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Hepmatomuosut (JIM) u nonumuo3ut (ITM) oTHOCSATCS K MAMOMATUUECKUM BOCTIAIUTEIbHBIM MuonaTusiMm (MBM)
U XapaKTepU3YIOTCS BOCTIAJIMTEIbHBIM TTOpaXKeHUEeM ckeleTHO MyckyaaTypsl. [Ipu [AM, B ominuue ot [1M, Habio-
TTAeTcs1 TopakeHUe KOXH, KOTOPOE CIYXUT MaTOTHOMOHUYHBIM MTPU3HAKOM JaHHOTO COCTOSIHUS. OMHUM U3 PeIKUX
KOXHBIX TIPOSIBIEHUI TIPU 9TOU MATOJIOTUHM sIBAsieTCss MaHHUKYIuT ([1H).

eab uccnenoBaHus — U3yYUTh KIMHUKO-TabopaTopHbie ocodbeHHOcTH MBM, conpoBoxaatomuxcs [TH, u pa3pa-
00TaTh peKOMEHIAINH 10 BEAEHUIO TAKMX OOTbHBIX.

Marepuan u Metoasl. O6cnenoBaHo 318 mamreHToB (75 My>kKuMH 1 243 XeHIIMHBI) B Bo3pacTte ot 18 mo 80 ser ¢ au-
arHo3oM MUIBM u cpenHeit niuTeabHOCTbIo 60e3Hu 18,9717,4 mec, koTopsie Habmoaanucs B PI'BHY HUWP

um. B.A. HaconoBoii ¢ 1996 mo 2015 .

Pesyasrarsl u oocyxaenne. Y 12 (3,8%) u3 318 GonbHbBIX BepuduimpoBaH J00yaspHbiil [1H, kotopsrit B 100% ciry-
4yaeB acCOLMUPOBaH ¢ AuarHo3om [IM. KinHuveckast KapTuHa B 9TOM TpyIIe OOJbHBIX TAKXKe XapaKTepru3oBajiach
MOpakeHNEM KOXH B BUIE SPUTEMBbI Ha JINIIE, TyToBuIle U apuTeMbl [oTTpoHa (B 100% ciyyaeB), OKOJOHOITEBBIX
KarmuutsiputoB (91,7%), si3BeHHO-HEKpoTUIeckoro Backyura (57,3%), mapaopouranbHoro oreka (75%), auxopami-
ku (41,7%), anoneuun (50%) u cycraBroro cunapoma (25%).

3akmouenne. Pazsutue [1H cBs3aHO ¢ ocTpbIM neproaoM [IM, a mosiBieHue HOBBIX 04aroB — ¢ 000CTPEHUEM 3TOTO
3a007eBaHMsI, YTO TPEOYET MPOBEIEHNUST aKTUBHOM Tepanuu.

KnroueBbie ciioBa: uarionaTuyeckue BOCTIAIUTENbHbIE MUOTIATUY; IEPMATOMUO3UT; MAHHUKYJIUT.

Jlns cepikn: AnTenaBa OA, EropoBa OH, benos BC u ap. [TaHHUKYIUT rpu aepmatoMuosute. HayuHo-nipakTuye-
ckast pemarojiorust. 2016;54(2):227-232.

PANNICULITIS IN DERMATOMYOSITIS
Antelava O.A.', Egorova O.N.%, Belov B.S.?, Radenska-Lopovok S.G.?, Khelkovskaya-Sergeeva A.N.?, Glukhova S.I.?

Dermatomyositis (DM) and polymyositis (PM) belong to idiopathic inflammatory myopathies (IIM) and are charac-
terized by inflammatory injury to the skeletal muscles. In DM, unlike PM, there is skin injury that serves as a pathog-
nomonic sign of this condition. Panniculitis (PN) is one of the rare cutaneous manifestations in this disease.
Objective: to investigate the clinical and laboratory characteristics of IIM accompanied by PN and to elaborate guide-
lines for managing these patients.

Subjects and methods. Examinations were made in 318 patients (75 men and 243 women) aged 18 to 80 years who
were diagnosed with IIM (mean disease duration of 18.971£7.4 months) and followed up at the V.A. Nasonova
Research Institute of Rheumatology in 1996 to 2015.

Results and discussion. In 12 (3.8%) of the 318 patients, lobular PN that was associated with the diagnosis of DM veri-
fied in all cases. The clinical picture in this patient group was also characterized by skin injury as erythema on the face
and trunk and Gottron’s papules (100%), periungual capillaritis (91.7%), ulceronecrotic vasculitis (57.3%), periorbital
edema (75%), fever (41.7%), alopecia (50%), and joint involvement (25%).

Conclusion. The development of PN is associated with the acute period of DM and the emergence of new foci is relat-
ed to an exacerbation of this disease, which requires active therapy.
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TMomamuosut (IIM), nepmarommosut (JAM)
U 10BeHWTbHBIN nepmatomMro3ut (KOJIM) otHocsT-
cs K MIUOMATUYECKUM BOCHAIUTEIbHBIM MHUOMA-
tussmM (UBM). OHu xapakTepusyroTcsi BOCHaIU-
TEJIbHBIM MOPaKEeHUEM CKEJIETHON MYCKYJIaTyphbl
B BUIE CJ1A0OCTU MPOKCUMAIIBHBIX OTIEJIOB BEpPX-
HUX U HYDKHUX KOHEYHOCTE!, MBILII] 111U, [JIOTKH,
roptaHd. [IoMMMO MBIIIEYHOTO MOpaXKeHUsl, TU-
MUYHBIMU It [IM cuuTaioTes sipkue U3MEHEHMS
KOYXKHOTO [MOKPOBA — dpUTEMa Ha JIULIE, TPY/IH, TIIe-
Yax, CIIMHEe, KOXe ThUTbHOI MOBEPXHOCTH TISICTHO-
(bamaHroBBIX, MPOKCUMATBLHBIX MeX(aTaHTOBBIX,
JIOKTEBBIX U KOJIEHHBIX CYCTaBOB, MapaopOUTaIb-
HBIIl TeTMOTPONHBIN OTeK, maHHuKy T ([TH) [1].
[MopaxkeHue KoXu MOXKET CITy>KUTh OTHUM U3 Tep-
BbIX KJIMHUYECKUX MPOSIBJICHUI 00JIe3HU, MPUIK-
HSIOIIMX cTpasaHue 6obHOMY. [1pu nporpeccupo-
BaHUM U PACIIPOCTPAHEHUH TTOPAXKEHNWS HapacTaeT
U MBbILIEYHasi caboCTh, MOCTENIEHHO MEHSIETCs

