COBPEMEHHAA PEBMATONOTIWA N2'17

OPUTHWHANDHBIE UCCNEANOBAHMKA

CeMelHada cpean3eMHOMODCKAaA nuxopanka
B Poccuu (onbiT pabotbl MepgepanbHoOro
PDeBMATONOrHYECKOro HeHTpa)

®enopos E.C., Canyruna C.O., Kyspmuna H.H.

DOIbHY «Hayuno-uccaedosamensckuii uncmumym peemamonoeuu um. B.A. Haconosoir», Mockea, Poccus

Ilpedcmasnen onoim @I'BHY « Hayuno-uccredosamenvckuil uncmumym pesmamonoeuu um. B.A. Haconoeoii» no visaenenuio u eedenuio na-
YyueHmos ¢ cemelinoll cpeduszemuomopckoil auxopadxoii — CCJI (Familial Mediterranean Fever, FMF).

Ileasb uccaedosanus — onucams ocobeHnocmu meuenus 3aooneeanus y nayuenmog ¢ CCJI 6 Poccuu u conocmagums ux ¢ 0GHHbIMU, NOAYHEH-
HOIMU NPU U3YHEHUU MYPeUKoll U apMAHCKOU NONYAAUULL, 8 KOMOPbIX HAbA0aemcs 8blcOKAs 4aCMOma 3moeo 3a001e6anus.

Ilauyuenmot u memoowt. B uccaedosanue éxarouero 23 nayuenma c docmogephuvim duaenozom CCJI, yoosremeopssuwux mypeuxum neou-
ampuueckum kpumepusam (F. Yalcinkaya u coasém.) u/uau kpumepusam A. Livnech u coaem. u umeswiux dée 00uUHAK08ble Mymauyuuy
(eomo3ueomuocme) uau 0ee paznvle mymauyuu (Komnayno-eemeposucomuocms) eena MEFV. [layuenmog myxcckoeo noaa 6viao 9, dcen-
ckoeo noaa — 14. Bospacm 6oabHbix Ha momenm obpawenus cocmaeun om 4,5 do 36 nem. Bozpacm de6roma CCJI — om 2 mec do 15 rem
(6 cpednem — 3,2%2,3 eoda).

Pesyavmamot. [Ipu oocredosanuu ycmarosnero, umo 18 (78,3%) nayuenmos 6viau apmsanamu, 3 — npedcmasumensimu Hapodog Ceeeproco
Kaeskaza (1 — dapeunka, 1 — asapey, 1 — uneyw/kabapduney), 1 — epek/epy3un u 1 — pycckas, umesuias npedkos apMsaH U espees.
Camvim wacmoim nposeénenuem CCI 6viau nosmopsrouguecs snuzo0bt auxopadku — 22 (95,7%) nayuenma, emopoe mecmo 3aHumanda conpo-
8odIcOasuLas Auxopadxy 6o 6 ncusome — 19 (82,6%), danee credosanu 6oab 6 epyonoii kaemke — 11 (47,8%), nopascerue onopro-deuea-
menvro2o annapama — 16 (69,6%), nopasicenue koxcu — 7 (30,4%). Y ecex nayuenmos amarxu conposojicoanucs nOBbllueHUeM YPOGHS 0CH -
pochazoewix noxazameneil. Ommeuena gvicokas 0041 nayuenmos, y komopwix CCJI couemanacs ¢ opyeumu peemamusecKkumuy u aymosocnad-
AUMENbHBIMU 30001e8AHUMU (H0BCHUNLHBIM XPOHUMECKUM APMPUMOM, XPOHUHECKUM Peyuduupyouum Myabmu@oKaibHbiM ocmeomuent -
mom, ocmpoil peemamuueckoil auxopaokoii) — 7 (30,4%).

22 (95,6%) nayuenma noayuanu xoaxuyut. 2 (8,7%) 60abHbIM ¢ KOMOPOUOHOU namoao2ueil Obll HA3HAUEH UHUOUMOp (aKmopa HeKpo3a
Onyxonu Imanepyenm, OMmme4aics GblpadceHHblll mepanesmu4eckui dgpghexm.

Buieodsr. Xoms 6oaviuncmeo Hauux nayuenmosg o0viau apmste, 3a004€6aHue 8bi6AeH0 MaKice y auy, omuocauuxcsa Kk Hapodam Cegeprozo
Kaskaza u 3axaskases, u 1 pycckoii nayuenmiu. B yeaom nabarodanace docmamouno munuvnas kapmuna 3aboneeanus. O6pawaru Ha ce-
051 BHUMAHUE 3HAYUMENbHAs YACOMA NOPANCeHUsl CYCMABO8 U BblCOKAsL 00451 NAYUEHMO8 ¢ KOMOPOUOHOU peemMamu4eckoll namoaocuell.
Basicnbim ¢ duaenocmuyeckoil moyKu 3peHus A645emcs noGbluleHUe YPOo8Hs 0Cmpodasoulx Mapkepos 60 epems amaxu 3a601e8aHus1, 4mo
COUemanul ¢ KAUHU4eCKOl KapmuHOU U IMHUYECKOU XapaKmepucmukoll nayueHmos noseoasem 3anodospums ouaernos CCJI.

