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CemMeilHad cpeAaU3eMHOMOPCKAaA NUXopaakKa
(nepuoanyeckad bonesub):
COBpPEMEHHbIN B3rnaa Ha npobnemy

E.C. ®enopos, C.0O. Caxyruna, H.H. Ky3bmuna

DPI'BY «HUHP> PAMH, Mockea

Cmambs nocésujena Haubonee 4acmomy «KAacCuvecKkomy» aymogoCnaiumensHomy 3a001e6aHUI — ceMelHOU cPeU3EMHOMOPCKOU AUX0pao-
Ke/nepuoduueckoii boaeznu (Familial Mediterranean Fever — FMF). Dmo nacaedcmeennoe monozenHoe 3a601e8anue, 00ycA061eHHOe Myma-
yusmu eena MEFV ¢ aymocomuo-peueccusnvim munom Hacaedosarus. Ilpusedervr Haubonee wacmo écmpeuaroujuecs munvt mymauuii. Oc-
HOBHbIM NAMO2CHEMUHECKUM MEXAHUZMOM 3a001€8AHUS A6ASAeMCS SUNEPAKMUBAYUS eCIEeCMBEHH020 (AHMULEH-HEeCneUUDUUeCK020) UMMY-
Humema, a éedyuum meduamopom — HJI1B. 3abonesanue ecmpeuaemes NpeUMyueCmeeHHO 8 ONPeOeaeHHbIX IMHUMECKUX epynnax (eepeu-
ceghapovl, apmane, mypku, apaodet). Hecmomps Ha 603MONCHOCIb NOAUOPAHHO20 nOpadcenus, munuunsim oas FMF seasromes anu300bt
hebpunvroll auxopadku orumenvHocmoro 12—72 u, conpogocoarouuecs cCuMnmomMamy nepumoruma u/usu niesponepukapouma. Camoe
cepvesroe ocroxucierue FMF — pazeumue AA-amunoudoza. OcHo8HbIM MemOOOM NeueHUs, NPeOOMBPAuaUUM MO OCA0ICHEeHUE, S8/15em-
cs npuMeHerue Koaxuyuna. B cayuae neagppekmuernocmu/HenepeHocuMOCmU  KOAXUUUHA, B03MOJICHO NPUMEHEHUe OpYeUux NeKapCmeeHHbIX
cpedcme, 8 MOM UUCAe 2eHHO-UHIICEHePHbIX Ouoaoeuueckux npenapamog (uneudbumopst M1 u dp.).
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Familial Mediterranean fever (a periodic disease): The present-day view of the problem
E.S. Fedorov, S.0. Salugina, N.N. Kuzmina
Research Institute of Rheumatology, Russian Academy of Medical Sciences, Moscow

The paper deals with the most common classical autoinflammatory disease familial Mediterra-nean fever (FMF)/periodic disease. This is
a monogenic hereditary disease caused by mutations with an autosomal recessive pattern of inheritance. The most common types of mutations
are given. Hyperactivation of innate (antigen-specific) immunity is a basic pathogenic mechanism of the disease and IL- 1 is a leading medi-
ator. FMF prominently occurs in certain ethnic groups (Sephardic Jews, Armenians, Turks, and Arabs). In spite of the fact that there may be
multiple organ failure, 12-72-hour febrile fever episodes accompanied by the symptoms of peritonitis and/or pleuropericarditis. AA amyloido-
sis is the most serious complication of FMF. Colchicine therapy is a basic treatment for preventing this complication. In case of colchicine inef-
fi-cacy/intolerance, other agents, including genetically engineered biological drugs (IL- 1B inhibi-tors, etc.), may be used.

Key words: familial Mediterranean fever, autoinflammatory disease, monogenic hereditary dis-eases, colchicine.
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Yro Takoe cemeiiHas Cpean3€MHOMOPCKasA JIUXopaaka

CemeiiHasg cpeanM3eMHOMOPCKAsl JTUXOpaaKa/mepruoauie-
ckas 6ose3Hb (Familial Mediterranean Fever — FMF) — nacnen-
CTBEHHOE€ MOHOT€HHOE 3a00JIeBaHME C ayTOCOMHO-PELIECCUB-
HBIM MEXaHU3MOM Iepelayu, UMEIOIlee ayTOBOCIATUTEIbHYIO
MPUPOLY, PACIIPOCTPAHEHHOE CPed IpPeNCTaBUTENIEN Ompese-
JIEHHBIX 9THOCOB U TIPOSIBIISTIONIEECS TIEPUONNIECKN BO3HUKAIO-
MU HEMOTUBUPOBAHHBIMY MPUCTYIAMU JIUXOPAIKH, COTPO-
BOXKIAIOLIMMUCS CHJIBHBIMU («XUPYPrUYECKUMU») OOJISIMU B
JKWBOTE W/WJW TPYAHOU KIIETKE, a TakXKe IPYroil CUMIITOMAaTH-
KO C MPOMOJIXUTEIBHOCTBIO MPUCTYIOB OT 12 10 72 4. YacTeim
ocinoxHeHueM FMF sBinsercsd pa3Butue AA-aMuionao3sa.

FMF Bxonut B rpymnimy ayToBOCHAJIMTEbHBIX 3200JIeBaHNIN —
OTHOCWTENIbHO HEAAaBHO BBIIEIEHHYIO HOBYIO TPYMITy OOJIE3HEl,
00BbEAMHEHHBIX CXOAHBIMU MATOreHETUYECKUMU MEXaHU3MaMU,
B Pa3BUTUU KOTOPBIX BEAYILYIO POJIb UTPAIOT HAPYIIEHUSI B CUC-
TEME €CTECTBEHHOTro (aHTUTeH-Hecneuu(duuyeckoro) UMMYyHUTE-
Ta. AyToBOCHaJIUTENIbHBIE 3a00JIeBaHMUsI/CUHIPOMBI YeJOBEKa
(Human Autoinflammatory Disease) — ABC/HAIDS mipencras-
JISTIOT COOO TPYIITY PEAKUX TEHETUYECKU TeTEPMUHUPOBAHHBIX,
HaCJIEACTBEHHO OOYCJIOBJICHHBIX COCTOSIHUM, XapaKTepu3ylo-
LIUXCSl IEPUOINYECKUMHU MPUCTYNIAaMU BOCHIAIIEHUsI U MaHUpe-
CTUPYIOIINX JIMXOPAAKON W KIMHUYECKOW CUMIITOMATHKOM,
VIMUTHPYIONIEH peBMaTUIECKYIO TIPU OTCYTCTBUY ayTOUMMYHHBIX
WM MHGEKITMOHHBIX TPpUYrH [1].

