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M KIMHMYeCKoH papmakonormm

XapbKoOBCKMH HALMOHAMBHBIA MEAULMHCKMI YHUBEPCUTET

Wpnonatuyeckue BocnanuteNbHble MMONAaTUK:
(hoKyC Ha AepmMaToOMUO3UT

IUOMATUYECKUe BOCHAJUTEIbHbIE MHUOIMATUU
(MUBM) — rpymnita ayTOMMMYHHBIX 3a00J1€BAaHUI C
MMPEeMMYIIECTBEHHBIM CUCTEMHBIM ITOpaXkeHUeM

TIOTePEYHO-TIONOCATHIX MBIIILI C Pa3BUTHEM CUMMETPUYHOI

CJ1a00CTHU MPOKCHMMAJIbHBIX MBIIIIL, BOBJICUEHUEM B TIATO-

JIOTMYECKMI ITpo1iece IeprudepuIecKoil HEPBHOI CICTEMBI,

nojaumMopdHOI BUcliepaibHOi naToyorueit [1, 2]. OcHoB-

HbIMU npencraBuTeaMu UBM saBIs10TCS 16 pMaTOMUO3UT

(AM) v nonumuo3zut (ITM). B rpynny UBM BxonsiT Takxe

oBeHwIbHBINM M (FOAM), MUO3UT, aCCOLMUPYIOIIUIICS C

CHUCTEeMHBIMU 3a00JICBAHUSIMU COCIMHUTEIbHONW TKaHU

(C3CT), onnyXosiMy, MUO3UT C KJIETOUHBIMU BKIIIOUCHUSI-

MU U1 IpyTue 6osee peakue gopMsl [1, 3].

JAM — ayToMMMYHHOE 3a00JIeBaHIE, XapaKTePU3YIOIIIe-
ecsl TopakeHUEM KOX U U MBIIIEYHOI CJIa00CThIO. YCTaHOB-
JIeHO, 4T0 Y 60% 60/1bHbIX JIM HauMHAETCsI C OMHOBPEMEH-
HOrO BOBJICYEHMS B MATOJOTMYECKUI MPOLIECC MBIIILL U
KoxM, 1 B 30% ciydaeB MbIIlIeYHast C1abOCTh MPEAIIecT-
BYET KOXHBIM TposiBJieHusiM [4]. Tak, B ucciienoBaHUMN
M. Dawkins 1 coaBr. [5] oTMeueHO, 4TO ¥ 56% IMaLlMEHTOB C
JM KoXHbIe CUMIITOMBI ITPEAIIIeCTBOBAIM MUO3UTY, pa3BU-
BaroleMycst uepe3 3—6 Mec. B ciryyae 0TCyTCTBUSI KOKHOIO
cuHapoMa roopst o I[IM. Penkum Bapuantom [AM sBis-
erca amuonatudeckuii IM (AIM; Bcrpeuaerca y 10—20%
OOJIbHBIX), XapaKTePU3YIOIIUICA TUTMYHBIMU MATOTHO-
MOHMYHBIMHU BBICBITIAHUSIMU Ha KOKe M OTCYTCTBUEM KJIH-
HUYECKH 3HAUMMBIX U3MEHEHW I B MbITIIIaX [6].

JlaHHBIE CTATUCTUKM CBUACTEIbCTBYIOT O pOocTe 3a00-
JneaemocTu JIM Bo BceM Mupe. 3abosieBaHUE BCTpeyaeT-
cs1 Bo Bcex Bo3pacTHbIX rpynmax. B CIIIA pacueTHbIl TTO-
Kazareib 3aboneBaeMocTu JIM coctasisieT 5,5 Ha 1 MIH
B3pocJyoro HacejseHus u 1,9 — Ha 1 mun y nereit [7]. Ot-
MEYEHO JBa BO3PACTHBIX IMUKa 3abojeBaemoctu JIM: B
10—15-netHem Bo3pacte (FOAM) u 50-netuem [8, 9]. AM
qalie BCTpeyaeTcs y XKeHIInH (67%), yeM y MyxuauH. [1po-
THO3 3a00JieBaHMs JTyUllle y NeTel, 4eM y B3pOCIbIX Mallk-

eHroB [10]. B 6osiee ctapiimx Bo3pacTHbIX rpymnmnax JIM Mo-
KET aCCOLIMMPOBAThCS C OITYXOJIEBLIM ITpoLieccoM. Tak, pu
JIM yacTtoTa onyxoJieit cocraBiseT 15—42,8%.

Dmuoaoeusn 3abonaeBaHus HeM3BecTHA. BemymuMm 3Be-
HOM ITaToreHe3a SBJISIETCS CUHTE3 IMMPOKOTO CIIEKTpa
ayTOAHTUTE], HallpaBJIEHHBIX IIPOTUB LIUTOILIa3MaTUye-
CKMX 0€JIKOB U pUOOHYKJIEMHOBBIX KUCJIOT, YTO CBSI3aHO
C pa3BUTHEM MUKPOAHTMOIATUM, KOTOpAsl IPUBOAUT K
WIIEMUU U JECTPYKIIUU MBIIIIEYHBIX BOJIOKOH.

KnuHuka UBM

Knunnueckas xapakrepuctuka MBM mpencrasieHa B
Tabn. 1.

BenymuMm KIMHMYECKMM IIpM3HAKOM 3a00JIeBaHUS
[12—14] ssBnsieTCsl nopajxcenue ckeaemuoil MycKyiamypot,
MPOSIBISIONIEECS CUMMETPUYHOI C1a00CThIO B MPOKCU-
MaJIbHBIX TPYIIIAX MBI BEPXHUX U HUXKHUX KOHEUHOC-
TEH, MBI, yYACTBYIOIIMX B CTMOAHUU 1IeH, 1 ap. (puc. 1).
MoxeT pa3BUBaTbCSl OTEK MBIIIIII.

BonbHOI mpeabsaBisieT xXaJloObl Ha 3aTPYAHEHUS IPU
MoabEeMe CO CTYJIa, MO CTyNeHbKaM. [TanimeHT He MOXeT
CaMOCTOSITEIbHO OJIEThCS, IpHUyUecaTbCs, BCTaTh C HU3KOM
noBepxHocTH. [1pu naibHeiIeM NporpeccCupoBaHUM 3a-
OosieBaHU S HAOJIONAIOTCS HAPYILIEH WS TIOXOAKHU U HEOX -
JNaHHbIe MageHus 0e3 00bEeKTUBHOM NMMPUUYUHBL. B To Xe
BpeMs MbIlIeYHas cuja B AUCTAJIbHBIX OTAeJaX KOHeu-
HOCTEI ITOYTH Bcerma coxpaHeHa [8, 9].

B cBs13u co ¢1ab0CThI0O MBI IIEW HMAIIMEHTY TPYIHO
IepKaTh T'OJIOBY IIPSIMO, TIOCKOJILKY OHA TaJlaeT Ha IPy/b,
YTPOM TPYAHO MOAHSATH roJioBy ¢ noayuku. [lopaxkeHue
MEXPpeOepHBIX MBI U 1uadparMbl IPUBOAUT K CHUKE-
HUIO ABIXaTeJIbHOM 9KCKYPCU U, 3KCITUPATOPHON O BIIIIKE.
Oxkoio 30% manueHToB 0OT™MevatoT Muairuu [15]. ITpu mo-
paXXeHWU MOMEePEYHO-MO0JOCATHIX MBI IOTKHU, TOPTAaHU
U BEpXHEW TpeTH IMullleBona pa3BUBalTcsa nucdarus (y
TPETU NMALMEHTOB OTMEYAETCs MOTepXUBaHUE TBEPAOU MU~
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Ta6nuua 1. KnuHnyeckue npusHaku UBM [11 ¢ pononHeHusmu]

MpusHak aMm v Muno3uT ¢ BKNo4YeHnsSMmu
Bo3spact Havana [eTn n B3pocnble Bapocnble (>18 nerT) Bapocnsle (>50 ner)
3abonesaHus
Mon My>X4nHBI = XEHLLMHBbI JKeHLLMHBI > MyXX4YMHbI My>X4MHBI > XEHLUMHbI
HacnepncTteeHHas Het Het Oa
npenpacnonioXeHHOCTb

[pyras natonorus

HoBoo6pasosaHus, C3CT, ayTonm-
MYHHble 3a6oneBaHus

AyTOMMMYHHbIE 3a605eBaHusl, BUPYC-
Hble MHDEKLUN

C3CT, BupycHble nHdekLmn

OCHOBHblE KNUHMYe-
CKue nposasJieHns

KoXHble NpoaBAeHUA™ U MblLLeYHas
cnaboCcTb: CUMMETPUYHAsA B MPOKCU-
MarnbHbIX OTAENax HMKHUX KOHeY-
HOCTEW > BEPXHUX KOHEYHOCTEN U
MblLLULAX — crmbaTtensx wen > MblLl-
Luax — pasrubarensx weu; Mmmanrum

