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lNpobrnema MHOXecmeeHHOU 3HOOKPUHHOU Heorniasuu 00 Hacmosiueao 8peMeHU He00CMamoYHO U3yyeHa, U ¢ Hel rpakmukKyro-
wue epadu 3HakoMbl Maso. B ornucaHHOM criydae Heknaccudeckas MaHugecmauyusi cuHopoma MOH-I e meuerue 10 nem nposisunack
coyemaHueM y3/1080U 2urnepriia3uu OKomouumoeuUdHbIX Xxenes, (hyHKUUOHaIbHO akmusHoOU 00bpoKkadyecmeeHHOU OryXorbio Nodxe-
1y0o4HOU Xene3bl U 08yXCMOPOHHeU eurneprina3uel Hadrnoye4yHUkos. Beriedcmeue ducmarnbHOU pe3ekyuu nooxenyOoyHOU Xerne3sbl
10 No8o0dy UHCYNUHOMbI y 60bHOU pa3eursics NaHKpeamo2eHHbIl caxapHbil Ouabem ¢ omHocumenbHOU UHCYnUHO80U Hedocmamoy-

HOCMbH.
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Case of the syndrome of multiple endocrine neoplasia

type | (MEN-I)
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The problem of multiple endocrine neoplasia is still under study and practitioners know little about it. In the described case the
unclassical manifestation of the syndrome MEN-I during 10 years manifested by a combination of nodular hyperplasia of the parathyroid
glands, functionally active benign pancreatic tumor and bilateral adrenal hyperplasia. Due to distal pancreatectomy concerning
insulinoma the patient had a developed pancreatogenic diabetes with relative insulin deficiency.
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CMHAPOM MHOXEeCTBEHHOM 3HAOKPWHHOW Heomnniasuu
(M3H) po cnx nop MpakTUKYKOLWWM BpayaM M3BECTEH
Mano. 3TMM TepMuMHOM o0603HavaeTcsa rpynna CUHApPO-
MOB, BbI3BaHHbIX OMYXOASMW WAW runepnaasuen He-
CKOJIbKMX 3HOOKPWHHBIX Xene3. B nocnegHee Bpems B
CBA3M C co3aaHueM 6osee coBepLleHHbIX METOA0B TOMNU-
YECKOM AMarHOCTUKM YNCIo 60/bHbIX C SHAOKPUHHbBIMU
ONyXxXoNAMU NOAXeNyAOYHOW Xefe3bl 3HaYMUTEIbHO BO3-
pocno. B nocnegHue roabl K 3TOM NaToNOrMmM npuKoBa-
HO BHMMaHWE He TOJIbKO 3HAOKPMHOIOrOB, OHKOJIOIOB,
XVUPYProB, HO N KJIMHULMCTOB, FEHETMKOB, MOPGOJIOroB.

CuHgpom Bepmepa (M2H-I) — cemenHO AeTtepMUHU-
poBaHHOe 3aboneBaHwe, Hacneaytouleecsi ayTOCOMHO-
AOMMHaHTHO [1]. U3 OHK knetok naumeHTa ¢ M3H-I
6bin BblgeneH cynpeccopHbit reH HLCb3, koTopbin

nokanusyetcs Ha 11-i1 xpomocome B nokyce 13 q [2,
3]. M2H-I xapakTepusyeTcs o4HOBPEMEHHbBIM HanU4yn-
€M Yy3/I0BOW runepniasnent OKONOWUTOBUAHBIX Xenes
(90%), dYHKUMOHANbHO aKTMBHbIX A06pPOKAYECTBEH-
HbIX WKW 3N0Ka4YeCTBEHHbIX OMyXonen noaxenynou-
HOW >Xene3bl N ABeHaauaTUnepcTHon Knwkn (65-75%),
HannumMeMm onyxosnen nepeaHen gonn runodgwmsa (30-
65%). B MeHbLUeln CcTeneHn AaHHbI CUHAPOM NpPOsBASA-
eTca HaJAW4YMeM afeHOM UK runepnnasuen Hagnoyey-
HMKOB, HEMPO3HAOKPUHHBIX ONyXxosen Tumyca, 6poHXoB
wnu xenyaka [4-6].