Karouesnie caosa: cemeiinas cpeduseMHOMOPCKAs AUXOPAOKA; 0COOEHHOCIU MeYeHUsl; POCCULCKAas NONYAAUUs, OUAeHOCMUKA, AeveHue.
Konmaxmot: Eseenuii Cmanucnasosuy Pedopos; evg2103@mail.ru

Jas ccotaxu: Qedopos EC, Canyeuna CO, Kyzvmuna HH. Cemetinas cpedusemnomopckas auxopadxa 6 Poccuu (onvim pabomovr Pedepans-
Hoeo peemamonoeuteckoeo yenmpa). Cospemennas pesmamonoeus. 2017;11(2):34—40.
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The paper gives the experience of the V.A. Nasonova Research Institute of Rheumatology in identifying and managing patients with familial
Mediterranean fever (FMF).

Objective: to describe the features of the disease in patients with FMF in Russia and to compare them with the data obtained in the study of
Turkish and Armenian populations with a high incidence of this disease.

Patients and methods. The investigation enrolled 23 patients with a documented diagnosis of FMF who met the Turkish pediatric criteria
(F. Yalcinkaya et al.) and/or the criteria described by A. Livnech et al. and had two identical mutations (homozygosity) or two different muta-
tions (compound heterozygosity) in the MEFV gene. Among the patients there were 9 men and 14 women. The age of the patients at the time of
treatment was 4.5 to 36 years. Their age at onset of FMF was 2 months to 15 years (mean age, 3.2+2.3 years).

Results. The examination established that 18 (78.3%) patients were Armenians, 3 were representatives of the North Caucasus peoples
(a Darghin woman, an Avar man, and an Ingush/Kabardian man), a man from mixed (Greek/Georgian) marriage, and a Russian woman
whose ancestors were Armenian and Jewish.

The most common manifestation of FMF were recurrent episodes of fever (22; 95.7%),; abdominal pain with fever ranked second (19; §2.6%), fol-
lowed by chest pain (11; 47.8%), locomotor apparatus lesion (16; 69.6%), and skin lesions (7; 30.4%,). The episodes were accompanied by increased
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levels of acutephase markers in 100% of the patients. There were a high proportion of patients, in whom FMF was concurrent with other rheumatic
and autoinflammatory diseases (juvenile chronic arthritis, chronic recurrent multifocal osteomyelitis, and acute rheumatic fever) (7; 30.4%).
Twenty-two (95.6%) patients received colchicine; the tumor necrosis factor inhibitor etanercept was prescribed in 2 (8.7%) patients with comor-
bidity; there was a pronounced therapeutic effect.

Conclusion. Although the majority of our patients were Armenians, the disease was also identified in those belonging to the peoples of the
North Caucasus and Transcaucasia and in one Russian female patient. There has generally been a fairly typical picture of the disease. The con-
siderable frequency of joint damage and the high proportion of patients with comorbid rheumatic diseases have engaged our attention. From
a diagnostic point of view, of importance is the elevated level of acutephase markers during a disease attack, which in combination with the clin-

ical and ethnic characteristics of patients allows the diagnosis of FMF to be suspected.
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B Hacrosiee Bpemst BO BCeM MUPE pacTeT MHTepec K HOBO-
My paszieny BHYTPEHHEM MEIMIIMHBI — ayTOBOCIATUTEIbHBIM
3a0oeBaHusIM (AB3), B OCHOBE KOTOPBIX JIEXKUT MATOJOTUS CHU-
CTeMbI €CTECTBEHHOTO (BpOXIeHHOro) uMMyHuTeTa. AB3 — re-
TepOoreHHas TpyIIa peIKUX TeHeTUIeCKU TeTePMUHUPOBAHHBIX
COCTOSTHUI, XapaKTEePU3YIOIINXCsI HEMPOBOIIMPYEMBIMU TIPU-
CTyIMaMy BOCTIAJICHUS YW MaHM(MECTUPYIOIMMNX JTUXOPaIKol u
KJIMHUYECKOM CHMMITTOMATUKOI, HallOMUHAIONICH peBMaThye-
CKYl0, TIPU OTCYTCTBUM ayTOMMMYHHBIX WM MHQEKIMOHHBIX
npuyunH [1]. Cpenu AB3 nepBoii Obl1a onrcaHa cemeiiHasl cpe-
nu3eMHoMopckast quxopaaka — CCJl (Familial Mediterranean
Fever, FMF). Ipyroe HazBaHue TaHHOU HO30JIOTUU, paHee TIpU-
HSITOC B OTEUCCTBCHHOM JIMTEpaType, — «Iepuoandeckas 00-
ne3Hb». Takcke mast CCJI Oblia BeISIBJICHA TeHETUUECKasT PUYM-
Ha Y, TaKUM 00Opa3oM, YCTaHOBJIEHa ee MOHOTeHHasl Mpupoaa
[2—5]. UmenHo CCJI nmocity>kuia MOJAEBIO JJIsl UBYYEHUST U T10-
HumaHus AB3.

CCIJI npencrapisieT co0Oli HacleICTBEHHOE MOHOTeHHOEe
3a00JieBaHNEe, Tepenatolneecss M0 ayTOCOMHO-PEIeCCUBHOMY
TUITY 1 00yclIoBIeHHOe MyTauueit reHa MEFV (pacrojioxeH Ha
KOPOTKOM ILj1e4e 16-i1 mapnl XpoMocoM). XapaKTepu3yeTcsl me-
PUOANYECKU TIOBTOPSIOIMMUCS aTakaMu (HeOpUIbHOI JIMXO-
palKu ¥ CWJIBHOM OOJIBIO B XKMBOTE, IPYIHOM KJIETKE, apTPUTOM,
KOXXHBIMU CUMIITOMaMU U APYTUMU 00Jiee PEIKUMU CUCTEMHBI-
MU TIpOSIBJICHUSIMU [4, 5]. ATaku 3a00JieBaHUS COITPOBOXKIAIOT-
¢Sl 3HAUMTEJbHBIM MMOJBEMOM YPOBHST OCTPO(a30BbIX MapKEPOB
(COD, CPBb, neiikounTtos). BHe aTak mauueHTbl YyBCTBYIOT ce-
0s1 3mopoBbIMU. OcHOBHBIM ocioxHeHueM CCJI, onpenensiio-
UM TIPOTHO3, SIBJIsIeTCS AA-aMUIONI03 TIoyeK [6—9].

