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NMPOrHO3UPOBAHUE PE3YJIbTATOB
NMOPTOKABAJIbHOIO LUWYHTUPOBAHUA
Y BOJIbHbIX ULUPPO30OM MNEYEHH

M3yyeHbl pesynsTaTbl nopTokasansHoro wyHTuposaHus (MKLL) y 61 GonbHoro. Y Bcex GonbHbIX CTPEMUMICH K BbIMONHEHWIO NapuuansHOro
LUYHTUPOBAHUSA C OrpaHWYeHneM pa3mepa COCYAUCTOrO COycTbsl (B cpeaHeM Avametpom 10 MM), HE3aBMCUMO OT BapuaHTa HakiafblBaemMoro

aHacTtomosa.

Y 6onblumHcTBa (67%) nony4veHbl yAOBNETBOPUTENbHBIE Pe3ynbTaThl, MpUYeM npemmyLecTBeHHo npu napuuansHom MKL. HeynosnetBopu-
TenbHble ncxoapl onepauuii (y 17 13 20) 6binm 0bycrnoBneHbl pasBUTUEM OCTPOI NEYEHOYHON HEAOCTATOMHOCTU 1 3HLedanonaTum, n3-3a nonHomn
peayKuuy KpOBOTOKa MO BOPOTHOM BEHE W TOTanbHOrO LYHTMPOBaHWA. B otaaneHHoM nepuoge bnarononyyHoe TeyeHne otmeTunm y 61% 6onb-
HbIX, NPEVNMYLLECTBEHHO NPW NapLmanbHOM WYHTUPOBAHUM U NULb Y 4 Yen. — Npu ToTanbHoM. HeynoBneTBopuTenbHble pedyneTaThbl onepauum
Habntoganu y 16 6onbHbIX, U3 HUX Y 12 (75%) npu TotansHom MKLL, y 4 — npu napuuansHOM LYHTUPOBAHWN.

KnioueBble cnoBa: nopTokaBasnbHOe LYHTMPOBaHWE, pe3ynbTarhl.

The results of portocaval shunting (PCSh) in 61 patients were studied. In all patients they aimed to implement the partial bypass with the limited
size of the vascular anastomosis (mean diameter 10 mm), regardless of the version of the overlay anastomosis.

In the majority (67%), the results are satisfactory, and mainly at partial PCSh. Unsatisfactory outcomes of the operation (17 from 20) were due
to the development of acute liver failure and encephalopathy, due to the complete reduction of blood flow in the portal vein and total bypass. In the
remote period in 61% of patients satisfactory results were noted, mostly at partial bypass and only in 4 people — at total. Unsatisfactory results of
the operation were observed in 16 patients, of whom in 12 (75%) at total PCSh and in 4 — at a partial bypass.

Keywords: portocaval shunting (bypass), results.

MNMEXAHOB AnekcaHgp HukonaeBuy —
A.M.H., npod., 3aB. kadegpon ®rbOY BI1O
«bypsaTckMin  MegMUMHCKMN  YHUBEPCUTETY,
plehanov.a@mail.ru; IEBE3EB Buktop Mu-
XaunoBu4 — A.M.H., Npod., Bed. H.c. Poccuin-
CKOTO Hay4HOro LieHTpa XUpYpriv UM. akag.
B.B. Metposckoro PAMH; KAMAJIOB KOnui
PadhasnbeBny — A.M.H., npod., 3aB. nab.
PHL xupyprun um. akag. B.B. lNeTtposckoro
PAMH; WWEPUUHIEP Anekcanap Meoprue-
BUY — [.M.H., Nnpod., pykoBoa. ota. PHL| xu-
pyprum um. akag. b.B. Metposckoro PAMH;
BATYYITYYH ManpaH — acnupaHT ®rE0Y
BMNO «BbypATckuin MeaWLMHCKUIA  yHUBEPCU-
TET».

HecmoTpsi Ha onpepeneHHble ycne-
XV B INeYyeHun BOorbHbIX C MopTanbHON
rMnepTeH3ven, OOCTUrHyTbie B MUpe B
nocnefHve rofbl, MHOTE BOMPOCHI 3TOW
NpoGrnemMbl  OCTalTCH  HepeLUeHHbIMU
[1,71.