IToyemy nmpakTHYECKOMY Bpavy HEOOX0AUMO
3HATh 3TO 3200JI€BaHNE

FMF gBnsieTcs HanboJjiee 4acTo BCTpeyaroumMcs mpeacTa-
putesieM ABC/HAIDS. 3HaHne naHHOI HO30JI0TUM HEOOXOIM -
MO IIMPOKOMY KPYTy ITpaKTHUeCKUX Bpaueii B Poccun. B Hamei
CTpaHe MHOTO 3THOCOB (B YaCTHOCTH, apMsiHE, €BpeU), B KOTO-
PBIX pacnpoCTpaHEHO NaHHOe 3a00JieBaHUE, U BCTPETUTDH I10-
JIOOHOTO MalKreHTa MOXeT Jitoboit Bpau. K coxaneHuto, 3adosie-
BaHNE OTHOCUTEIHHO MaJio U3BecTHO B Poccuu, moatomy muar-
HO3 HEPEIKO CTAaBUTCS C 3aIl03JaHMEM, a YMCJIO JUATHOCTUYE-
CKUX olnO0oK Benuko. Ommbka B amarHoctnke FMF moxket no-
poro oboiituch nanueHty. CumnromaTtuka ataku FMF Hano-
MUWHAaET XMPYPruyecKyro MaToJoT1I0, B CUJIy 9TOr0 TakKue Maiu-
€HTBI HEepeIKO TOIBepraroTcss HeoOOCHOBAHHOMY XUpPyprude-
CKOMY BMeIaTeIbCTBY (1anaporoMun). JduddepeHunanbHas
JMIMaTHOCTUKA TTPOBOIUTCS C IIUPOKUM KPYroM MH(MEKIIMOHHBIX
3a00JIeBaHUii, COMPOBOXIAIOIIMXCS JUXOPAAKON, U HEPEAKO
Moa00HbIE ALIMEHTHI TTOIYy4YaloT HE OIMH KypC aHTUOMOTUKOTE-
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parvu, TIpexae YeM Bpad yOeauTcs B e¢ OeCIepCIIeKTUBHOCTH.
B kpyr muddepeHInanbHO-IMarHOCTUYECKMX COCTOSIHUIL BXO-
ISIT TAaKXe PEBMATUYECKUE, OHKOTeMATOJIOTMYECKIE, IePMaTO-
Jjornyeckue 3adosieBaHus. bosiee Toro, HeCBOEBpeMEHHO IO-
CTaBJICHHBII IUArHO3 MPUBOAMT K OTCPOYSHHOMY Ha3HAYECHHIO
Teparuy, 4TO YBEJIMYMBAET PUCK PA3BUTHSI aMUJIONI03a U COOT-
BETCTBCHHO XPOHMUYECKOI TMOYEYHON HETOCTAaTOYHOCTU — OC-
JIOXXKHEHMS, CO3JAIOIIEr0 Yrpo3y XKMU3HU MalreHTa. Mexmy TemM
COBpEMEHHas Tepalusl BIOJHE CIIOCOOHA MOJHOCTHIO MPEa0T-
BPaTUTh Pa3BUTUE 3TOTO IPO3HOIO COCTOSIHUS.

I/ICTOpl/I‘leCKaﬂ cnpaBka

Briepsoie manimentoB ¢ FMF nipencrasunu B 1908 . Janeway
u Mosenthal, a B 1945 & S. Siegal [2, 3]. OagHako UCTUHHBIM
HayajoM uzydyeHus npodiaembl ABC moxHo cuutath 1948 1., KO-
rma H.A. Reiman onucan naureHTOB ¢ MepUOAMYECKON JTUXO-
paJKoii, ITOSIBUBIICIICS B IETCKOM BO3pacTe M MePCUCTUPOBAB-
el B TeUeHNe HeCKOJIbKUX JIET U AeCSITUICTUH ¢ IIMKIIaMU OTI-
penesieHHO MPOIOKUTETbHOCTHU, TIPEUIOXKUB IS BBIIETEeH-
HOI UM TIATOJIOTUM TEPMUH «IIeproandeckasi 00Jie3Hb», IO KO-
TOPLIM 3TO 3a00jieBaHME ObLIO M3BECTHO B CTpaHax OBIBLIEro
CCCP u Bo dpaHKOroBopsilMX cTpaHax [4]. B aHm1osi3bryHOM
JINTEpaType 3aKperuiIcsl TEPMUH «CeMeiHast CpeIn3eMHOMOp-
ckas smuxopanka» (Familial Mediterranean Fever). B Poccuu
oosbiioit Bkiaan B uzydyenne FMF BHec akaneMuk E.M.TapeeB u
ero mkoja (O.M. Bunorpanosa u ap.) [5].

Kakosbl npuuuHa u Mexanu3msl pazsutus FMF

DTUONIOTUIECKON TMPUYMHON SIBISIETCS MYyTallusl TeHa
MEFV (Mediterranean FeVer), Tokain30BaHHOTO Ha KOPOTKOM
miede 16-it mapsl xpomocoM. K HacrosiieMy BpeMeHU 3aduK-
CUPOBaHO KaK MUHMMYM 73 BapuaHTa MyTalliii, KOTOPBIE SIBJISI-
IOTCSI MUCCEHC-MYTALIMSAMU, T. €. MyTallUsIMUA, TIPUBOISIIIMMU K
3aMeHe aMUHOKUCIIOTHI B MOJIEKYJle Koqupyemoro Genka [6, 7].
Kaxk 3aboneBaHue ¢ yCTaHOBIEHHOW T€HETUIECKOU MPUPOION
FMF BkmoueHa B karajnor Mendelian Inheritance of Man —
OMIM (MenpaeneBckoe HacliefOoBaHWE y Ye0BeKa) MO HOME-
pom OMIM 249100. JanHbiii KaTanor co3nadH V.A. McKusik u
COaBT. W [JOCTylleH B ceThu MHTepHeT 1o aapecy
http://www.ncbi.nih.gov.omim/.

HauGosee yactbie MyTalMu rpeacTaBieHbl B Tad. 1. [6].

Tum HacnenoBaHUs — ayTOCOMHO-PEIIECCUBHBIN, T. € 3200~
JIeBaHUE Pa3BUBAETCSI MPU HAIUYUU MYTAaHTHBIX TEHOB B 00enX
napHbix Xxpomocomax [8—10]. CooTBETCTBEHHO, €CJI 00a poau-
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Tabnuua 1.

Myranus ITonoxkeHue MyTanuu B reHe
E148Q 148

M6801 680

M694V 694

M6941 694

K695R 695

V726A 726

AT744S 744

R761H 761

HopMasbHblii AMHHOKHCIOTHBIi 0CTATOK

[ryramunoBast kuciota (E)
Metuonun (M)
Metunonun (M)

Metuonun (M)

Haubonee vacmvie mymayuu eena MEFV, accoyuuposannve ¢ FMF

MyTaHTHDI AMHHOKHCJIOTHDIH 0CTATOK
[yramun (Q)
HzoneiinmH (1)
Bamun (V)

HzoneiinmH (1)

JIuzun (K) AprunuH (R)

Bamun (V) AnaHuH (A)
AnanuH (A) CepuH (S)
AprunvH (R) Tuctutoun (H)

Hpumeuanue. )KI/I]Z)HI)IM H.IpI/ICbTOM BBIZIEJICHAa HanboJiee 4acTo BCTpEUaromasacsa MyTamus.