Mblwwe4yHas cnabocTb: CUMMeTPUYHas
B NPOKCMMarbHbIX OTAENax HUXHUX
KOHEYHOCTeMN > BEPXHNX KOHEYHOCTEN
1 MbILLLAX — crnbaTensx Wwewn > MblLl-
Luax — pasruéarensx Len

MbiweyHasa cnabocTb: CUMMETPUY-
Has B NPOKCMMasbHbIX OTAENax HUX-
HUX KOHEYHOCTEN > acMMMeTpuyHas

B MPOKCUMaJSIbHbIX/AUCTaNbHbIX Fpyn-
nax MbILLL, HUKHUX N BEPXHUX KOHEY-
HOCTEeWN, MbiLlLax — crmbarensax 3ansc-
Tbs/NanbLeB > AeNbTOBULHOW MbILULbI

OnekTpomuorpadus
(xapakTep npotiecca)

MuonaTtuueckuin

Muonatuyeckuin

MuonaTtu4ieckunin Unnm HemporeHHbIN

MblLeYHble (hePMEHTbI

YBenuyexue (go 50 pas) unu B Hopme

MoBbIWweHne akTMBHOCTM (B0 50 pa3s)

B Hopme nnu nosbiwweHsb! (B 10 pas)

Buoncus mbiwiy,

BocnanutensHble UHPUALTPaTbI N0-
Kanu3oBaHbl BOKPYr COCYLOB WM B
MexXdacuMKynspHbIX Neperopoakax.
YyacTku aTpodmu pacnosnoXeHbl rpymn-
namu. HekpoTuieckme U3MeHeHVs B
nepuacUMKynsapHbIX MblLLEYHbIX BO-
TIOKHax

BocnanutenbHble MHUNLTPATLI NIOKa-
TIN3YIOTCS B TOJILLE MbILLIEYHbBIX MY4KOB,
B 9HAOMU3UM**, HEKPO3Y NoABepratoTcs
oTAesbHbIe MbilleyHble BookHa. Mpu
3TOM BOCMaNUTENbHbIE MHUILTPATDI
BOKPYI HEKPOTMU3UPOBAHHbIX MbILLIEY-
HbIX BOJIOKOH MOTYT OTCYTCTBOBaThb

XapakTepHO Hanu4me B MblLLEYHBIX
BOJIOKHAX BaKyosel, OKPY>XeHHbIX
060KOM 13 6a30UIIbHBIX FpaHyn, 1
[BOMHbIX CnMparbHbIX (OUNaMeEHTOB B
A4pe 1 capkonnasme, BUAUMBIX Npu
3NEKTPOHHOW MUKPOCKOMUK

KoxHble nposiBneHns

XapaKkTepHbl

OTcyTCTBYIOT

OTcyTCcTBYIOT

OTBeT Ha UMMyHOCYN-
peccaHThbl

EcTtb

EcTtb

Het

lMpumeyanne: *nanysbi [OTTPOHA, resIMOTPOIHbLIE BbIChINAHUS M MaKY/IIPHAasi 3puTemMa; **aHAoMU3NA — COEANHNTEIIbHOTKaHHasi 060/104Ka BOKPYr

HEe6ONbLINX rpynn MbiLLleHYHbIX BOJTOKOH.

Puc. 1. 1M rnaBHbIM 06pa3om nopaxkaeT MbiLLLbl 6eiep 1 Ta30BOro
nosica, BEpXHMX KOHEYHOCTEW, Nyie4eBoro nosica («KpbIIOBUAHbIE
nonaTku») U wen

1Ie#1 ¥ BEIJIMBaHKE XUAKOHN MUAIIK Yepe3 HOC), HapyIIeHe
MJIOTaHUS U CUMIITOMBI actiupauuu. Jlucdarus u nucdo-
HUS (BBIpaxaeTcs B XpUILIOCTH, CIa00CTH rooca, mosiB-
JICHU UM THYCAaBOCTH) OOBIYHO HAOIIOAAIOTCS ITPU OBICTPO-
MPOrpeccUpyolieM TeueHUU 3a00JIeBaHUS U SBJSIOTCS
HeOJIaronpUsTHBIMU TPOrHOCTUYECKMMU TTPU3HAKAMU.
Kaunuuecxas ocobennocms JIM, oTandaronias 3To 3a-
0oJieBaHME OT JAPYTUX BUJOB BOCHAJIUTEIbHBIX MUOIIA-
TUI, — HATMYWE TUIIMIYHOTO HopadceHus koxcu (puc. 2).

MbiweyHas cna6ocTb, OT MUHMMaNbHbIX €e NPosIBNEeHUA
(yTomnsiemocTb) A0 BbipaXX€HHOro ABUraTesibHoro
AecmumTa, pasBuBaeTcsl Ha NPOTSHXXEHUN
OT HECKONbKUX Hepenb Ao 3-6 mec [16].

Xapaxmepnvimu koxucnvimu nposaeaenuamu J[M aeasaom-

cal[l7]:
SPUTEMATO3HBIE (T€JTUOTPOIHbIE — «LIBET FEJIUOTPOIIA»)
BBICHITIAHMSI, JIOKATU3YIOLIMECS Ha JINLIE, BEPXHUX BeKax
M IIPOCTPAHCTBE MEXK Y BEpXHIM BEKOM U OPOBBIO (CUM-
IITOM «JIMJIOBBIX OYKOB», 4YaCTO B COYETAHUU C OTEKOM
BOKpYT IIa3), CKyJlaX, KPbUIbSIX HOCA, B 00JIACTH HOCO-
ryOHOM CKJIaZIKU, Ha Tpyau U 1iee (V-o0pa3HbIe), BepX-
Heii YacTU CIIMHBI, Ha/1 IOKTEBBIMU U KOJIEHHBIMU, T15IC-
THO-(aJTaHTOBBIMU U IIPOKCUMAJIbHBIMM MeX(aaHTO-
BBIMU CyCTaBaMU, Ha BOJIOCUCTOM YaCTU rOJIOBbI;
cuMIniToMm [OTTpoHa — clierka MpunoaHMMaloIuecs
WJIU TIJIOCKUE 9PUTEMATO3HBIE 1111y 1Al ecs BbIChI-
MaHUsI, pacloJIOKEHHbIE Ha KOXE ThIJIbHOM ITOBEPX-
HOCTM CYCTaBOB, yalle MexdalaHTOBbIX, MSICTHO-
(hamaHTOBBIX, JTOKTEBBIX M KOJICHHBIX;
MOKpPacHEeHMU s, 1IeJylIeHUEe U TPeIIMHbI Ha KOXe Jia-
JIOHE («pyKa MeXaHHMKa»);
TEJICAHTUAKTa3MU B MEPUOHUXUU TaJbLIEB KUCTEN
(npusHak KeiiHuHra);
KaJIBLIMHO3 KOXM (calcinosis cutis) — oTMe4aeTcs B
30-70% cnydaeB npu KOIM u pexe — npu M y
B3POCJIbIX.

YacTo Ha Koxe Y O0JIbHBIX TOSIBJISIIOTCS U3BMEHEHMUSI 110
TUILY BETKU AepeBa (IpeBOBUIHOE JUBEA0) OOPIOBO-CH-
HIOIITHOTO 1IBETa B 00J1aCTH IJICUEBOTO MOsica U MPOKCH-
MaJIBHBIX OTIIEJIOB KOHEYHOCTel (puc. 3).

