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B cTtaTbe npegcTaBneH KNMHUYECKNUI criydan codeTaHuns cuHgpoma Munnepa duiiepa n HecrneunduumpoBaHHoW nepudepmnyeckon T-KneTouHom
nuMdomsl, NpeacTaBnsitoLLe coboii arpeccuBHOe 3aborneBaHne ¢ kpaliHe HebGnaronpusiTHbIM NPOrHo3oMm. MNpoBeAeHHOe NaToreHeTnYeckoe neye-
HVe BbISIBNEHHOIO CYHAPOMA He BbI3Baro yry4LleHNs COCTOSIHWSA BONbHOro N He NOBNUANO Ha OXMAaeMbl HebnaronpUSITHBIA MPOrHO3 OCHOBHOTO
3110KayecTBeHHoro 3aboneBaHusi, o NOBOAY KOTOPOro X1MuoTepanus He Gbina npoBeAeHa BBUAY KpaHe TSXKENoro CoCTOsIHWS nauueHTa. Boiwe-
onucaHHas coyeTaHHasi NaTonorus NoaTBepXKaaeT HeobXoAMMOCTb NPOBeAEHNS OHKOMOrMYECKOro novcka y nauneHToB ¢ cuHapomom Munnepa
Puwepa 1 0b6si3aTENBHOMO ONPEAEneHNs OHKOHEBParbHbIX @aHTUTEN, UCNOMb3yeMblX B AMArHOCTMKE NapaHeomnnacTM4eckoro HeBPOorMYeckoro
CUHAPOMA, BCTPEYaAIOLLErocs Npu 3rMoka4yeCTBEHHbIX OMYXONAX Pa3nmnyHOro rmctoreHesa.

KnioueBble cnoBa: HecneuuduumpoBaHHasa nepudepnyeckas T-knetodHas numdoma, napaHeonnacTUYeCcKMn HEBPONOrMYECKUN CUHOPOM,
cuHgpom uneHa-bappe, cuHgpom Munnepa duwepa.

The article presents a clinical case of combination of Miller Fisher syndrome and unspecified peripheral T-cell ymphoma, which is an aggressive
disease with an extremely poor prognosis. The pathogenetic treatment of the identified syndrome did not cause an improvement in the patient's
condition and did not affect the expected unfavorable prognosis of the primary malignant disease, for which chemotherapy was not carried out
due to the extremely serious condition of the patient. This case emphasizes the importance of an oncological search in patients with Miller Fisher
syndrome and the mandatory determination of onconeural antibodies used in the diagnosis of paraneoplastic neurological syndrome, which occurs
in malignant tumors of various histogenetic types.

Keywords: unspecified peripheral T-cell ymphoma, paraneoplastic neurological syndrome, Guillain-Barré syndrome, Miller Fisher syndrome.

MapaHeonnacTtuyeckun  CUHAPOM
(MHC) - aTo knNnHMKo-NabopaTopHoe Npo-
SBMEHVE 3roKa4eCTBEHHOW onyxonu, 06-
YCINOBMEHHOE Hecneunpuyeckumm peak-
LMSIMM CO CTOPOHbI PasfnyHbIX OpraHoB
1 CUCTEM UIN SKTOMUYECKOWN NPOAYKLMEN
Onyxornbk OMOMNOrMyeckn akTMBHbIX Be-
wectB. OH peructpupyetca B 10-18,5%
crlyqaeB npuv pake TONCTOW KULLKW, Men-
KOKIETOYHOM pake rerkoro, pake Moroy-
HOW Xenesbl U ANYHMKOB, 3110KaYeCTBEH-
HbIX niumcpomax [6]. MpumedarteneH ToT
dakT, YTo MapaHeonnacTU4eCKUn CuH-
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OPOM MOXET MPOSIBNSATLCA A0 BbisIBIE-
HWSI OMYXONW, MHOr4a OL4HOBPEMEHHO C
ee KIMMHWYECKUMWU MposiBreHvuamn [2].
lMocne npoBegeHus pagukKanbHOro neve-
HWSI 31I0OKa4YEeCTBEHHOW OMyX0omnu 3TOT CUH-
OPOM MOXET MPOWTU U BHOBb NOSIBUTHCS
npv peuugusax onyxonu [1].

B oTeyecTtBeHHOM U 3apyGexHown
nuTepaType onucaHbl pasfnuyHble Mpo-
agrnenua MHC (remaTtonornyeckue, 3H-
OOKPUHHBbIE, HEBPONOrMYyeckne, ractpo-
3HTEepornoruyeckne, Hedponoruyeckme,
Aepmaronormyeckie n ap.).

