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OAM- 1010, rntoko3a, Benok, - oTp, Nneitk — 2-4 B n/3,
ypatbl — 1, cnnsb - 1;

6/x aHanu3 kpoBw: rnokosa — 4,4 Mm/n, kpeaTuHuH- 50
MKMOnb/n, MoyeBad kucnota — 294 mm/n, obwuit 6enok —
80 r/n, Gunupybux — 9,4 mm/n, HaTpun — 142 Mm/n, Kanui-
4,7 mm/n, kanbuuin — 3,07-6,05 mm/n (npu Beinucke); O —
990 U/ L(Hopma 38-126 U/L)

VHCTpyMEeHTanbHble MCCnesoBaHus:

1. PeHTreHorpacusi rpyaHON KneTkn: andysHbIi nHe-
MOCKNEpO3.

2. PeHtreHorpacust NpaBoro NneyeBoro Cycraea: Co-
CTOSIHME MOCEe MEeTanooCTe0CUHTESA.

B npoekunn BepxHeil TPETU NNeYeBOi KOCTU onpeae-
NSOTCS KNCTOBUAHBIE NPOCBETNEHMS.

3. PeHTreHorpadms kocTeii Tasa ¢ 3axeatom obeux 1/6
CYCTaBOB: BbIPaXEHHBIA OCTEONOPO3 BCEX KOCTEM.

4. OKckpeTopHas yporpadvsi: NprU3Haky MIOTHON TEHN
B MpOEKLMM BEPXHE rpynnbl Yaleyek cnpasa. Jedopma-
s YJ1C obewnx novek.

5. Y3W nouek: nuanosktasust obenx noyek. Mukponu-
Tnas. KOHKPEMEHT NpaBoi NOYKM.

6. KT msrkux Tkanen wewm (04.10) (ML KCC): runepnna-
31s1 NIeBOW NapaLMTOBMAHON Xemnesbl. [MnogeHcHoe Ku-
CTO3HOE 06pa3oBaHmMe B HKHEM CErMeHTe NeBoit napavyy-
TOBMOHOW Xenesbl - NapaTMpeonaHas ageHoma.

KoHcynbTaumm:

1. Yponor: gByctopoHHuin HedpponTo3 I-ll cT. Mukpo-
nuT1as. XpoHUYECKUA NUENOHedpUT, CTaans PEMUCCHN.

Mo COBOKYMHOCTM KIMHMYECKUX CHHAPOMOB (MOYEYHOro
1 KOCTHOrO) M MpOBefeHHOMY 06CneaoBaHuIo: runepkanb-
uvemus, nosbiwenne L, octeonopos, nopaxeHns novek
no Y3W, peHtreHorpachu BbicTaBneH Obin narHos:

lMepBUYHbIA rMNepnapaTpeos, KocTHas — BUCLeparb-
Has chopma, TSKENOW CTeneHn. ALeHOMa NEBOM HUKHEN
napaLLMTOBUAHOM Xenesbl.

OcnoxHenus: MapatupeonaHas octeoguctpodums. Ma-
TONOMMYECKUA Nepenom npaBow nneyveson koctu. OcTeo-
cunHTes (05.09 r). Mouekucnein fuates (HedpokanbLyHO3).

Neyenue: muakanbumk cnpen 1(200 ME) cnp x 1 pa3
WHTPaHa3anbHo, kcedokam 8 Mr B/B kan, Munbramma 2 mn
B/M x 1 pas.

YK 616-053.2-007

EnuHcteeHHbIn meTog nedenus [TIMT - onepaTusHoe
neyeHne NapaLLMTOBUOHOM KENE3bl, XOTS HA CErOAHSILLIHNNA
AeHb npu msarkux 1 6eccumntomHbix copmax [T yacto
NPUMEHSIOT KOHCEPBATUBHYIO Tepanuto: buccocdoHaTsl,
npnapatbl KanbLUUTOHUHA, KanbLUMUMETUKY.

CornacHO MMpOBOMY KOHCEHCYCy Y NaLMeHTKW Obinu
abconioTHble NMOKa3aHWs NS NPOBEAEHWS AaHHOMO BuAaa
neyeHms: Bo3pact < 50 net, NoBbILLEHNE COAepKaHuUs 0b-
Lero kanblus 6onee yem Ha 0,25 MM/N OT BEpXHEN rpaHu-
Ubl HOPMbI, Hanmuuue TaKuX OCMOXHEHUI: OCTEonopos,
HedpoKarnbLMHO3.

Yepes 2 Hegenu nocne BbINUCKA U3 OTAENEHNS B yCro-
BMSX XMPYPTMYECKOro CTauuoHapa npoBefAeHO napaTu-
PEOVA3KTOMMS NEBOI HKHEN NapaLiUTOBMOHOM KeNesbl.

