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CUHAPOM MHOMECTBEHHbIX SHAOKPUHHbIX HEOMIA3UIA 1 TUMNA

Cemén bopucosuu ITunckuil, Baadumup Anamonvesuy beno6opooos
(MIpKyTCcKmil rOCygapCTBEHHbI MEFUIIMHCKIIT YHUBEPCUTET, peKTOP — A.M.H., mpod. VI.B. Manos,
Kadezpa o61eil XUPYPIUU C KyPCOM YpOIOTHN, 3aB. — Ji.M.H., Ipod. B.A. Beno6opopos)

Pesrome. IIpencTaBneHo pefKoe HabMOfeHNe CHHAPOMA MHOXKECTBEHHOI SHTOKPMHHOI HeOITasuu 1 Tuia ¢ mopaxe-
HJfeM HaJIIO4YeYHMKa, IYITOBIHOI, OKOTIOIIMTOBUAHBIX I OPKETYROYHOI >Keres. [ToauepKkuBaoTCst 0COOEHHOCTI KIn-

HUMYECKUX HpOHBJ’[eHI/IIU/I "N TPYAHOCTN AMAarHOCTUKMN.

KnroueBbie cmoBa: MHOXKECTBEHHAS 9HAOKPMHHAsA HEOIUIa3Nsd, IMTOBUIHAA, OKOIOWMNTOBMIHAA M HOMKETyAOTHASA

JKene3bl, HAAIIOYE€YHMKN.

THE SYNDROME OF MULTIPLE ENDOCRINE NEOPLASIAS OF THE 1 TYPE

S.B. Pinsky, V.A. Beloborodov
(Irkutsk State Medical University)

Summary. The rare observation of the syndrome of multiple endocrine neoplasia of the 1 type with the lesion of adrenal
gland, thyroid, parathyroid and pancreatic glands has been presented. The features of clinical manifestations and problems

in diagnosis are underlined.

Key words: a multiple endocrine neoplasia, thyroid, parathyroid and pancreatic glands, adrenal glands.

CHUHZIPOM MHO>XeCTBEHHBIX SHIOKPMHHBIX HeOIIasuit
(MSH) — rpynma Hac/lefCTBeHHBIX 3a00/TeBaHNil, mepe-
Jarolyecs 0 ayTOCOMHO-IOMUHAHTHOMY TUITY C BBICOKOJI
CTENEeHDbI0 MEHeTPAHTHOCTY TeHa 1M BapuabelbHON 3KC-
HPECCUBHOCTDBIO, NPU KOTOPBIX OTMEYAaeTCs] CUHXPOHHOE
(qaie MeTaxpoOHHOE) pasBUTHME B ABYX Mau 60/ee opraHax
9H/IOKPMHHOM CUCTeMbI JOOPOKa4eCTBEHHBIX /TN 3/I0Kaye-
CTBEHHBIX OIYXOJell U APYIUX TUIEPIUIACTUYECKUX IPO-
11eCCOB C TIOBBIIIEHHOI IPOAYKIIel TOPMOHOB.

B ctpyxType MOH BbIIENAIOT TPM OCHOBHBIX BapMaHTa:
MO3H-1 (cunppom Bepmepa), MOH-2A (cungpom Cunia)
n MOH-2B (cunppom Iopnunra). PasButme cuHApoma
MO3H-1 reneTnyeckyu o0ycnoBreHO MyTaruet 11-if mapst
xpomocoM (11 q 13), B pesynbrare 4ero NpoMCXORUT IPO-
mudepanysi HelipOIHTOKPUHHBIX KIETOK.

MOSH-1 Bnepssie onucan Bepmep (P. Wermer) B 1954 1.
KaK COYeTaHVe ONYXO/IeBOTO MOPaKeHWUsS IapallyTOBUJ-
HBIX >Kejle3, IUIodu3a 1 MOMKeNTyLOYHOM Xele3bl B JBYX
CeMbsIX ¥ yKasaJl Ha HAC/Ie[[CTBEHHBIl XapaKTep NaHHOTO
3aboneBanus. Pactipocrpanennocts cuappoma MOH-1 co-
CTaBJIA€T OfIUH C/Ty4ail Ha OJVIH MIJUIMOH YeJIOBeK, a 4acTo-
Ta HaC/IeCTBEeHHOII mepepgady — 50% [8]. B oTeyecTBeHHOI!
NUTEpaType, B OTINYMY OT 3apyOeXKHOI, IPUBOIITCS He-
MHOTOYMC/ICHHBIE, @ 10 JJAHHBIM JaXkKe CIlelMaan3upoBaH-
HBIX K/IVHUK JIUIIb €IVHUYIHbIE HAOMIOJEHNs 9TOr0 CUH-
npoma [6, 8, 10].

IOna cuagpoma MOH-1 xapakTepHO IOpakeHue OKO-
nomyroBuaHbIxX xene3 (OLIXK), runodusa, nomxenynod-
Hoit xere3bl (IDK) u 3HaYUTENbHO peXke — BUIOYKOBOI
JKeJlesbl, JIETKMX, LIMTOBUIHOI >Kele3bl, HaJIIOYeYHIKOB.

YacToTa nopaskeHMs pasnNIHbIX SHJOKPUHHBIX JKejle3 IIpU
M3H-1 otnnuaercs: OIK — 90-100%, DK — 80%, ru-
modusa — 65%, Ha/JIOYEIHNKOB — 36%, IIUTOBYU/HOI XKe-
nesbl — 24% [7].