B nocnegHee Bpems cpeau npakTu-
Yeckux Bpaven 0cobbll MHTEpec Bbl-
3biBaeT cuHgpom [uneHa-bappe (CI'b),
MMEIOLLMA MHOFO KIMHUYECKUX OOPM,
pasnuyalrwmxcss  no  0COBEHHOCTAM
TEYeHUs MaToflorM4yeckoro mnpotecca,
NEepBMYHON TOYKE TMPUITOXKEHUS ayTo-
MMMYHHON arpeccumn (obonodka Hepsa
U aKCOHamnbHbIA CTEPXEHb), MPOrHO3Y
BOCCTaHOBMEHUSI U KIMHUYECKUM MNpO-
aBneHnam. Hawnbonee wuacto (70-80%)

BO BCEM Mupe, B TOM 4yucrne n B Poccun,
B pamkax CI'b guarHoctupyetcsa octpas
BOCManuTenbHasa AeMUenuHU3NpYyoLLas
nonuHeBponatua (OBAI), npu koTtopon
ayToaHTUTena arakyloT MWENUHOBYIO
obornouky HepBa. Ha BTopom no yactote
BcTpedaemoctn (5-10%) mecte Haxo-
AATCA aKcoHanbHble OpPMbl — OCTpbIe
MOTOPHas U MOTOPHO-CEHCOPHAas aKco-
HanbHble HeBponatum (OMAH n OM-
CAH), xapakTepu3ayoLwmnecs nepBuYHbIM
NoBpeXAeHNneM akCOHOB nepudepunye-
CKMX HEpBOB W OTnMYaroLmecs Apyr ot
apyra nubo BoeneyeHnem (OMCAH),
nmbo umHTakTHocThbio (OMAH) uyBCTBU-
TenbHbIX BONOKOH. [Apyrue dopmel CI'b
(cungpom Mwunnepa ®uwepa (CM®),
dapunHro-LepBrko-6paxvanbHasi, ocTpas
naHaM3aBTOHOMMS, MapanapeTnyeckas,
CEeHCOpHasi) AMarHOCTMPYITCA KpaviHe
peako (1-3%). B Poccuiickon ®epepauun
cpenm Bcex cpopm CI'b cuHgpom Munne-
pa ®uwepa cocraenset 2-5 % [4, 13].
[ns cnHgpoma Munnepa duwepa xa-



pakTepHa Tpvaja CUMMMNTOMOB: HapyXXHas
opTanbMonnerus, arakcus, runo- unm
apednekcust. B Tsxkenbix cryvasx MoxeT
NPUCOEAVHNTBLCS TeTpanapes 1 napanuy
AbixaTenbHon Myckynatypbl [15]. YcTa-
HOBIEHO, YTO 3aboneBaHne MOXeT pas-
BMBATbCA MOCME BUPYCHbIX U BakTepu-
anbHbIX UHpekumn [8]. BosHnkHOBEHME
apednekcun npn CM® cBs3bIBalOT cO
CHWXXEHWEM COAEepKaHWsi aLeTunxonuHa
B TEPMUHaNAX U nepugepunyecknx He-
pBax, YTO KIMHUYECKM NPOSABNSAETCHA MO-
nuHesponatuen [5, 12]. UsyyeHue atak-
CcuM Npu AaHHOM 3aboneBaHunM ¢ MOMO-
b0 COBPEMEHHbIX METOAOB HEeWpoBM-
3yanusaumu no3BofuIio BbISBUTb U3Me-
HEHWS curHana oT CTPYKTYP MO3Xeuka U
npeanonoXuTb CoOYeTaHne CEHCUTUBHOW
1N MO3)XEYKOBOW aTakCum BCNeaCcTBME Kak
LleHTpanbHoW, Tak u nepudepnyeckon
aemvenvHnsaumm [12]. MopaxeHne rna-
30[BUraTenbHbIX HEPBOB OObSACHSIETCS
obpasoBaHuem aHTU-GQ1b-aHTUTEN, KO-
TOpblE BbISIBMAIOTCS B KPOBU Yy NnoaaBns-
towlero 6onblKHCTBa naumeHTos ¢ CM®
[11, 12, 16]. FaHrmMo3mapl SBASOTCA KOM-
NOHEHTaMW MUENMHOBbLIX 0OOMNOYEK, OKY-
ThIBaKOLMX HEPBHbIE BONOKHA 1 obecne-
UYMBAIOLLIMX CKOPOCTb Mepeaayn HepBHO-
ro umnyneca. o XMMu4ecKkomn cTpykType
raHrmMuo3nabl — 3TO Nunononucaxapuabl,
copepxallme OCTaToK CManoBOW KMCHMO-
Tbl. MHOrMe GakTtepun (kmwevHasa GakTe-
pua Campylobacter jejuni, Bo3byouTtenb
NHEBMOHUM — mycoplasma pneumoniae
n BUpychl (Bupyc AnwTtenHa-bapp, uw-
TOMEranoBupyc) 1M Ap.) OYeHb MOXOXU
no cocTtaBy Ha raHrmvosugbl. pu no-
CTYNNEHUN [aAHHbIX MUKPOOPraHU3MOB
B OpraHu3m 4yerioBeka MMMYHHasi cucrte-
Ma MOXeT OWKnbOYHO cpearmpoBaTb He
TONbKO Ha BMPYChl, HO TaKKe Ha raHrmu-
03nabl HEPBHbIX KIETOK, YTO MPUBOAUT K
BbIpaboTKe ayToaHTUTEN K COGCTBEHHBIM
HelipoHaM ¥ pasBUTUIO Pa3HbIX KITMHUYe-
ckux chopm cuHapoma MneHa-bappe.