TeJIsT — 3M0POBBIE TETEPO3UTOTHI (T. €. SIBJISTIOTCSI HOCUTENSIMU
MYTaHTHOTO T€Ha MPU HAIUYUU HOPMAaTbHOTO aJJIeIbHOTO Ba-
pUaHTa B TTapHOI XpOMOCOME), BEPOSITHOCTb Pa3BUTHSI 3a00Jie-
BaHUs Y UX MMOTOMCTBA cocTaBisieT 25%. 3a60eBaBHUE MOXET
pPa3BUTHCST Y UCTUHHBIX TOMO3UTOT — TIPU HAJIMYUU B IMaPHBIX
XpOMOCOMax JBYX ONWHAKOBBIX MYyTaluii, HampuMmep
M694V/M694V, unu y KOMIIAyHII-TETEPO3UTOT, T. €. HECYIINX
JIBA Pa3HbIX TUIA MYTaHTHBIX T€HOB, Hanipumep M694V/V726A.
BwMmecTte ¢ TeM uMeloTcsl yka3aHUsl HA BO3MOXHOCTb QyTOCOMHO-
JOMWHAHTHOTO THUIIa HAcJleAOBaHUs (pa3BUTHS 3a00J€BaHUS Y
TeTEPO3UTOT C OJHUM HOPMAJIbHBIM U OIHWM MYTAaHTHBIM Te-
HOM) TIpYM HAJIMIUU MYTalliM C BBICOKOW TEHETPAaHTHOCTHIO.
BonbmmHcTBO MyTanmii pacmosnoxeHo B 10-M 9K30He TreHa
MEFV, xomupytomiem C-tepmuHanbHblii fomeH B30.2 [1, 11]

VKazaHHBIN T'eH KOAUpyeT OeJIOK MUPUH, DKCIPECCUPYIO-
muiics B HeUTpoduaax, 303uHodUIAX, MOHOLIUTAX, AEHIPUT-
HBIX KJIeTKax U (pudbpobdiiactax. Benyuieit runore3oit, o0bsicHsI-
foleit yuactrie mupuHa B maroreHese FME, sBisercs ero yua-
ctue B peryisituu aktususauuu UIIp.

CyllecTBYIOT BE TUIIOTE3bl, OOBSCHSIONINE MEXaHU3M
BAUSIHUE MyTauuii reHa M EFV Ha pa3BUTHE TaHHOTO 3a00Jie-
BaHUA [6]:

— «CeKBeCTpallMOHHas» TUITOTe3a, COTIACHO KOTOPOW My-
TAHTHBIN MMPUH HE CITOCOOEH OKAa3bIBaTh MONABIISIONIEe BIIUSI-
HMe Ha Kacmasy 1 — dhepMeHT, He0OOXOMUMBIH IS TIpeBpaIeHU i
HeakTuBHOrO npo-MJI1P B akTUBHYIO DOpMy, UTO BEmeT K T'i-
nepnpoaykuuu MJI1f u pa3BuTuio BocnaaeHusl;

— TUIOTe3a «MUPUHOBON MH(IAMMacOMbl», COIJIACHO KO-
TOPOI MTUPUH MTOIOOHO KPUOMMPUHY CITOCOOEH YJacTBOBATh B
dopmMupoBaHUYT MHOIAMMACOMBI — BHYTPUKIIETOUHOTO CYIpa-
MOJIEKYJISIDHOTO KOMITIEKCa, YJacTBYIOUIETO B aKTWBU3AINU
mpoxacrasbl 1 ¥ TOCPeCTBOM €€ CTUMYIUPYIOIIUI aKTUBU3a-
uuto cuctemel UJI1{.

OcHOBHBIM 3BeHOM B pa3Butuu FMF sBnsiercst runep-
npoaykius MJI1B. Bo Bpemst araku 3abojieBaHUS Y TAllUEH-
TOB TaKXKe BO3PacTaioT ChIBOPOTOYHEBIE ypoBHU WJI6, ®HOW,
pp®HOS55 u pp®HO75, ppHUJI2, T. e. TeX Ke IUTOKMHOB, KO-
TOpbIe O0YCIOBIUBAIOT Pa3BUTHE XPOHUYECKUX BOCTIATUTENb-
HBIX 3a0o0sieBaHMii cycTaBoB. bojee Toro, BHe o0oCTpeHUs y
manueHToB ¢ FMF moBBIIIalOTCSI CHIBOPOTOYHBIE YPOBHU
NO®Hy, skcnpeccus MPHK MITI, 6 1 8 B LIUPKYIUPYIOLINX
JIEWKOLMTAX, YTO MOXKET YKa3bIBaTh HA HETIPEPHIBHO TEKYyIIee
CyOKIMHMYEeCKOoe BocnaneHue [12].
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Yem xapakrepusyercs pacnpocrpaHenHocts FMF

B Mupe atum 3aboneBanuem ctpagator 6osee 100 Thic. ma-
ueHToB [13]. 3aboneBaHue BCTpeyaeTcsl TPeMMYIECTBEHHO B
OTIpeNieICHHBIX ATHUYECKUX TPYIaX, HACEISIONIUX CTpaHbI
cpenn3eMHOMOpPCKOro OacceitHa. Hambosee monBepskeHbI 3a-
0OJIEeBAaHUIO TIPEACTABUTENN YEThIPEX ITHUUECKUX TPYII: €B-
peu-cedapabl, apabbl, TypKU, apMsiHe. YacToTa HOCUTEIbCTBA
MYTAHTHBIX BApUAHTOB reHa B 3TUX 3THUYECKHUX IpyMmax co-
craisiet 1:5—1:16; 1:56; 1:5u 1:7 cootBeTcTBeHHO [7]. 3HaYMN-
TEJTbHOE, XOTS U MEHbIIIee, YeM B BBIIIIEYKa3aHHBIX TTOTTYIISIIA-
SIX, YUCJIO CIy4aeB OTMEUYEHO CpPeau TPeKOB, UTAJbSHIIEB,
oenbruiitieB [14]. B pe3ynbrate MUTpallMy HaceJIeHUSI HOCUTE-
JI1 MyTaHTHBIX TEHOB PACMPOCTPAHUIUCH TIO BCEMY MUPY: TMa-
nueHTsl ¢ FMF BcTpeuatorcst B CeBepHoit u 3amnanHoii EBpo-
ne, AMepuUKe U Jaxe B ABCTpauM.

Kaxkosbl kmuanyeckue npossiienuss FMF

JleGrot 3ab0eBanus modtu y 75—89% nauuentos ¢ FMF
npuxoauTest Ha Bospact a0 20 yer [15, 16].

Tunmynsie Kmnnyeckue npusnaku FMF [9, 15, 16]:

— 3mu30/1bI Juxopanku 10 40 °C U BbIIIe TTPOIOJIKATETb-
HOCTBIO, KaK nmpaBuio, 12—72 u;

— MHTEpBaJ MeXay aTakaMu — 3—4 Heq;

— acenTUYECKUI TIEPUTOHUT — OCTpast abJOMUHAIbHASI
60716 (82—98%);

— IJIEBPUT — OCTpasi 60J1b B TpyaHoi Kietke (30%);

— nepuxapaut (<1%);

— apTPUT, KaK MPaBUI0, MOHOAPTPUT KOJICHHOTO CycTaBa
CO 3HAYMTEIbHBIM BBIMOTOM (75%);

— DPU3UIIEIIONANON00HAs CHIITh Ha TOJIEHSIX U CTOIIAX;

— OTeK 1 00JIe3HEHHOCTh MOIIIOHKY Y MOJIOZIBIX MY>KUMH.