BHEIIHUI 001K O0obHOTO. [TpricoeauHeHne BUC-
LIEpaJIbHOM TATOJIOTMM CYIIECTBEHHO YXyMIIIaeT
MPOTHO3 U CIOCOOCTBYET 3HAUYUTEJILHOMY CHIUXKE-
HUIO KayecTBa K3HU 001bHBIX [TM v IM ¢ aH-
TUCUHTETAa3HbIM CUHIPOMOM [2].

OCHOBHBIMU J1aOOPATOPHO-UHCTPYMEH-
TaJbHBIMU XapaKTepUCTUKAMU, OTPaKalolUMuU
BBIPaXKEHHOCTb MbIILIEYHOTO MOBPEXIACHMS, SIB-
JISIIOTCSA:  YpOBeHb  KpeaTMH(OC(HOKMHA3HI
(K®K) B chIBOpOTKE KPOBM, HAJTUYKME BOCIIAIM-
TEJIbHOW AKTUBHOCTU T10 JAHHBIM HUTOJIbYaTOMN
snekTpomuorpadpuu (u-OMI'), HeKpo3 U TUM-
dorucrronurapHasg UHOUIbTPALUKUS B MBIIICU-
HOM Ouomnrarte [3].

3HAUYUMOCTb TOpaxeHus Koxu npu M
MOJAYEPKUBAIOT MHOTrME uccienaonarenu [1—4],
HO TMPU3HAKW BOCIAJeHUS MOIKOXHOU KUPOBOI
kieryaTku (IT2KK) y aTx 60bHBIX MpeacTaBie-
HbI B €IMHUYHBIX HaOMoneHusx [5—S§].



HaonwpeHus M3 NpakTukKm

OnHuMm u3 peakux nposieneHuii [IM/IAM ssasiercst [1H.

HWctuHHag KiInMHWYecKas W TPOTHOCTUYECKas 3HauM-
mocTh [TH ripu IM B HacTosIIIIee BpeMsT 0CTaeTCs HEAOOLICHEH -
HOI, TIOCKOJIBKY OH MMEeT BeChbMa IIMPOKUN KIMHUYECKUI
JiMara3oH — oT eaBa 3aMeTHoro yruiotHeHust [T2KK u 6roue-
00pa3HbIX 04aroB jumnoaTpoduu (puc. 1), 10 rrydbokoro, nau-
TEJIbHO HE 3aXMBaoIlero MHGOWIBTPaTUBHO-SI3BEHHOTO TTopa-
KeHus (puc. 2, a—e8), OCTaBJSIONIETO BIOCIAEACTBUM KalblU-
(duKaThl WK TpyOble PyOLIOBbIE U3MEHEHUSI.

H3meHeHust mabopaTopHbIX Mmokasareseit npu [1TH HocsT
HecrneuM(UUECKHii XapakTep, OTpakasi HaJIMYKMe W BbIpaxKeH-
HOCTh BOCTIaIUTeJIbHOTO Tiporiecca. [1oaToMy oHU (3a UCKITIO-
yeHueM [31-aHTUTPUIICUHA, aMWJIa3bl W JIUMA3bl) MMO3BOJSIIOT
CYIUTH JIUIIB 00 aKTUBHOCTH OOJIE3HU, @ HE 0 HO30JIOTUIECKOM
npuHauiexxHoctu. bonbioe 3HaueHue mis Bepudukarmu [Tx
nmMeeT rucroMmopdoiornieckast KapTrHa, XapaKTepru3yIoIasicst
HEKpo30oM aaunouutos, uHGuasrpauueit [12KK Bocnanutesns-
HBIMU KJIETKAMU W TIEPETTOJITHEHHBIMU XUPOM Makpodaramu
(«neHucTbie KIeTKU») [9, 10]. TucTonarosornyeckas KapTuHa
I npu JIM manousydeHHa.

B cBs3u ¢ 3TUM BecbMa MEPCIEKTUBHBIM SIBJISIETCS] U3Y-
YeHUe KIMHUKO-JIabopaTopHbIX ocodeHHocTelt [TH npu MBM.

Ileablo HacTosIIero MCCACIOBAHUS SIBUJIOCh M3y4YeHUE
KJIMHUKO-J1ab0paTopHbIX ocobeHHocTeit UBM, compoBoxkna-
roruxcs [TH, 1 pa3paboTKu peKOMEHIALIMI 110 BEIEHUIO TAKUX
OOJIbHBIX.

Matepuan u metoabl

B uccaenmoBanuu ygactBoanu 318 6onbHBEIX UBM, Ha-
omonasmuxcs 8 PITBHY HUUP um. B.A. Haconosoii ¢ 1996
1o 2015 . ¢ gocToBepHbIM quartHozoM [IM/IM, oTBeyaronmm
kputepusiMm A. Bohan u J.B. Peter 1975 . [11].

Kputepun wuckioyeHusi: BbIpaXeHHbIE HapylIEHUS
(GYHKIIMU CepAeYHO-COCYIUCTOM CUCTEMbl, TEYeHU, IOYeK,
OepeMeHHOCTb U KopMJeHue rpynbto. MccienoBanue onobpe-
HO JIOKaJbHBIM 3THYecKUM Komuterom OI'BHY HUUP
uM. B.A. HacoHoBoii. Bcemu yuacTHUKaMu rccienoBaHus Obl-
JIO TIOAIMMCaHO MH(GOPMUPOBAHHOE COTJIacue.