B xnmHM4Yeckux NposiBIeHMsAx cuHapoma MOH-1 ot-
MeyYaeTcsl 3HaYMTeNbHasl BapuabenrbHOCTb, 00YCIOBIeHHAS
XapaKTepOM HapyLIeHUIl (QYHKLUMII IOPaKEHHBIX >Kerle3
BHyTpeHHell cekpenyu. KinnHudeckas kapTrHa 3aboneBa-
HMA BO MHOTOM OIpefenAeTcs joKanu3alyeil, cTajiyeit,
CMHXPOHHOCTBIO JJIM METaXpPOHHOCTBIO (C MHTEpPBAJIOM B
HECKOJIBKO JIeT) PAa3BUTHSI OIYXOJIM U CTEIIeHbIO BbIPa>KeH-
HOCTJ MHOTOOOPasHBIX SHJOKPMHHBIX I METab0INYeCcKIX
HapymeHuii. CouyeTaHHOe MOpa’keHMe HeCKONbKUX 3HJO0-
KPVHHBIX JKejle3 Ha MOMEHT ITOCTAHOBKY AMarHo3a Haoo-
faeTcst TONbKO B 30% HAOMIONEHNIT, YTO CYILIeCTBEHHO 3a-
TPYHsIET CBOEBPEMEHHYI0 AMATHOCTUKY 3aboreBanus [8].

OpuyM 13 Hambosee paHHMX INPOSIBICHMII CHHpPOMA
MO9H-1 sBnsiercs nepBuyHblit runepnaparupeos (IITTIT).
VsBecTHO, yTo IITTI'T MOXKeT OBITH Tpex TUIOB: 1) ciopaau-
yeckuit; 2) cemennbiir ¢ MOH-1 i M9OH-2; 3) cemelnblit
6e3 MOH wiu cemeiiHbI M30MMPOBaHHbIA. [I0 JaHHBIM
JIVI. Vinnonurosa u coasT. (2010), cpern 115 60MbHBIX €
III'TIT y 26 runepnapaTpeos ObUI B paMKaX Hac/Ie[CTBeH-
Horo cuHgpoma MOH-1.

IToparxeHre OKONMOMUTOBUIHBIX >Kente3 mpy MOH-1 oT-
MeuaeTcs B 90-95% cry4aes. [unepnapaTtnupeos mpu MOH-
1, B oTmm4me OT CIOPafMYEcKOro ¥ CEMENHOIO U30IUpPO-
BAHHOTO, MMeeT psifi 0COOEHHOCTEN I, IIpex/e Bcero, 6o-
Jlee MATKOe TeyeHye 3aboneBaHys. IlepBble KIMHMYECKUe
IIPOsIBJIEHNST Yallle BO3HUKAIOT B Bo3pacte fjo 40 jet (mpn
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cropaguyeckoM — crapuie 50 jieT, Ipu CeMeTHOM U30/IN-
pOBaHHOM — [0 10 JIeT), IPeUMYIeCTBEHHO BBIAB/IACTC
muddysnas runepmrasusa OIDK (mpu cnopagudeckom — B
90-95% ameHOMa), HEPEKO BBIABIISIOTCS HOMOTHUTE/IbHbIE
OIIDK n HeTnmryHOe nx pacnonoxene. [Ipu IITI'TIT B pam-
Kax cuHppoma MOH-1 ormedeno nosbimenne yposua ITTT
B 1,19 pasa (ipu cnopapgudeckom — B 3,55 pasa), npeo6a-
maeT HopMoKanbivemus (77% cnydaeB) 1, KaK C/IEACTBIUE,
BBICOKast yacTtoTa (o 65% Habm0meHniT) 6€CCUMIITOMHBIX
dopwm [4].

Kmnanyeckne mpossrenna IITTIT npn MOH-1 Bech-
Ma pasHOOOpa3HBI, HepeKo IPOTeKalT Ha (oHe cTepToil
KIMHIYeCKOl KapTUHbI, 6€CCUMITOMHO WM MacKUPYIOT-
Cs CUMOTOMaMI JIPYTUX COCTaB/IAIIIMX 3TOTO CUHIPOMA.
B menax susyanmmsauym usmeHeHHbIXx OIIDK mcnonbsyroT
Y/IbTPa3ByKOBOE MCC/IeOBAHNUE, CHUUHTUIPAdUIO, MYIbTU-
CIUPaIbHYI0 KOMIIBIOTEPHYI0 TOMOrpadyio, MarHUTHO-
PE30HAHCHYI0 TOMOrpaduio, MO3UTPOHHO-IMUCCHOHHYIO
KOMIIBIOTEPHYIO TOMOTIpaduio, OFHO(POTOHHO-IMUCCUOH-
HYI0 KOMIbIOTepHYI0 ToMorpaduio. CodeTaHne 3Tux Me-
TOJOB C HOCTYIHBIMM JIa6OPATOPHBIMU MCCIeLOBAHVAMNI
(ompepeneH1e ypoBHell IMapaTTOPMOHA, OOIIEro M JMOHU-
3MPOBAHHOTrO Ka/lblid, pochopa, aKTMBHOCTY I[eTIOYHO
docaraspl) moBbILIaET TOYHOCTD FUATHOCTUKY 5O 90-95%
[7].