Psn aBTOopoB [18] yKa3bIBalOT, YTO KOXKHbBIE CUMITTOMBbI
MOTYT YCUJIMBATbCS MJIU TOSIBJISITHCS MOCE UHCOJSILIUU.
Coo0111aeTcst 0 HAJIMYUU y ALIMEHTOB BbIPaXKEHHOT'O KOX-
HOT0 3y/1a, YaCTO aCCOLIMUPYIOILErocs ¢ MOSIBJIEHUEM BbI-
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X 3
Puc. 2. MopaxeHus koxu npu [IM: a — sputema e 1 30HbI AeKONbTE; 6 — nanynbl FOTTPOHa; B — MaKynsapHas apuTemMa Ha BEPXHUX BeKax, 4acTo
COMpOoBOXAatoLLAACH MepUopbUTasbHbIM OTEKOM (r); A — 3puTema, Yellyinyarasn auddysHas anoneums BONOCUCTON 4acTy ronoBbl; € — aputema
C NNXeHNVKaLMen, rmnepKepaTos 1 LLENyLLEHE KOXM NafoHEN — «pyKa MeXaHuKa»; X — KarnbLMHO3 KOXMW (calcinosis cutis); 3 — BblpaXeHHbIe
OKOJIOHOT TEBbIE TENEAHIMOIKTA3NM N YPE3MEPHOE KYTUKYNSPHOE pa3pacTaHue
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Puc. 3. Livedo reticularis (apeBoBUAHO BeTBALUMECH NATHA): a — IMBEAO CETHATOE B BUAE CUHIOLLHO-PO30BOW NATHUCTOM CETU, NlokanuayioLleecs
Ha KoXe BepxHeW noBepxHoCTV 6eapa; 6 — ceTyaTtas apUtema rpyaHoOIN KNneTku 1 npokcMmarnbHbIX OTAENOB BEPXHEN KOHEYHOCTM y naumeHTos ¢ tOOM

coinmanuii. Tak, B uccienoBanuu [19] ycraHoBieHO, 4TO
KOXHBIH 3y Habmonascs y 38% mamuentos ¢ JIM. Cneny-
€T OTMETHTD, UTO HaJIMUKe KOKHOTO 3y1a TIOMOTaeT B NH -
depeHLManbHOR UarHoctuke JIM, MocKobKY MOpakKeHU st
KOXH, TaK>Ke HaOJIomalomuecs Ipyu CUCTEMHON KpacHOM
BOJTYaHKE, PEAKO COMTPOBOXKAAIOTCSI 9TUM CUMITTOMOM.

Ba)XHO NoAYEPKHYTb, YTO CUMNTOMAaTUKA KOXXHbIX
NposiBNIeHN HOCUT OCOGEHHO YCTOMYMBbBIN XapaKTep aaxe
Mpu XopoLUueM OTBETE Ha fie4YeHue MbILLe4YHOro cuHapoma [4].

ITpu IM Takxe BbISIBJISIOTCS CJEAYIOLIUE cucmeMHblLe
nposieaeHuA:
YTPEHHSISI CKOBAHHOCTD;
MOBbILLIEHHAS] YTOMJISIEMOCTb;
aHOPEKCHS;
JIMXopajaka (CBsi3aHHasi C AHTUCUHTETa3HbIMU aHTU-
TeJaMM, B YaCTHOCTHU aHTHU-Jo-1);
CHUXEHUE MACChI TeJa.

Cycmasnoii cundpom B BUIle apTPaJTUKA U/WJIN apTpUTa
OTMEYaeTCsl y KaxJIoro 4eTBeproro 6osbHoro ¢ JAM [20].
OC00EeHHOCTBIO CYCTaBHOTO CUHAPOMA SIBJISIETCSI CUMMET-
PUYHOE MOpaXKeHUe MEJIKUX CYyCTaBOB 3aMsICThsl U KUCTH, a

TaK>Ke KOJEHHBIX CYCTaBOB (B COYETAHUU C OOHApYyXeHUEM
AHTUCUHTETa3HbIX aHTUTEN). IMEIOTCS COOOILIEHUS O TSIKe-
JIol aedopMUpYIOIIeil He9PO3UBHOM apTPONaTUM, OMHAKO
KpaiiHe peKo MOTYT BCTPEYaThCsl 3pO3UBHbIE UBMEHEHUSI.
Co cmoponbt nuwegapumeabHo20 mpaxKma BO3MOXHO Ha-
JINYue CIeAYIOIMX CUMITOMOB: nucdarust (3aTpyaIHeH e
IJIOTaHUS), onuHOdarus (0oJe3HeHHOE ITIOTaHUE), Ha3alb-
Hasl peryprutanus XuakocTu, pediokc-330¢arur, B3ay-
THe XUBOTa, 3amop. Tak, nucdarus onpeneiaserca y 15—
50% marueHTOB M OBIBaeT IBYX BUIOB: IIPOKCUMAJIbHAS 1
nucranbHasa. [lpokcumanbHas mucdarust HabomaeTcs
MpY BOBJIEYEHU U MOMEPEYHO-T10J0CATHIX MBI IJIOTKU U
MIPOKCHUMAJIBHOTO OTAe1a nulieBoaa. JucraapHas nucga-
I'vsl, BbI3BaHHAsI HApYIEHUEM MOTOPYKM MUILEBOAA, O0yC-
JIOBJIEHA BOBJICYCHMEM IJIaJIK X MBIIIIL U 60JIee 4acTO BO3-
HUKAaeT y naluueHToB ¢ JIM B coueTaHWU CO CKJIepOoiepMueii
WM IPpYTUMHU KoJutareHo3amu (overlap-cuHapom). Hanu-
yue nuccaruy CBUAETebCTBYET O HEOIAronpusiITHOM MPo-
THO3€ ¥ KOPPEJIMPYET C TIopakeHUeM JIETKHX.
Ilopascenue OvixameawvHoli cucmemsbl HaOIIOJAETCS B
15—65% cny4daeB 3a00JIeBaHUST M XapaKTEPU3YETCs pa3-
HOOOpa3HBIMU CUMIITOMaMMU (TabJ1. 2) [21—-24].

Ta6nuua 2. MopaxeHue AbixaTenbHou cuctembl npu MM/AM [25]

CuHApPOMBI

KnuHUKO-MHCTpYMEeHTanbHas XxapakTtepucTmka

MbiLeYHbIA CUHAPOM:
pPasnMYHOM CTENEHW BbipaXEHHOC-
TV HabnopaeTcs y 60MbLUMHCTBA
nauneHToB

MopaxeHne MexpebepHbIX BCMOMOraTebHbIX MbiLLL, BbICOKOE CTOsIHUE AnadparMbl NPUBOAAT K Pe3KOMY
YMEHBLLEHWNIO 3KCKYPCUM FPYAHOM KNETKN U UBMEHEHMIO (PYHKLIMN BHELLIHEO [ibIXaHWs MO PECTPUKTUBHOMY
Tuny B 40% cny4aes

NMHeBMOHMSA:

Hanbonee yactasa hopma nero4yHoro
nopaxenus, otme4aeTtcsa B 29-54%
cnyyaes

CoyeTaHHOE NopaxeHne MbILLL, FNI0TKU U BEPXHEN TPETU NULLIeBOAA NPUBOAUT K acnypaLunm NULLIK U CIIOHbI C
nocneayoLmumM pasBuTUEM acnmpaunoHHO MHEBMOHNW. TakXXe 3Ha4UTesNbHY0 3TUONOrMYECKYIO POnb B pas-
BUTUM NMHEBMOHUW UrpatoT MH(EKLMOHHbIe BO36YANUTENW, KOTopble BbiABNATCA y 30% 6onbHbIx NMM/OM [27].
Puck pa3Butus NHEBMOHWMN U TPYAHOCTU NPY ee NTeYeHUn BO3pacTatoT B CBA3M C BblpaXXEeHHbIM UMMYHOAe-
dumumTom y naumeHToB ¢ MM/AN, 06ycnoBrieHHbIM AANTENBHBIM NMPUEMOM BbICOKMX [03 MIOKOKOPTUKOCTE-
povipos (TKC) n MMyHocynpeccaHToB

FMNOBEHTUNSALUOHHDBIA CUHAPOM:
BblpaXXeHHas pecnvpaTopHas Hefo-
CTaTO4HOCTb pa3BuBaeTcs B 7—8%
cnyyaes

MnoBeHTUNALNA — OONONMHUTENbHBIV PUCK pa3BUTUA NHEBMOHUU

CuHppom pubpo3upyioLlero
anbBeonurta (CPA):

Haunboree TaXenoe nopaxeHve
nerkux npv NMMV/OM HabniopaeTcs
B 10—69% cny4aes [26]

3apy6exHble aBTopbl Ha3biBaloT CPA MHTEpPCTULMAnbHON 6one3Hbio nerkux (UBJT) [28]. COA npu MM/OM

KJIMHUYECKWN CXOAEH C namonatniecknm nbposmpytoLmm ansseonutom (MOA).