BceM 6oJIbHBIM TIPOBOIMIIM KOMITIEKCHOE 00C/IeIOBaHUE:

1. KnuHuueckoe obcieqoBaHre BKJIOYAI0 cOOp aHAM-
He3a (C y9eTOM KOMOPOUTHOCTH, ajliep-
TOJIOTUYECKOTO CcTaTyca, HacJeICTBeH-
HOCTH, COMYTCTBYIOIIETO TIpHeMa Ipe-
naparoB U T. 11.), a TAKXKE UCCeI0BaHUS
1o opraHam 1 cuctemam [12].

ManyanbHOE MBbIIIEYHOE TECTH-
poBaHue (manual muscle testing —
MMT) npoBOAMIOCH COTJACHO PEKO-
MeHAausIM MeXIyHapoIHOM TpyIMIibl
HWCCIeI0BaTeNil MO0 OIlEHKE MHO3UTa
u KJIMHUYECKUX HUCCceq0BaHU
(IMACS) [13] u BkITIOYQJIO WHAEKC
oteHk 8 u 24 mprmn (MMTS, Hopma
80 6autoB; MMT24, Hopma 260 GautoB)
no 10-0asIbHOU 1IKaje aKCUaTbHbIX,
MPOKCUMAJIbHBIX M AUCTAJIbHBIX TPYIIT
mbii. OleHka oObeMa JIBUXEHUIM
MPOBOAWIACH B TOPU3OHTAJIBHOM U Bep-
TUKJIBHOM TMJIOCKOCTSIX MPU COMPOTUB-
JICHUW CWJIe JaBJCHUSI TECTUPYIOIIETO
Bpaya.

[lIpu omeHke BbIpakeHHOCTH [TH
YUUTHIBAIM PACIIPOCTPAHEHHOCTD, OKpa-
CKYy U YUCJIO TOPaXEHHBIX YYaCTKOB.

MHTEeHCUBHOCTD MX 0OJIE3HEHHOCTH OIPEIEISIIN 110 BU3Yallb-
Holi aHanoroBoi mkane (BALL) mpu HamaBTMBaHUM HA LIEHTP
y3J1a 10 To0eieHUsT HOTTeBOU (halaHT! UCCIIeNOBaTEIs.

2. JlabopaTopHO-MHCTPYMEHTAIBHOE  KCCIIeOBaHUE
TPOBOAWIIA IO €IMHOMY aJITOPUTMY, BKIIOUAIOIIEMY OTIpeie-
sneane COD, ypoHeit KDK, acnapratammHoTpaHchepasbl
(ACT), ananumnamuHotpaHcdepasbl (AJIT), C-peakKTUBHOTO
oenka (CPB), antunykineapnoro dakrtopa (AH®-Hep2), aH-
tuten K apycnupaibHoil JIHK (antu-ac-IHK), a Takxke KoMm-
nboTepHyto ToMorpaduio (KT) opraHoB rpyaHOit KJIETKU.

3. buoncuto koxu u [2KK BbINoaHSIM U3 oyara Hav-
OOJIBIIIETO TOPaXXEHUsI C TIOCIEAYIOIIMM TaToMopdooruye-
CKHM MCCIIeOBAaHUEM.

CTaTUCTUYECKYI0 00pabOTKYy pe3yabTaToOB MPOBOIMIN
C HCTIOTH30BAHUEM TIaKeTa CTAaTUCTUIECKOTO aHaM3a JTaHHbIX
Statistica 10.0 mrs Windows (StatSoft Inc., CILIA). Pazmmuns
CUMTAIM CTAaTUCTUYECKU 3HAYMMBIMU TIPU YPOBHE OIIMOKU
p<0,05. KonnyecTBeHHbIE MEPEMEHHbIE OMUCHIBAUCH CPEll-
HUM apudmMeTndyeckuM 3HaueHreM (M), cTaHIapTHBIM OTKJIO-
HEHUEM OT cpeiHero apudMeTUYeCcKoro 3HaueHus (d), Meaua-
Ho# [25-M; 75-m nepueHTwisiMu]. KayecTBeHHbIE mepeMeH-
Hbl€ OMUCHIBAIUCH a0COJIOTHBIMU U OTHOCUTEIbHBIMU YaCTO-
TaMu (TIPOLIEHTaMU).

PesynbTatsl
B pesynbrate obcnenoBanust 318 mauuentos ¢ UBM I1u
BhisiBIeH y 12 (3,8%) 13 HUX B TOM 4KcIie y IBYX neteit. Bo Bcex

B,

Puc. 1. Oyarn nunoarpodoum Ha rpyan n MeananbHOM NOBEPXHOCTH
nneyva. CumnTom «6nofua» npu nobynspHom MH (JIMH)

Puc. 2. Maumnentka ., 61 rog. MH npu M ¢ AnnTeNbHO He 3XKMBAOLLIMM MHGUNLTPATUBHO-
A3BEHHbIM NopaXkeHnem Koxu u MXKK. a — B — nopaXkeHne COOTBETCTBEHHO 6eapa, npeanie-
4bS M NOAMbILLEYHOI 06/1aCTK, 3a 5 MeC NPeALLIECTBYIOLLEE PA3BUTUIO MbILLEYHON CNabocTu;
I, 1 — aKTUBHOCTb [H, COXpaHAIOLLAACA NPX HApaCTaHWI MbILLIEYHOW CUNbl Ha DOHE Tepanun
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12 cayvasx Bepuduimponan [IM, npu 3ToM y 9 GONBHBIX —
B OCTPBIH ITepUO/ HavYata 00JIe3HM, Y IBYX OONBHBIX YITIOTHEHWS
BOZHUKITU TIpU 000CTpeHUH XpoHrdeckoro J1M; y onHo#t maim-
eHTKU npu3HaKy [TH MprCyTCTBOBAIM B KQUeCTBE MOHOCHMIITO-
Ma U TIPeAIIeCTBOBAIM MaHU(eCTallMi KITIMHUIECKON KapTUHBI
AM. CooTHolleHue MYXYMH U 3KEHIIUH cocTaBwio 3:9
(25%:75%), cpemumii Bo3pact — 47,2+19,2 roga. Hukro u3 ma-
LIMEeHTOB ¢ [TH He uMe TSKebIX COMYTCTBYIOLIUX 3a00/1eBaHUIA,
BKJTIOYAsl OHKOJIOTUYECKME. Y OHOI 6OJIbHOI UMENO MECTO HO-
CUTEJILCTBO XpOHMUECKOro renatuta B, y npyroit — remarura C,
YTO He TpeOOBAJIO JOMOJHUTEILHOM CIIeLIM(UUECKOi Teparum.