CuHapoMm M3H-I aBnseTca goctaTouyHo peakum 3abo-
neeBaHuMeM U BCTpedaeTcsa B 1 cnydyae Ha 30000 Hace-
nenus [7]. 3aboneBaHne MOXeT BO3HUKHYTb B NH060M
BO3pacTe, HO 4alle BCero KanHnyeckas MaHudecrtaums
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BO3HMKAET B 4eTBepTOoi Aekaae xusHu [8, 9]. MNposas-
neHns cuHgpoMa M3OH-I BecbMa pa3HoobpasHbl, MOryT
NposiIBAATLCSA Pa3NMYHbIMU COYETAHUAMU SHAOKPUHHbIX
M HESHAOKPWHHbIX onyxonen. Mo AaHHbIM MMPOBOW NN-
TepaTtypbl, onucaHo 6onee 20 pasnuyHbIX KOMBUHaUNN
3HAOKPUHHbBIX U METAbOIMUECKNX HapYLUEHWI B paMKax
AaHHOro cnmHapoma [10-12].

Cob6cTtBeHHOE HabnroaeHne

B HWW snpgokpuHonorum B 1993 r. noctynuna 60nb-
Has C., 40 neT, c xanobamu Ha 6011 B KOCTSAX, 06LLYytO
cnaboctb, 60511 B NO3BOHOYHMKE, YCUNBAKOLWMECS NPy
xoabbe. B aHaMHe3e — XpOHWYeckui naHkpeatuT. Mo
NoBOAY XPOHWYECKOro KasibKyne3HOoro xosieumcruta B
1969 r. 6bina npoBeaeHa XONeUnUCTIKTOMMS.

MNpu obcnepoBaHun wmToBMaHas xenesa (LK) npwu
nanbnaunmn ysenmyeHa ao I cr. (no knaccudmkaumm BO3
1992 r.), y HWXKHero nosntoca npason gonu LK nmeet-
Csi NanbnNMpyeMbl Y4acToK YNaoTHeHus. O6wuii aHanms
KpoBM 1 Moum 6e3 natonormm. buoxmMmyeckoe nccneno-
BaHWe KpoBu: 6unmpybuH obwmii — 11,0 MKMOnb/A, MO-
yeBMHa — 3,3 MMOJb/M, Kanbumn KpoBu — 2,5 MMonb/n
(Hopma — 2,1-2,6 MMOnb/N); HeopraHu4yeckmin ocdop
— 2,27 mMonb/n; wenoyHas ¢ocdorasza — 0,55 mkm/mn,
Harpy3o4dHas npoba c kanbumem: I-2,5; II-2,7; III-2,8
MMOJb/N — MONOXUTENbHAsA, Kanbumii Mmoun — 99,2 mr/
cyT; docdop Mmoun — 1,12 r/cyT. YpoBeHb NapaTropmo-
Ha Ha TOT NepuoA He onpeaensncs.

NHCTpyMeHTanbHble MeTOoAbl MCCNefoBaHus: 3IXo-
OCTeoMeTpus — SABJIEHMSA OCTeonopo3a. Y3 — oTmeva-
€TCA Yy4acCTOK MOBbILWEHHOW MJIOTHOCTU Y HUXXHEro no-
Ntoca NpaBoy 40N LWNTOBUAHOM Xefne3bl AuaMeTpoM A0
2,0 cM. lMNMpu3Haku XpoHM4YeCcKoro naHkpeatuta. Ha ToT
MOMEHT PaguoM30TOMHAas CUMHUMIpadus OKONOLWNTO-
BUAHbIX XXesfe3 He NpoBoANIACh.

KnnHunyecknin gmnarHo3s: MNepBuyHbIA rMnepnapaTtupe-
03, KOCTHas dopmMa. BbipaxkeHHbI 0CTeonopo3 1 B OK-
T6pe 1993 r. npoBeaeHa onepauns — yaaneHue age-
HOMbI OKOJIOLMTOBUAHON Xene3bl. Pasamep conntapHoi
ageHombl 1,5x2,0 cM. M'mcTonornyeckoe uccnegosaHue
— OMyXxO0Jb, C YETKOWN Karncyaon, cocrosLas U3 TeMHbIX
KNETOK OKOJIOLMUTOBUAHOM Xenesbl.

