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THE CASE OF ATYPICAL VARIANT OF SYNDROME MEN

S.B. Pinsky, S.A. Kolmakov, A.G. Kilin, O.A. Fiodorova
(Irkutsk State Medical University, Municipal Clinical Hospital Ne 1)

The case of atypical variant of syndrome of multiple endocrine neoplasia — combination of prima

hyperaldosteronism

and adenomatous goiter — is presented. The indications to surgical treatment and stages of surgical procedure are demonstrated.

JINTEPATYPA

1. Bemuwes I1.C., [lod3oako6 B.HU., Hnnoaumos JI. Y. u op. 1u-
arHOCTHMKA U JICYEHHE ITEPBUYHOTO TUIIEPAThIOCTEPOHM3-
Ma é/l g[pggnemm sHpokpuHogorun. — 2004. — T. 50, Ne 6.

2. Hemuoos JI.I., Eemenosa T./l., Poszuna H.C., Koncmanmu-
Hoea H.H. BbIHYXXIeHHbBIE CUMYJIbTaHHBIC OMEPaLUM Y
0OJIbHBIX C TOPMOHAIbHOAKTUBHBIMY OIYXOJISIMU HAIIIO-
4eyHUKOB // COBpEMEHHbIE aCIIEKThI XUPYPIUIECKOM SH-
JoKpuHomoruu. — M., 1999. — C.116.

3. Kanunun A.Il., ITapaeezosa A.P., [loaskosa I'A. u dp. Xu-
pYpruyecKkoe JiedeHre MepBUUHOIO TUIIEPaTbI0CTEPOHN3-

ma. — M., 2003. — 22 c.

[unckuii C.b., Kaaunun A.11., beaobopodosé B.A. u dp. Pen-

KM€ OIyXO0JI1 U 3a00J1eBaHUsI U TOBUIHOM XkKene3bl. — Mp-

II(}ITCK, .—207c.

5. Iunckuii C.b., Kaaunun A.11., Beaobopodos B.A. InarHoc-
THKa 3a00JIeBaHUI IITUTOBUIHOM XeJe3bl. — M.: Menuiin-

Ha 5.—192c.

Xn%fpm;{ OPTaHOB SHIOKPUHHON CHCTEMBI ]ZI [Moxn pen.

]2\604' 3%%1613qam<0r0, O.I1. borateipeBa. — llepmb-M.,

. — C.

A

o

© CKBOPIIOBA 39.H., 3JIOBNHA T.N., KAJJATUH A.H., AHTUIIOBA O.B., KASAHIIEBAH.IO.,

TPECKOBAM.C., YEPHBIXC.IO. — 2006

MHOT'OJIETHEE HABJIIOAEHUE BOJIbHOW C HECHIELHIU®UYECKUM
AOPTOAPTEPUNTOM

D.H. Ckeopuosa, T.U. 3nobuna, A.H. Kasseun, O.B. Aumunosa, H.IO. Kazanuesa, M.C. Tpeckosa, C.1O. Yepnoix

(MpkyTtckuii rocynapcTBeHHBIN MEAUIIMHCKU YHUBEPCUTET.

BHYTPEHHUX 0OJIe3HE, 3aB. — A.M.H., TIpod., 3aci. Bpauy PD

eKTOp — A.M.H., Tpod. M.B. Manos, kadenpa mponeneBTUKI
.A. Topsies; MV3 «Kinnuueckast 601bHULA Nol T,

HWpkyrckar,

IJ1. Bpau — 3acit. Bpau P® JI.A. I1aBmiok, [opoackoil peBMaToIornuecKuii eHTp, 3aB. — 3acil. Bpad PO T.M. 31061Ha)

Pesrome. I[Ipedcmasaeno Kaunuveckoe Haba00eHUe 3a 00AbHOU ¢ CUCEMHBIM ACKYAUMOM COCYO08 KPYNHO20 Kaaubpa — He-

cneuyuguueckum aopmoapmepuumon.
2HO3a 8 YCA0BUSX PeanvHOlU 8pa4eOHOl NPAKMUKU.

OCYHCOQomes: 60NPOCHL INUEMUON02UL, 8bIOOPA MAKMUKU 6e0eHUs. OONbHbIX U NPO-

Karouegvie caosa. Hecneyuguueckuii aopmoapmepuum (6oae3nv Takascy), duaenocmuka, oughgpepenyuanvhas ouazHocmuKa,

on LlaeMMO/IOZLlﬂ, JleuyeHue, nPpoeHos.

CBoeBpeMeHHOE BBISIBJICHUE U MPaBUILHOE BeleHUE
0OJILHBIX C CUCTEMHBIMU 00JIE3HSIMU COEAMHUTETLHOM TKa-
HM COCTaBIISIET 0COOYIO BaXKHOCTh JUTSI CTICIIMAICTOB pa3-
JIMYHBIX 00JIaCTeil MEAULIMHBI, OTIPEAEISIET TPOrHO3 KU3-
HU OOJILHBIX U 9(P(PEKTUBHOCTD TepaITNu.

Hecneuundguueckuii aoproaprepunt (HAA, 6oe3Hb
Takasicy) — 3T0 XpOHUYECKOEe IpaHyIeMaTO3HOE BOCITAT-
TeJIbHOE 3a00JIeBaHUE a0PThl M €€ OCHOBHBIX BETBE, pexe
BETBeH JIErOYHOM apTepyru, C pa3BUTHEM CTEHO3a MU OKK-
JIIO3UM MOPaXXEHHBIX COCYI0B U BTOPUYHOI UILIEMUEN Op-
raHOB M TKaHel, BO3HUKAoIee B BO3PACTHOM TPyIINe 0
50 ner.