Ipynna 601bHBIX ¢ YIIJIOTHEHUsIMU TIpu JIM Oblita omHO-
pOIlHa, MOCKOJIbKY OCHOBHBIE XapaKTEePUCTUKHU U ToKa3aTe-
JIA, OTpakaloline aKTUBHOCTb O0JIe3HN BHYTPU Hee ObLIN CO-
TMOCTaBUMBI (CM. Tabmuity). KoHcTuTylimoHanbHbIe TIPOSTBITE-
HUS ObUTU MpEeACTaBIEHbI JIUX0opaakoi (n=11) u cHUXeHueM
Macchel Tesia (n=3). B kiiuHuYecKoii KapTuHe MPUCYTCTBOBAINA
Takxe ajonenus (n=6) 1 HE3PO3UBHBIN apTpuT (n=3).

CpenHue 3HaYeHUs] OCHOBHBIX ITOKa3aTesieil aKTUBHO-
¢t OoJe3HM coctaBnsgan: MMT8 = 47 8%16,1 Ganna;
MMT24 =183,0£34,1 6am1a, 4YTO CBUACTEIBLCTBOBAJIO O CYIIIE-
CTBEHHOM ITOTEPE MBIILIEUHOU CUJIBI.

B uccaenyemoti rpymre 601bHBIX TPUBIEKala BHUMaHUE
BBIPaXKEHHOCTb KOXHBIX MposiBieHuil. Tak, saputema Ha nuile,
TynoBuile u sputeMa [oTTpoHa HabmOnamach y Beex 12 maim-
€HTOB, OKOJIOHOITEBbIEe Kamumutssputel — y 11 (91,7%), s13BeH-
HO-HEeKpOoTHYeCcKuii Backyiut — y 7 (57,3%), nmapaopOuraib-
HBII TeJIMOTPOITHEIA oTeK — Y 9 (75%).

XapakrepHast it [IM KoxHasi cumnTomaTvka y 12 ma-
LIMEHTOB aCCOIIMUPOBATACHh C ACUMMETPUYHBIMU y3JIaMU Ha TY-
nosute (75%), Bepxuux (83%) n HwxHUX (57%) KOHEYHO-
CTSIX, Ha TOJICHSIX JIOKAIM3alMK He oTMevasiock. B 92% ciyya-
€B OTMEUEHO He3HAuUTeJbHOE (0 MATH) YMCIO YYaCTKOB MO-
PaXKEHHOM KOXM.

O6uian xapaktepuctuka 60nbHbIX M ¢ MH
(n=12)

Moka3satensb 3HaueHue
Mon, n (%):
MY>K4UHbI 3 (25)
JKEHLUMHbI 9 (75)
Boapact, rogpl, M+d 47,25+19,2
[nntenbHocTb 3a6onesanus, mec, M+d 61,9+18,2
KoxHble nposisnesus OM, n (%):
3puTema Ha nuue 12 (100)
3pNUTEMA Ha TyNOoBNULLE 9 (75)
aputema [0TTpoHa 11 (91,7)
OKOJIOHOrTeBbIE KanunnapuTbl 11 (91,7)
A3BEHHO-HEKPOTUYECKMIA BACKYNUT 7(57,3)
MMT24, M8 183+48,5
K®K, Eg/n, M+d 2910+1350
PacnpoctpaHeHHOCTb ynnoTHeHus MH, n (%):
BEPXHWE KOHEYHOCTU 10 (83)
HKHWNE KOHEYHOCTH:
rofeHun 0
6enpa 2 (17)
TynosuLLe 9 (75)
ACUMMETPUYHOCTb YNNOTHEHMIA 1H, n (%) 12 (100)
bonesHeHHOCTb ynnoTHeHus, Mm BALL, M+d 65+19,8

Yucno y3nos <5, n (%) 11 (92)
Ouctpodpusa MXKK («cumntom 6atogua»), n (%) 12 (100)
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Bo Bcex ciyuasix y31bl ObLIT U30IMPOBAHBI APYT OT APY-
ra, YeTKO OTTPAHUYEHBI OT OKPYXKAIOIIeil TKaH!, UMeJT OKpa-
CKY OT pO30BOTO J0 KpacHOTo 11BeTa. Pa3mep y310B konebdamncs
oT 3 10 6 CM, C YMEPEHHOMN 0GOJIE3HEHHOCTBIO MTPU MaJIbIIalluK
10 65 MM BAIIL. Y 4 naineHTOB y3JIbl CIMBAIKCH B KOHIJIOME-
paThl pa3TMYHOTO pa3Mepa, HeNPaBUIbHOU GOPMBI, C YETKUMU
rpaHuuamMu. M TOJIbKO y OgHOM MauueHTKU (CM. puc. 2, a—d)
Habmoganack oOLIMPHAsT PacpOCTPAaHEHHOCTh 0YaroB rnopa-
JKEHUsI C BOBJIEYEHMEM KOHEYHOCTEH TYJOBMILA, IMOAMBILIEY-
HO¥ 00J1aCTU U JIaTePaIbHOM MOBEPXHOCTU MOJIOYHOM JKEJIE3bl.
V Bcex HaOMogaeMbIX BBISIBJICHbI 0J110/11Ie00pa3HbIe 3araaecHUs
koxu BeneacTBue arpoduu [TXKK (cm. puc. 1), uro sBisiercs
crneruuaHbM s JITH.