Jluxopaoka
DTO0 MOCTOSIHHBIM cUMIITOM, Hab ronarouiics y 100% 6ojib-
HBIX, 6€3 HEro JAMarHo3 He MOXET CUMTAThCS TOCTOBEPHbIM. [1o-
SIBJISIETCS] BHE3AITHO, B TEYEHME HECKOJIBKIMX YACOB JOCTUTAET I -
KOBBIX 3HaYE€HHUI BIUIOTh 0 TUIepTepMUK. JacTo COMmpoBOX/Ia-
eTcst 03HOOOM. MOKeT Tpe/IIleCTBOBATh MOSIBJICHUIO OCTAIBbHBIX
CUMIITOMOB WJIM PAa3BUBAThCSI OMHOBPEMEHHO C HUMMU. JlepsKuTcst
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00bIYHO 12—24 4, MOXEeT MCUE3HYThb paHbllle, YeM OCTaJbHbIC
CUMINTOMBI. Y TOAPOCTKOB MYKCKOT'O IT0JIa ¢ PAHHUM HadyajioM
3a00JIeBaHUST TIPH JJTUTEIbHOM TEYCHUU M 9aCThIX 00OCTPEHUSIX
MOKET COXPaHATHCS BO BHEMIPUCTYITHOM TIEPUOJIE TIOCTIC MCUE3-
HOBEHUSI cepo3uToB [16]. JIMCKyTUpYeTCs: BOBMOXKHOCTD IIPOSIB-
nenuss FMF B Buae U3011MpoBaHHOIO JIMXOPAAOYHOTO CUHIPOMA.
B Hacrosiiee BpeMst HakarIMBaeTcsl Bce 00JIblle TaHHBIX O TOM,
YTO MOAOOHbIN BapraHT 00JIe3HU BO3MOXEH. PsimoM aBTOpOB 110-
Ka3aHo, YTO Y MAlIMEHTOB ¢ 3a00JIeBaHMEM, HAYaBIIUMCS C U30-
JIMPOBAHHBIX MPUCTYIIOB JTUXOPAIKHU, IPYTHE CUMIITOMBI MOTYT
MPUCOETUHUTBCS To3nHee. B MoboM ciydae y malimeHTOB ¢ U30-
JIMPOBaHHBIMU MPUCTYIIAMU OTPOMHOE 3HAYEHUE UMEIOT STHUYE-
CKasl MPUHAUIEKHOCTb U CEMEWHBI aHaMHe3, a 3aboJieBaHUE
JIOJDKHO TIOATBEPKIATHCS MOJICKYJISIPHO-TEHETUYECKUM aHaJT-
30M C BBISIBJICHUEM TUITMYHBIX MyTaLIMii B 00EMX XPOMOCOMaX.

AbOdomunarvhas cumnmomamurxa

CunbHeiasi «KMHXajabHas» 00JIb B JKMBOTE, BO3HUKAIO-
11as1 B pe3yJibTaTe pa3BUTHUSI aCENTUYECKOTO MEPUTOHUTA, — OIMH
u3 kapauHaiabHbIX cumntomoB FME Ilo nanneiM B.M. ApyTio-
HsgHa u I.C. AkonsiHa [15], y 59% OGOJBHBIX 3TOT CHUMIITOM
BCTpEYaeTCsI U30JIMPOBAHHO U 'y 33% coueTaeTcst ¢ TopaKarusi-
Mu. OOBIYHO B COYETAHUU C JIUXOPAIKOM MOSBIISIETCS B 1e0I0TE
3a00JieBaHUs U JIMIIb 3aT€M TPUCOEIMHSIOTCS TOpPaKaJTUH.
Bonb pe3ko BepaxkeHHast, MyuuTenbHast, nuddysHas. CHauana
MOTYT BO3HUKATh JIOKAJIbHbIE 00JIM, KOTOPbIE B TeueHHE 4—6 4
pPacTIIpOCTPaHSIIOTCS TTO BCEMY XXUBOTY, U, IOCTHUTAsT ITMKa, COXpa-
HsTI0TCI 4—12 9, 3aTeM IMOCTENeHHO ociabeBaoT. [1oBepXHOCT-
Hasl aJbIalns ¥ JaXe JIETKoe IMPUKOCHOBEHHUE K XKMBOTY PE3KO
0o0JIe3HEHHBI, IIyOOKasi Majibhalust HeBO3MOXXHa. CHUMITTOMBbI
pazapaxenust opromnHbl (ILleTknna—biatroMbepra u ap.) pe3ko
MOJIOXNUTEbHBIE. 2KMBOT He y4acTBYeT B akTe IbixaHus. [1oyo-
JXeHre OOJILHOTO B TMOCTEN BBIHYXXJIeHHOe — Ha criuHe. [Ipo-
JIOJDKUATETBHOCTD 00T — OT 2 10 3 CYT, HO B OTAEIBHBIX CIyda-
SIX OHA MOXET JIJTUTHCS JTUIIb 1 U, a Y HEKOTOPBIX OOJIBHBIX yMe-
peHHas 60J1b COXpaHseTcs 10 6—14 cyT. ¥ manyeHToB ¢ Heauar-
HoctupoBaHHOi FMF naHHas cuMnToMaTrka HEpeaKo CIyKUT
MPUYMHON HEOIpaBIaHHBIX XUPYPrUUYEeCKUX BMEIIATEIbLCTB |9,
15]. ¥ yacTu mauueHTOB MHTEHCUBHOCTDb a0 OMUHAILHOU CUM-
NTOMATUKK HE CTOJIb IpaMaTUYHa — 0OJIb B KUBOTE Y HUX yMe-
pEeHHas U JIeTKasl.

Kpome noMuHupyloiiero 00JeBOro CMHIAPOMa, Y 00JIbHBIX
FME oco6eHHO ¢ abIOMUHAIBLHOI 1 CMeIlIaHHO# (hOpMOii, MO-
TYT OTMEYAThCS U IPYTrue OTKIOHEHUS CO CTOPOHBI XeTyT0THO-
KWIIEYHOTo TpakTa. B Hauaje u B pasrape MpucTyIia BO3MOXHbI
3a/iepkKa CTyJia ¥ Ta30B, OTCYTCTBHE alllIeTUTa, TOLTHOTA, PBO-
Ta, a B IEPUOJI pa3pellieHns CUMIITOMOB — ITOCIa0IeHHe CTyJIa C
00UJIbHOM nedeKkalreit i auapes.

XapakTtepHbIM nposiBieHussM FMF siBnsiercst cruieHoMera-
JIASI, KOTOpasl yallle HabonaeTcst y eBpeeB-cedapaos (1o 57%).
VY apaboB u apMsH CIUIEHOMErajus OTMeuYaeTcsl 3HaYUTeTbHO
pexe. B.M Apytionsa u I.C. Axorsia [15] mpu Y3 U Bo Bpems
npucTyrna BbisIBWIM y naureHToB ¢ FMF 6e3 amunounnosa yse-
nryeHue cene3eHku B 31,8% ciyuaes, a meueHu — B 38,3%. DTom
yBeJIMueHue OblJIO HEBbIpaXKEeHHBIM (He OoJiee ueM Ha 4 cMm).
Y yacTu MalMeHTOB BO BPEMSI IIPUCTYIa OTMEYaIOCh IMOBbILIE-
Hue ypoBHs TpaHcamuHas (AJIT, ACT).