3abosieBaHME HA3BAHO B YECTh SITOHCKOTO O(TalIbMO-
nora M. Takayasu, koTopslii BriepBbie B 1908 1. oOpatui
BHUMaHWe Ha U3MEHEHUs TJIa3HOTO JHA Y MOJIOAON KeH-
IIMHBI ¢ 3TO 00Je3HbI0. OgHAKO 3a00JIeBaHIE OMMChIBa-
JIOCh U paHee 3apyOeKHBIMU W OTeYeCTBEHHBIMM aBTOPA-
MHU. TepMuH «00sie3Hb Takasicy» MOSIBUJICSI B KIIMHUUYECKOM
npakTuke B 1952 1.

3aboneBaemocth HAA BapbupyeT ot 1,2 10 6,3 ciydas
Ha | MiH. HaceneHus B rof. [Ipeobnanaroniuii Mo keHe-
kuii (9-15:1). 3aboaeBaHre BO3HUKAET B MOJIOAOM BO3pac-
te (0T 10 mo 30 71eT), XOTS €CTh eMMHNIHBIC OIIMCAHUS 3TO-
ro cuHApoma y noxuibix. Yamie Bctpeyaercs: B AnoHuu,
IOro-Bocrounoii A3um, KOxHoit AMepuke, pexxe — B EB-
porie u CeBepHoit Amepuke [1,2]. JlocTaTOUHO pacrpocT-
panéH 3T1oT cuHApoM B Poccun. Tak, mo manusim Mpkyrc-
KOTO LIEHTPa COCYIUCTOM Xupypruu 3a 1973-1995 rr. obcie-
nmoBajics v teuniics 231 6oabHOI B Bo3pacte 6-60 j1et, mpu-
4Y€M MHTEPECHBIM SIBJISIETCSI TOT (haKT, YTO COOTHOILICHUE
MYXXUMH U XeHIIUH o0bu10 3,7:1 [4].

B aTuonoruu 3aboneBaHus paccMaTpuBaiach poJib Ty-
0epKy/IE€3HOI MH(MEKIIMU, HACIeACTBeHHAs TIPeapaciono-
keHHocTh 1To HLA B-52 u HLLA DR-4. Kpowme Toro, Beiae-
JISIIOT (pakTOphl pyucKa 00JIE3HU: MOJIOAOI BO3paCT, KEHC-
KU TIOJI, «a3UaTCKyl0» HAIlMOHALHOCTh, MH(MUIIMPOBaH-
HocTh M. tuberculosis [8].

KiuHuka 60Jie3HU BKITIOYAET IBE TPYITITHI CUMITTOMOB:
1) oO1Me — aauTeabHas JMxopaaka, IoxyaaHue, c1adocTb,
COHJIMBOCTD, MBILIIEUHBIE M CYCTaBHBIE OOJU, pexke — To-
JINAPTPUT, CHWKEHUE arIeTuTa, TOIIHOTA, PBOTa, 00U B
JKMBOTE U/WUJM TPYIHOM KJIeTKe, Kallleib, yBeauueHue COD;
2) cnelMduyecKre IeMUIecKrue CUMITOMBI, CBSI3aHHbIE
C TIPOTPECCUPYIOIIMM BOCTIATUTETLHBIM ITPOIIECCOM B a0PTE
U OTXOIAIIMX OT He€ apTepusx. K mocnemHeit rpymnme ot-
HOCST: OTCYTCTBUE TTyJIbCa Ha apTePUSIX U €T0 ACUMMETPUIO,
MOsIBJIEHNE 1IYMOB HaJl apTepualbHbIMU COCYIaMU, TOJIO-
BOKpYXEHHE, apTepuaIbHyI0 TUTIEPTOHUIO, TIepeMeKaro-
1IyIocsl XpoMoTy, (heHoMeH PeiiHo, mopaxkeHrue BHYTPEeH-
Hux opraHoB (LIHC, a3, cepalia, opraHOB NUILEBapeHUS,
JIETKUX, TI0YEK) U KOXMU.

[e6oT 60JIe3HN XapaKTepu3yeTcsl JIUTeIbHON (heb-
pUIIbHOM Tuxopanakoi u muanrusMu (70%), 60aIMU B Cyc-
taBax (45%), mopaxkeHueM KOXHU C Pa3BUTUEM y3JIOBATOM
sputemsl (14%), spurembl nua (14%), reMopparnyeckoii
wiy osimMopdHoi ceimu (36%) [7].

OCHOBHBIMU MPUYMHAMU TSKEJIOTO TTOPaXKEHUSI COCY-
JIOB C pa3BUTHEM OPTaHHOW HEITOCTATOYHOCTU Y OOJTBHBIX
HAA sBrisieTcst mo3aHsIsl AMarHOCTUKA, a TaKKe HECBOEBpe-
MEHHOCTb M HealeKBaTHOCTb TPEINTPUHSTOMN Teparu [5].

JlaGopatopHbie nccnenoBanus npu HAA otiuyarotcs
YMepeHHBIMU U3MEHEHUSIMU 1 BeCbMa HU3KOM crieiuduy-
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HOCTBIO, 3TO HOPMOXPOMHasi HOPMOLIUTApHast aHEMUSI, yBe-
muuenne COD, koHueHTpauuu C-peakKTUBHOTO Oeka
(CPB), 0coGeHHO yIbTpauyBCTBUTEIBHOTO, PEIKO BCTpE-
YaeTcsl pOCT UPKYIUPYIOLINX UMMYHHBIX KOMIUIEKCOB, Ig
M peBMaTougHOTO (haKTOpa, MOJOKUTEIbHAS pPeaKIIus
Kymo6ca [2]. Tunuunsim wist HAA, Kak ¥ JUIsI MHOTUX ayTO-
MMMYHHBIX PeBMaTUYEeCKUX OOJIe3HE, SIBIIsSIeTCST U3MEHe-
HUe JIMIIMIHOTO criekTpa. JucaumnonporenaeMund Habo-
natorcst y 1/3 xeHuuH, crpagaromux HAA, u 3aBucar ot
ux Bospacta (vaiie B 40-55 jieT) M aKTUBHOCTU 3a00JieBa-
Hus. Jlempeccus pakTUIeCKN BCeX MoKasaTesei JTUIuI-
HOTO CIeKTpa KPOBU OTMEYAETCs TTPU BHICOKOM aKTUBHOC-
™1 HAA 1 xapakTtepHa [isl pa3HbIX BO3PACTHBIX IPYIII [6].