L.N. Targoff n coaBT. BbIgENUNN TPU ¢hopmbl CPA:
MopaxeHune nerkux NnpoTekaeT no Tuny 6bicTponporpeccupytowiero COA (cuHapom XammeHa—Puya).
KnuHM4eckn: ocTpbli HENPOAYKTUBHbIN Kallesb, OfAblLLIKa B NOKoe, nnxopagka. Ha peHtreHorpamme —
MHOXECTBEHHblEe MeSIKkoo4aroBble 3aTeMHEeHUs 1 ceTHaTas gedopmManns nero4Horo pucyHka. Takoe
TeYeHne CpaBHUTENBHO GbICTPO 3aKaH4MBaeTca aTanbHbIM NCX0A0M. CUMNTOMbI MbILLEYHOTO MopaXxe-
HWS MOTYT 6bITb HAa BTOPOM MnaHe.
Pa3BuBaeTtcsa 6onee MeaneHHo, 0e60TMPYeT OAbILLKOM Npu U3NYeCcKon Harpyske, B psae crnyyaes —
HenpoayKTUBHbIM KaLuneM. MoxeT HabnoaaTbCa TaXMnHo3, ayCKyNbTaTUBHO — KPENUTaLMsa B HUKHUX
oTgenax nerkux; pefko — passuTue NIero4Horo cepaua n CMMNToM «6apabaHHblx nanovek». KnmHuye-
ckue nposisnenus NBJ1 MmoryT npealecTsoBaTtb MbILLEYHOMY NOPaXeHUto, BO3HMKaTb OAHOBPEMEHHO
C HUM MM pa3BMBaTLCA HA POHE UMEIOLLIEroCs TAXENOro MMo3unTa.
M3MeHeHns BbISBASIOTCA TOMLKO MNPU PEHTIEHONOrM4eCKoM 1 (YHKLMOHANIbHOM UCCNefoBaHNN NIerknx
y NaumMeHToB 6€3 BbIpaXEHHON KIIMHNYECKON Nero4Hon CUMNTOMAaTUKN
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[Mpu M namoaozus cepdeuno-cocyducmoii cucmemol
BCTpeYaeTcs ¢ pa3jinuHoi yactotoii [29]. OnucaHo nopa-
XeHue cepaua rnpu IIM, nposiBisitolieecs: CAMIITOMaMU
MUOKapAUTa, SHAOKApAUTA U NiepuKapauta. Kapauaib-
Has naroyiorud mpu JIM MoxeT ObITb TPUYMHON CMEPTHU
unu GopMUPOBaHUS CepleuHOl HenqocTatouHOCTH. [Tpu
3TOM 3a00JIeBAaHMU UHOTIA UMEIOT MECTO U3MEHEHMSI Ha
OKI, mogo6HbIe TaKOBBIM IIpU MH(papKTe Muokapaa. Omu-
HaKO P aHTUOTrpaUIECKOM UCCICTOBAHUU B OTUX CITY-
Yyasix KOPOHAPHYIO OKKJII03110 00BIYHO He BbISABIAIOT. Oc-
HOBHBIMU MIPUYMHAMM TaKUX U3BMEHEHU I Ha3bIBAIOT I10-
pakeHHe MeJIKHUX CocynoB 1 KopoHaput [30].

OnucaHbl MHOTOYMCJICHHBIE cliydyau codetaHus JIM c
C3CT u Heonna3usiMu.

Pazputue napaneonaacmuuecxoeo JIM (ipuban3u-
TeJIbHO B 60% clly4yaeB) MOXET IPEAIIeCTBOBATH (B Te-
YeHME HECKOJIbKUX Mecs1ieB U aaxe jiet (1—3 1eT) moss-
JICHUIO0 KJIMHUYECKUX TPU3HAKOB OHKOJOTMYECKOTO
npotiecca. MHorma 3710kauecTBeHHOE HOBOOOPa30oBaHUE
00HAPYXKMBAIOT TOJIBKO Ha ayTONCuU. Bo3aMoXXHO pa3-
BUTHE Mpu3HaKoB JIM Ha (hoHEe KITMHUIeCK MaHUDECT-
HOW OITYXOJIY, YTO paccMaTpUBaeTCsl KakK TPOTHOCTH-
YeCKHU HeOJIaronpusITHbINA MPU3HAK, TaK KaK YCKOPSIET
TeYEeHNEe OCHOBHOTO 3a00JIeBAHUSI M HEPEAKO CIYKUT
HEMOCPeACTBEHHO! MPUUNHON CMEPTHU OOJIbHBIX.

ITapaneonnactuyeckuii JIM 0ObBIYHO HaYMHAETCS
OCTPO WJIM TIOAOCTPO, MPOTEKAET OCOOEHHO TSIXKEJIO0
U nporpeccupyet, HecMoTps Ha JedeHue ['KC. I1pu
stoM COD Moxer He yBeamuumBaThcsi. CornacHO
L. Dourmisher [31], JIM Kak ImapaHeoriacTA4eCKiA CH-
JIPOM Yy KEHIIIUH COYETAETCs C OIMYyXOJSIMU MaJIOro Ta3a
WJIA MOJIOYHBIX XXeJie3, a Y My>KIWH — JIeTKuX. [1o TaHHbIM
Y. Chen u coasr. [32], hakTopamu prcka pa3BUTHS Mapa-
HEOIJIaCTUYECKOro cuHApoma B Bue JAM sBs10TCS: BO3-
pacrt crapiie 45 j1eT, My>KCKOM IT0JI, HaJTUIK1e ITIEPBUIHOTO
uauonatudeckoro JIM, BEICOKMI ypOBEeHb KpeaTUH(OC-
doxunazpl (KOK). PagukaabHoe yoaleHHe 3JI0Ka4eCcT-
BEHHOM OIMYXOJIX MPUBOAUT K PETPECCUU WU TTOJTHOMY
HMCYE3HOBEHU O CUMITTOMOB MapaHeoriacTuyeckoro JIM,
B TOM YHCJIE BO3HUKIIIETO 3a10JITO JI0 TIOSIBJICHU I IPU3HA-
KOB HEOTLIACTUYECKOTr o Tpoliecca. B cimyyae pazButus Me-
TacTa30B WJIY IIPU PELUINBE Oy X0 CUMIITOMBI JIM pe-
LIUAMBUPYIOT UJIN YCUTUBAIOTCS.

Brinenstior JIM, unoyuuposannuiii npuemom aexapcmeeH-
HbIX npenapamoe. B 00JbIIMHCTBE c1y4vaeB aTuosorus AM
OCTaeTCsl HEM3BeCTHOIM. B TO Xe BpeMsl y HeOOJIbIIIOro Yuc-
JIa IallMEHTOB KOXHbIE MTPOSIBJICHUSI MOTYT ObITH CBSI3aHbI
C MPUEMOM JIEKapCTBEHHBIX CPEICTB, CPEAN KOTOPBIX —

TUIPOKCUMOYEBUHA, XUHUIWH, HECTEPOUTHBIE TPOTUBO-
BOCIAJIMTENIbHBIC TTpenaparsl, D-MeHnInIIaMUH, U30HU-
a3ua ¥ MTHTUOUTOPHI 3-THAPOKCH-3-METUIITITY TApUJI-KOIH-
3uM A-penykTasbl (CTaTUHBI), aHTarOHUCTHI (daKkTopa
Hekpo3sa onyxojiu [33—35] u ap. OTMeUeHO, YTO CUIMKOHO-
BbIE TPYIHbIE UMILIAHTATHI MJIM MHBEKIINHY KOJIJIareHa MO-
IyT UHULIMMPOBATh U YCYryosiTh TeueHue M [4, 8.

AvnarHoctuka AM

Huar"Hoctunyeckue Kkputepuu JIM u I1IM 6b11u pazpabdo-
TaHbl A. Bohan u J.B. Peter B 1975 r. 1 B ITocJie iy Io1eM J10-
noHeHbl Tanimoto 1 coast. (1995) [12, 36].

Koorcnovie kpumepuu:

TeJIMOTPOTIHBIE BBICHITIAHUS (KpacHO-(duoseToBast
OTeYHasl 3puTeMa Ha BEpXHUX BEKaXx);

npusHak ['oTTpoHa (KpacHo-¢uoseToBas KepaTuie-
ckasi aTpoduuecKas spuTeMa HaJl pa3rudaTeTbHbIMU
TTOBEPXHOCTSIMU CYCTaBOB IaJIblIEB);

SpuUTEMa pa3rubaresibHbIX MOBEPXHOCTEl CyCTaBOB
(mpunomHATasT KpacHO-(pUOJIETOBasI 3pUTeMa Hal
JIOKTSIMU 1 KOJICHSIMU).

Kpumepuu IIM:

MMPOKCUMAaJIbHASI MbIIIIEYHAsI C1ab0CTh (BEPXHUX UJIU
HUXHMX KOHEYHOCTEM 1 TYJIOBUIIA);

MOBBIIIIEHUE YPOBH S cbiBopoTouHOi KPK nnu anb-
JIOJIa3hl;

MbIlIeYHast 601b (MajJblaTopHasi UM CIIOHTaHHAs);
MUOTeHHEBIE U3MEeHEHU ST Ha a5ieKTpomMuorpacuu (BMI;
KOpOTKasl MPOA0IXKUTETBHOCTh OMOTIOTEHITNAJIOB, TI0-
JircasHble TOTEHIIMAIBl MOTOPHBIX EAMHUIL CO CITOH-
TaHHBIMU PUOPUIIALIMOHHBIMU TTOTEHIIMAIAMUN);
MOJIOXUTEIbHBIE aHTU-JO-1-aHTHUTeNa (K TUCTUANI-
TPHK-cuHTeTa3e);

HEIEeCTPYKTUBHBIN apTPUT UM apTpaJiTuu;
CHUCTEMHBIC BOCIIAJUTEIbHbIC TPU3HAKHU (JIUXOpAaKa
Boie 37 °C, ysenuuenue yposHs CPB B cbIBOpOTKe
kpoBu uau COD >20 Mm/u);

MOPGhOIOTUYECKOE TIOATBEPK ACHME MBIIIIEYHOTO BOC-
najeHus (BocraauTeabHast MHQUIBTPALIUS CKeJIeT-
HBIX MBILII] C lereHepaleil uJiu HeKpO30M, aKTUB-
HBII (paronTo3, akTUBHASI pereHepalms).