Kak v nipu napyrux kiaccuueckux AB3, Takux Kak Kpuomnu-
PUH-aCcCOLIMMPOBaHHBIC Tiepuomnyeckue cuHApoMbl, TRAPS
(Tumor Necrosis Factor Receptor Associated Periodic
Syndrome), Benyliyo pojib B MEXaHU3MaX HapyIleHUsT LIMTOKM-
HoBoii peryiasunu nipu CCJI urpaeT rurneprnpoayKLus UHTep-
nevikuna 18 (MJI1P) [10, 11]. Kpome Toro, y namuentos ¢ CCJI
BO BpeMsI aTaK OTMeUaeTcsl HapacTaHue ypOBHsI (haKTopa HEKPO-
3a omyxomu o. (PHO«), 1NJ16, NJI8 [12, 13]. DTu cBeneHUST MMe-
[OT MPUHIUNHUATBHOE 3HaYeHHE ISl TOHUMAaHUS TApreTHOM Te-
panuy TeHHO-MHXEHEPHBIMU OMOJOTMYECKUM IIpernapaTaMu
(F'MBIT) y natmenTon ¢ CCJI.

Ecnu AB3 cuutaetcs peakum 3adoseBanueM, To K CCJI Ta-
Kasl XapaKTeprucTuKa HauMeHee rnpuMeHuma. M ¢ aTuM cBsi3aHa
eme ogHa ocobeHHocTh CCJI: ara OoMe3Hb pacIpocTpaHEHa
MPEUMYIIECTBEHHO B OIpeAeIeHHBIX 3THOCaX. Tak, B TypelKOii
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norryassiun yactota CCJI BapeupyeT ot 1/400 mo 1/1000. B Typ-
MY YUCJIO0 TaKUX OOJNIBHBIX cocTaBisgeT okono 100 Teic. Ha 70
MJIH XuTteneit, B Apmenuu — 1 Ha 500 xureneii [14, 15]. IByms
IPYTMMU TIOMYJISILIMSIMU ¢ BbIcOKOM BeTpedyaeMmocTbio CCJI sB-
JISIOTCST eBper-cedapabl U apabel [16—18]. OmHako pacmpo-
ctpaneHHocTs CCJI He orpaHUYMBAETCS TOJIBKO 3TUMU ITHOCA-
Mu. Bo MHOTOM GJ1arogapst MHOTOBEKOBOM MUTpallMM Hacese-
HUS ¢ MyTauueil reHa MEFV 6one3Hb pacrpoCTpaHUIUCh MO
BCEMY MUPY M CETOJHsI HEPEIKO BCTPEUYaeTCsl B €BPOMEHCKUX
crpaHax: Ipeuuu, Utanuu (mpeumyiectseHHo FOxHoit), Uc-
nannu, @pannuu, [epmanuu [19, 20]. ViMetotcst coobIeHus: o
caydasix CCJI B TakoM ynasieHHOM OoT Cpei3eMHOMOpPbSI peru-
oHe, Kak JlanpHuii Boctok (Smonwms) [21]. HakoruieHue snume-
MMOJIOTUYECKUX TaHHBIX MTO3BOJIMJIO CKOPPEKTUPOBATh OLIEHKY
yycia 6oapHbIX CCJI B Mupe: 3a0oieBaHMEM CTpagaeT OKOJIO
200 ThIC. MauKeHTOB [22].

HecomuenHo, npobaema CCJI akTyasibHa 11 pOCCUNCKOM
MEIULIMHBI, MOCKOJIbKY HaceieHue Poccuu dopmupoBaioch
KaK TIOJIMTHUYECKOEe coo0IIecTBO. OKOJI0 ABYX CTOJETHI B CO-
craB Poccum Bxoamiaa ApMeHHsI, 1 MHOXECTBO apMSIH TTPOXH-
BaeT B Halllell cTpaHe B HacTosiiiee Bpemsi. bosiee aByx croneruit
nponoskaeT BXxoauThb B coctaB Poccuun CeBepHblii KaBkas, cpe-
I KUTeJIell Halllell CTpaHbl, OCOOEHHO e¢ I0KHBIX PETMOHOB,
Hemasio TpekoB. Ha mpoTsokeHn BeKOB MPOUCXOAMIIO CMele-
HHe 3THOCOB. [ToaTomy mipencrasiser unTepec uzydyeHne CCJI B
POCCHUIICKOM TMOIYJISIIIMK, B YaCTHOCTH, TAKMX €€ aCleKTOB, Kak
perMoHabHble OCOOCHHOCTU KJIMHWYECKOM KapTUHBI U Teue-
HMSI, BO3pACT 1e010Ta, STHUYECKUIA COCTaB MaluMeHToB. [Toutn y
75—89% nauuenTtoB CCJI Bo3HMKaeT B Bo3pacTte 10 20 JeT, 1 3Ta
mpobeMa TakKe HyKIaeTcsl B TIIATEIbHOM UCCIIEIOBAHUN, YTO
0COOCHHO BaXKHO JIJISI CIIEIIMATMCTOB MeIUaTPUIECKOTO TPOpu-
ns 6,7, 9].