MN3BecTHO, YTO NopToKaBasibHOE LUYH-
TmpoBaHue (MKL) sasnsetcs Hambonee
pagvKanbHbIM METOAOM JIEYEHNS OCHOB-
HOrO OCINOXHEHWS MOPTanbHON FMMNEPTEH-
31N — KPOBOTEYEHMUS N3 BAPUKO3HbIX BEH
NULLEBOAA W XenyaKa, O4HaKo B CBA3M CO
CMOXHOCTBIO U TPaBMaTUYHOCTbI 3TOrO
XMPYPruyeckoro BMeLlaTenbCcTBa, Bbl3bl-
BalOLLEro 3HAYUTENbHYIO NEPEeCTPONKy

NMOPTOMEYEHOYHOro  KpoBoobpalleHus,
pesynbsTaTthl 3TUX Oonepauumin JOCTaTO4HO
Yacto OblBalOT HeydOBNETBOPUTESNbHbI-
MU, 0COBEHHO Yy BOMbHbBIX LMPPO30OM Mne-
YeHn [5,6].

B nocnegHve rogbl MHOrMe uccneno-
BaTeNM NbITAOTCS HAWTU KPUTEPUMU, C MNO-
MOLLIbHO KOTOPbIX MOXHO MPOrHO3MpoBaTh
nocrneonepaumoHHoe TeYeHWe U Oocy-
LLeCTBNATb 0TOOP GOMbHLIX C LUPPO3OM
neyenn ansa MKW [2,4,8]. BonblWKWHCTBO
XVPYProB OPUEHTUPYIOTCA MpU 3TOM Ha
OroxmmMmyeckme TecTbl, Knaccudukaumo
Yannga-TypkoTTa, MWCXOOHOE COCTOS-
HWEe UeHTpanbHon remoguHamukn [3,9].



OpHako cyllecTBylLME TeCTbl NMPOrHo-
3a pesyneratoB [MKLW He Bceraa moryT
NpaBuITbHO OPWEHTMPOBAaTb XUPYProB B
BblbOpe TakTUKKU neyveHust 6onbHbIX Lmp-
pPO30M MeYeHW C NOopTarnbHOW rnepTeH-
3nein. Mbl NnpegnpuHSNu onpeaeneHHble
warn B HarnpabneHun noucka APYrux
KpUTEPUEB MPOrHo3a pesyrnbratoB Xu-
pypruyeckmx BMeLlaTenscTB, U3yyms npu
3TOM MCXOAOHbIE MapaMeTpbl nopToneye-
HOYHOW reMoaNHaMUKN U OLEHMB 3HaYu-
MOCTb 3TWX MoKasaTenen npu BbIMOMHe-
HUM LIYHTUPYIOLLUX onepauui.

Lenblo HacToswwen paboTbl iBNseTca
pa3paboTka HOBbIX FeMOANHAMUYECKNX
KpuTepue otbopa 60mnbHbIX C LMPPO30M
nevyeHn Ans napumanbHOro MopToKa-
BaIbHOIO LUYHTMPOBaHUSI.

Matepuan n metoabl uUccnenoBa-
HUA. VI3yyeHbl pe3ynbTaTbl MOPTOKa-
BarbHOro LUYHTMPOBaHUst y 61 GonbHOro
B Bo3pacTe oT 19 fo 64 net (B cpegHeMm
39 + 3,9), NpenMyLLECTBEHHO MY>KCKOIO
nona. N3 Hux 46 NauMeHTOB OTHECEHbI K
dyHKUMOHanNbHoMy knaccy A no Yanngy-
TypkoTTy (Tabn. 1), 15 — k knaccy B.

lMokasaHmem K  XUPyprnyeckomy
NeYeHNo  SIBUNIOChH Hamnuuve peuunau-
BOB racTtpoasodareanbHblX KpOBOTE-
yenun (FOK), nnbo Hanuume yrposbl
NULLEBOAHO-XENYA0YHbIX KDOBOTEYEHWUNA.
BonblwMHCTBO OOnbHBIX paHee nepe-
Hecnu BUPYCHbIN renatut (78%), y 15%
LMpPO3 MMEN ankororibHyK 3TMOMOruio,
y 7% npu4mHy 3aboneBaHns BbISIBUTb HE
yAanoce.

Haunbonee yacTbiMu cMuMnToMamm SBu-

NCb: BapuKO3 BEH MULLIEBOAA U XXenyaka
(100%), cnneHomeranusa (94), kpoBoTe-
yeHus n3 BPB (78); pexe Habnoganuch
acumt (32) n renatomeranus (28%).