[ns yctaHoBiaeHusa auarHosa JIM HeoOXommmo HaIu-
yure KaK MUHUMYM | U3 KOXXHBIX KDUTEPHEB B COUETAHUU
¢ 4 kputepusimu [IM (4yBcTBUTENBHOCTD 98,9%, cieLiu-
duuHOCTB 95,2%).

IlepeyeHb epBOHAYATBHBIX MCCIIENOBAHUI 3aBUCUT OT
BBISIBJICHU S Y TIALIMEHTOB KOXHBIX TIPOSIBJICHU I, MbIIIEU-
HBIX CHMIITOMOB WJIY UX codeTaHusI (Tab:. 3). [1pu Haanaun
KJIMHUYECKUX ITPU3HAKOB aMHOoTpoduyeckoro JIM (BbisiB-
JIEHWE KJACCUIeCKUX KOXKHBIX TTPOSIBJICHU ) HEOOXOIUMO

Ta6nuua 3. JlabopaTOpHO-MHCTPYMEHTaNbHble UCCNeAoBaHUA AnsA auarHocTuku AM

[Ansa noarsepxpaeHus guardHosa M

CKpMHMHr naTosiormm BHyTpeHHnxX opraHoB
ucuctem n onpepeneHne nporHo3a

JAns BbISIBNIEHUS 3/I0Ka4€CTBEHHbIX onyxoneﬁ

3KIr
OxoKI

Onpepenenne KOK 1 anbaonasbl B CbIBOPOTKE
KpPOBWM

WroneyaTtas OMI

Buoncus Mol

Buoncus koxn

OnpepeneHne aHTuHykneapHbix (ANA)

N MUO3UT-CNeUndpUYecKnX aHTuTen

MPT MmblLwuL

PeHTreHorpadus opraHoB rpyfHoOu KNneTku
KomnbloTepHas Tomorpadms (KT) BblcOKOro
paspeLueHuns rpyaHo KIeTku

OueHKa rnoTaHus ¢ NPUMEHEHNEM BULEOPEHT-
reHOCKOMUMN C KOHTpacT1poBaHMem 6apmem

KnuHuyeckuit aHanns Kposwu, onpepeneHune
dheppuTMHA B CbIBOPOTKE KPOBW, CKPUHWHT
6MOXMMUNYECKMX NoKasaTenein Kposu
KnvHunyecknin aHanvms moumn

AHanu3 Kana Ha CKpbITyo KPOBb

JXeHwmHam — mammorpadwma n Y3U opraHos
manoro Tasa

My>x4nHam — onpepeneHune npoctar-cneuudgu-
YeCcKoro aHTureHa

KT opraHoB rpyaHow kneTku, 6proLLHON nonoc-
TU U Manoro Tasa

[Apyrue nccneposaHus (B 4acTHOCTM 330da-
roracTpoayofeHOCKONMs) MpX Hanu4nMmn cooT-
BETCTBYIOLLEN CUMNTOMATUKN
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MPOBECTH PSII UCCIIENOBAHU, TTO3BOJISIIOIINX UCKITIOUUTH
NOKJIMHUYECKOE MopaxeHue Mbliil. C 3Toi Leablo cleny-
eT IpoBecTH onpenaeseHue conepxxanust KOK B cbiBopoTKe
KpoBu, DMI, OMomncHIO MBI 1 MATHUTHO-PE30HAHCHYIO
tomorpaduto (MPT) [17]. [TauueHTOB ¢ Ky1accudeckum M
nmm AJIM HeoOXoauMo TIIATEJILHO 00CIeIoBaTh AJIsT MC-
KJIIOYEHU S OHKOJIOTMYECKUX 3a00JIeBaHUIA U IPYTOM 11aTo-
Joruu, B yactHoctu UBJI [13].

JlaGopaTopHbIe TECTbI

BrisiBiieHUME yBeTMueHU I COAep>KaHM sl MbILLIEUHbIX (hep-
MEHTOB B CBIBOPOTKEe KpoBH (B yacTHocTu KDK, anpno-
JIa3bl, JIAKTATAEruAporeHaspl) MOMoraeT B 1MarHOCTUKE
M, npuyem nosbinieHue nokasaresieit KOK moxeT 6bITh
3HAYUTEJbHBIM (10 50 pa3 1o cpaBHEHUIO C HOpMaJIbHbBI-
MU 3HaueHusiMu). OgHako ypoBeHb KDK B chiBopoTke
KPOBHU MOXET ObITh MOBBILLIEH HE3HAUMTEIbHO UK 1axe
ocTaBarbcs HopManbHbIM. Kak nipaBuiio, ypoBHu ACT u
AJIT Tak:ke Bo3pacTalorT.

JonosHUTENbHY 0 MHGOPMALIMIO MOXHO MOJIYYUTh ITPU
oIpeneaeHuN ayToaHTUTe (Tad. 4).

Muo3uT-crieniupuyeckue aHTUTeJIa UMEIOT BBICOKYIO
crenuuIHOCTb, HO HU3KYIO YYBCTBUTEIBHOCTh B OTHO-
LIEHW U AUaTHOCTUKHU U TPOTHO3UpPOBaHUs TeueHust [IM/
JIM. YacroTra o6HapykeHus aHTutea K Jo-1 ipu [IM/IM
cocraBiasger 11-20%, npyruM aMUHOAUMJICUHTETAa3aM
TPHK — 1-3%, SRP — 4%, Mi-2 — 4—14%. OnpeneicHue
anTuTen K Jo-1 monesHo nist amarHoctuku [IM/JIM ¢ Ha-
JIMYMeM aHTUCUHTETAa3HOTO CUHIPOMa, KOTOPBI Xapak-
TepU3YeTCsl OCTPHIM HayaJIOM MUO3UTa, UHTEPCTULIUATIb-
HBIM TIOpaXkeHHMeM JIeTKUX, JIMXOPaaKoi, apTPUTOM,
deHomeHoM PeiiHO 1 MI3BMEHEHUEeM KOXU KHUCTEM M0 TUITY
«pyku MexaHuka». AHTuTenda K SRP ob6HapyxuBaiorcsa
ToJIbKO Ipu 1M, accounmupyonuMcs ¢ OCTPbIM HayajaoM
3a00J1eBaHMSI, TSKETBIM TeUEHUEM MUO3UTA, KAPIUOMHUO-
natuei u IioxuM otBeToM Ha Tepanuio ' KC. Onpenene-
HME aHTUTeJ K Mi-2 mojie3HO A1l IMarHOCTUKY KJIacCh-

Ta6nuua 4. AHTUTena B gnarHoctuke UBM [37]

NuRD)

AyToaHTUTEna AyTOaHTUreHbl KnuHu4yeckue npossneHus
AHTUCUHTETa3Hble aHTUTena

AHTKN-Jo-1 Mctnoun-TPHK-cuHTeTasa MM + OM + NBJ

AHTU-PL-7 TpeoHun-TPHK-cuHTeTasa MM + OM + NBJ

AHTN-PL-12 Ananun-TPHK-cuHTeTasa MBI > mnosnt*

AHTU-EJ Muuun-TPHK-cuHTeTasa MM > OM + NBJ1

AHTN-OJ N3onenunn-TPHK-cuHTeTasa nen + nv/gMm

AHTN-KS AcnaparnHun-TPHK-cuHTeTasa MBJ1 > mnoaut*

AHTN-Zo ®enunananunn-TPHK-cuHTeTasa MBI + mnosnt*

AHTU-Ha Tupoaun-TPHK-cuHTeTa3a WBJ1 + mnosut*

HecuHTeTa3Hble aHTUTENA

AHTN-SRP SRP — BHyTpuuMTONnaamartmyeckas TpaHCnsaumus OcTpoe Havyano HeKpPOTU3IUpYLLE MruonaTmm
6enka (komnnekc n3 6 NonMNenTUAOB U PUOGOHYKINEO- | (BbipaXeHHas cnabocTb, BbICOKMI ypoBeHb KDK)
npoTtempa 7SLRNA)

AHTU-Mi-2 TpaHCcKpUNLMa XxenmkKasbl (KOMNOHEHTbI KOMMNeKca [AM y B3pocnbix 1 FOOM. HekpoTtuaumpytoLas muona-