MHorummn  uccriegoBaTensMu  ycrta-
HOBIIEHO, YTO MNPV PasBUTUM 3rioKade-
CTBEHHbIX OMyXOmnewn HaduHalT npoay-
uupoBaTbCsa cneumduyeckne npoTuMBO-
ONyXoneBble aHTUTENa, Ha3biBAaEMbIE OH-
KOHeBparnbHbIMWU. B CBA3M C aHTUreHHoW
MOEHTUYHOCTbIO HEKOTOPbIX aHTUreHOB
OMyXOmnu U KOMMOHEHTOB HEPBHOWM TKaHU
3TU aHTWTena, accouMUpysiCb C OHKO-
HeBparnbHbIMW  aHTUreHcneunUyYHbLIMN
T-numdounTamm, aTakytoT KOMMOHEHTbI
HOpManbHOW HEPBHOW TKaHwu [7,14].

Mbl npuBoaMM COBCTBEHHOE KIMHM-
yeckoe HabnropgeHue cuHgpoma Mwun-
nepa duwepa y naumeHTa ¢ HogansHOM
HecneumpuLmMpoBaHHOM T-kneTo4Hon
nMMdOMON.

MauneHT E., 63 neT, rocnutannanpo-
BaH B OTAeneHuwe Tepanun Pecnybnu-

KaHckon GonbHuubl Ne1 — HauuoHanb-
Hbli UeHTp MeauuuHbl (PBNe1-HLIM)
(. AkyTck) ¢ xanobamu Ha OHemeHue
B HWXHUX W BEPXHWUX KOHEYHOCTSIX, He-
BO3MOXHOCTb Mepeasuratecs 6e3 no-
CTOPOHHEN MOMOLLM, pe3kyt crabocTb,
noBbllleHne Temnepatypbl go 38 °C,
CHWXeHne maccbl Tena Ha 10 Kr, Kalenb,
OQbILLKY.

M3 aHamHesa: boneH okomno 2 mec.,
KOr4a YBEMUYUIWCHL LWEeNHbIe, HaaKmo-
YMYHblEe NaxoBble NMMMOY3nbl, oTMeYa-
N0Cb exedHeBHOe MOBbILIeHWe Temne-
paTypbl Tena go 38 °C. Yepes 1 mec. ¢
MOMeHTa GomnesHu y nauueHTa nosiBu-
110Cb OHEMEHME B KOHEYHOCTSX, ABOEHNE
B rnasax, LaTkocTb npu xoabbe, nepe-
KOCMIIO MpaByto MOSIOBMHY nu1La, NpUCo-
eOVHWUMUCH Kallenb U oAblwka npu ¢u-
3M4eckomn Harpyske. 3a 2 mec. 6onesHu
n3-3a HapacTarwwen cnabocTtu B Horax
naumMeHT nepectan xoguTb. bBonbHoM
ObIN rocIUTanM3NpPoBaH B LIEHTPanbHyo
pavioHHyto 6onbHuUuy, oTKyda Obin Ha-
npaeneH B PBNe1-HLUM c¢ gmarHosom
nuvmdageHonaTnsa HesICHOro reHesa.

O6GbLEKTUBHO: MpU MOCTYNneHun o6-
lee COCTOsiHMe 6onbHOro TshKernoe.
KoXHble MOKpOBbl 4MCTble, OObIMHOM
oKpacku, akpoumaHos. lNpu nanbnaumn
yBENUYEHb! LIENHbIE, MOAMbILIEYHbIE U
naxoBble NMM@OY3nbl C 06enx CTOPOH,
NIOTHOM KOHCUCTEHUUKN, 6e300ne3HeH-
Hble. B nerkux OblxaHue npoBoguTCs C
06eunx CTOpoH, ocnabneHo B HMKHUX OT-
penax. ToHbl cepAua pUTMUYHBIE, MpU-
rnyweHbl. Al — 100/60 mm prt.cT. MNynbe
96 ya. B 1 MUH.