IToapobHo maToreHe3 u kianHuveckas kaptuHa CCJI pac-
CMOTPEHbBI B HALLIMX MPeabIIyIIUX MyoauKamusx [8, 9]. B HacTo-
sieit padboTe M3J10KeHbI COOCTBEHHBIE IaHHBIE.

Iess nccenoBaHus — OMKMCATh OCOOCHHOCTU TEUEHUS 3a-
0oJieBaHUS y MAllMEHTOB B Poccum M COmocTaBUTh MX C TaHHBI-
MM, TIOJTYYEHHBIMU B TOMYJISIMUSAX CO 3HAUUTEIbHBIM PacIpo-
crpaHeHreM CCJI (TypelKoit U apMsSIHCKOIA).

IMaumenTs! 1 MeToOnBI. B riccienoBaHue BKIOUYEHO 23 mauu-
eHTa ¢ JocTtoBepHbIM aAuarHo3om CCJI, ynoBieTBOPSIBIIUX TYy-
peukum neauarpuyeckuM kputepusim (E Yalcinkaya u coaBr.)
23] n/vnu kputepusim A. Livnech u coaBr. [24] 1 ©MeBIINX IBa
MyTaHTHBIX TeHa MEFV (roMO3UTroTHOCTh MJIM KOMITayH/I-TeTe-
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PO3UTOTHOCTB). 9 (39%) marmeHTOB GBI MYXKCKOTO 1ojia 1 14
(61%) — xeHckoro. Bo3pacT GOJBHBIX Ha MOMEHT OOpallieHUs
cocraBui ot 4,5 1o 36 ner. Bospact ne6rora CCJI — or 2 Mec 10
15 et (B cpemnem — 3,2+2,3 roma). B Bo3pacte mo 1 roma 3a60-
JeBaHue Havanoch y 1 (4,3%) nauuenra, ot 1 1o 5 ner —y 13
(56,5%), or 5 no 12 et —y 5 (21,7%) n ot 12 1o 18 ner — y 4
(17,4%). NHTepBas MexXIy HayajaoM 3a00JIeBaHUS U YCTAHOBJIE-
HUeM AuarHosa gocturai 4 mec — 31 roga. DTHUYECKUI cOCTaB
MalMeHTOB MpeCTaBIeH B Ta0I. 1.

Pesynsratsl. Y 22 (95,6%) nauyeHTOB MMeIa MECTO TIepUO-
IIMYECKU TTOBTOpstomasics auxopanka ot 38,0 mo 40,5 °C. ¥V 1
MalKreHTa aTakKyi COMPOBOXIAINCH CyO(heOpUIIbHOI TeMIepaTy-
poii (>37,0 °C). [1ponoKUTeIbHOCTD TUXOPAIOYHbIX aTaK — OT
34 10 5 gHeii. B «kimaccnueckuii» naTepBai (12—72 9) mpomos-
KUTEIBHOCTD JIMXOPAJTOYHBIX 3TMU300B YKJaabBaiach y 17
(73,9%) nauuenTtoB. MHTEpBaIbl MEXIy aTaKaMU 3HAYUTETHHO
BapbUpPOBAJIU, COCTABJISIA OT 2 Hel 10 6 Mec. Y MHOIMX MalleH-
TOB B Ipoliecce 3a00/eBaHusl, 10 Ha3HAYEHMs Teparun, MHTEP-
BaJIbl MEXKIy aTaKaMu TakKe MeHsUIMCh. MIHTeHCuBHas GoJib B
JKMBOTE BO BpeMs aTak umena mecto y 19 (82,6%) mainueHToB,
00J1b B rpyaHoii kietke — y 11 (47,8%), nipu atom y 8 (34,8%)
00CIeJ0BaHHBIX OTMEYAIOCH COUYeTaHne OO B KUBOTE 1 0O
B IPYIHOM KiIeTKe (CMellaHHas TopakoabaoMuHaibHas opma
CCJI). ¥V Hammx malyeHTOB YacTO AMarHOCTUPOBAJIOCH IMopa-
JKeHHEe OIMOPHO-IBUTaTeIbHOTO armaparta (y 16/69,6%), koto-
poe ObIJIO TIpencTaBiecHO apTputamMu y 15 (65,2%) GOIbHBIX 1
apranrusimu 'y 1 (4,3%). Kpome Toro, y 2 (8,7%) mauueHTOB C
apTpUTaMM MMEIU MECTO MHUAIrHK. [1pOmOKUTEILHOCTh apT-
puTa, KOTOPBIA MOT' COXPAHSATHCS 0 1 Mec, 3HAYMTEIbHO IIpe-
BbIlana amureabHocTh ataku CCJI. Yaie Bcero HaGmomancs
onuroapTput — y 14 (60,8%) naimeHToB, M3 HUX y 1 OBUT MOHO-
apTpur, enie y 1 — mommaptput. [IpakTiecku y BceX MallueHTOB
(3a uckmoueHuneM 3/13%) umenoch nopakeHue CycTaBOB HUXK-
HHUX KOHEYHOCTEIA.

ITopaxenune kKoxu BbisiBeHO y 7(30,4%) nauueHTOB U ObI-
JI0 TIPEICTaBICHO DPU3EIUIOUI-IT0T00HOM ChIMbIO Ha ThUIbHOI
TMOBEPXHOCTH TOJIeHel U cTom (Y 5 MalMeHTOB), TeMopparude-
ckoii ceinblo (y 1) u yznoBaToii aputemoii (y 1).