Omnyxomu nomxenynoyHoit sxenessl (IDK) nmpu cunnpo-
me MOH-1 BoisiBisitorest B 50-80% nabmopennit. Cungpom
MO3H-1 pmarHocTUpyeTCA B 6,9% Coy4aeB HepOIH/IO-
KPVMHHBIX OIIyXOJIell IO KelTyO4HOI >Keressl [2]. B cTpyk-
Type TOPMOHA/IbHO-aKTUBHBIX HEIPO3HIOKPUHHBIX OITyXO-
nent IDK vame BbLaBAtor racTpuHoMel (40-50%) u nHCy-
mHOMBIL (10-20%). IIpyrue HeilpOSHIOKPUHHBIE OIIYXOIN
IDK (rmroxoraHoma, BUIIOMa, COMAaTOCTaTMHOMA U Jp.) Ha-
6mofaoTcs KpariHe penko (2-5%). Jo 20-30% nabmromeHmit
COCTAaB/IAKT HeYHKLUMOHMPYIOLIME HePO3HIOKPIHHbIE
OITyXOJY, KOTOpbIe He MMEIOT CIel(UIecKoro CMHAPOMa
TOPMOHAJIBHON TMIIePPYHKIMN FOPMOHO3aBUCHMBIX CHM-
nToMoB [1, 5]. TopmoHanpHO-aKTVBHBIEe omyxomu DK sB-
TIAIOTCA OCHOBOJ XapaKTePHBIX CUHAPOMOB — 30//IMHIepa-
Ommicona (racTpMHOMA), TUIICPMHCYIMHM3MA (MHCYIN-
HoMa), Bepmepa-Moppucona (Bumoma). ITo pmanupim P.
Cougard et al. (2000), cuMMITOMBI TMIIEPMHCYINHM3MA B
29,5% HabmomeHMi! CTAaHOBWIVCH IE€PBBIMU IIPOSBICHMU-
amu cuappoma MOH-1. A.®. YepHoycos 1 coasrt. (2010)
€OOOLMIN, YTO FACTPUHOMBI B 26% C/Iy4aeB CTAaHOBMINChH
posABNeHneM cuHipomMa MOH-1.

IIpu BepuduimpoBanHbix HOBoOOpasoBaHmsx IDK
MIOCTAaHOBKY CUH/IPOMA/ZIbHOTO ¥ TONMYECKOTO [IMarHo3a
3aTPYJAHAT MHOTONMKME KIMHUYECKME MPOABIEHUsA, He-
penKo Majble pasMepbl OIYXO/Mel UM MX MHOYXKECTBEHHBIN
xapakrep [12]. Omyxomu IDK npu MOH-1 manndecrupy-
10T KapTUHOI IUIepdYHKIVOHAIbHBIX CUHIPOMOB O0ObIY-
HO B BospacTe 1o 50 jieT, a cpeHuil CPOK OT IIOSAB/IEHUSA
K/IMHUYECKUX CUMITOMOB O IOCTAaHOBKM JMarHO3a CO-
crasysiet 6onee 3-5 net [3]. Ina MOH-1 xapakTepHO Ha-
mnuue B IIDK MHOXeCTBEHHBIX MUKPOAJI€HOM, HEKOTOpbIE
U3 HUX MOTYT OBITh KIVMHUYECKY He(PyHKIMOHUPYIOLIVIMIA.
Topmononpopyumpyromue omyxonum IDK moryr ponroe
BpeMs CYIIeCTBOBATb U OECCUMIITOMHO YBEINYMBATbCA B
pasMepax, a UX KIMHIYecKas MaHudecTalys dalle cBA3a-
Ha C MEXaHMYECKUM CHABJIEHMEM OKDPY>KAIOUIMX TKaHEe! 1
OpraHOB, NIOAB/ICHNEM MeTacTasos [11].

Apenowmbl runodusa passusarorca y 50-60% 60/IbHBIX
¢ cungpomoM MOH-1 M COOTBETCTBYIOIMMM KIMHUYE-
CKUMM TIPOSAB/IEHMAMM aKpOMeTranuy, cuHapomMa Venko-
Kyunara. B 60/bIIMHCTBE C/Ty4aeB OHM ABJLAIOTCSA IPOJIAK-
TUHOCEKPETUPYIOIMMY MaKpOaleHOMaMI TI€PeIHeN JOmn
runodusa.

OpHMM 13 KOMIIOHEHTOB cuHApoMa MOH-1 aBnAwTca
KapIJHOUJHbIC OIIyXO/IN, KOTOPBIE II0 JAHHBIM 3apy0Oex-
HBIX AaBTOPOB BBIABIAKTCA B 5-15% COOTBETCTBYIOIINX Ha-
6mopenuit [14, 17]. ITo nanubiM R. Gagel et S. Marx (2008),
pu cungpome MOH-1 B 2% ciyyaeB BBLABILACTCA HePYHK-
LIVOHMPYIOWNIA KapUUHON], BUIOYKOBOI JKenesbl, B 4% —
He(pYHKUMOMHPYOWNI KapLyHous 6ponxoB u 10% — He-

Cubupcxuti medurunckuti sypHan, 2012, Ne 1

GYHKLUMOHMPYIOMMIT KapLUHONT KeMTyJOYHO-KIUIIEYHOTO
tpakrta. [Ipy MOH-1 yacrora 3/10Ka4ecTBEHHOI (OPMBI
KapLVMHOMJA BUJIOYKOBOI JKele3bl cocTaBsAeT okono 70%,
a KapuuHoupga 6ponxa — okono 20% [14, 15].