HeBponornyeckuii cratyc: B CO3Ha-
HUW, OpUWEHTUPYeTCA B COBCTBEHHOM
NINYHOCTW, B MECTE U BO BpEeMeHU npa-
BUMbHO. OMOLMOHanbLHO nabuneH. 3pay-
KM paBHble, hoTOopeakumus xueas. Ycra-
HOBKa rnasHbIx 00K HenpaBubHasa 3a
CYeT ABYCTOPOHHEro cxoAsLuerocsi cTpa-
B6usma, orpaHu4eHve OBMKEHUI rMasHbIX
A6nNoK BBEpPX W KHapyxu, NTo3 cnpasa,
avnnonusl. YyBCTBMTENbHOCTb Ha nuue
CcoxXpaHeHa, TpureMmHarnbHble Toukn 6es-
6onesHeHHble. JIMLO acUMMETPUYHOE:
onyLleH npa.blii yron pTa, narodranbm
cnpaBsa, CrraXeHHOCTb MOBHbIX U HOCO-
ryGHbIX cknagok cnpasa. Aucdarusa npu
npuemMe Xuakon nuwn. Peub HEBHATHaS.
PednekcoB opanbHoOro asToMaTuama
HeT. [NOTOYHbLIA pednekc OTCYTCTBYET.
A3bik N0 cpeaHer NuHMK. Banbin rmy6o-
Kv TeTpanapes (cuna B MbILLLAX CHUXe-
Ha o 2 6annoB). OuddysHas mbiley-
Has runoToHus. My6okne n nepuoctans-
Hble pednekcbl C PyK M HOF CHUXEHbI.
Mnotpodmsa mblwl, Hor. MunecTtesns no
TUNy «HOCKOB». B no3e PombGepra HeBo3-
MOXHO NpoBepuTb. KomneHo-nsATouHyto,
nanbLe-HOCOBYHO MNpoby HEBO3MOXHO
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npoBepuTb M3-3a napes3a. MeHuHre-
anbHbIX W NaTONOrMYECKMX 3HAKOB HET.
C/YMNTOMbI HaTsPKEHUST oTpULaTeNbHbIE.
®PYHKLMN TA30BbIX OPraHoB KOHTPONMpPY-
eT. OMOoLMOHaNbLHO naduneH.

[aHHble obcnenoBaHMs: obLMA aHa-
13 KpoBW — apuTpoumThl 3,76x10%%/n, re-
mMornobuH 10° r/n, nenkountbl 11x109%n.
QosnHodpunua 3%, TpombouunTsl
307x10%/n.  Buoxumudeckuin  aHanus
kposu: AJIT 10ea/n, ACT 11 ea/n, N
163 en/n, obwwmi 6enok 79 r/n. Anbby-
MuH 30 r/n, kpeaTUHWH 68 MKMonb/n,
MoyeBMHa 2,5 mmonb/ n, obwwuin ©ou-
nvpybuH 10,2 MKMoOnb/M,  Leno4Has
docoatasa 92,3 en/n, deppuTuH 216
MKkr/n, rnioko3a 8,35 mmonb/n. Kanun
2,8 mmonb/n, HaTpun 135 Mmonb/n, Tpu-
rmyuepuapl 2,05 mmone/n, obwun xone-
ctepuH 4,17mmonb/n. Koarynorpamma:
dnbpuHoreH 3,88, nNPOTPOMOUHOBBIN
nHpekc 103%, npoTpombrHOBOE Bpemsi
12, A4YTB 27.30 ¢, MHO 1,10. YpoBeHb
TTr 1,36 MME/n , ypoBeHb cBOGOAHOrO
TmpokcuHa (cB.T4) 12,80 nmonb/n (oba
ropmMoHa B npegenax HopMmel). Ceporo-
rmyeckue uccnegoBaHus (MMMyHodep-
MEHTHbI aHanu3) Ha cudunuc, BUPYC
UMmMyHogedmumMTa Yenoseka, renatut
B n C oTtpuuatenbHble. 3akniuveHne
CTUMYNSALMOHHOW  3nekTpomMuorpaduu:
Nnpu3HaKkM MopaKeHMUs1 MOTOPHbIX U CEH-
COPHbIX BOJTIOKOH CPEaMHHbIX, JTy4YeBbIX,
Oonblue- 1 mManobepLoBbIX HEPBOB MO
TUMNY aKCOHanbHO-AEMUENUHU3NPYIOLLEN
nonuHeBponaTmn Bbipa)KEHHON CTENeHw!,
rpybee no Hepsam Hor (M-oTBeT — abs).