KowmruiekcHoe ybTpa3ByKOBOE UCCIeI0BaHNUE apTepu-
aJIbHOTO pycia y 60ombHBIX HAA TT03BOJISIET AMAarHOCTUPO-
BaTh CTETNeHb U pacipocTpaHeHue Mpoliecca, OlleHUTh Ha-
JIMIME KOJUTaTepaTbHOTO KPOBOOOpAIIIEHUST Ha KCTpaKpa-
HUAJILHOM YPOBHE U B apTEpUsIX BUILIM3MEBA KPyra, Moy-
YUTh MH(MOPMALIMIO O COCTOSIHUY TapaBa3aJbHbIX TKAHEH,
a TakXe OLIEHUTh 3((HEKTUBHOCTh XUPYPTUUECKOro jeue-
Hus [3].

JnarHo3 BCTaBJSIETCS MO AUATHOCTUYECKUM KpUTEPHU-
ssM. Haubosnblilee pactipocTpaHeHWe TTOJYIWIN KPUTEPUN
W. Arend u coaBr. (1990) u H.IT. IllnnxkuHoi u coanT. (1994)
(Tab:n. 1), obnanarolre 10CTaTOYHO BHICOKOI YyBCTBUTEb-
HOCTBIO U crielu(UIHOCTRIO [2].

Kpurepun nuarnoctuku HAA

Csl pAHHUM TIOSIBJIEHUEM UILIEMUYECKUX PACCTPONCTB, BbI-
paXkeHHbIM YBEJMYEHUEM COACPKAaHUS B KPOBU MOKa3aTe-
Jiel ocTpoii (ha3bl BOCITAJIEHMSI.

- IIpU MOAOCTPOM T€UEHUU HAOIIOAAIOT JIUXOPAAKY (10
cy0(eOpUIbHBIX 3HAUeHUIT), MeUIEHHOE (HECKOJbKO Me-
CSI1IeB) pa3BUTHE CUMIITOMOB MOPaKEHHUsI COCY/IOB.

- IPU XPOHUYECKOM TeUEHUU OOJIE3Hb PA3BUBAETCS UC-
MOJBOJIb B BUJI€ MILIEMUYECKOTO CUHIpOMa B 6acceiiHe mo-
3BOHOYHON apTepuu, pacCTPONCTB 3peHUsI, apTPAJITUIA.

IMpu dbopmynupoBKe nuarHo3a Hy>KHO YKa3bIBaTh THUII
TEUEHUSI, KIMHUKO-MOPHOIOrMUeCcKrii BApUaHT Mopaxe-
HUS1 AOpTHI U €€ BEeTBE, aKTUBHOCTb 0O0JIE3HU, JIOKATU3a-
LU0 UIIEMUYECKOTO CUHIpOMA U ocioxkHeHust. K yacTbim
OCJIOKHEHUSIM OTHOCSIT PETUHOMATU IO, BTOPUYHYIO TUIIEP-
TEH3UI0, a0PTAJIbHYIO PETYPTUTALIUIO U aHEBPU3MY, K pell-
KHUM — TTOpakeHUe KOPOHAPHBIX apTePUil, TUIaTallMOHHYIO
KapaAnOMUOTIATUIO, TJIoMepyioHehpuT, amuiionnos. 1o
YUCITY ¥ BBIPAXKEHHOCTH OCJIOKHEHM A OTPEIEISTIOT TSKECTh
00JIE3HU U €€ TIPOTHO3.

ITo nanHbiM uccaenoBanus D.Y. Zheng u coaBt. (1990),
BbInojHeHHOTo B Kutae ¢ yuactuem 500 601bHBIX, HANOO-
Jiee YacThIM OCJIOXKHEHUEM SBJISIETCS TPOMOO3 WJIU TPOM-
05M00/IMSI COCYZIOB TOJIOBHOTO MO3ra, Haubosiee 4acToit
MNPUUUHOI cMepTH — reMopparuu [10].

Jleuenue 3a001eBaHUS BKIIIOYAET, MPEXKIIE BCETO, Ha3HAa-

YyeHHe TIIOKOKOP-
TUKOCTEPOUIOB
(npemHu30JI0HA) B

Tabymua 1

W. Arend u coasT. (1990)

H.I1. IlIunkuHoi u coast. (1994)

CpeaHEeTECparncBTU-

1. Bozpact mosioxe 40 net

2. [Mepemexaroniascst XxpoMOTa KOHEYHOCTEI
c1abocThb, AMCKOMGbOPT

3. OcnabseHue mysbca Ha IUIeYeBOii apTepun
4. Pa3HuUlIa CUCTOJMYECKOTO IaBJIEHUS Ha
TIeueBbIX apTepusix oosee 10 MM pT.CT.

5. lllyM Ha MOAKITIOUMYHBIX apTEPUSIX UIU
OpIOLIIHOM aopTe

6. I3MeHeHust pu aHrrorpadun — CyxXeHue
WJTY OKKJTIO3UsT a0PThI, €€ KPYITHBIX BETBEH B
TTPOKCUMAJTBHBIX OT/IeIaX BEPXHUX M HYDKHUX
KOHEYHOCTE!, He CBSI3aHHBIE C aTePOCKIICPO30M,
(ubdpomackysspHOI auUCTUIa3ueit