Mbl pacnonaraeM [ByMA HAOMIOLEHMAMHU CUHApPOMa
MOH-1. B ogHOM 13 3TUX HAOIIONEH I, ONICAHHOIO HaMI
paHee [9], AMarHOCTUPOBAHO pefKOe COYeTaHNe HePOIH-
TOKPMHHBIX OITyXOJIell 5 pas/IMYHBIX TOKa/IM3aLIi C OTCYT-
CTBUEM XapaKTEePHBIX KIIMHNYECKVX IIPOABICHNIL: TUIIYHO
PAacIIoN0>KeHHOJ TOPMOHAIbHO-aKTUBHOM agenoMbl OIK
u HedyHKUMOHMpYIOLIell runeprrrasuposannoil OIDK B
HepegHeM CPefOCTeHNM, FOPMOHA/IbHO-aKTYIBHO OITyXO/IN
runodusa (IPOTAKTMHOMA), ATUINIECKOrO KapLUHOMAA
JIEBOTO BePXHEHOIeBOr0 OpoHXa, HeyHKIMOHMPYIOLINX
onyxoneit IIDK n nesoro nagnoveynuka. Cnemyer oTme-
TUTD, YTO B OT@YECTBEHHOI IMTEPAType MBI He BCTPETIIN
COoO01eHNTT 0 HAOMIONEHNSIX KapLuHouaa OpOHXa KaK Ofi-
HOTO 13 KOMITOHEHTOB cuHgpoMa MIOH-1.

O rTpymHOCTAX M ommbKax pAuarHocTukun MOH-
CUHJpOMa, 0COOEHHOCTEl! JMHAMUKY PasBUTHUA 3a00/eBa-
HUA U IOC/IeOBATe/IbHOCTU IIOABICHNA HelPOIHIOKPYH-
HBIX OIIyXOJIell ¢ paslINyYHOM (YHKIMOHATbHON aKTUBHO-
CTBIO CBUJIETE/ILCTBYET U BTOPOE Hallle Hab/moeHue, KOTo-
poe IIPMBOIMM HIDKE.

Bonvnas [I., 67 nem, nocmynuna 6 KAuHuxy ooujeti Xu-
pypeuu MITMY 06.11.2007 2. ¢ sanobamu Ha 6onu 6 snuea-
CMPAanvHOLl 007acMU, HUNCHEZPYOHOM U NOSCHUMHOM Omde-
71aX N0360HOUHUKA, HO2AX NP X00bbe, napecmesutl 8 KOHeH-
HOCMAX, 00U4YI0 CA60CMD, PA3OPANCUMENLHOCHIb, 00bIULKY
npu gusuueckoii Hazpysxe. M3 anammuesa: 6 2002 2. enepsvle
ommemuna noseéneHue 6oseil 8 INULACMPATLHOL 067acmU,
Komopuvle ObLIU yMepPeHHOL UHMEHCUBHOCINU, INU00UHECKU
803HUKANU Hepe3 1,5-2 uaca nocne npuema nuuy, cnabocmo,
4yecmeo eopequ 60 pmy. bowna o6cnedosana ambynamopHo
no mecmy xumenvcmea (e. Aneapck). Ilpu penmeenoscxotl
KOMNbIoMepHOTi momoepaguu: cmpykmypa nooxuceny0o4Hol
Jicesnie3vl 6 0671ACMU 2071068KU U tenid 00HOPOOHAsA. B obnacmu
Xe60cma no0xuceny004HOLl iHesne3vl 8blABNIEHO 00NONHUMENb-
Hoe 2unodeHcusHoe o0pazosamue okpyenoi gopmol, ¢ uem-
KUMU U POBHBIMU KOHIMYPaMU, 00HOPOOHOE O CHPYKMype,
ouamempom 2,1 cm 6 duamempe. Ykasarnnoe 00pazosaue He
HAKANZIUBAEN KOHMPACH NOCTIe 8HYMPUBEHHO20 YCUTIEHUS.
Iapananxpeanvras xnemuamxa He usmerexa. B npoexyuu
7166020 HAONOUEUHUKA, MENOY €20 HOMKAMU, BbiA67IEHO 00-
nonHumenvroe, Goavudetl wacmvio eunooercusroe (-22 ed
H) obpasosanue oxpyenoii $opmol, ¢ HemKUMU U POBHLIMU
KoHmypamu, ouamempom 2,5 cm, ¢ 00cmamo4Ho 4emxotl
usodercusHoti (43 ed H) xancynoii u u300eHCUBHbIM Npu-
cmenounvim (34 ed H) xomnonenmom (0,5 cm 6 duamempe).
Iocne enympusentoeo ycunenus (mpasoepag 76% — 20,0
M71) He3HAYUMENbHO 603POCU NOKA3AMENU U300eHCUBHOI
KANcyznvl U NPUCeHOUHO20 U300eHCUBHO20 KOMNOHEHMA,
nokazamenu 2UN00EHCUBHO20 KOMHOHEHMA He U3MeHU-
nucv. B eepxmem ceemerme ne80ti nouku onpeoensnucy 2
2UN00EHCUBHBIX 00PA308AHUS, PACNONONEHHDIX UHMPANa-
PEHXUMAMO3HO, ¢ YeMKUMU U POBHLIMU KOHMYPAMU, PA3-
mepamu 1,1x1,0 cm., 1,2x1,3 cm, 00HOpOOHbBIlE NO CIPYKMY-
pe, He HaKannusarusue KOHmMpacm nocsne 6/6 ycunenus. B
sepxHell 2pynne uauiewek NPABOLl NOUKU ONpedensTemcs
eOuHu4Hoe, eunepoeHcusHoe ekmwuerue ouamempom 0,2
cm. 3axnwuenue: PKT- kapmuna xpoHu1eckozo KucmosHo-
20 nankpeamuma, KUCma x60cma nooxeny004Hol Jerne3ol,
06vemHOe 00pa3068atie 1€6020 HAONOHEHHUKA, KUCHIbL 1€601
nouKU, MUKPOZIUM NPAGOTL NOUKU.