Y3 nepudepnyecknx nmmdoysnos:
NnoaYentocTHble, NoabopoaoYHble JUM-
doy3nbl He yBENUYEHbI, yBENUYEHbI M-
doyansl WenHble (Hanbonblumin crnpasa
18x6 MM, cneBa 16x7 MM), 3afHe-LIe-
Hble (cmpaBa HavbGonbwuii 26x15 MM,
cnea 28x16 MM), HagKM4YMYHbIE (cnpa-
Ba Hanbonbwwuit 10 MM, cnesa Hanbormb-
wurn 19x11 MMm), NogKNYNYHbIE (CNpaBa
10 mm, cnieBa 10,2 MM), NoaMbILLEYHbIE
(cnpaBa Haubonbwui 41x16 MM, cneea
34x19 mm), naxoBble (cnpaBa Hanbonb-
wun 28x9,4 mMm, cneea — 28x10 mm).
Y3 opraHoB 6ptoLLIHOM MOMOCTK: rena-
TOCMMeHoMeranus, yrnrnoTHEHNE CUHYCOB
rnoyek, yBernmyeHHble NMmMdoysnbl B BO-
poTax neyYeHn 1 ceneseHKu.

3akrnyeHne peHTreHOBCKOM KOMMbHO-
TepHoOM ToMorpadun OpraHoB KreTKu:
BHYTpPUrpyaHas 1 nepudepuyeckast nmm-
hageHonatns, NPaBOCTOPOHHWI Napako-
CTanbHbIN NEBPUT.

3akntoveHne KT ronoBHOro Moasra:
NPU3HakM AUCUUPKYNSTOPHOW 3HLUeda-
nonatuu.

C [aumarHoctuyeckom uenbko  Obina
npousBeneHa OTKpbITasi Guoncusa yeBenu-
YEeHHOro LwemnHoro numdoyana. Mukpo-
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CKOMUYecKoe oOnucaHue MaTtepuana:
dparmeHTbl MIMMAONOHON TKaHU C Hapy-
LLIEHHOW CTPYKTYypOMn, oTMe4aeTcs And-
dysHo-oyaroBag nponudepaumnsa  atu-
MUYHBIX NMMAOLUTOB CpPeaHero pasme-
pa. OnyxoneBble KMETKN C 3KCNpeccuemn
CD4, CD5, bcl-2, CD2, CD43, EBV, npu
oTcytcTBumM pax5, CD79a, CD10, CD15,
CyclinD1, CD138, CD30, EMA, MUM1,
bcl-6, CD1a,CD246, CD56,CD57,TdT.
BoisiBneHa akcnpeccuss CD34 cocyna-
mun, CD23 B coxpaHHbIX y4acTkax ceTu
hONNUKYNAPHBIX  OAEHOPUTHBIX  KINETOK.
3aknodeHne:  HecneumuunpoBaHHas
T-knetovHasa numcoma.

BonbHOMy ObiInn npoBedeHbl 5 ce-
aHCOB  AMCKpeTHoro nnasmMadpepesa,
Tepanus BHYTPMBEHHLIM WMMYHOrNooy-
NMHOM, aHTMBUOTMKOTEPANUSA 1 MPOTUBO-
BMPYCHOE NnedveHne 6es xernaemoro pe-
3ynerara.

CocTosiHMe nauueHTa pesko yxya-
Wwanocb M3-3a MNPU3HAKOB [AblXaTerlb-
HOW HeJoCTaTOYHOCTU, B CBA3U C YeM
Obln nepeBedeH Ha WBJl. Hecmotps
Ha NpoBOAMMOE ne4vyeHue, y 6onbHOro
HapacTana AblxatenbHasi HegocTaTou-
HOCTb, KOTOpasi MU siBUNacb NPUYNHON
CMepTK Ha 22-e CyT nocne rocnurtanu-
3auunn.

3akntoyeHune. Takum obpas3om, faH-
Hble KIMMHUKO-NabopaTopHbIX U UHCTPY-
MEHTanbHbIX METOAOB MWCCMeaoBaHus,
3aKMYeHne MMMYHOTUCTOXMMUYECKOro
UCCNENOBaHNA  yAaneHHOro  LUeNHOro
nuMmadoysna — HecneuMdpuLMpoBaHHas
nepudepnyeckan T-knetodHass numdo-
Ma, YyKasaHWe Ha HeJaBHO NepeHeceH-
HYI0 BMPYCHYI WH(EKUMIO B aHaMHe3e,
OCTpOEe pa3BUTME HapyXHOW odTanbMo-
nnervu, runopednekcum u artakcuu, a
Takke AaHHble OMI, nogTBepxpatoLme
Hanmmyme nonuHeBponaTuM, NO3BONUMU
YCTaHOBWUTbL AMarHo3: Hecneumduumpo-
BaHHasA nepudepnyeckaa T-kneTovHas
numcoma, coyeTaHHas C CUHAPOMOM
Mwunnepa Puwepa.

BpemeHHOe  coBnageHve — pasBu-
TS HEBPOSIOTMYECKMX HapyLUeHUA C
T-kneTo4Hon numdomMon ¢ GonbLIOn Be-
POATHOCTBIO MO3BONSAET NPEAMNONoXUTb
X napaHeonnacTU4Yeckun  xapakrep.
Xota CM® knaccuyeckn accoummpyer-
CA C VMH(PEKLMOHHBbIMK 3aboneBaHnaMU,
B nepBylo oyepedb, ¢ Campylobacter
jejuni v Haemophilus influenza [17], B
nuTepaTtype onucaHbl KINVHUYecKkme Ha-
ontogeHusa passutnsa CMP y naumeHToB
c pakom nerkoro [10], numcpomon bep-
kuTTa [8].