P e A} W s dld

: Ll
Puc.1. BonbHasa T., 32 roga. BblCOKOAKTUBHbIA MENKOy3noBon Lup-
po3 neyeHn c BocrnaneHnem: 1— JOMbKu MeYeHu, 2— CoeauHUTENbHO-
TKaHHbIE NPOCIONKM C MMMOLMTapHBIMU UHUNBTPaTamu, NOSTHOKPOB-
HbiMy cocypamu. Okpacka reMaToKCUIMHOM U 303MHOM X 50
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Knacenpukanmst TszkecTH HIHPPOTHYECKOro nponecca no Yaiany-Typkorry

IéOH_BO Bumpy6un, | Anb6ymun, DHiedasonarus Acuur ITuranue
aJIJIOB MMOJIB/JI r/n
1 <25 >35 - Hopma
2 25-50 30-35 CyOKJIMHUYECKU YMepeH. Atpodus
3 >50 <30 Kowma 1-4 crt. PesucTeHTHBIN Hcrornienne

*Kiracc A — KOMIIEHCHPOBAHHEIH, 5-7 6amioB, kimacc B — cyOkomnencuposanusii, 8-10 6ai-
0B, kiacc C — gekoMIieHcupoBaHHkIiA, Oonee 10 6amros. x 100.

BonbHble ObINK pasgeneHbl Hamy No
CTENEHN aKTUBHOCTM BOCMANUTENbHO-
HEKPOTUYECKOro npoLecca B NeveHu, Be-
pucmumpyemon npu Moponornyeckom
nccrneaoBaHuy npenapata, NonyyYeHHoro
C MOMOLLbIO MHTpaonepaLuoHHon Guon-
CWN: BbICOKOAKTMBHBIA (20 4en.) n Hus-
KoakTuBHbIN (36) (puc.1-2). Bbicokoak-
TUBHbIM CYMTANCs NPOLLECC NPY HANM4YMK
PE3KO  BbIPAXEHHOW BOCMANUTENbHON
MHUNBETPaLUM NopTanbHbIX TPaKTOB C
pacnpocTpaHeHneM B NapeHxXunMmy.

WHpuneTpaTbl  COCTOAT,  rMNaBHbIM
obpasom, w”3 NMMAOrMCTUOLUTAPHBIX
3MEMEHTOB C MPUMECHIO, KaK MpaBuIio,
3HAYUTENBLHOIO KOMMYecTBa nnasMaTu-
YECKUX KIETOK, @ B HEKOTOPbIX CryYasix —
1 HebonbLLIOro KonuyecTea 303nHoUIb-
HbIX NenkoumnToB. KneTkn mHdpunstparta
Hepeoko oOpasyloT B CTPOME OrpaHu-
YEeHHbIe CKOMMEHWs!, UMEIOLLNE CTPOEHNE
numdonaHbix donnukynos. [enatoum-
Tbl HEPaBHOMEPHO YBEeNWYeHbl, OnegHo
OKpalleHbl, pacrnonoxeHbl becnopsigoy-
HO, TECHO Mpwneras apyr K gpyry, obpa-
3ysl KAPTUHY «OYMbKHON MOCTOBOW».

Hwn3koakTMBHBIM cuMTanca mnpouecc
npy HanNM4YnuyM ymepeHHow BOCMnanuTesb-
HOW MH(pUNBETPaUMn nopTanbHbIX Tpak-
TOB M cenT, ¢ HebonbwnM prnOpPO3HbLIM

sl
1

MPOLIECCOM WK ero OTCYTCTBUEM, HE3HA-
YUTENbHBIMW CTYMeH4YaTbIMU HEKpo3amu
UM NX OTCYTCTBUEM.