Topakaavhas cumnmomamurxa
MHTeHcuBHas 00/1b B TPYAHOMN KJIETKE OOYCIOBJIEHA acer-
TUYECKUM IICBPUTOM U (B PEAKUX CIIydasix) MEepUKapIuTOM,
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oHa HaOmomaercst y 40,8% manueHToB [15], MOXeT HOCUTh KaK
JIOKQJIM30BaHHbIN, Tak U nud@y3Hblil xapakrep. Maneiiiee
NBIKEHUE, aske HeTJTyOOKUIA BIOX, BBI3BIBACT PE3KOe YCUIeHTEe
6omu. JIuHamMuKa OOJIEBO CMMIITTOMATUKU TIPU TOPaKaJTHUSIX
COOTBETCTBYET TaKOBOI Mpu abmomuHanbHOU hopme FME Ho
TOpaKaJruyd MOTYT IPOJOJIKATLCS HECKOIbKO Jaoblie (1o 3—4
JHEI).

Ilopasxcenue cycmagos

YacroTa mopaxeHusi cyctaBoB Bapbupyer or 30 mo 80%
[15—18]. [.T. Amapsin [9] oGHapyxuia MOpaxkeHWe CyCTaBOB Y
56,6% apmsHckux neteit ¢ FME B oTauune oT Apyrux mposis-
nenunii npuctyna FMF nmopaxeHust cycTaBoB HECTEPEOTUITHBI U
MOTYT HOCHTh XapakKTep KaK OCTPBIX IPUCTYIIOB (TUITMYHOE
TIPOSIBJIEHNE), TaK M XPOHUYECKOIl apTponatuu. TUTTMIHO MO-
HOAPTUKYISIpHOE mopaxkeHre. CyIIecTBEHHO peXe OTMEeUYaeTcst
OJIUTOAPTUKYISIPHOE TIOPAKEHUE CYCTaBOB, €lle pexke — MOJU-
apTpuT. B mopasisiionieM OOJBIIMHCTBE CAy4aeB MOpaKaeTcs
KOJIEeHHBbIN cycTaB. Kpome Toro, apTpuT MOXET pa3BUBATbCS
(B mopsiike yObIBAaHMSI 4acTOThI) B TOJIEGHOCTOIHBIX, Ta300e1-
PEHHBIX U IJIeUeBbIX cycTaBax. [1poqoKUTe IbHOCTL apTPUTa BO
BpeMsI TIPUCTYTIa HECKOJIbKO OO0JIbIIe, YeM abIOMUHATUI U TO-
pakanruii u cocrasiusieT 4,4—7,3 nus [19]. XpoHuyeckuii nect-
pYKTUBHBIN apTpuT (5—10% Bcex CyCTaBHBIX MOpaXeHUii) U
MUTPUPYIOLIUI MOIUAPTPUT OTHOCSITCSI K PEAKUM TPOSIBICHU-
M 3aboseBaHus [1]. Y HeOobILIOTO Yucia NalueHToB (hopMu-
pyeTcss KapTwHa, HarmoMUHaromiass croHmuauT (Bcerma HLA
B27-neraTtuBHbIN) ¢ MUHUMATbHBIMU PEHTTEHOJIOTUIECKUMU
usMeHeHusimu [13—15, 20].

Psin aBTOpOB yKa3bIBaeT Ha BO3MOXKHOCThL couyeTaHusi FMF
C «KJIACCMYECKUM» PEBMATUYECKUM CYCTABHBIM 3a00JIEBAHUEM.
Tak, I'T. AmapsH [9] auarHoctuposana coueranue FMF c oBe-
HUJIBHBIM UIMOTIaTUYECKUM apTpuToM B 4,7% ciydaeB. He uc-
KJII0YeHO, 4YTO XpoHudeckuii aptput npu FMF wactuano npen-
CTaBIIsIeT co00ii (hopMupoBaHNe BTOPOTO, ICTUHHOTO PeBMATH-
4yecKoro 3a00JieBaHUsI ayTOUMMYHHOU MPUPOIBI.

Mpuimeunasa cumnmomamura

MpliieuHast cumriromaTuka Hecnieuuduuna st FME, gac-
TO TIPOSIBIIIETCS] BO BPeMsI IIPUCTYIIa MUAJITUSIMU, TJIABHBIM 00-
pa3oM MBI TosieHe [9, 15], cHKeHreM ToHyca MBIIIII, a IPU
Pa3BUTUM 3aTSDKHBIX apTPUTOB — KOHTPAKTYpOi U arpodueit
MBIILILIL, MpUJIeXaliux K nopaxeHHomy cyctany. I.I. AmapsiH [9]
oTMeTwIa MuaiaTun y 37,5% nereii. OmucaHbl cIydan U30JUPO-
BaHHBIX MUAJITUI, He CBA3aHHBIX ¢ apTputamu. P. Langevitz u
coaBT. Habmonanu pa3Butue y 6oabHbiXx FMF 3aTsoxHbIX held-
PUJIBHBIX MUAJITUI, KYITUPYIOIIMXCS HE KOJXUIIMHOM, a Ha3Ha-
yeHuem ctepounoB [21]. LI. AmapsH [9] paccmarpuBana 3a-
TSDKHBIE (DeOpMIIbHbIE MUAITUU, BCTpeYalolIecs, o ee JaH-
HBIM, Y 2,7% OOJIbHBIX, KaK ITPOSIBJIEHNE BACKYJINTA.

Muanruu npu FMF He conpoBoOXaloTcs MOBBILIEHUEM
ypoBHs1 KK, AJIT, ACT.

Koxcnasa cumnmomamura

XapakTepHa 3pu3uIesouaonoaodHas (poxenoaodoHas)
9pUTEMa Ha rojieHsX U cTonax. Y apMmsHckux aereii ¢ FMF atot
cumnToMm Berpevasics B 10,8% ciyuaes [9]. [Tpu FMF HaGmona-
IOTCSI pa3HOOOpa3HbIe KOXHBIE CUMITOMBI: KpamuBHULIA (IO
28%), aHrroHeBpoTHdYecKuii otek (13,2%), moaumopdHas 3pu-
Tema, reprneTudopMHbIe U BE3UKYJIE3HbIE BBICHINIAHUS, METe-
XUU, 9KXMMO3bl. Becbma xapakTepHo couetanne FMF ¢ remop-
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parmyeckoit myprypoii lllenneitna—Ienoxa (1,5% nereii-apMsH
¢ FMF). Ot0 coueranue umnoctpupyet cBsisb ABC ¢ peBmaTu-
yeckoii marosnorueit. [lopaxeHne KoxXu BO3HUMKAET KakK BO Bpe-
MsI TIpPUCTYyTIa (3TO 60JIee XapaKTePHO AJIsSI SPU3UTICTONIOIION00-
HOM 3pUTEMBI U KPAITMBHUIIBI), TaK ¥ BO BHETIPUCTYITHBIM TIEpH -
on[9, 15].

Ilopaxcenue cepoeuno-cocyoucmoii cucmemol

TUTMYHBIM, XOTSI ¥ PEIIKUM TIPOSIBJIEHUEM, STBIISIETCST TIepU-
KapauT C XapaKTepHbIMU cuMmmToMamu. OTHMCaHbl pa3TUIHbIE
OKTI-u3meHeHus BO BpeMsl MPUCTYTIA: paclliipeHue WHTepBaia
PQ u/unu xomruiekca QRS, cMellleHre BBepX UM BHU3 OT U30-
JIMHUY MHTepBaja S—7 B pa3HbIX OTBEAEHUSIX, NIByX(a3HbIN 1IN
otpuuatesnbHbiil 3yoen 7' [22]. BHe npuctyna OKI Hopmanuzy-
ercs [15, 22].