Bonvnas 6vina nanpaenena 6 xupypeueckoe omoeneHue
Upxymcxoti o6nacmuoii kaunuueckoti 601vHULbL, 20e HAX0-
ounacy ¢ 27.01.2003 no 07.03.2003 2. ITocne dononHumenvHo-
20 06cne0o6anust vicmasnen NPpedonepauuoHHvIL OUAZHO3:
adeHoma 71e6020 HAONOUEHHUKA, XPOHUUECKUL KUCIO3HbILL
nawkpeamum, KUcma x60cma nooxeny004Hol Hene3vl, ny-
NOYHAS 2Pbia, UueMuUecKas 60e3Hb cepouyd, CUCONUYe-
ckas apmepuanvras eunepmensus. 03.02.2003 2. npousse-
dena onepauus: a0peHanIKMOMUs Ceéad, uccedeHue KUCHbl
X60cma nooxeny00HHoOLl Jiesne3vl, NynouHoe zpoiieceveHue.
Tucmonozuueckoe  uccnedosanue: — adpeHOKOPMUKATLHAS
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CBEMIIOKTIEMOYHAS A0eHOMA HAONOYEUHUKA, CHeHKA KU-
Cmbl n00KHeny00uHOL KHene3vl npedcmasneHa @GuoOpo3HOLi
MKAHDIO, BbICINAAHA YNAOWLEHHDIM KYOUHeCKUM dnumenu-
em. IlocneonepayuoHHolii nepuod OCIONHULCA Pa3sumuem
0Cmpo2o NaHKpeamuma, KOmopuiti Ovi1 KynuposaH Koxcep-
8aMUEHOL AHMUPEPMEHINHOL, NPOMUB0B0CNATIUMENLHOU U
anmubaxkmepuanvHoll mepanuet.

B meuenue 3-x nem nocne onepayuu nepuoouecku bec-
noxounu 601U 6 npasom nodpebepve U Me302acMpPul, 20peHs
60 pmy, 06ujas cnabocmo. B anpene-mae 2007 e. cmanu 6ec-
NOKOUMb 007U 6 HUNCHEZPYOHOM U NOSCHUMHOM 0MOenax no-
360HOYHUKA, KOMOPbLE YCUNUBATUCH NPU HAPY3Ke U YMeHb-
WANUCL 8 NOJIOKEHUU 7iexd, OONIU 8 HO2ax ¢ uppaouaiue
6 NAX08Y10 0671aCMY, napecme3uu 6 KOHEYHOCINAX, HApyuie-
Hue cHa, 06wyas cnabocmo, noxydarue. ITpu 06cnedosanuu 6
Hpxymckom obnacmuom 0uazHOCUUECKOM UeHmMpe 6blA6-
JIeHbL 8bIPANEHHDIL CUCEMHDILL 0CIEONoPO3 ¢ MAKCUMATTb-
HOUL nomepeil KOCMHOLL MACCbL 8 N0360HOUHUKE, MOYEKAMEH-
HAasA 6071e3Hb (KAMHU NPABoli NOUKU), NOBbIUIEHHbLE YPOBHU
napamupeoudHozo 20pMOHA U KANbUUS 8 CblBOPOTNKe KPOBU.
Hanpaenena 6 knuHuKy ¢ nodospenuem Ha nepeutHvlii 2u-
nepnapamupeos.

IIpu nocmynnenuu: obujee cocmosHue y0067emMe0pU-
menvroe. Pocm 149 cm, eec 80 ke. Pocna u passueanaco
coomeemcmeenHo eospacmy. CemeliHbili OHKOAHAMHES He
omszoujer. Cosnanue scHoe. Tlonoxenue axmueHoe, Kox-
Hble NOKPOBbL HUCHble, 00bIMHOTI OKPACKU U BIANHOCIIU.
IIpu xo00vbe onupaemcs na mpocmo. Ilanvnayus napa-
8epmMebpanvHbIX MOUeK U OCMUCIBIX 0mMpPOcmKos 6ore3-
HEHHAS 6 ePYOHOM U NOACHUMHOM OMOeNax N0360HOYHUKA.
Obwvem OsusceHuti 6 cycmasax u NO360HOYHUKE COXPAHEH.
Iepugpepuueckue numgoysnvi He ysenudervl. B neekux ovixa-
Hue 6e3UKynApHoe, Xpunos Hem. ToHvl cepoua AcHovle, pumm
npasunvrviil. YCC 72 yoapa 6 1 mun, ALl — 170/100 mm pm.
cm. XKusom okpyenoii popmol, msizkuil, cneza 60ne3HeHHbILL 6
npasom nodpebepve u mezozacmpuu. Ileuenv y xpas pebep-
Hoii 0yeu. Cene3eHKa u nouxku He nanvnupyromcs. B npasoti
dore WUMOBUOHOLL KHeenle3bl NP NAIbNAyUY onpedensemcs
obpasosanue 0o 2 cm 6 Ouamempe, MseKO-IMACMULECKOLI
KOHcucmeryuu, 6e3007e3HeHHOe, HO0BUNHOE NPU e/IOTNAHUU.