Y Bcex BOMbHbIX Mbl CTPEMWUIUCH K
OCYLLECTBMEHNIO napunanbHOro LWyHTU-
pPOBaHWSA C OrpaHNYEeHnemM pasmepoB CO-
CyOWCTbIX COYCTbEB B CpedHeM Avame-
Tpom 10 MM, He3aBMCMMO OT BapuaHTa
HaknagblBaeMoro aHacTomMosa, OfHaKo,
HEeCMOTpSA Ha Manblili AuameTp aHacTto-
MO30B, Y 4acTu 6onbHbIX BNOCNEACTBUM
pa3Bunochb TOTaNbHOE LUYHTMPOBAHME.
[MoatoMy Bce GomnbHble peTpOCneKTUB-
HO ObINn pasgeneHbl Mo TUMY LUYHTU-
poBaHUs MopTanbHOMW CUCTEMbl Ha [Be
rpynnbl: | — 22 60MbHbIX, ¥ KOTOPbIX OT-
MEYEHO MOMHoe npekpaLleHne BOPOTHO-
ro kpooTtoka u TotansHoe MKL; Il — 39
6onbHbIX ¢ napumansHbiM KL, y koTo-
pbiIX BO BpeMs onepauuu JokasaHa 4a-
CTUYHOCTb MOPTanbHON AEeKOMMpeccun
N COXpPaHEHHOro BOPOTHOIO KPOBOTOKAa B
TOW unn nHow cteneHn. OCHOBHbIE BUAbI
nopTokaBarsbHbIXx aHactomo3oB ([MKA)
npuBegeHbl B Tabn. 2.

Mpy GnaronpusaTHOM TeYeHUU paHHe-
ro nocrneonepauyMoHHOro nepuoja pe-
3ynbTaT CYATanu yaoBNEeTBOPUTENbHBLIM.
Mpy netanbHOM uMcxoge wNu Npu pas-
BUTUM MEYEHOYHOW HEeOOCTaTOYHOCTU U

Puc.2. bonbHon K., 65 net. HU3koakTUBHbLIN MUKPOHOAYNSPHBIA LIMPPO3
neyveHun. Okpacka NUKpPodpyKcHOM no metody BaH-m3oHa
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OcHOBHbIE MOZII(I(l)I/IKallﬂI/I BbINOJIHEHHBIX
NMOPTOKABAJIbHBIX aHACTOMO30B

Bapuanr ITKII 6KOH-BO
OJILHBIX
CPA «0bok B 60k» miu H-tuma 37
Jucranpubiii CPA 13
MKA «00k B 60k» v H-tuna 10
IIpokcumanerbiiit CPA 1

3HUedanonatMm pesynsrar npy3HaBanu
Heya0oBNeTBOPUTENbHbIM.

OTpaneHHble pesynbTaThl U3yyanm ve-
pe3 6-11 mec. nocne BbINUCKX N3 CTaumo-
Hapa. YOoBMETBOPUTESNbHBIM  cyMTanm
pesynsTaT npu CoYeTaHuW CreaylLmx
OaHHbIX:  3HAYUTENbHOE YMEHbLUEHVEe
WUNN NUCYE3HOBEHME BapPUKO3HbLIX BEH W
racTpoasodarefbHbIX KPOBOTEYEHWH,
OTCYTCTBME MEYEHOYHON HemocTaTou-
HoCcTU ¥ 3Huedanonatun. Heynosnert-
BOPUTENbHBIN  pe3ynbraT  Mpu3HaBanm
npu BO3HUKHOBEHUN peumamBoB MK, a
Takke npu pasBuTUM 3SHUedanonatum
N NEYEHOYHOW HEeOOCTaTOYHOCTU, Aaxe
npu OTCYTCTBUM BapUKO3HbIX BEH U KPO-
BOTEYEHUI U3 HUX.

Bcem GonbHbIM 0 onepauuu, B paH-
HEM W OTAaneHHOM nocneonepaumnoH-
HOM nepuogax NpoBenv abgoMuHansHoe
KOMMNMeKcHoe (cepolukanbHoe, LBET-
HOEe W chnekTpanbHoe [OMNMnsepoBCKOE)
yNbTPa3ByKOBOE WCCrefoBaHWe Ha Co-
BPEMEHHOW AMarHoOCTUYECKOW Cucteme
«Acuson 128X/P10M» (CLUA). Pexumsbl
CEepOLUKarnbHOr0 CKaHWpPOBaHWS W [onM-
NepoBCKMX MCCNEAOBAHWI BbIOUpanu no
cTaHAapTHbIM nporpammam. Ob6cnenosa-
HMEe HauyuHanM ¢ nonyveHusa maobpaxe-
HMS nccnegyembix COCyaoB U AaHHbIX 00
nX AnamMeTpe 1 CrekTpe KpoBOToKa. 3Had
OnameTp W NMHENHYI0 CKOPOCTb, BbIYNC-
nsanu o6bEMHbIM KPOBOTOK MO dhopMyrne:
Q = TR2L (Q — 06bEMHBIN KPOBOTOK; TT
= 3,14; R — paauyc cocyaa; L — nuHen-
Hasi CKOPOCTb KPOBOTOKA).