B npencraBneHHoM Hamu crnyvae 06-
paliaer BHUMaHWE TsDKENoe TeyeHne
HEBPOSIOrMYECKMX HapyLleHUn, a UMEH-
HO pa3BUTWE TSDKEMOro BANOro napesa
C pa3BMTUEM [bIXaTenbHOW HeJoCcTaToY-

HOCTU, MOPaXEeHNEe MUMMUYECKUX MbILLILL.
CornacHo MHeHuto npodpeccopa O.C.
JleBnHa, nogobHble crnyyvan moryT ObiTb
pe3ynsratoM «Hanoxenus» CM® Ha
cuHaopom luneHa-bappe [3].

OrpaHunyeHnem Hallero HabnwoaeHus,
HECOMHEHHO, ABMATCS OTCYTCTBUE UC-
CcnefoBaHUs CbIBOPOTKN KPOBW Ha aHTK-
Tena K raHrnuo3naam, Kotopble BbISBMS-
totes y 95% naumenTtoB ¢ CM®; uccne-
[0BaHWe CNYMHHOMO3roBOW XWUAKOCTU AN
onpegeneHnsa 6GenkoBO-KNETOYHON AuC-
coumnaumu. B cBa3M ¢ 3TUM Mbl HE MOXEM
[OCTOBEPHO KOHCTaTMpOBaThb pas3BuThe
HEBPOMNOrMYECKNX HapyLLEeHUN B pamKax
T-kneTo4Hon NMMdoMbI, a Tonbko obpa-
TUTb BHMMaHWe Ha ux codvetaHue. Cne-
[oBaTenbHO, OTBET HA BOMPOC, MOXHO K
pasBuBLUMIACSA Yy 6onbHOro cuHapom Mun-
nepa duwiepa paccmaTpvsaTh Kak napa-
HEeoNnNacTU4eCKUN CUHOPOM, CBSA3AHHbIV
C HecneunduUUMpoBaHHON nepudepunye-
ckor T-nnmd oMo, oCTaeTcs CNOPHbLIM 1
COMHUTENbHBIM. CrnegyeT OTMETUTb, YTO
BO MHOTMX WMCCMeaoBaHusAX YCTaHoBMe-
Ha TpurrepHas porb BMPYCOB JniTenHa-
Bapp n uMtomeranoBmpycHomn nHeKLnn
B BO3HWKHOBEHUWM Kak NMMAEOM, Tak U
cvHgpoma Munnepa ®uwepa. Y gaHHoro
naumeHTa 6binnM oGHapyxeHbl oba BUpY-
ca B (hasde pennukauum, KOTopble MO
MOCMYXMWTb MYCKOBbIM MEXaHN3MOM B Of-
HOBPEMEHHOM pa3BuUTUM ABYX abcontoT-
HO pa3Hbix 3aboneBaHun. Kpowme Toro, y
nauneHTa He ObinM  onpeneneHbl OHKO-
HeBparbHble aHTUTena, WUCMoNb3yeMble
B KayecTBe OOHOrO W3 KpUTEepueB Mo-
CTaHOBKW JOCTOBEPHOIO UIN BEPOATHOIO
napaHeonnacT4eckoro  HeBposoruye-
CKOro cuHapoma. Tem He MeHee AaHHbIN
KNVHUYECKMN MpUMEp AEMOHCTpUpyeT
BO3MOXHOCTb ~ COYETaHMA  CUHApOMa
Mwunnepa ®uwepa ¢ HecneymdpUpoBaH-
HoW nepudepunyeckomn T-KNeTOYHON M-
domon, npeacTasnsoLLen cobon arpec-
C/BHOe 3aboneBaHue C kpaviHe Hebna-
ronpusiTHbBIM NporHo3oM. [poBeaeHHoe
naToreHeTM4yeckoe Ie4YeHne BbISABIEH-
HOro CMHAPOMA He BbI3Bano yrny4ylleHus
COCTOSIHUSI BOMbHOIO U He MOBMAMANO Ha
oXvaaembln HebGnaronpuATHBLIA NPOrHO3
OCHOBHOrO 3110Ka4yecTBeHHoOro 3abone-
BaHWs, MO NOBOAY KOTOPOro XMMUoTepa-
nust He GbiNa npoBedeHa BBWUAY KpanHe
TSKENOro COCTOSIHWA nauueHTa. Bobiwe-
OnMcaHHas coyeTaHHasi NaTonorns nog-
TBEPXKAAEeT He0OXOAMMOCTb NMPOBEAEHNS
OHKOJOrMYeCcKoro nomcka y nauueHToB ¢
cuHgpoMom Munnepa duwepa n 06s3a-
TENbHOTO OnpefeneHnsl OHKOHeBparb-
HbIX aHTWUTEr, UCNOMb3yeMbiX B AMarHo-
CTUKE napaHeonnacTU4eckoro HeBPOIO-
rMYecKoro CMHApPOMA, BCTpevaoLerocs
npu 3MoKa4YeCTBEHHBLIX OMyXomnsix pas-
NIMYHOTO MMCTOreHesa.
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M.C. CassuHa, O.H. MiBaHoBa, B.b. Eroposa, T.E. bypueBa