Kpome ykazaHHBIX TIposiBiieHUi y 2 (8,7%) GOJIbHBIX BHISIB-
JICHO yBeJIMYEHME TIeUYeHH, ¥ | U3 HUX — CeJIe3eHKH, Y | MaTbun-
Ka HEKOTOPbIE aTaKX COMPOBOXIAIMCH UHTCHCUBHOM TOJIOBHOM
00JIbI0O I OPXUTOM.

Ilo maHHBIM JIUTEpPaTyphl, MALIMEHTHI ¢ aOJOMUHAIBHOMI
dopmoit CCJI, koTopyio HeobxoauMo nuddepeHupoBaTh ¢
armeHIUIIITOM, HepeIKOo IOABEPraloTcsi HeoOOCHOBAHHOM
aImneHIeKTOMUM, KOTOpasi, pa3yMeeTcsI, He BeIeT K IIpeKpa-

HWCCNEROBAHHKA

Tabnauua 1. OmHuuueckuit cocmae nayueHmoe
c CCJH (n=23)

DTHOC Koauyectso nanuenTos, n (%)

ApMsiHe 18 (78,3)

ABapipl 1(4,3)

JlapruHibL 1(4,3)

WHarymm/KabapauHIIb 1(4,3)

Ipexu/Tpy3uHbBI 1(4,3)

Pycckire 1(4,3)

|
mweHuto nipuctynos [20, 21]. Tak, anneHaAeKTOMUSI BO BpeMs
ataku CCJI 1o ycTraHOBJIEHUs quarHo3a BoirnoiHeHa 4 (17,4%)
MMaleHTaM.

[ToBbilIeHWEe YPOBHS OCTPO(a30BbIX MaPKEPOB BO BpeMsi
aTtaku 3aduKcupoBaHo y Bcex mauueHToB: COD — ot 29 no
63 MM/u (B cpennem — no 50,7£10,5 mm/a), CPb — ot 24 no
167 mMr/n (B cpeaHeM — 10 73,5 Mr/j1) Ipu HOpME — 70 5 MT/J1.
3HAYUTEIbHO peXe B HAIIMX HAOIIOACHUSIX OTMedalcs Jieii-
KOLIMTO3: ypOBEHb JEHKOLMTOB coOCTaBisti oT 6,0 mo
19,1-10°/n, ero nossimienue g0 >9,0 1-10°/a1 otmevyeno y 10
(43,5%) naleHTOB.

CCJI — reHernyeckoe 3a00jieBaHUE, MOITOMY MHTEPECHO
MPOCJIEIUTh HACIEACTBEHHbIN aHaMHe3. OH ObLI OTSATOILEH MO
CCJly 5 (21,7%) nauueHToB, B TOM 4KCJIe y 3 POJACTBEHHUKOB
1-ii cTeneHU POACTBA: MaTepH U IByX CHIHOBEI, P 3TOM JIUar-
HO3 MaTepH U CTapIlieMy ChIHY ObLT ITOCTABJICH y3Ke MOCTE BhISIB-
nenusi CCJI y miaamero pedeHka. KpurepueM BKJlOUeHUs B
HcciIe0BaHUe ObLIO MOJIEKYIISIPHO-TEHETUUECKOE IMTOATBEPKIIe-
HUe IuarHo3a, Bce MaiyeHThl uMeau Mmytauuu reHa MEFV B ro-
MO3UTOTHOM (IIB€ OJVMHAKOBBIC MyTallM1) WA KOMIIAyHI-TeTe-
PO3UTOTHOM (ZIB€ pa3HbIe MyTallM1) COCTOSTHUM.

OTMmeyeHa 3HaYUTeIbHAsI YaCTOTa KOMOPOUIHOI peBMaTu -
YeCKOil MmaToyioruu — oHa BbisiBjieHa B 9 (39,1%) ciaydasx. Ya-
1Ie BCETO BTOPBIM JIMArHO30M ObUT IOBEHUJIBHBIN XPOHUIESCKUIA
apTPUT/IOBEeHUIIBHBIN peBMaTouaHbIi apTput (FOXA/IOPA) —
y 7 (30,4%) nmauueHToB, B | HaOJIIOJEHUN YCTAHOBJIEH OBE-
HWIbHBIN aHKUJIO3UPYIOIINN CIIOHIWINT, elle B 1 — ocTpas
peBMaTHyecKas JUxopajika, XpoHMYecKasi peBMaTuyeckasi 60-
JIE3Hb cepala U B 1 — ABa CONMyTCTBYIOLIMX 3a00JIeBaHUsI: OJIU-
roaptukysipHbeiii HLA-B27-accouunupoBannbiit FOXA u xpo-
HUYECKU PEUANBUPYIONINN MYyJIbTU(hOKATBHBIN OCTeOMUe-
qut (XPMO).

Ta6mmua 2. Conocmaensenue cumnmomos CCJH y nayuenmos (6 %) 6 poccutickoii nonyaayuu
¢ daHHbMU, noayueHHoimu 6 Apmenuu, Typyuu u HUspaune [7, 25]
CuMITOMBI Poccuiickas nomynsioust ApwmsiHe Typku EBpen
(Poccuiickas Denepauus; n=23) (Apmenns; n=715) (Typuusi; n=110) (A3panan; n=101)
AGIOMUHAITAN 82,6 92,4 88 90
Topakanruu 47,8 81,7 35 23
ApTput 65,2 56,5 19 61
KoxxHble TposiBIEHUS 30,4 13,4 11 13
Opxur 4,3 3,6 — 8
Muanrun 8,7 37,5 — 11
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Tabnuna 3.