CornacHo AaHHbIM nuTeparypbl, Kpo-
BOTOK B MEYEHN y 34,0pOBOro YenoBeka —
1500 mn/muH, 13 Hero 70-80% oTHocuTCS
K BOPOTHOW BeHe. V3 3TOro criefyer, 4to 'y
300pPOBbIX NMoAEN KPOBOTOK MO BOPOTHOM
BeHe konebnetcs B npegenax 1150-1200
M/MWH, @ No cCOOCTBEHHOW NEYEeHOYHOM
aptepun — ot 300 go 350 mn/muH. Bece
OonbHble B 3aBMCUMOCTM OT MCXOAHOro
COCTOSIHUSI OOBEMHOrO KPOBOTOKA MO BO-
POTHOW BEHE N COBCTBEHHOW NEYEHOYHOM
apTepun, C y4eTOM TOrO, YTO MpU LMppo-
3e nevyeHun y 6onblMHCTBA BOMbHbBIX BO-
POTHbIA KPOBOTOK HWXE HOPMbl, Oblnn
pasgeneHbl Ha 3 rpynnel (Tabn. 3).

Pesynbratbl M obcyxaeHue. AHa-
nn3 Gnvxanwero nocneonepaunoHHOro

Pacnpe}leﬂenne 00JIBHBIX MO rpymnmnamMm B 3aBUCUMOCTH
OT YPOBHS 00beMHOT0 KPOBOTOKAa B H3yYaeMbIX COCyadax

I'pajarist KPOBOTOKA O COCYAaM
I'pymmna CoOcTBeHHas T1eve-
Bopothas Bena (61) Hounas aprepus (23) OIIK (23)
1-51 (HM3KHIA POBOTOK) 110 600 (10) 110 200 (5) 110 800 (4)
2-s1 (cpeauuii kpoBoTok) | ot 600 o 1000 (23) | ot 200 o 400 (8) |oT 800 mo 1400 (12)
3-51 (BBICOKHI KPOBOTOK) 6ousree 1000 (28) ooutee 400 (10) ooutee 1400 (7)

IIpumeuanne. O0beM KPOBOTOKA yKa3zaH B MII/MHUH. B ckoOkax yka3zaHO 4MciI0 OOJBHBIX.

nepvofda nokasarn, 4TO MMeeTcs Cylie-
CTBEHHas pasHuua B pesdynbratax MKL B
nsyyaembix rpynnax (tabn. 4).

Y Bcex 60nbHbIX 1-1 rpynnbl (KPOBOTOK
no BOPOTHOM BeHe MeHee 600 mn/mMuH)
HernocpeacTBeHHble pesynbratbl  Oblnu
Hey[oBNETBOPUTENbHbLIE, NPUYMHON Y 2
SIBUNacb MeYeHo4YHas HefoCTaTOYHOCTb
ny 8 — aHuedanonatusa. Bo 2-i rpynne
(600-1000 mn/mMuH) pesynbraThl ObinK
3HauuTenbHo nyyuwe (p < 0,05) — ymo-
BrneTBoputeneHble y 74% 6onbHbiX. B
3-1 rpynne, ¢ BbICOKMM BOPOTHbIM KPOBO-
TokoMm (6onee 1000 mn/muH), Gnaronpu-
ATHbIN ncxoa MKW Habnoganu y 85%
6onbHbIX (p < 0.05).

Takum obpasom, n3 61 6onbHOro, Ko-
TopbiM BbinonHunu MKW, y 6onblwnH-
ctBa (67%) Obinn nonydeHbl yooBneT-
BOpUTErNbHble pesynbratbl  onepauui,
npuyeM NpenmmyLLecTBEHHO NX Habnoaa-
nv npu napuunansHom [MKLW. Heynosner-
BOpUTENbHbIE UCXOAbl onepauun (y 17
n3 20) 6binm 0bycnoBneHsbl pasBUTUEM
OCTPOV MEeYEHOYHON HEeAOCTaTOMHOCTU U
3HUedanonatum, n3-3a MONHON peayk-
LM KPOBOTOKa MO BOPOTHOWM BEHE U TO-
TanbHOro LYHTMPOBaHMUs. B To e Bpems
13 20 6onbHbIX ¢ NapumaneHeiM MKA atn
OCINOXHeHWs bbinn y 3.