BPOXOEHHAA AYTOCOMHO-PELIECCUB-
HAA KATAPAKTA Y PEBEHKA CAXA

B cTtaTbe npeacTaBneH KNMHUYeCKni cnyqaﬂ BPOXAEHHON ayTOCOMHO-peLl,eCCMBHOVI KaTapakTbl, BepBble BbISBMEHHbIV y peGeHKa caxa 3 ner.
BpoxaeHHasi katapakTa — OTHOCUTENbHO peaKas NaTonorns, BCTpevaroLasncs y [eTen, HO YacTo SBMNSETCH NPUYNHON cnaboBuaeHns v cnenoTbl.
ot PaHHEro BbIABNEHUA U NeYeHna 3aboneBaHus 3aBUCUT BOCCTaHOBIEHNE 3peHna pe6eH|<a. WccnepoBaHusi nokasbiatoT, 4To oT 30 go 50%
BPOXOEHHbIX KaTapaKT Bbl3BaHbl rEHETUYECKMMUN MyTaUUAMN.

KntoueBble crnoBa: BpoXaeHHas katapakTa, AeTU, MOPOKN PasBUTUS, FeHETUKa.

The article presents a clinical case of congenital autosomal recessive cataract, first identified in a 3-year-old Sakha child. Congenital cataract
is a relatively rare pathology found in children, but it is often the cause of visual impairment and blindness. The restoration of a child's eyesight
depends on the early detection and treatment of the disease. Studies show that 30 to 50% of congenital cataracts are caused by genetic mutations.

Keywords: congenital cataracts, child, malformation, genetics.

BBepgeHue. Katapakton HasbiBaloT
3abonesaHne, npuBoAsLliee K MOMyT-
HeHuo xpycTtanuka (rmoboe cBeTopac-
cevBalollee MOMYTHEHWE XpycTanvka).
BpoxaeHHasa katapakTa, Takke U3BecT-
Has Kak Katapakta HOBOPOXOEHHbIX —
BHYTPUYTPOOGHOE MNOMYTHEHME XpyCTanu-
ka. MNo gaHHBbIM CTaTUCTUKK, BPOXOEHHAs
KaTapakTa SBNseTcst MPUYMHON CrenoThbl
y aeten ot 5 —20% [1,3,4,9]. Pasnuyatot
OOHOCTOPOHHWE W ABYCTOPOHHME KaTa-
pakTbl. VX MOXHO knaccudumumposaTb
no mopdponorun, npegnonaraemMon nnu
OMpeAeneHHON reHeTUYecKo NpuynHe,
Hanmmuumio cneunduydeckmx metabonuye-
CKMX HapyLUeHWI 1 CBA3aHHbIX C HUMU
MMasHbIX aHOManui WM CUCTEMHBIX
npu3Hakoe [8,13]. BpoxageHHas «kata-
pakTa PEeHOTUNNYECKM N FEHOTUNNYECKN
reteporeHHa M MOXEeT BO3HMKaTb W30-
NMPOBAHHO UMK B COMETaHUW C APYTMMHU
CUCTeMHbIMK  3aboneBaHnsAMKU. 3Ha4u-
TeNbHbLIV Mporpecc Obin AOCTUTHYT Npu
BbISIBIIEHNN MOIEKYNSAPHO-TeHETUYECKON
OCHOBBbI KaTapakTbl [6].

[Ma3 HaunHaeT pasBuMBaTbCs Ha 22-1
OeHb GepemeHHOCTM. XpycTanuk pas-
BMBAETCS M3 MOBEPXHOCTHOWM 3KToAep-
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Mbl. BonbWKWHCTBO hakTOpOB pocTa
dnbpobnacTtoB, npoayUMpyeEMbIX B
CTEKIOBMAHOM Tere, Heobxoaumbl Ans
anddepeHLmaunm BONIOKOH BTOPUYHOM
NVH3bI, MOCKOMbKY MOMNSIPHOCTb MMH3bI
obycnoBneHa akTopom pocTa, perynu-
pytowmm dunbpobnactel [1,2,6]. PAXS,
PITX3, c-Maf n FOXE3 — reHbl, koTOpble
KoOoupyoT 6enku, urpatoLme ponb TpaHc-
KPUMNLMOHHOIO hakTopa B pa3BuUTHM Xpy-
ctanuka. Mytaums noboro Genka npu-
BOOWT K AedEKTHON NPOAYKUMM JUH3bI.
[MepenHve snuTenuanbHble KNETKN Xpy-
cTanvka COXpaHsioT CBOK Mopdonoruio
1 nponundepaTrBHY0 CNOcobHOCTb, a 3a-
OHVe anuTenuanbHble KNeTkn obpasytoT
nepBMYHOE BOSTOKHO JIMH3bI [2,9].