V Bcex manueHToB 3aUKCUPOBAHO TTOBHIIIIEHUE YPOBHS
K®K 10 2910,2+3599,4 En/n, uto B 15 pa3 mpeBhIIIago HOPMY.
Y 12 OGombHBIX OTMeueHO Hebosblioe ToBbiieHe COD
(21,4+14,1 MmM/9), HO 3HAYMMBIX PA3IMUNIA B 3aBUCUMOCTU OT
TeyeHUs U (popMbl 3a00J1€BaHUsI HE OTMEUEHO. TsKesIbIX coMa-
TUYECKMX TTaTOJIOTUYECKUX U3MEHEHMI B pe3ysIbTaTe 00CIeno-
BaHUSI HE BBISIBJICHO.

ITatomoposiornyeckoe uccaenoBaHue OUonTaTa KOXHU
u [TKK npoBeaeHo y ABYX MalMeHTOB. B 06acTu runoaepmbl
BBISIBJIEHA CKyAHasl JieliKo-muMdounTapHas MHUIBTpanus,
paciMpeHe COeqMHUTEIbHOTKAHHBIX CENT, eIMHUYHBIE MHO-
TOsIIepHbIE KJIETKU U O4aru HeKpo3a ¢ mponudepanneii Tumno-
LIUTOB, YTO COOTBETCTBYeT KapTuHe JITTH.

Bce manwmentst mpuHuManu rmokokoptukounsl (I'K)
B o3e oT 50 mo 80 Mr/cyT B IepecyeTe Ha MpeAHU30JI0H. LlnTo-
CTAaTUYECKYIO Teparuto nojyyaiu Bce oosbHbie JIM c [1H: aza-
tuonipud  100—150 wmr/cyr (n=6), uukiodochan (IID)
800—1000 mr/mec (n=4), mukodeHamata Mobetrsi (MMD)
1,5-2,0 t/cyt (n=8). B 83% cityyaeB nmoTpeboBaIoCh MpoBejie-
HUE MHTEHCUBHOI Tepanuu coiy-meaposom 1,0—3,0 r/mec.

TepaneBruueckuii a¢dext, ormeueHHslii y 11 (91,5%)
OOJIbHBIX, TIPOSIBIISLICSI KaK HapacTAaHWEM MBIIIEYHON CUIIBI,
TaKk ¥ YMEHBbIIEHUEM PaCMpOCTPAaHEHHOCTU YIUIOTHEHUM, WX
pa3MepoB U Gojie3HeHHOCTH y3110B 1o BAILL. Y onHoii mamu-
eHTKM (CM. pHUC. 2) Ha (OHE TOJOKUTEIBHON TUHAMUKU CO
CTOPOHBI OCHOBHOTO 3200JIeBaHUSI OTMEUAIOCH TIOSIBIEHNE HO-
BBIX Y3JIOB.

[Mpencrasnsiem Hanboiee MHTEPECHBIE HAOTIONEHMS.

Ha puc. 3 npedcmasnenvi gpomoepagpuu nauuenmxu .
6 6o3pacme 26 nem u 31 2o0a (Oebrom 3aboreeanus 6 18 1em) 6 ne-
puod obocmpenus 6oae3nu (cm. puc. 3, a) Ha gone ommenvr I'K
u unconayuu @ 2009 e. (uepez 7 nem om debroma 604e3HU) U npu
omecymemeuu  KAUHUKo-1abopamoproil axkmuenocmu JIM (cm.
puc. 3, 6) Ha ¢poHe aeueHus npedHU30A0HOM 6 003e 5 me/cym
6 2015 e. Tepanus axkmuenoeo JIM exawouana I'K 1 me/ke/cym
(6 nepecueme Ha NPEOHU30AO0H), YUMOCMAMUKY He HA3HAYAAU U3-
3a conymemayruell uH@exyuu (3a210mo4HbLil abcyecc, acnupa-
YUOHHAS NHEBMOHUSL)

Ha puc. 4 npedcmasnenvt homoepapuu nawuenmru P.,
23 nem (debrom 3abonresanus 6 15-nemuem 6ospacme). Ha mo-
MeHmM CoeMKU KAUHUKO-AA00PAMOPHbIX NPUSHAKO08 000CmpeHus
6o0ne3Hu He ommeuanocs. O0Hako dunamuueckoe Hadaro0eHue no-
Kasano, umo nposenenus IIn onepesxcanru pasgumue opyeux npu-
3HAK06 aKmugHocmu 00ae3Hu npumepHo Ha 1—1,5 mec.

Mbvt makwce pacnonazaem HabAOOEHUSMU PA3BUMUS KAAb-
uuguuyupyrowezo Iln 'y nayuenmru I1., 57 nem, ¢ dnumenvHocmoio
Oone3Hu 5 nem u ee 000CmMpeHuem, Ha4aBUUMCS HA POHEe UHCONS-
YUY U COnPOBONCOAROUUMCS NOSLBACHUEM D0NC3HEHHBIX 2UNepemMu -
DOBAHHBIX 04A208 HA Jcusome (puc. 5) u é obaacmu naeua ¢ no-
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caedyrowei karvyupurkayuei. Ilo danHbIM Y16mpaszeyKk068020 uc-
caedosarnus (Y3H), nposedennoeo ¢ ocmputii nepuod, 8 npoexyuu
nepeoueli GpIOWHOI CMEeHKU CNpaga 6 mMe302acmpanbioli obaacmu
Ha ywacmke 6—7 cMm onpedensemcs HepAGHOMepPHOe YMOAUleHUe
KOJICHbIX NOKPOBO8, OMeEK UHMEPCMUUUANbHOU U MblUIeUHOU MKA-
HU € 2UNOIXOCEHHbIMU YYACMKAMU, MbLULbL MECIAMU YHAOMHe-
Hbl, ¢ 0eno3umamu Kanbyus pasmepom 00 1 mm 6 mMelcmolule4HbIX
npocmpancmeax. 3axkaouenue: 100yA5PHbLL NAHHUKYAUM, KAlb-
yuno3 maexkux mrxaneil. Ilockoavky obocmpenue JIM duaenocmu-
POBAHO HA HA4AAbHOM dmane, nosviuierue 003vl I'K do 30 me (6 ne-
pecueme Ha npedHU3040H) Oblao docmamounsvim. Hopmaruzauus
KAUHUKO-1A00PAmMOpHbIX NOKA3amenell, XapaKkmepusylouux ak-
mueHnocms JIM, Koppeauposara ¢ Kynupogamuem 60CHaAument-
Hoix usmereruil 11I2KK u nocaedyrouwum ghopmuposaruem nookoic-
HObIX KAAbUUHAMO8.