Obujue ananusvl Kposu u Mo4u 6 npedenax HoOPMbL.
Buoxumudeckuii aHanu3 Kkposu: TMUPOKCUH c60000HbLL
(T4) — 12,4 nmonv/n (Hopma — 12-22), mupeomponHuiil
eopmor (TTT) — 3,2 mx/ME (0,27-4,20), entokosa — 5,8
mmonv/n (3,89-6,38), kanvuuii — 2,82 mmonv/n (2,1-2,6),
napamupeoudnoviii eopmorn — 326,2 ne/mn (15,0-65,0), goc-
pop — 0,8 mmonv/n (0,83-1,48), wenounas docpamasa —
225,5 E0/n (0-240), xopmuzon — 475,2 nmonv/n (171-536),
nponakmun 230 mEd/n (90-540). Codepycanue xkanvuyus 6
cymounoti moue — 14,63 mmonv/cymxu (2,5-7,5).

OcmeodeHcumomempus. NOACHUUHO20 0moend hno3e0-
HOYHUKA U 1MA300e0peHH020 CYCMAasa: vlpanieHHoe CHUMce-
Hue MUHepanvHoll naomuocmu Kocmuoi mxanu. Ilomeps
KOCMHOTL MACCbL N0 CPABHEHUIO C 803PACMHOL HOPMOTL CO-
cmasnsem 33% no cpasHeHuro ¢ B03pACMHOL HOPMOLL.
Penmeenomoppomemputeckie nokazamenu 6 npeoenax 0o-
nYCMumMbLX 3Ha4eHULL.

Tammacyunmuepagpus OLDK ¢ paduopapmnpenapamom
99mTc mexnempusn. B mupeouduyio pasy susyanusupyemcs
06vumo pacnonoscennas IIDK, nenpasunvroti popmot ¢ do-
CAMOYHbIM HAKONJIEHUEM U HEPABHOMEPHBIM pacnpedersie-
Huem POII. B napamupeoudnyro $pasy u3yanuzayusi oxosuo-
ULUIMOBUOHDLX JHcesle3 He BblABIIeHA.

Y31 LIDK ¢ uysemHovim 00NNepoSCKUM KAPMUPOBAHU-
em. Jlesas dons wenesvt 4,2 x 1,5 x 1,4 cm, 06vem 4,22 cm 3,
npasas 0ons 4,1 x 1,4 x 1,2 cm, 06vem 3,3 cm 3. Obvem scetl
acenesvl 7,52 cm 3, nepeweex 0,3 cm. Pacnonoscenue munuu-
Hoe, KOHMYPbl POBHbBLE, IX02EHHOCMb 00bIMHAA, CPYKMYPa

00HOpOOHAs. B HusicHetl mpemu npasoii 0onu noyupyemcs
1309xX02eHHOE HEOOHOPOOHOEe C AHIXO2EHHUIM BKIIIOHEHUEM
obpazosanue pasmepamu 2,3 x 1,0 cm. Minmencusrocmy Kpo-
80MOKA 6 napeHxume sicese3vt 00viuHAA. PeeuonapHoie num-
doysnvL He noyupylomca. 3axnmoderue: 60nvule 0AHHbIX 30
y3en npasoti 00U ¢ KUCIMO3HOTL OezeHepayuet.

PKT ILIDK. Pasmepor u nnomuocmv IIDK 6 npedenax
Hopmot. B npasoii done IIDK o6Hapysxcen okpyenviil, u3odeH-
cusHbvili k mxanu sxenesvt (+92HE) ouae, ocparnuentoiii om
MKAHU Jenie3vl 2UN00eHCHOT MAeKOMKAHOU HNPOCIOTKOLL.
3axniouenue: y3nosoe obpaszosarue npasoii donu IDK.

Tonkoueonvnas  acnupayuonuas  ouoncus DK
3axniouenue: nyHKkmam npasoti 0onu npedcmasnien macca-
MU KOZIZIOUOA.

KT mypeukozo cedna. 3axmouenue: namonoeu4eckux
04a208 1 00DEMHDLX 00PA308AHULL He BbIAETIEHO.

QI7IC — CMeUanHbLTl 2acmpooyooeHum.
Buodeokononockonus — kamapanvHolii Koaum.

IKT' — cunycosviii pumm, YCC 88 6 1 mun, eunepmpo-
Pus ne6ozo senyoouxa, Ougddysmvle HAPYUIEHUT NPOLECCOE
penonapusauul 8 Moluile 186020 Heryo0oUuKa.