TUA NpU Ne4eHnn ctTatuHamu

AHTU-MDAS5 (AHTU-CADM-140)

BHyTpuuutonnasmatuydeckas MDAS npucyuia
MMMYHHOMY OTBETY NPW BUPYCHbIX MHPEKLMAX

AM: ALIM ¢ 6bICTPO NpOrpeccupyoLLen MHTePCTULIN-
anbHOW MHEBMOHMEN

AHTN-p155/140
KnetToyHas anddepeHunanmns

®dakTop — nocpeaHuk TpaHckpunuum TIF1-y (p155) +

MAO y B3pocnbix ¢ AM; TUNUYHbIE KOXHbIE N3MEHEe-
Hus OM y B3pocnbix 1 FOOM

AHTU-p140 NXP-2 — agepHon TpaHCcKpunumm + metabonnam PHK OOM ¢ KanbLMHO30M
AHTN-SAE SAE - nocTTpaHcnsaunoHHas Mmogudukaums [OM y B3pocCnbIX; MOXET HaumMHaTbea ¢ AQM
(BKNtOYan hpakTopbl TPAHCKPUNLIMK)
MunosuraccoymmpoBaHHble aHTUTENA
PM-Scl He npeHtTudmumnposaH MM vnn OM B coveTtaHum ¢ CC
U1 PHN Manbii agepHbin PHM U1 Coyetanue ¢ C3CT (overlap-cuHgpom)
He-U1 PHM Manble apepHble PHIM U2, U4/6, U5, U3 MM nnn OM/CC (overlap-cuHppom)
Ku OHK-cBsizaHHble 6enkun Mwno3ut*/CC/CKB (overlap-cuHapom)

Ro(SS-A), Bknioyast Ro60 1 Ro52 | PHK-6enok

Mwuo3nT Yyacto B covetaHum ¢ CC nnmn CKB, uHorpa —
¢ MIBJ1 (ocob6eHHO Ro52)

56 kDa PHM-yactuya Mwno3auT vacTo ¢ Jo-1

KJ ®DaKTop TPAHCHALMMN HE MAEHTUDULNPOBAH MM, BN, ©P

Fer OnoHraumsa cdaktopa 1a Mwnosut

Mas TPHKser- cBsizaHHbI aHTUreH Mno3unT, pabgomMmonmna, XpoOHNYeCKnin renatut
MJ He npeHtudmumnposax toam

hPMS1 Benok, cBA3aHHbIN ¢ penapaunert AHK Mwuosanut

TpumeyvaHune: *Takxe moryTt onpegenstbcsi npu MMM v M; MAO — muo3unT, accounnpoBaHHbivi ¢ onyxonsamu; PHIT — pu6oHykneonpoTenH;
CKB - cuctemHas KpacHas Bon4aHka, CC — cuctemHas cknepogepmusi; ®P — coeHomeH PeviHo; MDAS — rex 5, accouymmnpoBaHHbIv

¢ ancbghepeHymnposkori MenaHomsl; NuRD — geayetninposaHme rucToHoOB U pemogenvposaHmne Hykneocom, NXP-2 — 6enok ssgepHoro matpukca
NXP-2; SAE — youkBUTUH-akTuBupytoLymii pepmeHT; SRP — YacTuubl curHanbHoro pacrosHasaHus; TIF1-y (transcriptional intermediary factor

1-gamma) — ¢pakTop 1-y — NOCPEAHUK TPAHCKPUMLUU.
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YECKOTo CTEpOMAUYBCTBUTENbHOrO M ¢ Graronpust-
HBIM TPOTHO30M M pPEAKUM pa3BUTHUEM OIYXOJIEBOTO
muosuTta. AHTuTena K PM-Scl accolmupyiorest ¢ cyoTuIiom
npyrux C3CT, BKIoJaromuM Ipu3HaKy CUCTEMHOM CKJIe-
poaepmun, [IM n nopaxkenust moyek. AHTUTeNa K KJ BbI-
SIBISIIOTCS IIpu Muo3ure, ¢peHomene Peiino u UBJI [38].

Cpenu gpyrux UcciIefoBaHUI HYXXHO OTMETUTL DMI,
KoTopast nomoraet B auarHoctuke JIM B 70—90% ciyuaes.
C nomonibto OMI BBISIBASIOT CHUXXKEHUE aMIIJIUTYIbI U
YKOpOUEHUE MPOIOIKUTETbHOCTH OMOMOTEHIIMAJIOB M0~
paXkeHHBIX MBI, MOJU(a3HOCTb, MHOTIA — CIIOHTaH-
HY10 aKTUBHOCTb TUTIa GUOPUILISLIUMU, TICEBIOMUOTOH U -
yecKue HapylleHus 1 aAp. BeiaeasiioT xapakTepHyo ajst
AM/TIM mpuady IMT-uzmenenuii [39]:

CMOHTaHHas1 GUOPUJLISIIMS U TOJOXUTEIbHBIE IO~
TeHI[UAJIbl, KaK MMPU JeHEePBALIUY MBbIIIIILL;
MOSIBJISIIOIIMICS TIPU  TIPOU3BOJIBHOM COKpAILEHUU
MBIl TOTUMOPMHBIN KOMILIEKC MOTEHIIMATIOB, aM-
TUIUTY/Ia KOTOPBIX 3HAYMTEJIbHO MEHBIIIE, YeM B HOPME;
3aJITTbl BBICOKOYACTOTHBIX MOTEHILIMAJIOB NEeUCTBUS
(«TICEBIOMUOTOHUSI») TIOCTE MEXaHUYECKOro pas-
NPaKeHU ST MbIIIILIbI.

B T0 e BpeMst naHHble DMI He SIBASI0TCSI CTPOro CIie-
nuUIHBIMU 1J1s1 JIM, MOTyT U3MEHSAThCS B TeUCHUE 3a-
0oJieBaHUSI U caMU 110 ceOe He TTO3BOJISIIOT Aud depeHm-
poBaTh 3TO 3a00JieBaHUE OT psijia APYTUX MUOTIATUI, HO B
COYETAaHUY C KJIMHUYECKUMU JaHHBIMU U IPYTUMU UCCIIe-
NIOBAaHUSIMU ILIUMPOKO MCIOJb3YIOTCS IJS1 AUATrHOCTUKU
AM [40]. TTpeamouTUTENbHO TPOBEIECHUE U20AbYAMOU
IMI. TlonuepKrBaeTCsI 3HAUCHUE OTACIbHBIX IIPU3HAKOB
KaK JIJIs1 IOATBEPKACHUSI COOCTBEHHO MOPAKEHU ST MBIIIILI,
TaK U I yTOYHEHU S ero XapakTepa. Tak, moanda3HocTb
MOTEHIIMAJIOB HApSLy C APYTUMU MUOTEHHBIMU ITPU3HA-
KaMU SIBJISIETCS apIT'YMEHTOM B [10JIb3Y «<MHUO3UTHOTO» TIPO-
1ecca; pyu 3TOM YKCIIo 01Ga3HbIX KOMIIJIEKCOB IpeobJia-
IaeT Hala Tpex(da3HbIMU.

Buoncusa Mpim

Haub6onee BaxxHbIMU T'MCTOJIOTMYECKMMU HaAXOAKaMU B
HayaJie 3a00J1eBaHUSI SIBJISIIOTCS BbIpAa>KEHHbIC MU3BMEHEH U ST
BOCTIAJIMTEIBHOTO XapaKTepa C OTEKOM MbIILIEYHON TKAHU.
C NOMOIIIBIO 3JIEKTPOHHON MUKPOCKOMUU BBISIBJISIIOT TH-
MUYHBIE U3MEHEHU I MBIILIEYHBIX BOJIOKOH C pa3pbIBOM cap-
KOJIEMMBI, HapyIlIEeHUEM CTPYKTYPHI, TTOPsIAKA PACTIOJNIOXKE-
HUS MUOGUOPUIII, TU3UC, MHOTAA TOTAJIbHBII HEKPO3 C
WHOUIbTpalyeit ¢parouutaMu 1 nponudepanueir pocho-
JIMOUOHBIX MeMOpaH B cepoMeMOpaHO3HBIX TeJbllax,
MpPU3HAKU pereHepalud U HOBOOOpa3oBaHUSI MUO(UO-
puan. B mocaenyromieMm, 0COOEHHO B CIydasiX pe3UCTEHT-
HOCTY K T€paIuu, BBISIBISIOTCS IereHepaTUBHbIC U3MEHE-
HUSI C XXMPOBBIM 3aMellleHUeM MbllleuHoi TKaHu. [1pu 3a-
TSDKHOM TeueHUM 3aboJieBaHUSI HaOmiomaeTcs aTpodust
MBI, HO TAKWE U3MEHEHUS SIBJSIIOTCS HecnieuUYHbI-
MU. Pexe B MBILIIIAX MOXET OINPeaeasIThCs KaablIMHO3.