Ha puc. 6, a, 6 uzobpaxcenvt ouaeu Iln obracmu seoduypt,
Ha puc. 6, ¢ — naeva nawuenmxu /., 53 aem, ¢ JAM (Oaumenv-
Hocmb bonesnu okoao 1 eoda). Juuamuueckoe HabawoeHue 6bi-
ABUNO BNOCACOCMBUU NPOPECCUPYIOUlee UHMePCMUYUANbHOe NOo-
padxcenue neexux (UILI).

Ilpedcmasasem uumepec caedyrwujee HadawdeHue
(puc. 7). Ilayuenm A., 50 rem, cmpadaem JIM (daumenvHocms
6one3nu 1200) ¢ anmucunmemasHviM CUHOPOMOM, BKAOUAOUUM
msxceaoe UILJI ¢ pazeumuem dvixamenvHoll HeOOCMAMOYHOCMU
2-it cmenenu. Boipadxcennocms [TH koppeauposanra ¢ akmueHo-
CMbH OCHOBHO20 3a001e6aHUs (KAACCUHECKOU KAUHUKO-1a00pa-
mopnotl kapmunoii JIM), Ho He ¢ npoepeccupoeanuem urnmep-
CMUYUAaNbHORO Npouecca.

0Oc06020 6Humanus 3acaysicueaem HabaodeHue nayuennm-
ku H., 61 2o0a (cm. puc. 2), y komopoii hosieserue ocmpozo I,
CONPOBOIICOAIOUE20CS BbICOKUMU NOKA3AMeNaMU Aa60pamopHoll
akmueHocmu, npubauszumensvro 3a 11 mec npedwecmseosanro ma-
Hughecmayuu Kaaccuueckoll Kaunuveckoi kapmunst JIM. O6pa-
wana Ha cebs BHUMAHUE BbIPAdICEHHAS PACNPOCIPAHEHHOCMb 04a-
208 NOPAdICeHUsl C 808AeHeHUeM KOHeuHocmell (cm. puc. 2, a, 0),
myn06uwa, NOOMbLULEYHOU 00aacmu U AAmMepanbHoll NOGEePXHOCHU
MOAOUHOU Hcenesvl (cMm. puc. 2, 8); UCKAOUANACH OMEUHO-UH-
@urvmpamueras opma paxa moaouHoil xceaesst. Ipu namomop-
onoeuueckom uccaedo8anuy yna u3 npagoli aKcuriApHol 0oaa-
CMu 8bIABAEHO PACULUPEHUEe COeOUHUMENbHOMKAHHBIX Cenm, 8 KO-
MOopbIX 0NPedesnucs 0CHAAUMeNbHble UHDUALMPAMbL U3 AUMPO-
yumoe u eucmuoyumos (puc. 8). Bcmpeuasucv 303unoguiv
U eOuHU4Hble naasmamudeckue Kaemiu. Jumgpamuueckue cocyovl
pacuupensl. B ocuposbix doavkax umeaucv cKyonvle aumgoeu-
cmuoyumapHsle 80CHAAUMENbHble UHDUABMPAMbL, NeHUCHble
Kaemku. 3akarouenue: cenmanvHo-100yaapusiil ITn. OcobenHo-
cmblo daHHoeo Habatodenus seasemcs azpeccugroe meverue 111 u,
Kak caedcmaue, upe3sviuaiino mpyonas eeo kypabeasHocms. lak,
npu QOCMUMICEHUU NOAOICUMENbHOU OUHAMUKU CO CIOPOHbL Mbl-
weuyrnoeo cundpoma Ha gore mepanuu I'K (60 me npednuszonona)
nayueHmKa ommeuaem HOAGAEHUE HOBbIX O0NE3HEHHbIX 04A208
(em. puc. 2, 2, ) ¢ xapakmepHoli danvHeliuieli 360aryuell U Kpaii-
He MeOAeHHbIM 3ANCUBNEHUEM.

O6cyxpaeHue

Accoumanus T ¢ IM Manio ocBelligHa B 3apyOexKHOI
JIATepaType M MPaKTUYECKU He OIKMCaHa B OTEYECTBEHHOI, YTO
0OBSICHSIETCS PEAKOCThIO €ro SIBHOI MaHUdecTaluu 1, B OC-
HOBHOM, CYOKJIMHMYECKUM T€YEHHUEM, a ClIy4ad ero BbISBJIE-
HUS TIPEICTABISIOT COOON TMCTOJOTUYECKYI Haxoaky |[14].
B Hamewm uccnenoBanuu ITH 6611 BoisiBieH y 12 (3,8%) u3 318
oombHbIX ¢ MBM, nabmomaBmmxcs B ®I'BHY HUUP
uM. B.A. Haconosoii ¢ 1996 mo 2015 1.

B BoIOOpKe mpeoGmamany keHWHL (9 u3 12 mauueH-
TOB) B Bo3pacte 47,25+19,2 rona. [Ipyrue viccienoBaTean Tak-
K€ YKa3bIBalOT Ha pa3BUTHE 3TOM MaTOJIOTMU ITPEUMYIIECTBEH-
HO y xeHIuH [13, 14].