FucTonornyeckn pesynbTaT: BepuduuMpoBaHa Obina
COMnMTapHas ageHoMa NapaLUTOBMAHOM KeNesbl.

B paHHMIn nocrneonepauyoHHbIA nepuog Habnoganucb
TpaH3UTOpHasi pekanbLMMUKaLMOHHAs TeTaHUs, MMnoKanb-
UuMemusl, 4To MpOsIBNSNAch Cyaoporamm B KOHEYHOCTSIX,
«noMn3aHneM Mypallek»; ABOeHWeM B rmasax. OnucaHHoe
COCTOsSIHME CBS13aHO ObINo ObICTPLIM MOMMOLIEHNEM Kamnb-
LMS KOCTSIMW CKeneTa — «CUHAPOM ToMnofAHbIX KocTery. Ha
hoHe npuema npenapaToB Kanbuus, METabonnUToB BuTa-
MuHa [1 (BermpoTaxmcTepon) NpucTynbl PerpeccmpoBani 1
He noBToOpsnMCb. B nocneaytolem B npueMe AaHHbIX Npe-
napaToB He Hy)xaanachb.

B HacTosllee Bpemst B KOHTPOMbHbIX aHanM3ax KpoBw
YPOBEHb KanblUusi B HOPMe, PErpeccupoBani occanriu,
apTpanrin, acTeHws, MblweyHas cnaboctb. [auueHTka
TPyAoCnocobHa.
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CUHOPOM KAPMEHTEPA
(KnuHWYeckun cnyyan)
M.B. XeH
Kr na NXB «06nacmHas knuHu4yeckas 6onbHuUYya», 2. Kapazanoa

TyXbIpbiM .
KAPIEHTEP BEITICI (KMNHUKATBIK XXAEJAN)
lwki  cexpeyuss besiHe Obipxamap KeHOizy, anzalxbl 6alinaHbiCMbiiblk CunammamackiHbly  Xemkinikciadiai-
nonuenandynapbix 6eneici. (Ar1b) aymoummyHObix nonuenaHOynsapnbix benziee, nonuanaHdynsapbikMbiy Xemicneywinik
beneici xui 601N mabbinadbl. AymoumMmyHHbly ansawixb! nalida 6oy npouecciHOe ,3HOOKpUHOiK 6e3 aypynapbiMeH
balinaHbicmbinblebl Xui kesdecnelioi XaHe OHbly Xemicneywiniei xui balikanadsi da ,aHAokpuHOik 6e3diy Kenmiei exeydeH
ketiH ax, Al xox ekeHdieiH bacmanxbinapbiHaH Kepyae 60nadsbl.

Summary
CARPENTER SYNDROME (clinical case)

Syndromes characterized by a combination multiglandulyary failure of the primary lesion, several endocrine glands. The
most common variant syndromes are autoimmune disease multiglandulyary, multiglandulyary syndromes. AMS - are the
primary lesion of two or more peripheral endocrine glands, often leading to their failure and is often associated with other
autoimmune diseases nonendokrin genesis.

CVHEPOMBI MONMITIAHLYNSIPHON HEAOCTaTOYHOCTU Xa-
PaKTEPU3YKOTCS COYeTaHUEM NEPBUYHOTO MOPaKeHUs cpasy
HECKOIbKO ene3 BHYTPEHHel cexpeLm.

Hanboree 4yacTbiM BapnaHTOM CMHOPOMOB MONMrMaH-
BYNSPHON  HELOCTATOMHOCTM  SBASIOTCA  ayTOMMMYHHbIE
nonurnaxaynsapHole cuHapombl (AMC).
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AMNC - npencTtaBnstT coboi nepBUYHOE MOpaXeHue
AByXx 1 bonee nepudepuyecknx SHAOKPUHHBIX Kenes, ya-
CTO MpUBOASALLME K UX HEJOCTaTOMHOCTM M HEepeaKo cove-
TaloLLEecs C OPYrMMN HESHOOKPUHHBIMI 3aboneBaHMAMN
ayTOUMMYHHOTO reHesa.

B HacToslliee Bpemsi Ha OCHOBaHWM KMMHUYECKMX OCO-
6eHHocTen BblgensoT AMC 1 1 2 Tunos.

B Hawem cnyyae ByaeT pacCMOTPEH KIMHUYECKMIA CrTy-
yan, oTHocswwmit kK AMC 2 Tuna. [laHHbIA CUHAPOM BMepBbIe
onucaH B 1964 rogy K.KapneHtepom. lNpumepHo B 8 pa3s
Yalle OH BCTPEYaEeTCH Yy KEHWWH M MaHU(ecTpyeT B
cpeaHem mexay 20- 50 rogamu. INpu aTOM MHTEPBaN MEX-
By KNUHWYeckum AeBoToM ero OTAeNbHbIX KOMMOHEHTOB
MOXeT cocTaBuTb OT 7- 20 ner.