1. ZKeHnckuii mon — 1 6asmn

2. Bospact neotota < 40 jiet — 2

3. AprepuajbHasi TUTIEpTOHUS C
acummerpueit AIL — 3

4. CHUXeHUe TTyJIbCalliK Ha TIIeYeBOM
apTepuy U COCYINCTBIE IIyMbI — 4

5. CuHapoM abIOMUHATBLHON UIIEMUUN — 2
6. TTepemekarolasicst XpoMOTa BEpXHUX
KOHeYHocTel — 3

7. Nemuueckas aHuedanonatust — 2
8. Cy)XeHue WIN OKKJIIO3UsI a0PThlI, €€
KPYITHBIX BETBEU MU TIPOKCUMATBHBIX
apTepuii KOHeYHocTel — 5

yeckoii no3e 0,8-1,0
mr/kr/cyt. [Tponon-
SKUTEJIbHOCTh UHU-
LIUAJIbHOM Teparnuu
COCTaBJISIET HE Me-
Hee 1-3 Mecsues,
npuuém COD B ce-
pUMHBIX aHaJIU3ax
TIOJIKHO CHU3UTHCS
meHee 20 MM/9.
Bo3MoxHO Ha3Ha-
YyeHUEe UTOCTATU-
KOB — METOTpeKca-

Hajnuue 3-X 1 0osiee MPU3HAKOB UMEET
yyBcTBUTEIbHOCTH 90%, a crietduuHocts 97%.

cymma 6aioB 10 u 6osee — 10CTOBEPHBIiA
TIPY HATMIMK JaHHBIX a0pTOTpaduy Win
CKaHMpOBaHUsl, 7-9 GaylioB — BeposTHbIE HAA

Ta, nuKiIodocdaHa
U azaTuomnpuHa. B
cJlydae TOPITUIHOTO

CoBpeMeHHas Kiaccudukarius puHsiTa Ha KoHbepeH-
nun «Takascy-Tokno» B 1994 1. B cOOTBETCTBMM C HEIO BbI-
NIENISTIOT CeAYIoNIMe KIMHUKO-MOP(MOIOrnuecKre BapyuaH-
ThI: | TUTT — TIOpakeHue ayTy aopThI U €€ BeTBel, [1a Tum —
BOCXOJISIIIIETO OTAe/Na aOPThl, AYyTM aOpThl U €€ BeTBeil, 110
— Ila + Hucxomsero rpyaHoro otaena aoptsl, 111 Trm —
IpyIHas HUCXOJSIIasl aopTa, OpIolliHasi aopTa W/Uiau To-
yeuHble apTepuu, IV Tum — OproliiHast aopTa u/vju rmoyey-
Hble apTepuu, V tun — tunsl 116+1V. [Ipu BoBaeyeHuun B
MaToOJIOTMYECKUI TTPOIIECC KOPOHAPHBIX COCYIOB WU JIE-
TOYHOIi apTepuu K Ha3BaHUIO TUMA J00ABJSIETCS yKazaHue
Ha ImopaxkeHue 3TUX COCYIOB, HarmpuMep, «116 tum ¢ mopa-
JKEHHEM KOPOHapHbBIX cocyaoB» [9].

Kpome Toro, 06s3aTeTbHBIM SIBIISIETCST OTIpefie/ieHre
THUTIA TeYEHUS:

- TIPY OCTPOM TeUeHU U O0JIe3Hb HAUMHAETCS C JIMXOPAJI-
KU, BBIPaKEHHOTO CYCTaBHOTO CUHAPOMA, COMPOBOXKIAET-

TeYeHUs 3a00JIeBaHKSI MOTYT ITPOBOIUTCS CEAaHChI MHTEH-
CHUBHOI Tepamnuu (Iyabc-Tepanuu yIapHbIMU J03aMHU TJTI0-
KOKOpTHKOCTeponaoB). Obs3aTebHas COCTABIISIONIAs Jie-
YeHUsT — 9TO Ba30aKTUBHas Tepanus. B ciyyae reMmonuHa-
MMYECKM 3HAUYMMBIX OKKIJTIO3UI COCY/IOB BBITTOJHSETCS UX
MPOTE3UPOBAHUE.

TTpuBoaMIM COOCTBEHHBII MPUMEP IJTUTETLHOTO HAOJTIO-
neHus 3a 6oapHoM ¢ HAA. bonbHas M., 34 net, rocrura-
JIN3MpPOBaHa B PEBMATOJIOTMYECKOE OT/AEJEHUE ¢ Kajoba-
MU Ha c1a00CTh, OBICTPYIO YTOMJIIEMOCTb, CHIKEHUE pa-
060TOCTIOCOOHOCTH, TIaMSITH, CUHKOTIATbHbIE COCTOSTHUSI,
OJBIIIKY CMEIIaHHOTO XapakTepa, BO3HUKAIONIYIO TPU
MoabEME B OOBIYHOM TeMIIe Ha 3 3Tax.

W3 anamHe3a yaanoch BbISICHUTB, uTo ¢ 1980 1. mpoce-
xkuBaeTcs yBeandeHHass COD no 30-50 mm/4, obcnenoBa-
Jlach Y OHKOJIOTa IO TIOBOAY JIMTTOMBI, a B 1987 1. mo moBoay
PEIMINBUPYIOLIETO STUCKIIepUTa — Y (htruduarpa. Torma xe
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BBISIBJIEH LIYM B cep/lie (I1ocie KOHCYJIbTallui PEBMAaToJI0-
ra opokK cep/Lia ObL1 UCKIIOUEH), moBbieHue AJl no 180/
100 MM pr.cT. B 1989 . pazBunacsk yznosatas sputema, COD
YBEJIMUMBAJIOCH J10 35 MM/4, JIedynjiach B peBMaTOJIOTM4eC-
KoM otaeneHnu rmokokoptukocrepornamu (I'KC) B nep-
BOHAYaJIbHOU J103€ 25 MT C MOCJIEAYIOIIUM CHIKEHUEM 10
MTOJTHOM OTMeHBI. Torma e BHOBb ObLT BBICIYIIIAH CHCTO-
JIMYECKUI 1IIyM HaJ a0pTOi, HO €ro pacLlieHWIN KaK (hyHK-
LUOHAJIbHBIN.

