECKOM MATONOrMeld, CTeMeHb BbIPaKeHHOCTU TUCILIa31i, BOBMOKHOCTH €€
CKPUHWHTOBOM TMAaTHOCTUKY C TIOMOIIIBIO «TECTA 3aTSICThsI», TECTa «TUIMePMOOMIBHOCTH OOIBIIONO Mabliay.

PesyabTaTel. Yacrora QUCIUIa3MM COENMHUTEIBHON TKAaHU cpeau OONMBbHBIX C TeparieBTUYECKOl MaToIorueil cocra-
puna 147 (24,5%) ciaydaeB. Y >KeHUIMH muciuiasusi Berpedanach B 104 (30,0%) ciaydasix, U3 HUX JIETKOM CTereHUu — y
44 (42,3%) uenosek, cpenHeil crenmenu Tsikectd — y 35 (33,7%), Tskénoit — y 25 (24,0%). Cpenyt MyXXKYUH IHUCIIIA3US
COeMMHUTETbHON TKaHM BbIsBIeHA Y 43 (16,9%) demoBek, U3 HUX Jérkoi cremenu —y 17 (39,5%), cpenneit —y 14 (32,5%),
Tsikénoit —y 12 (28,0%). Dnepcorionobublit peHorun 66U Hambonee pacpocTpaHEHHBIM (52,0%), MapdaHoIHBIH dheHo-
TUIT oTMedeH B 14,0% cirydaes, IepBUUYHBII IIPOIAaIic MUTPAJIBHOrO KjlallaHa TuarHocTupoBaH y 7,0% obcienoBaHHBIX, He-
knaccuduumpyemblit deHorun — B 11,0% ciydaes. ['nnepmMobuiIbHOCTD cycTaBoB BhlsiBieHa y 31,0% obcienoBaHHBIX, Kak
B COCTaBe ornpenenéHHbIX (GeHoTUoB (MaphaHOUIHBIN, AMepcononobHbIi), TAK U B BUIE CAMOCTOSITEILHOrO (hpeHOTHUTIA
(31,9% cpenu Bcex ManMeHTOB C AMCIUIa3Well COENVMHUTENbHOM TKaHu). B 6,1% cnyyaeB oTMeueHa mobpokayecTBeHHAs!
TUTepMOOMIIBHOCTD cycTaBoB. Yalie Bcero mpu3HakKy TUCIUIA3MU COENMHUTETbHON TKaHU BCTPEYaINCh y TAllMEHTOB C
MaTOIOrMeil X eayq0IHO-KUIIIEYHOro TpaKTa U OMOPHO-IBUTATEIBHOrO arnapara.

BeiBoa. Haubornee pacripoctpaHEHHBIN (DeHOTHIT OUCIUIA3UU COENMHUTETbHON TKAHU — 2JIePCOMONOOHBIN € KOX-
HBIMM, KOCTHBIMU U CUCTEMHBIMU TTPOSIBIEHUSIMU; YaCTOTA PAa3BUTHUSI MATOIOTUU OMOPHO-IBUTATETBHOrO armapaTa u
JKeTyTOYHO-KHUIIETHOr0 TPAKTa BhIIIE Y TALIMEHTOB ¢ KITMHUYECKUMU TIpU3HAKAMU TUCIUIa3MU COeTUHUTENbHOM TKAHMU.

KiroueBble clioBa: MUCIUIA3Usl COSAVHUTENbHON TKaHM, (DEHOTHUIIBI, cCOMaTHYecKue 3aboeBaHuUsl, CKPUHWHIOBAsI
NMarHOCTUKA.

ROLE OF HERITABLE CONNECTIVE TISSUE DISEASES PHENOTYPES IN ASSESSING THE RISK FOR
INTERNAL DISEASES

A.V. Tyurin, RA. Davletshin, R M. Muratova

Bashkir State Medical University, Ufa, Russia

Aim. To identify the prevalence of main phenotypes of polygenic heritable connective tissue diseases in patients with
internal diseases and to assess the prevalence of different internal diseases in such patients.

Methods. The study involved 600 patients (254 males, 346 females) aged 18 to 64 years. Average age of males was
52+3.8 years, females — 47+2.2 years. Patients were examined to reveal the signs of different phenotypes of heritable connective
tissue diseases in patients with internal diseases, as well as the severity of connective tissue diseases, and possibilities for it
screening using the wrist and thumb hypermobility tests.

Results. Signs of heritable connective tissue diseases were revealed in 147 (24.5%) patients with internal diseases. In
females, those signs were observed in 104 (30.0%) cases, of which 44 (42.3%) were graded as mild, 35 (33.7%) — moderate,
25 (24.0%) — severe. In males, signs of heritable connective tissue diseases were revealed in 43 cases (16.9%), including mild —
17 (39.5%), moderate — 14 (32.5%) and severe — 12 (28.0%). Ehlers-like phenotype was the most common (52.0%), Marfan-like
phenotype was observed in 14.0% of cases, primary mitral valve prolapse was diagnosed in 7.0% of patients, unclassifiable
phenotype was observed in 11.0% of cases. Joint hypermobility syndrome was revealed in 31.0% of patients, presenting both
as specific phenotypes (Marfan-like, Ehlers-like) and as a self-phenotype (31.9% of all the patients with heritable connective
tissue diseases phenotype). Benign joint hypermobility was observed in 6.1% of cases. Symptoms of heritable connective
tissue diseases were more frequent in patients with gastrointestinal and musculoskeletal diseases.

Conclusion. The most common phenotype of heritable connective tissue diseases is Ehlers-like with skin, bone and
systemic manifestations. Presence of heritable connective tissue diseases was most commonly associated with gastrointestinal
and musculoskeletal diseases.

Keywords: heritable connective tissue diseases, phenotypes, internal diseases, diagnostic screening.
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