Ha ocnosanuu pempocnekmueHozo aHanu3a anamwe-
CIUYeCKUX OaHHbIX, De3yIbmamos nposedeHHoz0 06ce-
008AHUSA U ONEPANUBHO20 JIeHeHUS YCIMAHOB8/IeH OUAZHO3:
cunopom MOH-1 (cundpom Bepmepa). Obpasosaruss 6
Haono4edHuKe, 6 NOOHKENYOOUHOU U UUMOBUOHOL KHcerle-
3ax He umenu cneuuPuUecKux KIuHu4eckux nposeneHuti u
XAPAKMePHbIX USMEHEHULl 20PMOHANIbHO20 NPOPUAA, MO
Odem OCHOBAHUE CHUMAMb UX HePYHKUUOHUPYIOULUMLL.
TunepdyHrkyuonanvrolii cuHOpom 6 Hauiem HAbT00eH U 06-
YCI067IeH NEPBUHHBIM eUnepnapamupeo3om 6credcmasue no-
svitenHoti npodykyuu napameopmona OLDK. Memunnuiii
0UazHO3 YCIMAHOB/IEH MOJIbKO Hepe3 5 iem HAOM00eHUs, 4mo
ob6vACHAemMCA OWUboUHOTI UHmMepnpemavueil xapakmepa
BLIAB/IEHHDIX 00PA306aAHULL HA PAZHLIX dMANnax 06cnedosa-
HUST U ux npunaonexHocmoio k MOH-cunopomy.

Ipynny pucka mo MOH-1 f0/DKHBI COCTaBIATh NINLA
C TEPBUYHBIM TUIIEPIAPATUPEO3OM, OIYXONAMM IOJ-
JKEYJOYHOM  >Ke/lesbl, runodusa, HAJIOYEYHUKOB.
HacnencTBeHHbIT XapaKkTep JAHHOTO 3a060/IeBaHMA CBUJe-
TEJIbCTBYeT O HeOOXOMVIMOCTU KpajiHe BHUMATEIbHOTO OT-
HOUIEHNA K M3YYEHMIO CEMEITHOTO aHaMHe3a.

OcraeTcs HeOIHO3HAYHBIM BOIIPOC O BBIOOPE JIe4eOHOI
TaKTUKM Npu cuHApome MOH-1. BonbmuHCTBO aBTOPOB
ABNIAIOTCA CTOPOHHUKAMM aKTUBHOM XMPYPIMYECKOI TaK-
TUKU TIPY TOPMOHONPORYLMPYIOINUX OIYXOIAX HOMIXKe-
JIYOYHOM ¥ OKOJMOUIMTOBUJHBIX JKe/le3, Ha/lOYeYHMKOB.
Bmecre ¢ TeM, OCTaIOTCA CIIOPHBIMU OIIpefie/ieHIie 3TAIHO-
CTM JIEYEHNUA C YIETOM JIOKa/MIU3aLMIU OITyXOJIel, NX XapaK-
Tepa U 9HAOKPMHHON aKTUBHOCTH, a Takke 00beMa olepa-
TUBHOTO BMeLIaTeNbCTBA.

BonmpmIMHCTBO aBTOPOB CYMTAIOT, YTO OIEepaTHBHbIE
BMemarenbcTBa Ha OIJK fomxHBI IpefiiecTBoBaTh Ole-
paumsam Ha IDK. BenencrBue npeobmaganus npu MOH-1
runeprasuy Beex OIIJK 1 BbICOKOI YacTOThI PeLUINBOB,
0CTaeTCsl CJIOKHBIM pellleHue BoIpoca 06 o6beMe olepa-
v Ha OIIDK. HepeweHHoit ocTaeTcs mpobjeMa BefjeHIs
[aNMeHToB ¢ cuHApoMoM MOH-1 npu 6eccMITOMHOM Te-
yenyu IITTIT u Hopmokanbimemun. [Tpu go6pokadecTBeH-
HbIX onyxonAx DK MHOTE peKOMEHIYIOT BBITOTHATD MaK-
CMMaJIbHO 3KOHOMHBIE OIlepalluii C Le/IbI0 IPOQUIaKTUKI
PasBUTHA CaXapHOro AmabeTa M BHELIHECEKPETOPHON He-
TOCTaTOYHOCTH >KETIe3bl.

B HamreM HaOIOfeHNN, C YI€TOM BO3MOXXHOCTHU PelLiy-
[MBa OITYXOJieil ¥ BBIACHEHM A MOPaykeHMA NPYTUX OPTaHOB,
TPYSHOCTM B BU3Ya/lM3aLUM HATOTOTMYECKM M3MEHEHHBIX
OIIDK n ux mopdornorun (maparupeoajgeHoMa, TUIIepIIIa-
311) PeKOMEHIOBaHO IMHAMIYecKoe HaO/loieHue.
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KIMHUYECKUIA CNYYAN KPUOTNIOBYJIMHEMUYECKOTO BACKYJIUTA B MPAKTUKE BPAYA-HEBPOJIOTA

Mnna Nzopesna Xaxumosa, Enena Muxatinosna Axynosa
(MpxyTckumit 0671aCTHOI KIMHUYECKUIT KOHCYIbTaTYBHO-AMAarHOCTUYeCKMII IeHTP, I/l Bpad — K.M.H. VI.B. Yirakos)

Pestome. IIpencraBien crydail BHEIIEUCHOUHBIX IPOsABIeHMIT XpoHudeckoro remaruta C B Bie KpUOIIOOyIMHEMNU-
4eCKOTO BAaCKy/IUTa C MOPaXXeHNEM COCY0B TOIOBHOIO MO3Ia I IepudepriecKoil HepBHOI CUCTeMBI ¢ pOpMIpOBaHIEM
sHIeanonaTy (BecTNOYI0-KOOPAMHATOPHBIE HApYyLIeHN, Liearum, TerKie KOTHUTUBHBIE PAaCCTPOIICTBA), MUOIIATIYe-

CKOT'O ! TIONMVTHEBPUTUYECKOI'O CMHIPOMOB.