C okTs10pst 1995 1. mosiBUIACh OJBIIIKA TTPU X0b0e Ha 3
9TaX, SMMU30[bI CHHKOMAIBHBIX COCTOSIHUIM ¢ KpaTKOBpe-
MeHHOI moTepeil cozHaHus. K Bpauy oOpaTtuiach BeCHOM
1996 r. u BriepBhIe ObLTa 3aperucTpupoBaHa apuTMus. [1pu
XOJITEPOBCKOM MOHUTOPUPOBAHUY YaCTOTA CEPAEUHDBIX UM-
myJibcoB oT 49 o 117 /MuH, 0OHapy>KeHbl aTPUOBEHTPUKY -
JsipHast 6iokana I ¢t ¢ mepexonom Bo Il c1. (Tum Mobuig
I1), smmm3ombl cuHoaTpuanbHOI Ookans! 11 crenenn, nerm-
peccuu cermeHTa ST U XKeTynouKOBOI 9KCTPACUCTOINHU 110
TAy ourumeHnu. Jleunnace B peBMaTOJOTUIECKOM OTIE-
JIECHUM ¢ TUAarHOo30M MauonaTuyecKuil muddy3Hblii MUO-
Kapaut Thma AbpamoBa-®ujiepa ¢ HapyleHrueM GYyHKITH
BO30YIMMOCTU M IIPOBOAMMOCTH BBICOKUX rpamanuii. [1pu
MOCTYIIJIEHUM OOBEKTUBHO BBICIYIIMBAIOCh ociadieHue |
TOHA Ha BEepXYILKe, CUCTOJIUYECKUI IIIyM Ha BEpPXYIIKE,
MTPOBOISIINICS B JIEBYIO TTOAMBIIIEYHYIO 00J1aCTh, yCUIe-
Hue Il ToHa Han 1€royHo apTepueil (aycKyabTaTUBHAS Kap-
tHa B 1989 1. Ob1a otmuHoi), AL no 210/100 MM pr.CcT.,
yBeJMUeHue neueHn Ha 2 cM. Ha peHTreHorpaMme oTmeue-
HO paclIMpeHre TeH! ceplia 3a CYET JIEBBIX U MPaBbIX OT-
nenoB, 1o OxoKI' — kinamaHHBIN anmapaT He U3MEHEH.
[Tocyie BBIMMMCKM Ha MPOTSKeHUM 1,5 JTeT coxpaHsuiach
OIbIIIKA, 3HAYUTEIbHOE CHUXEHUE TaMsTH, paboTOCHO-
COOHOCTH.

B nexabpe 1997 r. nocie nepeoxyiaxaeHus B TeueHue S-
7 mueli omyxanu | msicTHO(MaIaHTOBEIN CYCTaB JIEBOM KIC-
TH, TIpaBble JIOKTEBOI M KOJEHHBII cycTaBbl. Jleunnach B
I'KB Ne3, rine BnepBble OTMEUEHA aCUMMETPUS MyJibca, U
0oJbHAsl HampaBjieHa Ha JoooOcienoBaHue B lopoackoit
peBMaToIOrMYecKuil eHTp. [1pu husukaaTbHOM 06Ceno-
BaHWU TPAHUIIBI CEP/LIA PACIIMPEHBI BO BCE CTOPOHBI, | TOH
Ha BepXyIlIKe He BBICIYIINBAETCS, 30eCh Ke CUCTOINIeC-
KMIA 1IIyM, MPOBOISIIMUIACS B JEBYIO MOAMBIIIEYHYIO 00-
nactb, 11 TOH Han aopToil coxpaHEH, Haa JETOYHON apTe-
pueit — ycusieH, B Touke boTknHa — mpoToauacToinyec-
KU 1IIyM, CUCTOJIMYECKUIT IIIyM Ha COCyIax Ier ¢ 00enx
CTOPOH, ocyiabyieHue MyJbca cieBa: B 00JACTH JyYeBbIX U
BUCOYHBIX apTepuit. A/l Ha pykax 150/80 MM pT.CT. cripaBa,
110/70 — cnesa. ITo Y3AI' — cTeHO3 OOIIMX COHHBIX apTe-
puii ¢ 06erX CTOPOH Ha MPOTSDKEHWH C BHIPaXKCHHBIM CTe-
HO30M B JUCTAJbHOM TPETH, CTEHO3 MOIKIIOYUYHBIX apTe-
puii (6oJtbliie cyieBa), TO3BOHOYHBIX apTepHii, BHYTpEHHE
coHHou aptepuu 10 70%. KoMMyHUKaHTHBIC apTepUN BU-
Jnm3ueBa Kpyra coctositesibHbl. [To OxoKI' oTmeueHo yBe-
JIMYEHUE pa3MepoB JIEBOro npeacepaust (10 42 MM), a0pThl
(36 MM), HeboJbIIAsT PETYPTUTALIUS HA A0PTe U MUTPATb-
HOM KJianaHe MpM MHTAaKTHOM KJjaraHHoM armapare. [1o
OKI' — Ha ¢oHe MPaBUIBHOTO CUHYCOBOIO PUTMa, OTMe-
YeHbl MPU3HAKKU TMIepTPodUn JEBbIX MPeacepaus U xe-
JIyIOYKa, CyOaHIOKapAraabHasT UIIEeMUsT O0KOBOI CTEHKH
JieBoro xenymnouka. I[To u3oTonHoi peHorpaduu BbisIBIE-
HO He3HAUMTEJIbHOE CHIKEHUE CEKPEIINU panrodapMIipe-
naparta JieBoil moukoii. JlabopatopHo y 0071bHOI OTMeua-
noch yBenmmueHne COD U HMPKyIMPYIOIINX UMMYHHBIX
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KOMILJIEKCOB.