K MOMeHTy BbInMCkM TOnbko Yy 63%
OMepupOBaHHbIX BOMbHBIX COXPaHANCs
penyuMpOBaHHbIN BOPOTHBIN  KPOBOTOK.
B cBsi3n ¢ aTm ObINO MHTEPECHBIM Bbl-
SAICHWUTb, KakoBa BEPOSTHOCTb PasBUTUSA
TOTaNbHOrO LUYHTUPOBAHUA Yy GOMbHbLIX
Tpex nsyvaembix rpynn.

Mb! ycTaHOBMNN, YTO NPU OQNHAKOBOM
TUMe cocyamncToro aHacTomMosa MmeeTcs
SIBHAs TeHAEHUMS K yBEnuYeHuto Bepo-
ATHOCTM pa3BuTus TotanbHoro KL no
Mepe CHWKEHWUsI NCXOAHbIX MokasaTtenew
KpPOBOTOKa MO BOPOTHOW BeHe. Takum
obpasom, nokasaTtenu KpoBoTOKa Mo BO-
pOTHOV BeHe creayeT yyuTblBaTb Mpu
BbIMOMHEHUM Onepauui, co3aaBas LyH-
Tbl TEM MeHbLUero AvameTpa, 4em Huxe
NCXOAHbIN KpoBOTOK. OHaKo apdekTuB-
HOCTb TaKMX LUYHTOB B OTHOLLEHUW NpO-
dunaktukn MOK TpebyeT panbHewnwero
N3yYeHns.

Mpn n3yyeHnn y 23 G6onbHbIX goone-

HenocpeacreeHHble pe3yJbTaThbl
NMOPTOKABAJILHOI0 NIYHTHPOBAHUS
B 3aBHCHMOCTH OT HCXO/IHOTO
BOPOTHOI'0 KPOBOTOKA

Pesynbrar ITKILI
g Toxa- | yo o Vrosie-| Hevio
= | satems oo THBOBH - yARo-
2| wposo- pu- | BIETBO-
~ TOKa HBIX | Tenp- | putens-
HBIN HBII
1 | Huskuii 10 - 9/1
2 | Cpennmit 23 3/14 4/2
3 | Boicokuii | 28 3/21 4/0
Bceero 61 6/35 17/3

[Ipumeuanue. B uncnurene ykazaHo kojuue-
¢TBO 00JIbHBIX ¢ ToTanbHBIM [TKIII, B 3HaMe-
HaTelle C NMaplHraIbHbIM.

paLMOHHOIO KPOBOTOKAa MO COBCTBEHHOMN
ne4YeHOYHOW apTepmm ero pegykums obina
BbisiBneHay 13. 10 6onbHbIX MMenu noka-
3aTenu apTepuarnbHOro KPOBOTOKA BbILLE
HopMbl (400 mn/mMuH 1 Gonee), xoTst BO-
POTHbIV KPOBOTOK Y TeX e 60mnbHbIX Obin
HVXXe HOPMbI, @ OBLLMIA NEYEHOYHBI KPO-
BOTOK — B Mpefenax HOpMbl UMK BbILLE.
Mpv 3TOM Mbl BbISIBUNN NPSIMYIO 3aBUCK-
MocTb pesyneraTtoB [MKLW oT ucxogHoro
KPOBOTOKa MO COBGCTBEHHOW NMEYEeHOYHOWM
aptepun. M3 5 GOMbHBIX C HU3KUM UC-
XOOHbIM — apTepuarnbHbiM  KPOBOTOKOM
YAOBINETBOPUTENbHBbIE pe3ynbTaThl Obinn
nony4yeHsl y 1 60nbHOro, B TO BpEMSI Kak
13 8 BOmMbHbBIX CO CPEAHUM KPOBOTOKOM
NOMOXUTENbHbIA Pe3ynsTaT OTMEYEH y 5,
a 13 10 6OMbHBIX C BLICOKUM KPOBOTOKOM
(400 mn/mMuH 1 Gonee) No cobCTBEHHOMN
neyeHo4Hom aptepum —y 8.
AHanormyHble gaHHble Oblnn nony4ye-
Hbl MPU U3y4YeHUU OOLLEro NeYeHOYHOro
kposoToka (OrIK). Pegykuus ero 6bina
oTMeyeHa y GonblumHcTBa G6onbHBIX (16
n3 23). Cuutaem wusydenne OlIK Hau-
bonee BaXHbIM U OOBLEKTUBHBLIM NP OT-
6ope 6onbHbix aAns MKLL, Tak kak y Bcex
4 B0onbHbIX C HU3KMM ucxogHbim OlK
nory4yeHbl HeyaoBNEeTBOPUTENbHbIE pe-
3ynstatbl onepauun. B 10 xe Bpewms y
BCcex 6onbHbIX ¢ Bbicokum OlK TeyeHune
nocrneonepawlMoHHoro nepuoga Obino