B nocneonepaunoHHOM nepuoge CUMNTOMbI XBOCTe-
kKa u Tpycco oTtp. Kanbumin kpoBu cHuswmics go 1,75
MMOJSIb/N; HeopraHuyeckui gocoop cbiBopoTkn — 2,01
mmonb/n (Hopma — 0,89-1,68 MMonb/n). BonbHas B
YAOB/IETBOPUTE/IbHOM COCTOSIHMM 6bina BbiNMCaHa w3
CTaumoHapa C pekoMeHpauumsMm npuema TabneTupo-
BaHHbIX NpenapaToB KasibLMs 1 aKTUBHbIX MeTabonmToB
BUTaMuHa 3.

B 1996 r. 60nbHas BHOBb NOCTyNaeT B KANMHUKY HUN
3HAOKPUHONormn. OCHOBHOW Xanobon SBNANOCb 4yB-
CTBO ronoga, npucTymnbl rOSIOBOKPYXEHUS A0 HECKOJlb-
KWX pa3 B A€Hb C MOoTeper Co3HaHuUs. Mpn KIMHUYECKOM
obcnenoBaHun: obLWniA aHanM3 KpoBu 1 Mouun 6e3 nsme-
HEHWI; KanbUWI CbIBOPOTKU — 2,32 MMoNb/n; docdop
CbIBOPOTKM — 1,97 MMonb/n. InukemMmmnyeckunin npocbunb
BapbupoBan ot 1,44 no 4,74 mmonb/n (Ha boHe nocTo-
SIHHOro NpueMa nuwm), beina nposeaeHa npoba c rono-
AaHuneM, KOTopyto Yepes 8 4. 6onbHas He Bblaepxana B
CBSA3M C HapacTaloWMMN NpU3HaAKaMm rMnoramKeMmum um
noTepel Co3HaHUS. YPOBEHb MTMKEMUU KPOBU Ha Muke
npuctyna 6bin 2,6 MMOnb/N, KOTOPbIN 6bl1 KynupoBaH
B/B BBeageHneM 40%-Horo pacteBopa roKo3bl. YpOBEHb
MMMYHOpeaKTMBHOro nHcynmHa (U.P.1.) — 32,6 MkEa/mn
(Hopma — 3,0-25,0 mkEa/mn).

Mo pe3ynbTataM KOMMbIOTEPHOW TOMOrPpaMMbl YETKMUX
AaHHbIX 3a Hanuuyme ob6beMHbIX 06pas3oBaHM B MoA-
XKeNyAo4YHOM xenesdbl HeT. C KIMHUYECKUM ANArHO30M
«rUMNEepUHCYNMHN3M>» 6onbHas HanpasfieHa B HayuHbIN

LEeHTp Xupyprum r. TawkeHTa Ans onepaTtMBHOro neye-
Hus, rae B despane 1996 r. 6bina nposeaeHa gmMcTanb-
Hasa pe3eKkuunsa Nogxxenyao4HoM xenesbl C NaHKpeaTosH-
TepoaHacTOMO30M Ha OTK/ItoYEeHHOW No Py neTne ToHKoM
KULWKK. MakponpenapaT — B XBOCTEe MOAXENyAO4YHOM
xenesbl 06HapyxeHo o06beMHoe ob6pa3oBaHue paua-
meTpoM o 1,0 cM. AnarHos <«uHCyMHOMa» 6bi1 noa-
TBEPXAEH rucronornyecku. ocneonepaumoHHbIn ne-
puoa npotekan 6e3 0CNoXHeHWn. B paHHEM 1M No3gHEM
nocrneonepaunoHHOM NMepuoae rmnorinkeMmyecknux co-
CTOsiHMI He Habnwoganock. YposeHb U.P.U. — 0,1 MKE-
en/Mn, rmMkemmst — Ha ypoBsHe 3,8-4,5 MMonb/n.