VY psima GOTBHBIX BO BpeMsT TIPUCTYTIA OTMEYAeTCsI TIOBBITIIe-
Hue cucrtonmieckoro Al Ha 10—15 MM pT. CT., P 3TOM TMACTO-
nmnyeckoe AJl ocTaeTcsi B HOpMe WK Jaxe MOHUXKAeTCs.

TMopaxenue sngokapaa mist FMF 6e3 amuionno3a Hexapa-
KTEePHO.

Ilopascenue nepenoii cucmembol

XOTSI OHO U HE OTHOCUTCS K KapAMHAIbHBIM IIPOSIBICHUSIM
FME, BcTpeuaetcst Hepenko. Bo Bpemst mpucTymna oTMevaloTcst
rojioBHast 60sb (64.4%), cBeToGOSI3HL (44,9%), clie3oTeueHUe
(34,7%), napymenue cHa (22%), mymMm B rojiose u ymax (93%).
Pa3zHooOpa3Hasi HeBpoJiormyeckasi CUMIITOMaTUKa MOXET Ha-
OJII0OOATBCS M BHE IIPHUCTYIA, HO HOCHUT CTEPTHI XapakTep
(B.M. IeBopksH, 1973). B.A. ActBauatpsin u E.X. TopocsiH BbI-
SIBUJIN y AeTeil u noapoctkoB ¢ FMF HepBHO-ncuXuyeckue Ha-
pYIIIEHUsI B BHIE BbIpaXXeHHOU HeBpacTeHUu (5,4%) u mncuxa-
crenuu (1,8%). BecbMa yacThl pa3HOOOpa3HbIe TIPU3HAKU CHH-
JlpoMa BereTaTMBHOI auctoHuu [9, 15].

Ilopascenue mouenoaogoii cucmemot

TunuYHBIM 1 OCHOBHBIM NopaxeHueM nodek rnpu FMF saB-
JISIETCST pa3BUTUE aMUJION03a, YTO B JOKOJIXULIMHOBYIO 3Dy ObI-
JIO Beaylleil TpUUMHOM ru0ed TaKuX OOJIbHBIX.

OnHaKo 3TUM MPOSIBIICHNEM CIIEKTP He(POJIOTUIECKUX Ha-
pyumienuit nipy FMF nHe ucuepnbiBaetcsa. E.M. TapeeB u coaBT.
(1970) B xome TMCTOMOPGHOIOTUIECKOTO U DJIEKTPOHHO-MUKPO-
CKOMUYECKOTO UCCIeOBAHUSI OMONTATOB MOYEK y MaLMEHTOB C
FMF ycraHoBuiu, 4to 10 pa3BUTHUSI aMUJIOMI03a YacTO BbISIB-
JISIeTCST KapTUHA MeMOPaHO3HOTO MOPaKeHUsI KalTUJUISIPOB KITy-
0OOYKOB, CXOmHasi ¢ MOPGHOJIOTUIECKUMM W3MEHEHUSIMU TIPU
I dY3HBIX TIIOMEpyJIoHeGpHUTaX. Y MHOTMX TaKUX OOJIEHBIX B
nocyieayooieM GopMUPOBAJICS aMUTIOUI03 TTOYEK, YTO MO3BO-
JIMJIO aBTOpaM paccMaTpuBaTh yKa3aHHYIO KapTUHY Kak IMpea-
mwiouaHyo [15]. Ha BbIcOKylO0 4acToTy rjomepyioHedpuTa
npu FMF ykassiBator H. Reimann u coasr. (1963), R. Said u co-
aBT. (1992), E Yalchinskaya u coasr. (1997) [15].

I1pu HeocnoxHenHoit FMF B KoHIIe mpucTyma 4yacto Ha-
OJIr0MaeTCs MOJIMYypHs.

TunuHoe niposineHue FMF y manieHToB My»KCKOTo0 moja —
OpPXMT, BcTpevarotuiics y 3—3,6% nereit [9, 16].

[Ipu FMF BbigBieHBl HapyllieHUsI B MOJOBOM cdepe: y
MYyXYUH — WMIIOTEHIIUsI, HEJOCTaTOYHOCTh CliepMaToreHesa,
HapylIeHue pa3BUTHSI BTOPUYHBIX MTOJOBBIX MPU3HAKOB, Y XKEH-
IIMH — TUTIOMEHOpesl, HapyllleHWe OBYJSIINHU, CTEPUIbHOCTD,
BBICOKAsI YACTOTA CITOHTAHHBIX a00PTOB U BHYTPUYTPOOHOI TH-
0esu TUIofIa, Mo3Hee HapylieHne MeHapxe [16].
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V GonbimHcTBa XeHIIMH ¢ FMF 0oie3Hb cMmsryaercst Bo
BpeMsi OepeMEHHOCTH U JIaKTallii U 000CTpsieTCsT TTocyie abop-
TOB, €€ TTAPOKCU3MBI HEPEIKO COUETAIOTCS ¢ MEHCTPYaLlUSIMU.

Kakosbi ocioxxnenns FMF

OCHOBHBIM OCJIO)KHEHHUEM, KOTOpPOE B JOKOJXUIIMHOBYIO
a1oxy Obulo MpuuyrMHO tmbenu OonbHbIX FME, sBasercs
AA-aMuIona03, KOTOPBIN Yallle BCEro JIOKaIU3yeTcs B IovKax.
MozkeT Takke 0TMEUaThCsl aMUJIOMI03 XKeTYI0YHO-KHUIIIEYHOTO
TpakTa, TIeYeHH, CEJIe3eHKH, PEIKO — Cep/la, SSM4eK U IIUTO-
BuAHOM Xene3wl [1, 2, 8, 10, 15, 20]. K peakum ocaoxXHEHUSIM
OTHOCUTCS TaK:Ke criaeyHasi 601e3Hb KaK UCXO/] TOBTOPSIOILIMX-
s DIMU300B repuTonuTa [15, 16].

XapakrepHble Ja00opaTopHbIe 1aHHbIe Y manueHToB ¢ FMF

Bo Bpemst ataku 3ab6os1eBaHMsl y TALIMEHTOB OTMEYaeTcs Mo-
BbIllIeHUE ocTpodazoBax peakTaHTOB: COD, CHIBOPOTOUYHBIX
koHueHTtpauuiit CPB, ceiBopoTouHoro amuiouna A (SAA), ran-
torsioouHa. Mmeer Mecto JieiikoluTos ¢ HelTpoduiaezom. Oco-
0oe 3HaueHue 1ist MoHuTopupoBanus tedeHusi FMF u nporno-
3a pa3BUTHSI aMWJIOMA03a UMEET orpeneicHne SAA B ITMHAMKKe.

VY 2/3 60nbHBIX HabAOAaETCs MOBbIIEHUE (HO B MEHbIIEH
cTerneHu) ocTpoda3oBbIX MOKa3aTeNeil U BHE aTak.

Bo Bpemst ataku MOTYT OBITh BBISIBJIEHBI TPAH3UTOPHAST MUK~
poremMatypusi W TIPOTEUHYPHSI, HO CTOWKas TIPOTEUHYPUS
20,5 r/cyt y 6onpHoro FMF ¢ BbICOKO#1 CTeneHblo BEPOSTHOCTU
yKa3bIBaeT Ha pa3BUTHE aMIIOMI03a ouek [1, 2,7, 13, 15, 16, 20].