XapakTepHCcTHKA 0TAAJIEHHbIX
pe3yasTaTos IIKII y 6oabubIx LTI
B 3aBUCHMOCTH OT HCXOJHBIX MOKAa3aTeei
KPOBOTOKA 110 BOPOTHOM BeHe

Usyue- Pesynbrars! [TKI
Kom- | s
Ipyn-| Bo ot VYnosne-| Heyno-
na | 60ib- TBOpPHU- | BIETBO-
aprx | TCHHOM | Tenb- | pUTenb-
Nepuosie( guie HbIE
1 7 4 - 4/0
2 16 13 2/6 4/1
3 26 24 2/15 4/3
Bcero| 49 41 4/21 12/4

[Ipumeuanue. B uncnurene yka3aHo koiauue-
¢TBO O00sbHBIX ¢ ToTanbHbIM [TKIII, B 3HAME-
HaTeJe — C MapUUaTbHBIM.

BnaronpusiTHLIM 1 NONyYeHbl YAOBNETBO-
puTenbHble pesynbratbl. Y 60MbHbLIX CO
cpegHumn nokasatenamu OlK (12) Ha-
ontoganu kak nonoxuTenbHble (7), Tak u
oTpuuaTenbHble pesynstathbl MKLW (5).
3aBMCMMOCTb OTAANEHHbIX pe3ynbra-
ToB KL 0T ncxogHoro BOpOTHOMO KPOBO-
ToKa oueHunu y 41 6onbHoro (tabn. 5).
Y BCex 60MbHbIX C HU3KUM KPOBOTOKOM
(4) oTmeueHbl HeyOOBNETBOPUTENbHbIE
pesynbTatbl onepaumn. M3 13 GonbHbIX
CO CpedHUMK MoKa3aTensmy KpoBOTOKa
Nno BOPOTHOWN BEHE YAOBNETBOPUTENbHbIE
pesyneratbl 6bINM nomny4yeHsl y 8. U3 24
6onbHbIX ¢ kpoBoTOokOM 1000 MA/MUH 1
Bbile Griaronony4Hbin ncxod MKL nmen
MecTo y 17. OCHOBHOM NPUYNHON HEYado-
BMETBOPUTENbHBIX Pe3ynsratoB B OTAa-
neHHoM nepuope bbina sHuedanonatus

YK 616.366-003.7-089

PasnM4HON CTEMEHN BbIPAXEHHOCTY, KO-
Topasi obycrnoBneHa pasBuTMEM TOTarb-
HOrO LUYHTMPOBAHMSA U MOMHbIM Npekpa-
LLleHneM BOPOTHOIO KPOBOTOKA.

Kak nokasan aHanus, B OTAaneHHOM
nepvoge 6narononyyHoe TevyeHue OT-
metunu y 21 (61,0%) 6onbHoro, npenvy-
LECTBEHHO MpW MNapunanbHOM LUYHTU-
poBaHUW, N NULLb Y 4 — NpU TOTarNbHOM).
HeypoBneTrBoputenbHble pe3ynesraTbl
onepauun nony4veHbl y 16 GonbHbIX, B
OCHOBHOM npu ToTanbHoMm [MKL (75%),
y 4 Habnogany HebnaronpUATHbIV NCXOA,
nocrie napumanbHOro LUYHTUPOBaHWS,
4YTO, Ha Haw B3rMag, 6bino obycnos-
FIEHO WUCXOQHOW BbICOKOW aKTMBHOCTbIO
naTonornyeckoro npouecca B MNeYEHW,
A0Ka3aHHOW npu Mopdonornyeckom uc-
crnefosaHun.