MaumneHTka K., 19 net, noctynuna B SHAOKPUHOMOMYe-
Cckoe OTAeneHue ¢ xanobamu: Ha HeobbACHUMYI0 MpubaBky
B BECe, 0TEYHOCTb ML, 3anopbl.

M3 aHamHesa 3abonesaHus: B 12 neT nocne Havana
MEHCTpyaLui BHE3aMHO BO3HUKNY NOMWUYPUS, NONUAMUNCHS,
noTepsi B Bece Ha 8 kr B TeueHne mecsaua. Passunuch Tow-
HoTa 1 peoTa. bbina rocnutanuauposaHa B OPUT obnact-
HOW aeTckom 6onbHMLbI. B xope o6cnenoBaHns BbISBNEHbI
rmnepravkemust — 18 MM/n, KETOHYPUS PE3KO MONOXMTENb-
Hasl, BbICTaBNeH AuarHo3 caxapHbii gnabet 1 tuna. lpo-
BOAMMNACh WHTEHCUBHAS MHCYMMHOTEPANWS 3aTEM MaLMeHT-
ka bbina nepeseaeHa B NpourbHOE oTaeneHue, rae boina
nepeBefeHa Ha MHTEHCU(ULMPOBAHHYIO CXEMY UHCYMMHOT-
kpanuu, obyyeHa Gbina NpuHUMNaM NUTaHus, CaMOKOHTPO-
no. CpeaHss cyTouHas [o03a MHCYNMHOB bbina npubnuan-
TenbHo - 38 en. B panbHenwem uyscTBoBana cebs ygo-
BMNETBOPUTENBHO.

Mpn aHanu3e ambynaTtopHoi kapTel: B 16 neT y nauu-
€HTKW y4acTunuCb anu3ogsl runornukemumn. Habnioganuck
npucTynbl cepaLebueHmns, NoTAMBOCTW, YYBCTBO rofoga,
MpU CamMOKOHTPOME YPOBEHb rIMKeMUn Bbin HU3kui. Mauu-
€HTKa COBMECTHO C 3HOOKPMHONOTOM BHOCMIA COOTBET-
CTBYIOLUME M3MEHEHUS B OMETY, MEHsNa pexum dusnde-
CKOW aKTMBHOCTM W KOoppekTupoBana [osy uHcynuHa. O6-
Las CyTOYHas [o3a MHCYNuHa CHuaunach ¢ 38 go 20 ef.

B omHy w3 Takux MpuUCTYynoB (4aHHble U3 BbIMMCHOMO
anukpuaa), korga Obin HapylleH CBOEBPEMEHHbLIA MpUEM
MUK Y Hee CIyuyuncsl reHepanua3oBaHHbIA CYAOPOXHbINA
NpUNagoK. AHanN3 KPOBH, BbINOMHEHHBIN B MaLLMHE CKOPOW
nomoLYy, Nokasarn, YTo CofepKaHWe rIoKo3bl PaBHSANOCH
1,7 mm/n. Tlocne okasaHWs SKCTPEHHOW MOMOLYW — BBESE-
Hue 40% rnroko3bl — 50 M U BOCCTAHOBMEHUS CO3HAHMSA
Oblna BHOBb rOCMUTANM3NpOBaHa B SHAOKPUHHOE OTAene-
Hue.

Mpv NpoBefeHUs AOMOMHUTENBHBIX UCCTIeA0BaHWIA, Mo-
nyyeHbl CNeaytowme faHHbIE:

Al - 90 1 60 mm pr.cT, nexa 60 n 20 mm pr.ct., YCC -
103 B mMuH. Obpallana BHUMaHWE TMNepnMrMeHTaums na-
LOHHBIX CKIaZoK M OKOMOCOCKOBOW 30HbI. 10 BHYTPEHHUM
opraHam 6e3 ocobeHHocTed. B aHanusax Ha ToT nepumop;
rnoko3a kpoeu nocne BeeaeHns 40% - 50 mn rnoko3bl- 8,5
MM/TT; HaTpuiA — 123 Mmonb/n, kanuid — 6,2 MM/, KpeaTUHUH
— 80 mkmonb/n.
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[Mpu caxapHom anabeTe 1 TMNa HEKOTOPbIE COCTOSIHUS
BbI3bIBAET YMEHbLUEHUS MOTPEOHOCTW YenoBeka B MHCY-
NIMHE - 3TO yXyawWweHust PYHKUMW MOYeK C pasBuUTUEM Aua-
BeTnyeckon HedponaT 1 HELOCTATOYHOCTb KOHTPUHCY-
NSPHBIX FTOPMOHOB.