KroueBsbie cmoBa: KPI/IOI‘}IO6YJ'H/IHCMI/IH, BAaCKy/INT, BMPYCHBIIZ rematut C.

A CLINICAL CASE OF CRIOGLOBULINEMIC VASCULITIS IN NEUROLOGIC PRACTICE

Inna Igorevna Khakimova, Elena Mikhailovna Akulova
(Irkutsk Regional Clinical Advisory Diagnostic Centre)

Summary. The rare case of hepatitis C extrahepatic manifestations in the form of cryoglobulinemic vasculitis with
involvement of blood vessels and peripheral nervous system has been presented. The patient had encephalopathy with
vestibule-coordinating disturbances, myopathic and polyneurotic syndromes.

Key words: cryoglobulinemia, vasculitis, virus hepatitis C.

B mocrnepHye rofpl B IuTEpaType MOABIACTCA BCe 6OTIb-
11e cOOOIIeHMIT O BHEIIeYeHOYHbIX nopakeHmsax npu HCV
(nudexunn BupycuHoro renaruta C). HacToTa BHeleuYeHOY-
HbIx nopaxenuit npu HCV-nudexuyn no pesynpratam ns-
ydeHys1 6O/IBIINX IPYIIT OOIbHBIX, 00C/IEJOBAaHHbIX B Terna-
TONOTMYecknx neHTpax EBpomsl, coctaBiger 40-74% [1].
Hanbomee BaKHBIM pe3y/IbTaTOM M3y4YeHMs BHeIEYCHOY-
HbIX nposiBieHnit HCV-uHdpekunu sBUIOCh yCTaHOBIEHNE
ee oM B Ka4eCTBe OCHOBHOTO 3TUOJIOTMYECKOro GakTopa
CMeIIaHHON KpuornobymHemyy. Kpuorno6ymHs — 210
CBIBOPOTOYHBIE JMMYHOITIOOYIVHEL, OO/Majjaloliye aHo-
MaJIbHOI CHOCOOHOCTBIO K 06paTHMON IPeLUIINTALIVIN IIPU
HM3KOM TeMIlepaType.

KprornobynaeMudecknit CMHAPOM HpefCTaBIAeT CO-
6071 CHCTeMHBIN BAaCKY/IUT (TMCTOIOTMYECKM -TIENIKOIMTOK/Ia-
CTUYECKNIT) C NPEMMYILIECTBEHHBIM INOPKEHMeM MeJIKMX
cocynoB (KaIVJULAPBI, BEHY/IbI, apTePUOJIbI) Y BO3MOXKHBIM
BOBJIEUEHNEM B IIATONIOTMIECKNUI IPOIECC PA3TMIHBIX Op-

raHoB 1 crcreM. Hamboree 4acTo 9TO KOXKHBII BaCKY/IUT
(80-100% 60mbHBIX), TOpasKeHNEe CYCTaBOB (0 75%), B TOM
9IICIIe B COCTaBe K/IACCUIeCKOlT Tpraabl MerbTiepa (KoxHast
nypuypa, cr1aboctb, apTpanruy), Hepudepudeckoi Heps-
HoMt cucrembl (20-25%), cunnpom Pertno (20-25%). Bonee
PEIKO B TATOJIOTMYECKMIT IIPOL|ECC BOBJIEKAIOTCSI COCYHBI
JKeJTyJOYHO-KIIIIEYHOTO TPAKTa, TOIOBHOTO MO3Ia I CepALa
[2].IIpucTambHOE M3ydeHMe CUCTEMHBIX IIOPKEHMIT IIpu
XPOHMYECKOM TeIaTUTe BUPYCHON STMOMOIMY C UCIIOIb30-
BaHIEM HApsANy C TIATeTbHBIMU KIMHNYECKUMM (BUPYCO-
JIOTMIECKIMI) MICCTIEIOBAHNSAMI MOP(OIOTIIECKIIX, VIMMY-
HOTHCTOXVIMIYECKIX METOJOB, SMEKTPOHHOI MUKPOCKOINN
HO3BO/IIJIO TOBOPUTh O XPOHMYECKOM TeIaTUTe, KaK O Te-
HepaINM30BAHHOM CTPAaJaHNUM, BOBIEKAIOLINM B CVCTEMHBIIL
IIPOLeCC CaMble pas3/MIHble OPraHbl 1 CUCTEeMBI [1].

B pacrosHaBaHMM BHENEYEHOUIHBIX IIPOSIBIEHNUIT XPO-
HIYeCKMX 3a00J/IeBaHNIT [EeYeHN HEPEIKO BCTAKT Cepbes-
Hble [MarHOCTHYeCKue MpOO/IeMbl: BHEIEYEHOYHbIE II0-
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