CoracHO OIMMCAaHHBIM B JIUTEpaType HaOIIOICHUSIM,
Haubosee yacto JITTH BcTpeuaercst mpu FOAM [15]. Tak, nep-
Boe ynoMmuHaHue npuHamiexxur C. Commens 1 coasT. [5], Ko-
Topble onucanu 10-netHero manbuuka ¢ KOJIM u HecKOIbKU-
MM aCUMMETPUYHbIMU oyaramMu [1H (Mo tuny sunoarpodun),
MOATBEPKACHHOTO MOP(MOIOrMUECKUM MCCASI0BAHUEM YIaCT-

Puc. 3. Maumnentka ®. ¢ MH npu M. a, 6 — 2009 r., nepuog 060cT-
peHns 6011e3HN, aKTUBHbIA MH (061aCTb NeYa U NOACHNLDI); B —
2015 1., pemuccns HOOM: oTCyTCTBUE KNMHIKO-1a60PATOPHOI aK-
TUBHOCTU M, OCTaTO4HbIE ABMEHNS — 04arn NUNOANCTPODUM

Puc. 4. MauueHTka P. YnnoTHeHWe Ha BHYTPeHHei noBepxHocTy 6espa

Puc. 5. MaumenTka M. Kanbumduumpyrownin JIMH npu M
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ka koxu u [TXKK, pasBuBiuerocst 1o KinmHuyeckux nposisienuii JIM. B 1999 r. [16]
OBbLTIO OIyOJIMKOBAHO oONMcaHue 14-7meTHero adpoamMeprKaHIla ¢ YEThIPEXJIETHUM
anamHe3oM FOJIM mo mosiBNeHUsT YIUIOTHEHUI B BUJIE OJISITIIEK U y3eJIKOB Ha TIPOKCH -
MaJTbHBIX OTIEJIaX BEPXHUX U HUKHUX KOHEUHOCTel, obnactu ssronuil. Mopdomoru-
yecKasi KapTUHA MBI cooTBeTcTBOBaa JIM, a yuactka yrotHeHust — JITTH; mpu-
3HAKOB KaJblIM(pUKAIIMM Ha MOMEHT MCCJIeIOBaHMs He Habonaniock. boiee penku
onucanus [1H y B3pocibIX MallMEHTOB, Y KOTOPBIX OH MOXKET IMOSIBJISITECS MTOCIIE pa3-
BUTHUS KJIAaCCUYECKMX MPU3HAKOB JIM, OIHOBpEMEHHO ¢ HUMU JMOO Orepexarhb MX.
Hwmeetcs onucanue Tsokenoro kanbuuduuupytonero [1H y AByX B3pocibIiX O0JbHbIX,
COMPOBOXIAIOIIETOCsl BBIPAXKEHHBIMU OOMSIMU U (YHKLIHMOHATbHONW HEIOCTaTOYHO-
CTbIO MOpaXkeHHbBIX 0bJj1acteit [16]. Ipyrumu aBTopamu yroMmuHaetcs teuenue ITH Ha
npotsbkeHuu 14 Mec kKak MoHocumntoma JIM [7]. Temu e aBTOpamMu ONuMcaHa
30-7eTHAS MallMeHTKa ¢ KJIMHUYSCKUMU M MaToMOpP(MOIOTUISCKUMU TTpU3HAKaMU
[TH, mosiBUBIIMMUCS Yepe3 2 MecC TTOCie BOSHUKHOBEHUS KJIaCCHMUeCKOi KapTuHbI [IM
u perpeccupoBaBiimMu Ha ¢oHe neueHuss [K. B Hamem uccrnenoBanuu Obima omHa
MalreHTKa ¢ aHaJIOTUIHBIMU TIposiBieHusIMU [1H, KOTOpBIe, BEPOSITHO, CBUIETEIBCT-
BOBaJIM 00 aKTUBHOCTHU 0OJIE3HU B Ne0OI0Te WK MPU 0OOCTPEHUM, YTO TpeOOBaJIO Ha-
3HAYEHMsI arPEeCCUBHOU Tepariu.

B nurepatype obcyxnaercst pazsutue [TH ipu JIM, 00ycJIOBJIEGHHOM OHKO- U Te-

Maronaroyiiorueii. Tak, y 63-j1eTHell MalMeHTKH ¢ rmapaHeoruiactnyeckum M (ameHo-
KapLUMHOMa SIMYHUKOB) ObLT BhIsIBIICH [1H, pa3BUBLIMICS B TEPUOL PEIIUIMBA 3JT0KaUe-
CcTBeHHOrO Tpolecca [17]. Y 00nbHOI 0TMeUaaoCch MOSIBJICHUE MHOXKECTBEHHBIX 00J1€3-
HEHHbIX 9PUTEMATO3HBIX MOIKOXKHbBIX Y3€JIKOB Ha 000MX MPEATIeYbsiX, OeApax U SIr0au-
1ax. Mopdoornyeckas KapTiHa CBUIAETEIbCTBOBAIA O JUMQOIUIa3MOLIMTAPHOM WH-
¢unsrpare nipu [1H ¢ merno3utaMu MyLHa B iepMe. DTU U3MEHEHUST COOTBETCTBOBAIA
kaptuHe [TH mpu cMetraHHOM 3a00JIeBAaHNY COeIMHUTENbHOM TKaHu. [IpMeneHme mMe-
Puc. 6. Ovaru MH B 06nacTin Aroguub! (a, 6) ToTpekcara B TedeHue 10 Mec TTo3BOIIIIO TOCTUTHYTE perpeccun ouaros [1H [14].
v nneya (B) y naumentk ., 53 net, ¢ AM Hpyroii ciyyait JITTH, pasBuBLIErocs Ha Oeape y Moonoro yenoseka ¢ IIM ve-
pe3 15 mec oT nebrora 6oJie3HU, paCLEHUBAJICS KaK MPOsiBJEHUE MaHHUKYJIUTOMO-
no6Hoi T-knetouHoit auMdombl. KaptruHa natomopdosiornueckoro odcenoBaHus
HECKOJIbKO HamoMuHazla nutodarnyeckuii ructuonutapHsiii [1H, accormmpoBaH-
HBIi C JJOKAJIbHBIM MUO3UTOM U 3HAUUTEIbHBIM KOJTMYECTBOM MaKpodaros, BbI3bIBa-
IoIMX HeKpo3 m. sartorius. Mckmouanu BropuuHbiii JIM Ha doHe T-kierouHoit
aumpowmsl [18, 19]. YenemHoe npumeHeHue 'K B coueTaHuu ¢ a3aTMONMPUHOM 103~
BOJIWJIO TOCTUTHYTh Perpecca JIOOYISIPHbIX 04aroB. ABTOPbI MPUXOASIT K BBIBOLY, UTO
dokycHoe mopaxeHre TKaHU, B OCHOBE MaTOreHe3a KOTOPOTO JIEXUT aKTUBALIUS
T-knerok, oobenuHser M, uurodarndyeckuit ructuountapHeiii [1TH 1 Bocmaim-
TEJbHYIO MUOITATHUIO C OOJIBIINM KOJTUIeCTBOM Makpodaros [20].