B nioHe 1996 r. 6onbHas nocrynaeTt Ansl NaaHOBOro
obcneposanna B HUWN sHaokpuHonoruu. mnornuke-
MWYECKMX COCTOSIHMI Mocfne onepauun Ha nogxeny-
JOYHOM Xesfesbl He 0TMeYanoch, Kanbuui Kposn — 2,5
MMOJIb/N; OTMeYasnCsl MOBbIWEHHbIN YPOBEHb KOPTM30-
Jla KpoBM B YTpeHHMe Yackl Ao 943 HMonb/n (HopMa —
260-720 HMonNb/N).

KT — npusHaku runepnnasum obomx HapnovyeyHu-
KOB, MATOIOrMYECKMX U3MEHEHMI B rMnodur3e He oTMe-
yaetcs. PeHTreHorpamma yepena v KT runodumsa — na-
TONOrMYecknx nameHeHun B obnactmn Typeukoro ceana
He obHapy><eHo.

B nekabpe 1997 r. nocTynaeT B K/IMHUKY C Xxanobamm
Ha onosceiBalowme 6onu B XMBOTE.

MNpoBeaeHo obcnegoBaHune: O6WWMI aHann3 KpoBU U
MOYM B nMpefenax HopMbl, MOBbIWEHHbIA YPOBEHb Ana-
cTasbl kposu — Ao 37,09 mMru/mn, caxap Kposu B npeae-
JNlaXx HOPMbI, KanbLMh KpoBn — 2,25 MMonb/n, KOpTU3on
KpoBu — 706 HMonb/n. MNocne npoBeaeHHON KOHCEpPBa-
TUBHOW Tepanuu no nosoay ob60CTpeHus nocneonepa-
LMOHHOro naHkpeatuta 6osbHas BbinMcanacb C ynyu-
LEeHnAMHN.

B mae 1998 r. BHOBb MOCTynaeT C xanobamum Ha He-
3HAUUTENbHYI0 CYXOCTb BO PTYy, IMpCyTM3M, 06Lyto
cnaboctb. Mpn obcnegoBaHmun: o6WKWIA aHaNM3 KPOBU U
MOYM B HOpME, rMMKemMnyeckmii npogpwunb: 8,1-9,7-5,4
MMOSb/N; amunasa kposu — 25,81 mry/mn (Hopma —
16-32 mr/yac-mn), koptmnson — 340 HMonb/n. Y 6onb-
HOM BO3HUK/IN MPU3HAKMU MHKPETOPHON HeAOCTaTOYHO-
CTV NOAXKEeNyAOYHOM >Xenesbl U pa3BuCS MaHKpeaTo-
reHHbIN caxapHbln anaber.

Mocne npoBeaeHHOW KOHCEPBATUBHOM Tepanuu C pe-
KOMeHAauMsaMuM ametotepannun M NpuUeMoM nepopasnb-
HbIX CaxapOoCHWXawLWwunx npenapatos 6onbHas B ya0B-
NEeTBOPUTENBHOM COCTOSSHMM BbiNMCAHa U3 CTaunoHapa.

Mpwn KT opraHoB 3abplOIMHHONO NPOCTPaHCTBa, cae-
naHHor B 2003 r., obHapyxeHa y3eskoBas runepnna-
318 NeBOro Hagno4veyHuka B COYETaHWM C runepnna-
3nein npaBoro HaanodeyHwka. B cBA3n C nepeesgom
6onbHOM 3a pybex aanbHelwee Te4eHMe 1 nporpeccus
cnHapoma M3H-I HaM Hem3BecCTHa. YuuTbiBas Hanuume
rmnepnaasnn obomx HaaMo4Ye4YHMKOB, He UCKOYaeTcs
npmnobpeTeHne MMM ropMOHaIbHOM aKTUBHOCTU B Aailb-
HenwemM.