Takum obpasom, aHanus3 pesynLTaToB
Gnuxanwero 1 oTAaneHHoro nocrneone-
pauUMOHHOrO nepuoga nokasari, YTo Hu3-
KMe uCXoaHble napameTpbl BOPOTHOrO
KpOBOTOKa SABNSOTCA KpanHe Hebnaro-
NPUSATHLIM MPOrHOCTUYECKUM MPU3HAKOM
npu BbinonHeHnn MKLWU. Yem Huxke no-
Kasatenu [0OonepaLMoHHOro BOPOTHOIO
KpoBOTOKa, TeM Oorblle BeposTHOCTb
nonyynTb MOMHOE MpeKpalleHne Kpo-
BOTOKa MO BOPOTHOW BEHe, CreAcTBUMEM
Yyero sBMsieTCst TOTalnbHOE LYHTUPOBa-
HMe, KOTOpoe B Hawwux HabmogeHusax
Aano 6omnbLUON NPOLEHT HeyaoBneTBo-
pUTENbHBIX PEe3ynbLTaToB U BbICOKYO ne-
TanbHOCTb. [lapumanbHoe LWyHTUpoBa-
Hue y 6onbLlumHcTBa 60NbHBIX NO3BONSAET
n3bexarb pas3BUTUA OCIOXHEHWUIN U pPexe
OKasblBaeT oTpuuaTenbHoe BRUsiHWE Ha
dyHKUMIO neveHn. Huskme poonepauu-
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OHHblEe MoKasaTenu KpoBOTOKa Mo cob-
CTBEHHOWN neveHouvHon aptepum n OlK
Takke 3HAYUTENbHO MOBbLILAT PUCK
pasBUTUS TOTasNbHOrO  LUYHTMPOBaHUS,
KoTopoe B 6omnblUMHCTBE HabMnwoaeHWU
NPUBOOUT K NEYEHOYHON HELOCTaTOYHO-
CTU 1 3HLedbanonaTMm B nocrneonepawm-
OHHOM nepuoge.
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H.B. Axkosnesa, ®.A. [lnaTtoHoB

CMMHOLUEPEBEINAPHAA ATAKCUA
1-ro TUNA: HABNIOAEHUE CEMbMU C
rOMO3NUTITOTHbIM HACNEOOBAHUEM N'EHA

MpoBeneHo KNMHWKO-reHeanornyeckoe obcnegoBaHne cembh ¢ 5 6onbHbIMKU cnbcamu, rae oba poauTens crtpagany cnnHouepebennspHon
atakcuen 1-ro Tuna. ¥ Bcex natepbix geten (cMbcos) No pedynsrataM reHeTUYeCcKoro TeCTMpoBaHUs BbisiBneHa MyTtauus B reHe SCA1 Ha KOPOTKOM
nne4ve 6-1n XpOMOCoMbl. Pe3dynbraT KonMYeCcTBEHHOIO aHanm3a MyTupoBaHHoro reHa SCA1 cpeau cnbcoB BbISIBUN ABE FOMO3UTOThI.

KnioueBble cnoBa: cnmHouepebennspHas atakeus 1-ro Tmna, roMosuroTbl.

Clinical-genealogical observation of a family with five sick siblings where both parents suffered from spinocerebellar ataxia type 1 was carried
out. In all five children (siblings) on the results of genetic testing a mutation in SCA1 gene on chromosome 6p was revealed. The result of the
quantitative analysis of the mutated gene SCA1 among siblings revealed two homozygotes.

Keywords: spinocerebellar ataxia type 1, homozygotes.

AxTyanbHOCTb.
cnuHouepebennspHble

HacnepctBeHHble
nereHepauuu

HWW 3poposbss CB®Y um. M.K. Ammocosa:
AKOBJIEBA Hartanbs BnagumupoBHa -—
M.H.c.; MITATOHOB ®epop AnekceeBuY —
O.M.H., 3aB. OTOEMNOM.

SBNSATCA ObICTPO MPOrpeccupyoLwnm
JereHepaTvBHblM  3aboneeBaHnem  C
ayTOCOMHO-AOMWHAHTHbBIM TUNOM Hacne-
OOBaHWsI, Nopaxawllym npexae Bcero
KOOpAMHaUMIO OBWKEHWUA, BCrneacTBue
yero 6omMbHbIE OKa3bIBAOTCS MPUKOBAHbI
k noctenu [1]. Hanbonee pacnpocTpa-

HEHHOM BO BCEM MMVpE SIBMSIETCS CMu-
HouepebGennspHas atakeus 1-ro Tuna
(CLUA1) [2]. YacToTa BCTpeyaemocTu
CUA1 konebnetca ot 1 go 10 Ha 100
TbIC. HACENEHWs, OAHAKO B  OTAENbHbIX
pervoHax Habnogaercst X BblCOKOe Ha-
konneHve. B Poccun Takum  permoHom