Kak nocraBurtb quario3 FMF

Kak noguepkuBaioT OOJIBIIMHCTBO aBTOPOB, nuarHo3 FMF
SIBJISIETCST B TIEPBYIO Ouepenb KIMHMIecKuM. OUeHb BaKeH TIla-
TeJIbHO COOpaHHBIN reHeaornyeckuii anamHes. Ocoboe BHUMA-
HYe HeOOXOIMMO O0paTUTh HA HATMYKE MEPUOTUYECKUX JINXOpa-
JIOK y POJCTBEHHMKOB U CIy4aeB CMEPTU OT MOYEYHOI HeJ0CTa-
TOYHOCTH B ceMbe. ClielyeT NpUMHUMATh BO BHUMaHKE STHUYECKYIO
TIPUHAIEXKHOCTD MAIMeHTa, HO TIPY 3TOM TIOMHUTH, UTO 3a00J1e-
BaHME MOXET BCTPEYaThCs U B ATHUUYECKUX TPYTIIAX, sl KOTO-
PBIX OHO HexapakTepHo. OnpeneeHHbIM MOICTIOPhEM B TUATHO-
CTUKE MOXET CIY>KUTb MOJIEKYJISIPHO-TeHETUUECKOe TUITUPOBA-
HUe XxapakTepHbIX MyTauuii reHa MEFV. OaHako Halo 4eTKO
MPENCTaBIATh cede, UTO NaHHbIe T€HETUYECKOro MCCIeIOBaHUSs
He SIBIISTIOTCST aOCOTIOTHBIMU, TTOCKOJIBKY OOJTBIIIMHCTBY JIabopa-
TOpUIT TOCTYITHO TOJILKO OTpeieieHre Hanbosee JacThiX, TH-
MUYHBIX MyTaunii. Kpome Toro, mepeueHb MyTtauuii reHa MEFV
MOCTOSIHHO PacUIMPsIeTCs], T. € He BCe MaTOreHHbIe MyTallUK U3-
BECTHBI Ha CEromHsIIHUI NeHb. [loaToMy oTpuLaTeNbHBII pe-
3yJIBTaT TUITUPOBAHUSI HE TOJIKEH CJIY>KUTh OCHOBAaHUEM JUISI TO-
ro, yToObl OTBeprHyTh nuarHo3 FME He ciyuaiiHo, pe3yabsraTsl
TUNMpOBaHUsl MyTaluii reHa MEFV He BXOOAT HU B OJHU U3
MpeNIOKEeHHBIX TUarHOCTUYECKUX Kputepues [7, 8, 10, 13, 15].

OCHOBHBIMU UCMOJIb3YEeMbIMU B MUPE KPUTEPUSIMU SIBIISI-
1oTcst kputepuu Tesb-XailloMepa, HO OHU ananTUPOBAHBI JJIsI
nonyasiuuit ¢ Beicokoil yactoroit FMF [23]. OTtu kputepun
TIPUBEIEHBI B Ta0. 2.

s noctaHoBku auarHoza FMF HeoGxoaMMo cooTBeTcCT-
BUE >1 OONBIINM KPUTEPUSIM, WIH >2 MaJIbIM KPUTEPUSIM, WU
1 6oabiIOMY + >5 OAAEPKUBAIOLIMM KPUTEPUSIM, WK 1 Masio-
My + >4 noajepXuBaroIMM KPUTEPUSIM U3 YKUCIIA TIEPBBIX .
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Tabnuna 2.

Bonbiue xpurepun

Masbie Kputepumn

NERUUMK

Kpumepuu duaenosa FMF Teav-Xawomepa

TunuyHble aTaku:

1. [TeputoHUT (TeHEPaTM30BaAHHBII1)

2. [TneBpUT (OMHOCTOPOHHUIA) VJTU TIEPUKAPIUT

3. MoHoapTput (Ta300eApeHHOr0, KOJEHHOI0, TOJIEHOCTOIMHOIO CYCTaBOB)

1—-3. HenonHas ataka ¢ BoBeyeHUEM > | 13 HUKENPUBEACHHbIX JTOKATU3aLUii:

Kusot

IpynHas kietka

. CycraB

. Harpy3ouHast 60,16 B HOrax

Fugm =

TMomnepxuBaloIe KpuTepuu

XOpOH_II/Iﬁ OTBET Ha TEPAIINIO KOJXUITNUHOM

. Hannuwue ciiyuaes FMF B cemeiiHOM aHaMHe3e

. [IpuHamIeXXHOCTh K COOTBETCTBYIOILIEN STHUYECKOM TpyIIIe
. Bo3pacr Hauana 3a6oneBanust 1o 20 et

—7. XapakTepuCcTUKa aTaKu:

. CrloHTaHHOE pa3pelleHue aTaku

. Hanmame GeccMITOMHBIX IIPOMEXYTKOB
. [oBbllIeHUE ypOBHSI 1a00PATOPHBIX MAPKEPOB BOCMIATIEHMSI C BO3pACTaHUEM 3HAUEHUN > 1 U3 caemyionmx
TIPU3HAKOB: K0AUYEeCMB0 NelKoyumos 6 kauruteckom anauze kposu, COD, coieopomounsiii amunoud A

u/unu ghubpuHo2eH

8. Dnu3ombl MPOTEeUMHYPUH/TEMATyPUN

1
2
3
4
4. Tsxenast, MPUKOBBIBAIONIASI K TIOCTEITA
5
6
7

9. HenpoayKTrBHas JIaapoTOMUS WU yaaleHue «oeaoro» (6e3 (hierMoHO3HOro BOCTaIeHUsT) anleHanK ca
10. KpoBHOPOICTBEHHBII OpaK pomuTesneit

Tunuynas amaka onpenesieTcs: Kak peruanBupyomas (+3
CXOIHBIX 3Mu301a), (heOpuibHas (peKTajJbHasl TeMIleparypa
2>38,0 °C) u kopotkas (MpoaoJIKUTEIbHOCThIO OT 12 4 1o 3
nHeit). Henoanas amaka onpenessieTcsl Kak 0oJjieBasi U pelyam-
BUpYIOIIAs aTaka, OTJMYAroIIascs OT TUIMTMYHOU 1o 1 miau 2 u3
CJIeAYIOLIMX ITPU3HAKOB: 1) TeMIlepaTypa — HOpMaJIbHas MJIU HU-
ke 38,0 °C; 2) ataka IJIMHHEE WIK KOpode, YeM crietnbudecKast
(HO He MeHee 6 4 1 He GoJjiee 1 Hem); 3) OTCYTCTBYIOT IIEPUTOHE-
aJIbHbIe CUMIITOMBI BO BpeMsl abJloOMUHaJIbHOI aTaku; 4) abno-
MUHaJIbHas 001 HOCUT JIOKAJTM30BaHHBIN XapaKTep; 5) apTpUThI
BO3HUMKAIOT B «HeCIeUn(pUIeCKnX» cycraBax. Kiunuveckue snu-
30001, He nodnaoaroujue nod onpedeneHue MUNUMHOU UAU HENOAHOU
amaku, He paccMampuearomesi Kak OUazHoCmu4eckue.