Boabmme kpurepun Maubie KpuTepuu

DNU30/bI JINXOPATKH + CEPOZUT
(NMEPUTOHMUT, IJIEBPUT, CUHOBUT)

AA-amMUII0MI03 MPU OTCYTCTBUU
JPYTOTO IMPeIpacIoiaraiouiero
K HEMY 3a00JIeBaHUs

TepaneBTUUECKUIT OTBET

Ha KOJIXULIUH 1-it TuHUMI poacTBa

Onpenenennsiii uarano3 CCJI Tpedyer Hammuns 2 60abmmx wim 1 6071b1moro + 2 Majibix

KpHTepHeB

BeposiTHblit 1narao3 Tpedyer Hammuus 1 6oabioro u 1 Maoro Kpurepues

Bo Bcex ciiyyasix mocjie yCTaHOBJIEHUS AMarHo3a Obul Ha-
3Ha4YeH KOJXUIIMH, KOTOPBII PETYISIPHO TPUHUMATH 22 malu-
eHta (1 60MbHOIT He ToTyJast TIpenapaT 10 OPraHU3aluOHHBIM
npuyruHaM). s KynmupoBaHUs aTak 3a001eBaHUS UCITOIb30-
BaJIM HECTEPOUIHBbIE MPOTUBOBOCHAIUTENbHBIE Mpenaparbl
(HTIBIT). Hannuue KoMOpOMAHON MATOJOTMM CIYXHUJIO OC-
HOBaHMEM JUIsI Ha3HAYeHUS TakKe M 0a3MCHBIX IMPOTUBOBOC-
MaJuTebHbIX pernapatoB: 3 (13%) nauueHTa mojydanu CyJib-
dacanaszun, y 2 (8,7%) — metorpekcar. 2 maiueHTaMm B CBSI3U
¢ Hed((dEKTUBHOCTHIO CTAHAAPTHOM MHPOTUBOBOCHAIUTEb-
Hoit Tepanuu HaszHauyeHbl [MBI1. BTy mauueHTH UMEIn KO-
MOPOUIHYIO ITaTOJIOTUIO: | MmalMeHTKa — MOoJIMapTUKYJISIPHBII
IOPA u 1 nauuent — IOXA, HLA-B27-accounupoBaHHbI B
couetanun ¢ XPMO. MMeHHO cOmyTCTBYyIOLIAss peBMaTUYE-
cKasl TaToOJIOTUSI CIYXXWUJIa OCHOBAHWEM ISl HazHAYeHUS

Tabnuna 4.

HNuaenocmuueckue kpumepuu Teav-Xawomep

PCLH/II[I/IBI/IpyIOH_[I/IC aTaKu JINXOpaaKnu

Poxxenono0OHasi apureMa Ha Koxe

Hanmuune CCJI cpenn poiacTBEHHUKOB

MCCNEANOBAHMKA

T'MBIT — unrudurtopa (pakropa HEeKpo-
3a OIYXOJIM dTaHepIleNnTa, Tepamus Ko-
TOPBIM TIpUBEJIa K MTOJTHOMY KyIUpOBa-
HUI0O aKTUBHOCTU KaK KOMOPOUTHOI
natosnorun, Tak u CCJI.

Hu B ogHOM ciiydyae, BO3MOXKHO,
B CBSI3U C MQJIBIM CPOKOM HaOTIOAEHUS U
HeOOJIbIINM pa3MepoOM BBIOOPKU, HE OT-
MEUYEeHO KJIMHWYECKUX TPU3HAKOB aMU-
JIOUI03a TIOYEeK U IPYTUX OPTAHOB.

Oocyxnenue. bospliiast yacTh manm-
eHTOB OblIu apmsiHe (73,9%), ocraiib-
Hble — MpeacTaBUTeNsIMU HaponoB Ce-
BepHoro Kaska3za ([larectana, MHryie-
TUU) U 3aKaBKasbs. 2 TMallMEHTa POJU-
JIUCh OT CMEIIAaHHBIX OpaKoB (MHTYIICKWI/KabapaIWHCKUN U
TPY3MHCKUI/TpeuecKuii). DTH pe3yabTaThl ObLIU OXHIaeMbl B
cujy pacrpocrpaHeHHocTu cpeau 3tux HapopoB CCJI. Cpenu
naiueHToB OblTa 1 pycckash MalMeHTKa, Y KOTOPOM OMarHos
MPeICTaBIISIT ONpeeIeHHbIe CIIOKHOCTH. MIMEHHO 3TO HabII0-
NIeHUe HaM XOTeJIOCh ObI IPUBECTH.

Ilayuenmrxa M., 12 aem, obpamunace ¢ ®IBHY HUHUP
um. B.A. Haconoeoli ¢ acarobamu Ha nepuooutecKu 03HUKAIOULYH)
(1—2 paza 6 mecsay) 601b 6 epyOHOIU U MEICAONAMOYHOU 00AACMU.
2-1i pebeHOK 6 cembe, pooumen pycckue. OOHaKo npu yenyoieHHOM
U3YHEHUU 2eHean02ueckKoe0 aHamHe3d YCMAaHoeAeHo, 4mo ded no
OMUOBCKOU NUHUU — APMSAHUH, A NO MAMePUHCKOL — egpell. B ce-
Mbe cayvaeg nOBMopsiouelicss AuxXopaoku u OuaeHOCMuUpO8aHHOU
CCJI He bbino. Y cmapueil cecmpol — peuuousupyrouiuii agpmo3Hblil
cmomamum.