PazpaboraHHblli HAMU AMATHOCTUYECKUIT aJITOPUTM OOCIeNOBaHUS OOJBHBIX
¢ [Tx [12] mo3BoaWI UCKITIOUUTH Y BCeX M3YUEHHBIX TTAIMEHTOB Uauonatudeckuii [Txa
Bebepa—KpucueHa, cucteMHy0 KpacHY10 BOJIUaHKY, maHkpearuyeckuii [1H, ITH, ac-
COIIMMPOBAHHBIN ¢ OHKOIIATOJIOTUEH, TuMdornponndepaTuBHbIe 3a00IeBaHKS U T. 1.

Kak cnenyet 13 onucaHHBIX B IMTEpaType U COOCTBEHHBIX HAOJIOIEHUIA, pa3BH-
tue [1H, kak nmpaBuIo, HabMoHaeTcs Ha (OHE OCTPOro TEUEHUsI OCHOBHOTO 3ab0JieBa-
Pue. 7. MH y naumerta A. ¢ 1M n aHTUCKH- HUs1 — 0o B 1e610TE, TMOO MPU 000CTPEHUH 00JIE3HM, MHOTIA MPEAILIECTBYS €€ pas-
TETa3HbIM CHAPOMOM BEpHyTOI KapTuHe. Tak, Bce HAIIM MalMEHTHI B epuoa MaHudectauuu [T nmenn
BBICOKYIO aKTUBHOCTb JIM, 4TO XapaKTepu30BaJoCh BHICOKMMU MHAeKcamMu MMTS
(47,8+16,2 6anna) u MMT24 (183,0£34,1 6aja), a TakKe BbIpaXKeHHBIMU KOXHBIMU
MPOSIBIICHUAMU (CM. TaOJIUILY).

Knunuyeckast kapruna [Tx ipu JIM B 11e710M coracyeTcsi ¢ M3BECTHBIMY OTTH -
canusgmu nopaxenus [12KK nipu atom 3a6oneBanuu [9—12]. [1epBUUHBIM 2JIeMEHTOM
SIBJISIETCS HAJTMYME aCMMMETPUIHBIX O00Jie3HeHHBIX y3710B [9, 10]. Bo Bcex ciyJasix sip-
Kas cumnTomatuka [TH accounupoBagach ¢ CMUMOTOMOM «OJtoata» (cM. puc. 1), uro
MOATBEPKIAeT pa3BUTUEe MocTBocnanuTenbHoit arpoduu T2KK, xapakrepHoit mist
JITH [9, 10].

Ha ocHoBaHuM mpoBeAEHHOrO KIMHUKO-T1a00paTOPHOro MccaeoBaHusl 00Ib-
HbIX JIM MBI ipeanonoxuin, yto [1H B AaHHOI KOropte MalMeHTOB SIBISIETCS MOKa-
3aTesieM aKTUBHOCTM OCHOBHOTO 3abosieBaHus. B tuteparype moagoOHbIX JaHHBIX HAM

Wil

Puc. 8. Matomopdonornyeckas kapTuHa HE BCTPETUJIOCh.

MH y naumexTku W. ¢ guardosom M. Jlum- IMaromopdonoruyeckas kaptuna Iu npu IM unsyuena maso. B HabmoneHuun
(hOrMCTNOLNTAPHbIE MHKDUILTPATI B 10/b- O. Ishikawa u coaBT. [10] onucaH MUTOTOKCUIECKMIT MHGUIBTPAT C TUMGOLUTAMMU,
Kax Knet4arku (CTpesika B LigHTpe). Jluno- SMUTETUOUIHBIMU U TUIA3MAaTUYECKUMM KJIETKAMU B XXUPOBOW TKAaHU, C PAa3IMIHON
HEKPO3 (CTpenka cresa) CTETIeHbBIO €TO ajibTepalnu U (hrubdpo3a.

231



[Mo HammM maHHBIM, TOSIBIEHWE HOBBIX 0YaroB Hanbo-
Jiee 4acTo Koppeaupyet ¢ oooctpeHuem M.

Jleuenue I1H npu M oKoHYaTeIbHO HE pa3pabOTaHO
¥ TIPOBONIUTCSI B OCHOBHOM aMmmiupudecku [9]. Haubonmpimmit
ycrex MOXKET ObITh IOCTUTHYT HA paHHEW CTauu B IEPUOJ aK-
TUBHOU (ha3bl 3a00J1€BaHUSI.

B Haiiem uccienoBaHuu Ha (GoHe KOMOMHUPOBAHHOM
tepanuu 'K ¥ nuroctaTMkamMuy MojioXUTebHAsl AMHAMUKA CO
CTOPOHBI MBILIEYHOTO CHUHApPOMa Obla TOCTUTHYTa Yy BCEX
OOJNIbHBIX, TIPU 3TOM oOpaTHoe pa3Butue [1H HabIIOIaTOCh
B 91,5% cny4daeB.

UpesBbluaiiHO BaxkHa MPOQUIAKTMKA OOOCTPEHHUs KakK
OCHOBHOTO 3aboneBaHus, Tak u [1H. [1pu aTOM GoJsBIIIOE 3HA-
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