CospemenHoe Jeyenne FMF

OcHoBolt 1edeHus sipasietcst koaxumuH., C 1972 1., korga
KOJIXULIMH OBbUI IIMPOKO BHEAPEH B KIMHUYECKYIO IIPAKTHUKY,
nporHo3 y nauueHToB ¢ FMF kopeHHBIM 00pa3oM U3MEHUJICS.
Jaxe B TeX ciIydasix, KOrJa KOJXUIIMH He TpeaoTBpallaer pe-
LUINBBI, OH 3HAYUTETbHO CHIXXAET PUCK Pa3BUTHUST aMUJIONIO-
3a. PexoMeHmyeMble 03B MperapaTa sl IeTeii 10 5 JIeT cocTa-

BastoT 0,5 mMr/cyt, ot 5 mo 10 net — 1 mr/cyT, crapiie 10 et —
1,5 mr/cyr [24]. MakcuMalbHON CYTOYHOM M0300 SIBISIETCS
2 mr/cyt. Ecim aTa mo3a He TipeqoTBpaniaeT pa3BUTHE aTak, e
nalbHeuas ackanaius He uMmeeT cMbicaa [10, 24]. Y nmauueH-
TOB, TTOJYYAIOIIUX JAHHBIN TperapaT, BEpOSITHOCTh Pa3BUTHUS
aMWIONI03a TpakTudeckKu HysesBas [8]. OCHOBHOE OCIOXHE-
HUE Tepaluy KOJIXUIIMHOM — Juapesi, TOIIHOTa U pBoTa. Mo-
IyT HapymaThcsl GyHKIIMU KOCTHOTO MO3ra, neyeHu. B cBs3u ¢
3THM B TIpOLIecce JIeUeHUST KOJIXUIIMHOM BaXKHO BECTU MOHUTO-
PVIHT TIOKa3aresieil KITMHUIeCKOTo aHaIn3a KPOBHU, a TakKe Ima-
pametpoB ¢pyukiuu nedeHn (AJIT, ACT). B kauecTtBe cUMIITO-
MaTHUYECKOTO CPECTBA BO BPeMsI aTaK MCITOJIb3YIOT HECTEPOU/I-
Hble TMPOTUBOBOCIAIUTENbHbIE TipenapaThl [10]. B neuyenun
XpoHuueckoro aptputa rnpu FMF ¢ ycriexom nprumeHsieTcst uH-
TepdepoH B ao3e 4,5 miaH EJI ABaxk bl B Hele 10 B KOMOMHALIUKA
¢ koaxuuuHoM [25]. C pa3BuTHeM CpeacTB OMOJIOTUUECKON Te-
panuu B ieueHun FMF cranu ucrnonb3oBarh npenapatsl, 0J10-
kupytomme ¢ynkiuu MJ11 (anakunapa) 1 ®HOo (MHDAUKCH-
Mab) [26—28]. Cieayer oa4epKHYTh, YTO BCE BHOBD Mpejjiara-
eMble CpEACTBA HE 3aMEHSIIOT, a JIMIIb JOMOJHSIOT Tepanuio
KOJIXUIIMHOM W TIPUMEHSIIOTCSI B Cllydae HENepeHOCUMOCTH
ni HeadeKTUBHOCTU JaHHOTO Mpernapara.
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TUTAHTOKNETOYHBLIH apTepuuT. Yacto IIl.
HoBble TEHACHLUMKN B NIEYEHUHN
(PONb reHHO-HHKEHEPHbIX OMONOTrMYECKHX

npenapartoB)

A.M. Carpi0oaapien
QIBY «<HUHUP» PAMH, Mockesa

Tuearnmoxnemounwiii apmepuum (I'KA) xopouio uzeecmen Kax ackyaum, uy8cmeumenvHulil K umMmyHocynpeccuu enokoxopmurxoudamu (I'K).
O0naro 6 npouecce OAUMENbHO20 AeUCHUS MO2YM OZHUKAMb MHOLOYUCACHHbIE HEeJCeAamenbHble PeaKUlU, KOMOopble 00 HACMOAULe20 8PeMEeHU
ocmaiomes cepvesnoil npooaemoil. Ilockonoxy KA oxeamoieaem wupokuii cnekmp KAUHUMECKUX CYOMUN08 — om mAjNCeNoi NOmepu 3peHust
U HeBpon02UHeCK020 Oehuyuma 00 U30AUPOBAHHBIX CUCMEMHbIX NPUBHAKO08, AeHeHlUe Heo0X00UMOo nodoupams CReyuanbHo 045 Kaicooeo ciy-
uas. B aumepamype codepycames npomusopeuusvie pexomenoayuu omuocumenvio mepanuu KA. Paccmampusaiomes pazauunvle sapuan-
mot nevenuss TKA, 6 mom uucae ¢ HelipoeaasHbiMu U He@POA0UMECKUMU OCAONCHEHUSIMU, a MAKice 00KA3ameabHOCHb 803MONCHbIX QONOAHU-
MeNbHbIX Memo0og ux mepanuu. Xoms paHooMu3upoBaHHvie KOHMpoaupyemoie Kaunuveckue uccaedoganus npu I'KA ¢ enaznoimu u/uiu vee-
PONORUMECKUMU OCAONCHEHUSMU HE NPOBOOUNUCH, OGHHbIE AUMEPAMYPbl CBUOCMENbCMEYION 0 MOM, Ym0 MAKUM NAUUEHMAM PeKOMEeHOYemcs
20CNUMANU3aUUs O GHYMPUBEHHO20 66€0eHUS Me2a003 MeMUANPEOHU30A0HA, KOHMPOAS U NPeOynpescOeHls 0CA0XCHe UL, bizbieaembix TK.
B smux cayuasx uenecoobpasno naznauenue acnupuna. Qocyncoaromes 00Kazamenscmea npuUMeHeHus MemompeKcama, a maKice 2eHHO-UH-
JceHepubix ouonoeuueckux npenapamoé (I'MBII, ungauxcumad, smanepyenm) kax cmepoud-coepeearoujux cpedcme. OnucaHsl cayvau uc-
noavzosanus omoeavhvix THBII (adarumymad, moyuauzymad u pumykcumad) 6 kauecmee arbmepHamues. monomepanuu I'K. Coenan 6v1600
0 HeobX00UMOCMU PACUUPEHHbIX KAUHUMECKUX UCHbIMAHULL 045 OueHKU Haubosee sggexmusHbix u 6ezonacuvix I K-coepeearouux cpedcma.

Karouesvie caosa: cucanmokiemounoiii apmepuum, 2A0KOKOPMUKOUObL, MEMUANPEOHU3010H, 2eHHO-UHICEHepHble OuoA02U1ecKue npenapa-
mol, UH@AUKCUMAOD, SMaHepuenm, adaiumymad, pumyKcumaod, moyuiuzymao.
Konmaxmot: Azamam Maxmyodosuu Camwibandviee Azamatsat@yandex.ru

Giant cell arteritis. Part III. New trends in its treatment (role of genetically engineered drugs)
A.M. Satybaldyev
Research Institute of Rheumatology, Russian Academy of Medical Sciences, Moscow

Giant cell arteritis (GCA) is a well-known vasculitis sensitive to glucocorticoid (GC) immuno-suppression. However, during long-term treatment
there may be many adverse reactions that remain a serious problem so far. Since GCA encompasses a broad spectrum of clinical subtypes, ranging
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