HAuaenocmuueckue kpumepuu A. Livnech u coaem. 1997 2. [24]

Kpurepuu AMariocTHKH

OoubIvie (OCHOBHBIE)

1. TUnMYHBIE PELEANBUPYIOIIKE aTaku (>3
CXOJIHBIX 31U30/10B), (heOpUIbHasH peKTallb-
Has Temreparypa >>38,0 °C nmpomnoKuTeb-
HOCTBIO 12 4 — 3 1Hs

MPU3HAKOB:

38,0 °C;

b) ataku MpoaoJKUTEIbHEE WM KOPOYe TH -
IMMYHBIX, HO HE MeHee 6 4 U He OoJiee

2. [leputoHUT (reHepaaTu30BaHHbII)
3. TIneBpUT (OIHOCTOPOHHMIT) I L ner;
MEPUKAPIUT

4. MoHoapTpuT (Ta300eIpeHHOT0, KOJIEHHO-
0, FOJIEHOCTOITHOTO CYCTAaBOB)

5. M3onnpoBaHHast TMXopaaKa

MaJble (JOMOJHUTEbHbIE)

1. HenonHble ataku ¢ >1 U3 cieayommux

C) He BBISIBIISTIOTCS IIPU3HAKYU TIEPUTOHUTA
BO BpeMsi a0IOMUHAJIbHOM 00JIK;
d) noxkanu3zoBaHHas abAOMUHaIbHAS 00JIb;

€) apTPUTHI CYCTABOB, KPOME Ta300e/IpeHHO~ 5. CrioHTaHHbIE PEMUCCUU
0, KOJIEHHOTO 1 TOJIEHOCTOITHOTO

NoAIePKUBAIOLIME (BCIIOMOraTeJibHbIE)

1. CeMeiiHblii aHAMHE3, OTATOIIEHHBINI 10
CClJl

a) TemIiepatypa Tejaa HopMaJibHasl WM HUXe

2. Cootsercrytoiias CCJI HaUMOHATBHOCTh
3. Bospacrt Havana 6osie3Hu <20 et
OCo00OEHHOCTH aTak:

4. Tsxenble MPUCTYIIbI, TPEOYIOIIME HAXOX-
JIEHUST B TIOCTEITN

6. beccumnToMHBIE MHTEPBaJIbl

2. BomiieueHue ciienyomumx odaacTei:

2.1. 2ZKusor

2.2. IpynHas KjieTka

2.3. CycraBbl

7. TpaH3UTOPHBII BOCTIAIUTEbHBIN OTBET C
21 NOBBIILIEHHBIM JIA0OPATOPHBIM TOKa3a-
TEJIEM:

KOJIMYECTBO JIEWKOLIUTOB;

3. Bosib HaNPSKEHWST B HIDKHUX KOHEYHOCTSIX COD;

4., TepaHeBTI/I‘[CCKI/Iﬁ OTBET HAa KOJIXUIITUH

CHIBOPOTOYHBIN amuiions A(SAA) u/vmm
GbubpuHOTeH

oo

. Dnu3oanyeckast MpOTeMHYPHsl/TeMaTypust

9. HemponykTuBHas 1anapoToMust WK yaa-
JIEHME HEeBOCIaJIeHHOTO (6es10r0) YepBe-
00pa3HOro OTPOCTKa

10. KpoBHO-pONCTBEHHBII Opak

Jlnarao3 CCJI craBuTcs npu HAIH4uK >1 GOJIBIIOr0 KpUTEPHS, MM 2 MAJIBIX KDUTEPHEB, WK >1 MajbIX KpuTepues + 4 U3 5 NoANePKUBAIOUMIMX KPUTEPH-

€B
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Anamues cuznu 6e3 ocobennocmeil. Tab6auna 5.
Anamue3 3abonesanus: 6 eo3pacme 3 nem
B03HUK aPMPUM 1€68020 KOAEHHO20 CYCma- o
. Kpurepuii
6a, npodosxcasuiuiics Mmenee 6 Heo.
B 5-nemnem 6o3pacme nabarodancs anuzo0 Jluxopaaka

cunvHetiuieil 601U 8 Jcugome, GblNOAHEHA
annenddkmomus. Yoanenuwlil uepeeobpas-
Hblll 0mpocmok — 0e3 8bIpadiceHH020 B0CNA-
aenus. Ilocae smoeo ommeuanuce peyuou-
supyrouue 3nu3006. 604U 8 2PYOHOI Kaemke
U MedlNCI0namo4Holl obaacmu, YCuaueas-
weiicsi npu 8doxe, conpogodcoaguielics no-
evluleHUeM — memnepamypel  meaa 00
38,5—39,5 °C u dausuetics 2 ons. Bo epems
08yX U3 MAKux 3nu30008 3aQUKCUPOBAHO
nosvuerue yposuss CO3 u CPB. Jlo §-rem-
Heeo eo3pacma yacmoma amak — 2 pasa 6 200. C 8 do 11 aem snu-
30061 noanocmoeto omcymemeosaru. C 13 nem — 60300H061€eHUe
amak ¢ yacmomoii do 1 pasa 6 1—2 mec. Ilpu obpawenuu k épauam
DA3HbIX cneyuarvHocmetl 0uazHo3 nocmasner He 0via. Ilpu monexy-
A5iPHO-eeHemueckom uccaedosanuu cena MEFV eviagnena myma-
yusi M694V/V726A-komnayno eemeposucoma. /[uaeno3 nocmagaen
npu oopawenuu 6 PIbHY HUUP um. B.A. Hacornosolii, 6 éo3pacme
13 nem (uepe3 10 nem nocae dedroma 3abonesanus). bvin Haznaven
Koaxuuyun 6 0o3e 1,5 me/cym, umo npueeno K NoAHOMY NPeKPalyeHuro
npucmynog 6o1e3uu.