Taxum o6pa3zom, TUCTOMOPHOIOTUUECKOE UCCIEIOBA-
HHE OMOMNTATOB MBILII MOXHO pacCMaTpPUBaTh B KAYECTBE
JIOTTOJTHUTEJIHOT'O METO/IA AMaTHOCTUKH, MOATBEPXK Aa0-
mero nuario3 UBM, ogHako oTCyTCTBME BOCIIAIUTENb-
HBIX U3BMEHEHU I B MbIIILIAX HE TPOTUBOPEUUT HATUYUUIO
JIAHHOTO TpOoILiecca B CBSI3U C 0YaroBbIM XapaKTepOM U He-
PaBHOMEPHOCTBIO pacrpeeeH sl MaTOJIOrMYeCKUX U3Me-
HEHWU B IIpeaeiaX OMHOM MBIIIIEI [41].

HNHcTpyMeHTATbHBIE METOIbI HCCJIETOBAHUS

JIJ1st MrO3UTa XapaKTePHBIM SIBJISIETCSI OTEK IMTOPaXKEHHBIX
Ml [42]. [pu yasmpaseyxoeom uccaedosarnuu onpeneis-

JOTCSI MIOBBIIIIEHVE 9XOT€HHOCTU MBIIIIIL M U3MEHEHU I HOP-
MaJIbHOW apXMTEKTOHUKU UX (pacuuid 1 MEeXMBbILLIEYHBIX
neperoponok [43]. Kpome Toro, ¢ moMoIibso 3Toro Metoaa
BO3MOXHO BBISIBJICHHE ITONKOXHBIX KaJIbLIMHATOB [44].

B nocnennue roasl B amarHoctuke M 3apybexxHble uc-
cliefioBaTeIU cTaau ucroib3osate MPT.

C nomowybio MPT MOXXHO NpoBeCTU paHHIOK
AuarHocTuky [1IM 6naropaps BbISIBIEHUIO OTEKA
MbILLUEYHOW TKaHM faxe A0 NOSBIEHUS KIIMHUYECKUX
NPU3HaKOB UX NOPaXXeHUs, KorAaa 04eBMAHO NopaXKeHne
KOXXHbIX NMOKPOBOB 6€3 BOBJIEYEeHUs MbILLLL (pUcC. 4).

Tak>Ke OTeK MbILIEYHOM TKAHU SBJISIETCSI UHIMKATOPOM
aKTUBHOCTH 3a0o0sieBaHUs. Kpome Toro, naHHbIe uccieno-
BaHUSI ITO3BOJISIIOT HE TOJBKO OLIEHUTh CTPYKTYPHBIE 13-
MEHEHUS MITKUX TKaHei KOHEYHOCTEN, HO U OTJIUYUTh
aKTHUBHBIM BOCHAJUTEIbHBIM MTPOIIECC B MBIIIIIAX OT MbI-
LIeYHOI aTpouH C KU POBLIM 3aMelieHneM [45]. DTo crio-
coOCTBYeT KaK IMpaBUJIbHOMY YCTAHOBJICHUIO 1MarHo3a (B
nebroTe 00J1e3H1), TaK M YTOYHEHMIO CTaIUU 3a00JIeBaHNU
IJISI BBIOOpaA MajibHei el TakKTUKHY JedeHust. HekoTopelie
aBTOpHl cunuTaloT MPT Gonee TouHOIi, YeM ompeneaeHue
ypoBHst KK B chiBopoTKe KpoBU [46], B TO BpeMs KakK
V3U u KT 3HaunTe1bHO MEHEE YyBCTBUTEIbHEI IIPU BbI-
sIBJICHUU MIPpU3HAKOB oTeka Mblill [47]. Bonee toro, MPT
JIaeT BO3MOXHOCTb OMPeNeUTh 00jiee TOUHYIO JIOKaJIu3a-
LIWIO JIJIST TMarHOCTUYeCcKOoi ononcuu, yemM DMI, uTo 1mo3-
BOJISIET U30€KaTh B3SITUS 1151 OUOTICUU YYAaCTKOB Heropa-
JKEHHBIX MBI, TTOCKOJIBKY MbIIIIEUHOE BOCITaJICHUE ITPU
MBM HocuT naTHUCTHIN XxapakTep [48]. BaxkxHo momuepx-
HYTb BO3MOXHOCTb ITPOBEACHMSI TOBTOPHOTO UCCIIeA0BA-
HUS B IMHAMUKE BO BpeM$ JIeUeHUs.

JleyeHne
TepaneBTryeckue BMeIIaTEIbCTBA HAIIPABJIEHBI HA CO-

XpaHEeHHUe KayeCcTBa XU3HU U JOCTUXEHHNE KIMHUKO-JIa-

OopaTopHOIi peMuccuu 3a0oJieBaHU 1. Beiaensitor obiue

MEPONPUITHUS U MeAUKAMEeHTO3HOoe JiedeHre. Ocoboe Mec-

TO 3aHUMAET o0y4enue nayuenmos, BKiouatiee [13]:
aJanTaluuio ypoBHS (DU3MUECKOM aKTUBHOCTH K CO-
CTOSIHUIO TTallUEHTa;

Puc. 4. MPT 6eppa naumeHTa ¢ [1IM. B pexvme T1-B3BeLLeHHOro
N306paxXeHNs: ApKas XMpoBas TKaHb C MbILLLAMW TEMHOrO LiBeTa.
B STIR-pexvme: 300p0BbIe MbILLLIbI — TEMHOMO LIBETA, @ Y4acTKu
BOCMasneHHbIX MbILLL, — APK1e. [iNIMHHas CTpenka ykasblBaeT Ha BocnaneHvne
npaBov NPsAMOV MbiLLbl 6eapa; KOPOTKasa CTpenka HanpaeneHa Ha 6uuenc
npaeoro 6efpa: APK1A 060[A0K BOKPY 3TON MbILLILIbl COOTBETCTBYET
hacumanbHoOMy BOCMaNeHNo C HeN3MEHEHHOW MbILLEYHOM CTPYKTYpo [49]
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unsberaHue MOTePU paBHOBECHU S (PUCK OCTEOIIOPOTH-
YeCKMX IIEPEIOMOB).

Jluema noxHa ObITH cOaJlaHCMpOBaHHOK. PekoMeHmy-
€TCs1 HU3KOKaJIOpUiAHAsI IMeTa C JOCTAaTOUHbBIM COlIEp>KaH -
€M KaJIbLIvsl M BUTaMuHa D 1151 CHUKeHU ST pucKa pa3BUTHS
caxapHoro auabeTa v OXUpeHUsl, a TaKXkKe OCTeornopo3a Ha
done reparuu 'KC. [TanmenTaM ¢ Tskenoii cragueii [TM,
4yTOOBI cOajaHCMpOBaTh MOTepU OeliKa, MOXeT IOTpedo-
BaThCs YBEJIMUEHUE €r0 COAePKaHUSI B palliOHE TUTAHUSI.
IIpu nucarum HeoOxonmMa CrieliaabHasl TueTa, KoTopast
OnpenessieTCs TIKECThIO NTUC(PYHKIIMY TTUIIEBOIA.

BaxxHoe MecTo 3aHUMAIOT peabuiumayuoHHble npocpam-
Mbl, onipenesonecs: ctaaueit 3aboneBanus. B ocTpoit
(haze mokazaHbI MaCCUBHBIE YITPAXKHEHUS U HATIPSI)KEHUE
MBI, B CTAIMX BBI3IOPOBJICHUSI — U30OMETPUYECKHUE, a
3aTeM — M30TOHUYECKUE yIpakHeHUs. B xpoHuueckoit
CTaJluM PEKOMEHIYIOTCSI aHa3pOOHBIC YIIPaXK HEHUSI.