Y MHOrMx OeTen C BPOXOEHHOM Ka-
TapakTol 3TMOMOrMA He WAeHTUULM-
poBaHa, OAHaKo MHOrvMe aBTOpbl CKIlO-
HSOTCS K @yTOCOMHO-OOMWHaHTHOMY
TMNy HacnegosaHusi. Hawmbonee pac-
npocTpaHéHHasa npuynHa GonblumnHCTBa
[OBYCTOPOHHMX BPOXAEHHbIX KaTapakT
— 3TO reHeTnyeckas mytauud. Mo gaH-
HbIM 3MMAEMUONOroB, YEeTBEepTb BCEX
BPOXAEHHbIX KaTapakT SABNANTCA Ha-
cnencTtBeHHbiMK [8]. BbisBneHo 6Gornee
NSATHaZLaTW reHOB, y4acTBYHOLWMX B 06-
pas3oBaHWM KatapakTbl, U HacnegoBaHne
yaiie BCEero ayTOCOMHO-LOMUHaHTHOE.
Bapvauns deHoTMNa KaTapakTbl $B-
nsaeTca pesynstaTtoM MyTauuyM B reHax
CRYAA, CRYAB, CRYBB1, CRYBB2,
CRBB3, CRYGC wn CRYGD [2,7,8,11].
BpoxaeHHass ayTOCOMHO-peLeccuBHasi
KaTapakTta saBnseTcs ogHUM 13 Hanbonee
pacnpoCTpaHEHHbIX  HACMNEACTBEHHbIX
3aboneBaHui cpeam TIPKOA3bIYHOTO Ha-

cenennsa Akytun (BoctouHas Cubupsb,
Poccus). AxkyTckuMmn reHeTukamu nog
pykoBoactBoMm k.0.H. H.A. BapawkoBa
BblfBIEHa MOMEKyNspHO-reHeTu4eckas
OCHOBa aHHOro 3aboneBaHus: MyTauus
B reHe FYCO1, HOCUTENbLCTBO MyTauum
c.1621C>T [5].

MyTauusi okasbiBaeT BMuAHUE Ha
CTPYKTYpy XpycTanvka rnasa. Wccnepo-
BaHWS HEKOTOPbIX aBTOPOB YKa3blBalOT
Ha TO, reHeTn4yeckas MyTaums NpMBOaUT
K W3MEeHeHMI0 OEenKoB KpUCTanNHOB,
O€enkoB KOHHEKCMHOB, (hbakTopoB pocTa
n metabonuama nunmaos [11]. MHoroo6-
pasue KIUHUYECKNX MPOSIBMEHUNA BPOX-
OEeHHOM KaTapakTbl MOXeT ObiTb 00y-
CMOBMEHO TEM, YTO MyTaLMsi OOHOIO reHa
NPVBOAWUT K pasHbiM (PEeHOTUMUYECKUM
N3MEHEHUSIM B pa3HbIX CeMbsiX. B To xe
BPEMSA pasnuyHble reHeTu4eckne MyTa-
UMM MOTyT NPOSIBNATLCS OAMHAKOBO, U
3TOT (paKkT MO3BONSAET NPeanonoXuTb,
YTO eCTb M gpyrme akTopbl, y4acTBylo-
wme B MOPMONOrnYecknx N3MeHEHUsIX
[1,2,7].

Xupyprmyeckoe BMeLLATENbLCTBO B
paHHeM Bo3pacTe W nocneaytLlas Kop-
pekunst 3peHnst Moryt cnocobcTBoBaTb
CBOEBPEMEHHON couuManbHoW apanTta-
unn pebeHka. [No3gHaa onepaunsi MoxeT
cTaTb NPUYMHOM CEHCOPHOM AenpuBaLun
N TakUX OCMOXHEHWN, Kak Kocornaswue,
HucTarm, OpMMpOBaHWE HenpaBwib-
Hou domkcaumn. Yem paHblue 6yaeT npo-
BeJeHa onepauus, Tem fy4dlie nporHos
BOCCTaHOBMNEHUs 3peHns pebeHka [1,4].
HecmoTps Ha paHHee onepaTuBHOE ne-
YyeHue, B nocneayoLwem y Aetein moryt
pas3BuUTbLCA ocrnoxHeHus [1,2,14].