3ak/ilouyeHune

Takum o06pa3oM, HeCMOTps Ha CKYAHOCTb AuarHo-
CTMYECKMX UCCNefoBaHU B TOT nepwod, Gnaropaps
WHTpaonepauMoHHbIM HaxoAKaM (aAeHOMbl OKOMOLN-
TOBWOHOM Xenesbl WU WHCYJIMHOMbI, HaxoAslencs B
XBOCTE MOAXENYAOYHOW >Xenesbl) U MMCTON0rMyYecKko-
My MOATBEPXAEHMIO YAA/IOCb YCTAHOBUTb Y MaUMEHT-
KN cnHgpoM M3H-I u caenaTb NPOrHO3 O BO3MOXXHOWM
AanbHenwern nporpeccnn 4aHHOro CMHAPOMA. 3HaHME U
3aNHTEePEeCcOBAHHOCTb MPAKTUKYIOLWNX Bpayen K 4aHHOM
naTonormm M COBPEMEHHble METOAbl TOMMYEecKon Ana-
FHOCTUKW MOMOryT CBOEBPEMEHHO AMArHOCTUMpOBaTb W
neynTb NnL C AaHHOKM peaKon NaTonormen.
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HOBOE B MEOWLUWHE. NHTEPECHBIE ®AKTbI

INA NEYEHWUA BECNIOANUA NPEANOXWUNIA UCMOJIb30BATb BEJIOK CMEPMbI

KaHaficKme yCneLHo y4eHble CUHTE3UPOoBanit 6e10K cnepMbl, CTUMYUPYIOLLWIA Pa3BUTIE YENOBEYECKOr0 3MOPUOHA B
€CTECTBEHHbIX YCNOBMSAX NPU OM0A0TBOPEHUN. Pe3ynbTaTbl UCCNEA0BaHNS, 0Ny6IMKOBaHHbIE B XXypHane The FASEB
Journal, MOryT NOMOY4b YBEIYMTb LLIAHCHI HA HOPMalbHOE Pa3BUTIE IMOPMOHA MPW NIeYeHU 6ecnIoauns.

Monyy4nB He3pesble SNLEKITETKN OT XXEHLUWH, CTpadaBlumMx 6ecnnoaveM, HayyHas rpynna u3 UCCnefoBaTenbcKoro
UHCTUTYTa Npw [leTckoit 60nbHULE MoHpeans aoBena ux 4o 3pesioro COCTOsAHWA B labopatopuu. 3ateM UccneaoBateni
BBEJIN B ANLIEKNETKN Monekynbl PHK (TpaHckpunTel), kogupyowwme 6enok cnepmbsl PAWP, 1 nsy4nnn npomcxoasiume
Mnpu1 3TOM NpoLecehl. AHANorKyHas npoteaypa 6bina NPoBeeHa ¢ MbILLMHBIMK ALEKNeTKaMu. B apyrue goHopckue
ANLIEKNETKN ObINn BBeEH MHrnbutop 6enka PAWP BMecTe o criepmMaTo3ouaom.

Kak nokasanu pesynbTatbl 9KCNEPUMEHTOB, NPU BBEEHWU B ANLIEKNETKY CnepMaTo3omaa BMeCTe C MHIMOUTOPOM
6enka PAWP (paHHas npoueaypa uvmutupyet npoueaypy VUKCU — meTon neyenus 6ecnnoauns, npu KOTOPOM BHYTPb
ANLEKNETKM BBOAWUTCA CMepmMaTo3oui) NPOLECC ONnoA0TBOPEHWSt nofaBnsetcs. Kak OTMeyaloT aBTOpbl CTaTby,
BMEpPBble ObII0 NOKa3aHO, Y4TO 6eNIKK CrepMbl HACTONBKO YYBCTBUTESNIbHbI K UHIMOUPYHOLLUM (hakTOpaMm Cpefbl.
«OCHOBbIBAsACb Ha MONYYEHHbIX HAMKU [JaHHbIX, Y4YeHble CMOrYT MOMHOCTbIO OMNPEdeNUTb CUTHANbHBLIA MyTb,
VHULMUPYIOLLA 3MOPUOHANbHOE PasBUTME, a BPayu CMOTYT YCOBEPLLUEHCTBOBATb METO/bI NeYeHus 6ecnnoaus, ot
kotoporo cTpagatoT 10-15% nap B Mupe», — cKasan rnasHbIi aBTop uccnenoBanus npodgeccop Maxmyn Aapabu

(Mahmoud Aarabi).
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