[Ipunsartel 1Ba HanpaBiaeHus BieueHnr MUBM: tepamnusi,
nofaBJIsiioNIasi UMMYHOPEaKTUBHOCTb (MMMYHOCYTIpecC-
CHBHAas1), M TepaIus, CocoOCTBYOLIAsI PETYJISIIIUU UMMY-
HuTeTa (Tab. 5). O6a 5TU HaMpaBJICHUSI MOXHO CUMTATh
UMMYyHOMORYIupyomuMu. OCHOBHOE MECTO 3aHUMAaeT
ummyHnocynpeccuenas mepanus, sknodatoiast 'KC u nu-
TocTaTudeckue Ipemnaparsl. [Ipu nmeuenun MBM Takxke
MPUMEHSIETCS] UMMYHOMOOYAUPYIOWAS MEPaAnust, 3aK04a-
0111asiCs B UCTIOJIb30BaHU U UHTEeP(epoHa, BHYTPUBEHHOTO
MMMYHOIJIOOYJIMHA, WMMYHOMOAYJUPYIOIINX CPEICTB
(B0OZH3UM U DIOTIH3UM, TaJIaBUT, OECTUM U IP.), a TaK-
K€ METOJIOB DKCTPaKOPIIOpajibHOM reMoKoppeKiun [41].
Tak, mrazmacdepes mpoBOAUTCS ITIaBHBIM 00pa3oM y 00J1b-
HBIX C TSKEJIBIM, PE3UCTEHTHBIM K IPYTUM BUIAM JICUCHU ST
IIM/OM B couetanuu ¢ 'KC u meToTpekcaToM UiIu Opy-
TMMU IUTOCTAaTUYEeCKMMU ITpenapatamu [13].

K HoBBIM acniekTam (papmMakoTepanuu OTHOCUTCS Mpu-
MeHeHUe Orosiornyeckux areHToB (MHruoutopsl ®HO-a,
putykcumab). UmeroTcs naHHBIe 00 3¢ (eKTUBHOCTH HO-
BBIX JIEKAPCTBEHHBIX CPENICTB, B YaCTHOCTU MUKO(EHOJ1a-
Ta ModeTnIa, TaKpoauMyca, ¢piaygapadbusa. Tak, y mamu-
€HTOB C TSIXKEJIBIM, PE3UCTEHTHBIM K CTaHIAapTHOI Tepa-
OUY, TOpaxXeHWeM KOXU OTMedeHa 3(PPeKTUBHOCTH
MukodeHonata ModeTnIa — MMMYHOIENpeccaHTa aHTH-
MmeTtabonmueckoro tuma [50]. M3ydaeTrcs BO3MOXHOCTH
MPUMEHEHU S TAKPOJIUMYca, IeCTBUE KOTOPOIO acCOLM-

UpyeTCs ¢ TIYOOKUM MOoJaBJIeHUEM UMMYHHOM CUCTEMBI,
MOHOKJIOHAJIbHBIX aHTUTEJ.

MporHos

BHenpeHue B kiimHuueckywo npaktuky ['KC cymect-
BEHHO YBEJIMYMJIO BBIXXKMBAEMOCTb MaliMueHToB ¢ JIM, ko-
TOpasi B LIEJIOM IO TPyIIIe (3a UCKIIOYEHHEM MallueHTOB
€O 3JI0KaYeCTBEHHBIMU HOBOOOPA30BaHUSIMU) COCTABJISI-
eT 90% dJepes S J1eT rmocsie ycTaHOBIIeHUST fuarHo3a. Y 20%
0O0JIbHBIX BO3MOXKHO Pa3BUTHUE CTOMKOI peMUCCUU (HE Me-
Hee 1 roga). Y G0JIbIIMHCTBA MAIIMEHTOB TpedyeTcs Mpo-
BeAeHUE OJUTEIbHOrO JeueHus [4, §].

K ¢paxmopam, accouuupyrowumcs c nebaazonpusmusim
npoenozom npu JIM, omnocamcs [13]:

MOXUWJIOM BO3PACT MallMECHTA;

MO3HS S NTMarHOCTUKA;

HeaJleKBaTHas Teparius B Hauajie 3a00J1eBaHUS;
TSXKeJI0e TeUeHUe MUOo3uTa (Jinxopanka, gucgarusi,
ropakeHue JIETKNX, CEPIeYHO-COCYINCTON CUCTEMBI,
MULIEBAPUTEIBHOTO TPAKTA);

MUO3UT MPH 3JI0KaYeCTBEHHBIX HOBOOOPa30BaHUSIX;
AHTUCUHTETA3HbI CUHAPOM.

Taxum obpazom, JIM oTHocutcs K rpymnmne UBM c xa-
pakTepHBIMU KOXXHBIMU ITPOSIBIEHUSIMU. BaxkHOe MecTo B
nuarHoctuke JIM otBoautcst koHeHTpauu KPK B cbI-
BOPOTKE KPOBH, UTOJIp4aToi DMI, Onorcuy MBIIIIL 1 Me-
Tonam Busyanuzaunu. MHdopmaiiusi, monxydyaemasi pu orn-
pefesieHu ayTOaHTUTEJ, TI03BOJISIET yTOUHUTb KJIMHUYE-
ckuii (eHoTur, 3GGEKTUBHOCTh Teparuu U IPOrHO3
3aboneBanus. s JIM xapakTepHO HOpakeHHe TbIXaTeIb-
HOM Y CEpPICYHO-COCYAUCTON CUCTEM, TTUILIEBAPUTELHOTO
TpakTa. DTUM 00yCJIOBJIEHA HEOOXOMMMOCTh IIPOBENCHMS
KOMILJIeKca JIabopaTOPHBIX TECTOB U MHCTPYMEHTAJIbHBIX
METOIOB IMArHOCTUKHU JJISI pAHHETO BbISIBJICHUS MaTOJIO-
MU BHYTPEHHUX opraHoB. ClieayeT Noq4epKHyTh, 4To JIM
MOXET ObITh BTOPMYHBIM MTPU OHKOJIOTHYECKUX 3a00s1eBa-
HuUsX. UMeHHO 1ToaToMYy TpH BbIsiBiieHuU JIM Kaxmoro ma-
LIMEHTA CJIeyeT TIATEeIbHO 00CIeI0BATh 151 UCKJTIOUEHU I
3JI0KaYECTBEHHBIX OIMyXoJieii. MHOTOJIETHU OIBIT Bele-
HUS nanueHToB ¢ JIM noka3ssiBaeT xopomuii 3¢ ¢eKT aaek-
BaTHOM Tepanuu, NO3BOJISIONIEH TOCTUYb MIOJTHOTO BOCCTa-
HOBJICHUSI MBILIEYHON CUJIbI, 00beMa ABUXEHU I MPU CO-
XpaHeHWU HeOoJibIlol nonaepxuBaroiieit 1o3b1 'KC.

Ta6nuua 5. JlekapcTBeHHble Nnpenaparbl, NPUMeHsiemMble ans nedvexuns AM [13]

Mpenapart [o3upoBka KommeHTapui

'KC per os 1—2 Mr/Kr B CyTKMN O HOpManuaaumm MbilLe4HoWn | Mpu oTCYyTCTBMU NONOXMTENBHOW ANHAMUKMN B TeYeHne 4 Hef
cunbl 1 cogepxanna KOK B cbiIBOPOTKE KPOBHU, cnepyet yBenuM4uTb Jo3y
03y NOCTEMNEHHO CHUXAIOT NOA CTPOrUM KITUHK-
YeCKMM 1 1abopaTopHbIM KOHTPOSIEM

MeToTpekcat 7,5—25 Mr B Heento BHYTPb, MOAKOXHO Un BcnomoraTenbHas Tepanus nepBow IMHAM NPpU HE[OCTaTO4HON
BHYTPMBEHHO (MPU HEJOCTaTOYHON 3dhheKTUB- acpdekTmBHOCTU [KC
HOCTW UM NJI0XOM NEPEHOCUMOCTY Npenapara,
0C06€eHHO B BbICOKOW 4036, MPpU Npueme per os)

AzaTtuonpuH 2—3 Mr/Kr B CyTKK YcTynaeT meToTpeKkcaty no apMeKTUBHOCTM 1 O6bICTPOTE HACTYM-
nexus adbpekTa (B cpegHem Yepes 6—9 Mec), 0CO6EHHO y nau-
€HTOB C @HTUCUHTETa3HbIM CUHAPOMOM

Linknochocdamup, 2 Mr/Kr B CyTKM — npenapat Bbi6opa npu MHTep- | ToNbKO B cny4Yae pepakTepHOCTM K npenaparam nepeou MHUK

cTMumMansHOM neroyHom pnbpose

AHTUMansipumnHele npena- |200—-400 Mr B CyTKU VHoraa no3BonsioT KOHTPONMPOBAaTb KOXHbIe npossneHnsa M.

patbl (TMAPOKCUXNOPOXMH) Vcnonb3yoT Takxe ANa NnoaAepXvBaroLLel Tepanum B coyeTa-
HUU C HU3KMMKM po3amu FKC

MMMyHOrno6ynuH 2 r/kr 1 pa3 B MecsL B Te4eHne 3 Mec O heKTUBHbIN MeToa neveHns AM (oco6eHHo IOM),

BHYTPUBEHHO PE3NCTEHTHOrO K CTaHAaPTHOW Tepanuun. A dekT passnBaeTcs
6bICTPO (B Te4eHue 1-2 Mec) 1 coxpaHsieTcs Hegonro (1-2 mec)

Chnucok aumepamypbl HAX00UMCA 8 pe0aKyuu
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