YuuTbiBask UMEIOLINECS] KIMHUKO-UHCTPYMEHTAIbHbIE
JMaHHbIe (KEHCKUIA TI0JI, Bo3pacT A0 40 JieT, MHOXEeCTBEH-
HOE MOopaXkeHWe KPYIHbIX apTepUabHBIX COCYIOB, aCUM-
MeTpHSI apTepUaTbHOTO AaBJIeHUs, TPU3HAKU CYOIHI0KAP-
JIMarHoi niemMun) 60JIbHOM ObLT BbICTaBIeH nuarHo3 HAA.
Hauara Tepanusi mpenHU30710HOM B 03¢ 50 MT/CyT., B 1aJTb-
Heii1eM, 3a 1 ron, 103a ObUIa CHUXKEHA 10 MOIEPXKUBAIO-
et B 10 Mr/cyT., Kotopyto rosyyasna jgo 2004 . Kpowme toro,
00J1bHAs TTOJTyYasia BA30aKTUHYIO Tepanuio (IMMUpruaaMorn,
NEHTOKCUMWUINH, BUHITONeTHH). HeogHokpaTHO ocMmat-
puBaTach aHTMOXMPYProM, OfiepaTUBHOE JieUeHre He MPo-
BOJIMIIOCH.

B 2004 . 601bHast ObLIa OCMOTPEHA HA KJIMHUYECKOM
KOHCWIMYME Y, YIUTHIBAsI YCTOMUMBOE CHIDKEHME TTOKa3a-
TeJiell KIMHUKO-1abopaTopHoii aktuBHOocTH (COD 5-15
MM/4, OTCYTCTBHE€ HOBBIX CUMITTOMOB), OBIJIO PEIIeHO OT-
MEHUTb TJIIOKOKOPTUKOCTEPOUIHYIO Tepanuio. OmHOBpe-
MEHHO C 3TMM OTMEUYEHO MPOTrpeccupoBaHUEe CUMIITOMOB
XPOHUYECKOM CeplevyHOM HENOCTATOYHOCTH, IIPUCOCIUHE-
HUE OTHOCUTETbHOM TPUKYCITMIAIBHON HEAOCTATOUHOCTH,
IS yero Obli1a Ha3HauY€Ha KOPPEKIIUS C MPUMEHEHUEM M-
ypeTuKoB, MHTHOUTOpoB AIT®, B-610KaTOPOB B CpeaHE-
TepaneBTUYECKUX 103aX.

Ve yepe3 1 ron y 001bHOIM cTaj1a HAOII0OATHCS HE TOJIb-
KO cepJieuHast HeIOCTaTOYHOCTb, HO U MTPU3HAKU MTPOrpec-
CHPOBaHUS OCHOBHOTO 3a00JieBaHUs. YUaCTUINCh BITM30-
JIbl CHHKOTAJIbHBIX COCTOSIHUI, TUTIEPTOHUYECKUX KPU30B
c nonwémamu AJl 1o 210/120 MM pT.CT., Hapoca ciaboCTb,
cTajia 3aTOpMOKeHHOM, yBenmuniaack COD mo 43-63 MM/,
LUPKYIMPYIOIIe MMMYHHBIE KOMIUTeKCHI 1o 144 EJI, mo-
sIBUJIaCh runepxojiectepuHeMus. [Tpu ayrjaeKCHOM CKaHK-
POBaHUU IKCTpalepeOpaTbHBIX COCYIOB BBISIBJIEH CTEHO3
BHYTPEHHMX COHHBIX apTepUil ¢ 00X CTOPOH C IIOTHOM
TOMOT€HHO! OJISIIIKOM, OKKJTIO3Ms TIePBO IMOPLIMHU JIEBOI
MOAKIIOYMYHON apTepun, «CTUI»-CUHAPOM cieBa. Ha
OxoKI' obHapyxkeHa muiaaTalns BceX Kamep cepana (Impe-
HMMYILECTBEHHO cJieBa), yMepeHHast TMnepTpodusi Muokap-
Jla JIEBOTO XeJTyaouka (MeXKeTyI0uKoBast TIeperopoaKa u
3a[HsIs1 CTeHKa — 13 MM), J€royHasi runepTeH3ust (Bpemst
yCKOpeHUs B IeroaHoii aptepuu 0,8 ¢), IIOTOKU perypruTa-
LIMM Ha aOpTaJbHOM, MUTPAJIIBHOM M TPUKYCIUIATHLHOM
KJ1armaHax. DTo TMOCTYXKIJI0 OCHOBAaHUEM JIJIST BO3BpAIICHUS
K JICYCHUIO TIIIOKOKOpPTUKOCTeporaamu. beiia mpoBeneHa
OMHOKpATHAsI TYJIbC-Tepanusi MeTUripenom B 1o3e 500 wmr,
rocJjie KOTopoii faH npenHu3010H 1o 40 mr/cyt. HazHaueHbl
TMIOTEH3WBHAsI Tepanust TM3UHOMpriIoM 10 Mr/cyT, MeTor-
posioiom ZOK 50 Mr/cyT, ruipoxJIopTHa3suaoM 25 Mr/cyr,
a TakkKe Ba30AKTUBHBIEC Mperaparhl.

TakuMm obOpa3oM, nuarHo3 6obpHOI: HAA aKTMBHOCTD
2 CT., IOJOCTPOE TeueHue, | THII, CTeHO3 BHYTPEHHUX COH-
HBIX apTepuil, OKKITIO3UsI JIEBOI MOAKIIOUYNIHON apTepuH,
«CTHJI»-CUHIPOM JIEBOM TMTOIKITIOYMYHON apTepuu, TOCTMHU-
OKapIuTUyecKast KapIMoMHUONaTusl, IUIaTalus BCeX Kamep
cepaia, OTHOCUTEIbHAsST aopTabHasl, MUTpaJIbHAsA W TPH-
KycrnuaaabHasi HEIOCTaTOUHOCTH, BTOPUYHAS apTepuaib-
Has TUIIEPTOHMS 3 CTeIleH!, 2 cTaguu, 4 pucK (TUIIepTPO-
¢us neBoro xenynodyka, rurnepxojecTepuHeMusi, cepied-
Hasi HeJIOCTaTOYHOCTh), XPOHUYECKasl ceplieuHast He0CTa-
TOYHOCTH 2a ctaauu, 2 ¢.K., B aHAMHe3¢ — MOJIMapTPUT,
SMUCKIIEPUT, y3JIoBaTast 3puTeMa, aOpTUT. JIUCIUPKYISATOP-
Hasl aHLedanonarust accounrupoaHHas ¢ HAA ¢ TpaH3u-
TOPHBIMU MILIEMUYECKMMHU aTakKaMy B BepTeOpO-06a3nisip-
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HOM OacceliHe.
JlaHHOe KJIMHUYeCKOe HaOJIoAeHUEe JEMOHCTPUPYET
XapaKTepHYIO B OOJIBIIIMHCTBE CJIyyaeB 3aro3aaiylo auar-