YunTbiBas HOPManbHbli YPOBEHb KpeaTWHWHa, 4TO
CBWOETENBCTBYET O Masnol BEpOSTHOCTY MapeHX1MaTo3Ho-
rO MOPaXEHNs NMOYEK; CHINKEHUS NOTPEOHOCTN B MHCYMNWHE,
YTO NMPOSIBASANOCH PUCTYNAMM TUMOIMMKEMUM, TUNEPNUTMEH-
TauWs KOXM, MMNOTEH3US W MOBbILIEHHOE COAEpXaHue Ka-
NS B KPOBYM yKa3blBano Ha HeJOCTaTOYHOCTb KOpbl HAAMo-
YEYHMKOB (HEJOCTATOK KOHTPUHCYNSPHOTO ropMoHa). bbin
uccnegosaH ypoeeHb AKTT, kopTuson. BoisiBnieHo ysenu-
YeHWe NEepBOro, 3HAYNTENBHOE CHIKEHWE BTOPOTO rOPMO-
Ha.

[unarHocTupoBaHa 6onesHb AgaucoHa. K nevenuto go-
BaneHbl: MuHepanokopTukougsl: koptuHedd 0,1 mr/cyTku
W TMOKOKOPTUKOMAb! - MPEAHNU3OMNOoH 5 Mr/cyTku. HacTos-
Liee YXyALIEHWs COCTOSHUSA B TEYEHWE roda, koraa cranu
HabnioaaTbCs U NPOrpeccMpoBaTh BbILLEONMCAHHBIE Xano-
Bbl. MaumeHTka obpaTtunacs B 06MACTHYIO MOMMKIMHUKY K
SHAOKPUHOMOrY, KOTOpas rocnuTanuavposana eé B cneuy-
anu3vpoBaHHOE OTAeneHue.

B 06bekTMBHOM OCMOTPE NPK NOCTYNNEHUN: pocT — 165
CM, BeC — 71 kr. Ha Koxe TbIbHO MOBEPXHOCTU KUCTEW,
NpeanneYssx 4enurMeHTMpoBaHHble 30HbI. OTEYHOCTb BeK.
LLinToBnaHas xenesa yBenuyeHa fo |l ctenenn: BugHa Ha
rnas, nanbnupyloTcs obe Jonm u nepeLLeex.

B nerkux gbixaHne BeaukynspHoe, xpunos Het. YCC -
85 B MuH. ALl — 100 1 60 mm pT.cT. XnBoT markuit, 6esbo-
ne3HeHHbIn. CTyn CKMNOHEH K 3anopam.

B nabopatopHbix uccnegosanmsx: OAK n OAM - 6e3
natonoruu; 6/x: HaTpui — 135 Mm/n, kanuin — 5 mm/n, Kpea-
TUHUH - 90 Mkm/n, uHB — 7,5 %; kopTuson 112 nmons/n;
TTT - 27 mEp/n (Hopma, T4 - 4 nmonk/n. Brepsble BbisB-
NEeHbl U3MEHEHNS B TUPEOUZHOM CTaTyCe.

Takum 06pa3om, y AaHHON 6ONBHON BO3HUKIN BATWMK-
ro 1 runotupeos, fobasus ele ABa ayTOUMMYyHHbIX 3a60-
NeBaHns K yxe umerLLmes 3abonesaHusm.

B wtore 6bin  BbicTaBneH auarHo3: CaxapHblit gnabet
Mn 1, cpegHen TsKeCTW, [fekomneHcauusi. [lepeuyHas
HafNOYeYHWKOBas HEAOCTATOYHOCTb CPEOHENR TSKECTH.
MepBUYHbIA  TMNOTUPEO3 Ha (POHE rMNEPTPOdMHECKON
(hOpMbI ayTOUMMYHHOTO TMpeouauTa. Butunuro.

NeyeHwne: NOXW3HEHHAs 3aMecTUTeNbHas rOpMOHanb-
Has Tepanus. WHcynuHoTepanus npeTepneBaeT 3Hauu-
TenbHble KonebaHus npu 4eKOMNEHcaLMM MMnoKopTULM3Ma,
rMNoTUPEO3a, KOTOpble BbI3bIBAET CKIOHHOCTb K TMMOMy-
kemuu. TUpeoMaHas Tepanusi HasHayaeTcs TOMbKO nocrne
KomneHcauuv 6onesHn ALancoHa, Npryem Ao3bl HE JOCTH-
ratoT TakoBblX, kak Mpu OObIMHOW 3aMEeCTUTENbHON Tepa-
nmu.
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