HOCTHUKY CUCTEMHOI'O BaCKyJiuTa, IMHAMNKY pa3BUTUA 3a-
6OHCB3HI/IH, a TaKXK€ TaKTUYCCKUE TPYOAHOCTU BECIACHUSA B
YCIIOBUAX peanLHoﬁ KIIMHUYECKON ITPAKTUKU.

LONG-TERM SUPERVISION OF THE PATIENT WITH NONSPECIFIC AORTOARTERIITIS

E.N. Skvortsova, T.I. Zlobina, A.N. Kalyagin, O.V. Antipova, N.Ju. Kazatseva, M.S. Treskova, S.Ju. Chernikh
(Irkutsk State Medical University, Irkutsk Municipal Clinical Hospital Nel, Irkutsk Municipal Rheumatological
Center)

Clinical supervision over the patient with system vasculitis vascular of large calibre - Takayasu’s disease is presented.
Problems of epidemiology, a choice of tactics of conducting and the forecast of patients in conditions of real medical practice

are discussed.

JINTEPATYPA

Fguﬁwmeﬁn 0. U. Backynutsl. — KpacHosipck: [lnatuna,

2001. — C.81-92.

2. bapanos A.A., Haconoe E.JI., Cyepanrues A.b. Al]_)lTepVH/IT
Takasicy (Hecnieundurueckuit ao%ToapTepMHT) // HacoHoB
E.JI., bapanoB A.A., Illunkuna H.T1. BackyguTthbl 1 Backy-
Jionatuu. — Spocaasib: Bepxusig Bonra, 1999, — C.388-419.

3. Kynyeeuu I U., Ilokposckuii A.B., 3omukoé A.E. u dp. Yib-
TPa3BYKOBbIE OCOOEHHOCTH HECIEeM(PUIECKOTO a0pTOap-
TepuuTa { 6 Yiabrpa3BykoBasi U ?)gHKuMOHaﬂbHaﬂ JIMarHOC-
tka. — 2004. — Ne 3, — C.98-105.

4. Heepeii B.®D., Cepxuna A.B., Taesckuii b.B. u dp. ilnaraoc-
THKA 1 JIeueHUe HeCTIeIIM(pUIECKOTO A0PTO-apTePUUTa B yC-
JIOBUSIX PETMOHAJIBHOTO COCyaucToro eHtpa // Ipobie-
MBI KIIMHUYECKOM aHTMOJIOTMY W COCYIUCTOM XUPYPIHMH:
C6. HayuHbIX padot / [lox é)ez[. B.B. YepHssckoro. — Bbirt.
1. — Upkytck, 1998. — C.63-68.

5. Ckpsouna E.H., Jloceun E.B., Ilonosa M.A. AHanu3 npu-
YUH TSKEIO0r0 MOpaXKeHUsI COCYI0B Y OOJIbHBIX HECIEL-

MYeCKUM aopToapTepuntom // CoopHrK Matepuanon VII
MOMPCKOI HAyYHO-TTPAKT. KOH(. 1O aKT. BOIIPOCaM Kap-
nuojornu. — Kpacnosipek, 2002, — C.166-167.

6. Ilapouna JI.A., llly6nuxosa E.A., llapoun C.A. AteporeH-
HBIe TUCITUTIONPOTEUIEMUM 1 TIEPEKUCHOE OKUCTICHNE JIN-
TMUI0B KaK HEMMMYHHBIEe (DAKTOPBI TTPOTPECCUPOBAHUS He-
CIIeIM(UIECKOTO a0pTOapTePUMTA Y XKSHIIMH // YpalTbcKuit
Kapauosiornyeckuii xxypHai. — 2001. — Ne 2. — C.35-36.

7. Hong C.Y., Yun Y.S., Chio J.Y., et al. Takayasu arteritis in
Korean children: clinical regort of seventy cases // Heart.
Vassels. — 1992. — Vol. 7. — P.91-96.

8. Flores-Dominguez C., Hernandez-Pacheco G., et al. Alleles
of the major histocompatibility system associated with
SusceI])\E[ibihtK/[to the development of Takayasu’s arteritis //
Gac. Med. Mex. —2002. — Vol. 138, Ne 2. — P.177-183.

9. Sebnem K.S., Bostan 1., 3il E. Takayasu arteritis {)/ Annals
of the Rheumatic Diseases. — 2002. — Vol. 61. — P.92-93.

10. Zheng D.Y., Liu L.S., Fan D.J. Clinical studies in 500 patients
with aortoarteritis /g Chin. Med. J. (Engl). — 1990. — Vol.
103, Ne 7. — P.536-540.

© KY3HEIIOB C.M., TOPIEEHOK ®.[l., KPAIHIOKOB ILE., JOTHHOB O.C., HETECUHE.C. — 2006
KIMHNYECKHUE KA3YCbI OCTPOI'O AITITEHAWUITNUTA

C.M. Kysneuyos, @./. Topoeernok, I1.E. Kpaiiniokos, O.C. Jloeunos, E.C. Hemecun

(MpkyTtckuii rocynapcTBeHHBIN MEIUIIMHCKN YHUBEPCUTET, PEKTOP — JI.M.H.,
XUPYPIrUH, 3aB. — 1.M.H., mpod. A.B. H_FepﬁaTHX; B/4 67657, komaHaup — -k MC B.B.

npod. 1U.B. Majnos Ka(,t}?z[ga (§)aKy.TII>TeTCKOI71
obau

Pesrome. I[lpusodumcs dea HabawOeHus nayuenmos, onepuposaHHbix ¢ npedeagumeﬂbnbm 0uazHO30M OCMPbLI anneHouyum.

HHmpaOHGPQMUOHHO BblAB/N1E€HbL OnyXxoeevle NopadCeHus moAacmotl KUWKUY U 3a

PHOUUHHO20 NPpOCMPAaHcmeda. Buvinoanena npa-

B0CMOPOHHAA CEMUKONIKMOMUA 6 oboux CcAyuasAx, eucmosocuvecKu 6 nepeom HabadeHuu my6epl<y/ze3HbuZ Mesoaaenum, 60

8mopom ncegdomybepkynes.

Karouegvie caosa. Annenduyum, oupgepenyuarvhas ouazHoOCMuKa, onepamusHoe AeHeHue.

Ecnu 1,5-2 mecsatuneTus Ha3an TUATHOCTUUYECKUE
OIIMOKM MTPY OCTPOM anTeHIULIMTE Yallle BCEro CBOAMINCH
K HeBepUMUIMPOBAHHON MATOJIOTUU TTOYEK U MOUYEBBIBO-
nsiei cucteMbl (15%), natonoruu renutanuii (8-10%),
pexe 6one3nu KpoHa u npyrux 3aboieBaHuii, TO B HACTOSI-
1ee BpeMsl B CBSI3U C POCTOM 3a00JI€eBAEMOCTH TyOepKyJie-
30M, TICEBAOTYOEPKYIe30M U JAPYTUMU crieu(UIeCKUMU
3a00s1eBaHUSIMU € A0IOMUHAIBHBIM CUHAPOMOM, BO3HUKA-
10T IMATHOCTUYECKUE OIIMOKHU, TPUBOISIINE K OOIIIMPHBIM
XUPYPTrudecKuM BmelaTeabeTBaM. [Ipy 3TOM mamueHT
CTpajaeT He TOJIbKO (DU3NYECKU, HO U B COLIMATIbHOM U TICH -
XMUECKOM TulaHe. B TeueHue mocaeHuX S IeT Mbl HEOJJTHOK-
pPaTHO BCTPEUATUCh C KA3yUCTUUECKUMMU CIIy4asiMU OCTPO-
rO arnmeHAMIINTa, Yallle Mocje anneHI3KTOMUN JUarHoC-
TUPOBAJICS UEPCUHUO3, TICEBIOTYOEPKYJIe3, KOTOPbIE CAHU-
poBauCh KOHCEPBATUBHBIMU MepornpusaTusiMu. Ho B 1Byx
HaOJII0ICHUSIX ATIMEHI2KTOMUSI ObLjla TTPeJTIoueil K paciim-
PEHHBIM OPTraHOYHOCSIIIIUM OIepaLiUsIM.

[lepBoe Habmonenue: [Namuent T., 51 1., 14 suBaps 2002
rojia J0CTaBJIeH aBTOMAIIMHON CKOPOU IoMoIiu B buayp-
ckywo LIPB ¢ xanobamu Ha cujibHbBIE 001 BHU3Y XXMBOTA
Gouiblue cripaBa. bosieH B Te4eHUe CyTOK, KOra Cpeiu MmoJi-
HOTO OJIaroroJy4yus MOSIBUIUCH IMOCTEIIEHHO YCUJINBAIO-

muecs: 6o BHU3Y knMBoTa. MHTEHCUBHOCTD MX HapacTa-
JIa, TIOSIBUJIACh TOIITHOTA o011iee HemoMoraHue. [1pu o0bek-
TUBHOM OOCJIETOBAHUU COCTOSTHUE OJIMKE K YIOBJIETBOPU-
TesbHOMY. [IpaBUIBLHOTO TENIOCIOXEHUSI, KOKHbIE TTOKPO-
BbI U CJTM3UCTBIE 0JIEMHOPO30BOI OKpacKy YucThie. Jlpixa-
HUE BE3UKYJISIPHOE, C KECTKUM OTTEHKOM, paccesiHHbIe
cyxue Xpurnbl. TOHBI cepila siCHble, PUTM TTPaBUIbHBIN.
Ilynp 84 B MuHyTY. S3bIK MOACYIIIEH, CIeTKa O0J0XEeH ce-
pbIM HasleToM. 2KMBOT CUMMETPUYHBIN, HECKOJIBKO B3/IYT.
TTpu T1yGOKOM ABIXaHWW HUXKHUE OTAEJIbI OTCTAIOT OT Bep-
xHuX. [1pu najgpnanuu 60J€3HEHHOCTb, 3allIUTHOE HaTlpsi-
JKEHUME B HUXKHUX OTJeJ1ax XUBOTa OoJiblie cripaBa. CUMI-
TOMBI pa3apakeHusl OPIOIIMHBI BEIPAXKEHBI YMEPEHHO, T1e-
pUCTAIBTKA COXpaHEeHa.

Anamms kpou: HB — 115 1/m; JI. — 8 x 10°, /st — 5, ¢ /st
—79,1— 10, m — 6, COD — 20 mM/4. AH. Mour 6e3 0CO-
OeHHOCTEl. YuuThiBasi HapacTaHue 00JIeBOTO CUHApOMaA
MalMeHT B3ST Ha OTepalllio ¢ TMarHO30M OCTPbIi armeH-
nuuuT. [1pu nanaporomuu no Bonkosuuy-/IbsiKOHOBY uep-
BeoOpa3HbIil OTPOCTOK MPaKTUYECKU HEe U3MEHEH, B 00J1a-
CTU CJIETION KUIIKU OMPEEISIETCSl OTYXOJIeBUIHOE TIOT-
HOE YMEPEHHO CMelllaeMoe HoBooOpa3oBaHue. BoimosHe-
Ha amnmeHI2KTOMMS ¢ YYeTOM BTOPMYHBIX U3MEHEHUI OT-
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