HsBectHO, uto y 78,6% mauumentos CCJI meGioTupyer B
BO3pacTe 110 5 JIeT, IpuueM 0oJiee paHHee Haualo KOppeJrpyeT ¢
TSKECThIO 3a00JieBaHMs [7], HE SIBASETCS UCKIIIOUEHUEM TOSIB-
nenue CCJI B Bo3pacre 10 1 roga. Jle6ioT B Bo3pacTe 10 5 JIeT OT-
MeueH y 60,8% Hammx NalMeHTOB, Cpelyd HUX ObLT TOJBKO
1 6onbHOI, y KoToporo CCJI pa3Buiachk B Bo3pacrte 10 1 roaa.
B To xe Bpemst y 17,4% manmentoB CCJI Bo3HUKIIA B CTapIiieM
IIKOJTLHOM U TIOAPOCTKOBOM Bo3pacTte. TakuM 00pa3oM, MOXKXHO
TIPENATONIOXUTD, UTO Y MAIIMEHTOB, TPOXMBAIOIINX BHE PaliOHOB
oTHOcUTeIbHO MaccoBoro pacrpoctpaHeHusi CCJI, HeECKOJIbKO
yaile oTMeyvaeTcs 6osiee Mo3IHee Havyaao 3a00eBaHusI.

B ta6u1. 2 npencraBieHbl JaHHBIE, TTOTyYeHHBIE TIPU COITOC-
TapjeHUU KinHudyeckux nposisiaeHuit CCJI B poccuiickoit mo-
MYV U B HauboJiee TMOPakeHHBIX STHUUECKUX Tpyrmax |7,
25]. Ipu 5TOM HaIIM JaHHBIE BO MHOTOM OKa3aJlUCh OJM3KU K
pesysbTaTaM, MOJy4YeHHBIM B KPYITHOM MCCJIEIOBAaHUU, MPOBE-
JEHHOM B ApMEHUM. Y HAIIMX MalMEeHTOB CYILECTBEHHO pexe
MPUCYTCTBOBAjJa TOPAKaJITHsI, MPOLEHT OOJNbHBIX, MMEBIIMX
YKa3aHHYI0 CUMIITOMATUKY, TTPUOJTNXKAJICS K TAKOBOMY B Typell-
koit monynsiuu. CyIlecTBEHHO BBIIIIE B HAIIIEM HUCCIeI0BAHUUT
0Ka3aJIoCh OTHOCUTEJBbHOE YUCJIO MAIMEHTOB C TMOpPaXKeHUEeM
CYCTaBOB, YTO BIIOJIHE OOBSICHUMO PEBMATOJOTMUECKUM MPpodu-
JIeM yupexXIeHHUs], Ha 6a3e KOTOPOro MpOBOAMIOCH MCCeI0Ba-
HHUE ¥ B KOTOPOE HAIPABJISTIOT MAIMEHTOB C CYCTABHOM MaTOJIO-
rueil st mpoBeneHust TuddepeHITNaTbHO-TUaTHOCTIYECKOTO
norcka. HeoxumaHHO BEICOKOIT OKa3anach M0JisT OOIBHBIX C TIO-
paXkeHHeM KOXWU.

Ewte pa3 xouercst yka3aTb Ha 3HAUUTEJIbHYIO A0IIO MALUEH-
TOB C KOMOPOUIHOW PeBMAaTUYECKOI MaTOIOTUE B JAaHHOM KC-
CJIeIOBAaHUU, YTO HE MOXET ObITh OOBSICHEHO TOJIBKO Crielnudu-
KOl Halero yupexaeHus. Tak, B CCIIeNOBaHUU, TIPOBEIEHHOM
Ha 0a3e MHOTONMPOMWIBHOTO CTAllOHApa, COMYTCTBYIOIINI
TOXA BoisiBiieH B 4,7% HabmoneHuit [7]. Beicokasi yactora apt-
PUTOB U [PYroil peBMaTUYECKON MATOJOTUM Yy TAlMEHTOB C
CCIJI obmbsacHsieTcs oburHocThio natoreHe3a CCJI u FOXA, B oc-

Boub B XuBoTE

ApTput

Hannuue B cembe
namuenTos ¢ CCJI
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HWCCNEROBAHHKA

Typeukue neduampuueckue Kpumepuu
F. Yalcinkaya u coaem. 2009 ¢. [23]

Onpenenenne

TemmnepaTypa B akcuUIsipHoit o6aactu 38,0 °C B TeueHue 6—72 4,
>3 3nU3010B

TIponomxuTeIbHOCTh 6—72 4, >3 5130108
TIponomxuTeIbHOCTh 6—72 4, >3 5130108

TIponomkuTeIbHOCTh 6—72 4, >3 2130108,
OJIUTOAPTPUT

HOBE KOTOPBIX JIEKUT BOCIATUTEIbHBIN npouecc. M mockonbKy
CCJI — 3aboneBaHue C SIPKO BBIPAKEHHBIM «BOCMATUTEIbHbBIM
(eHOTUTIOM», HEYMUBUTEIBHO, UYTO OHO COYETACTCS C IPYTOit
peBMaTUUYECKOI MAaTOJIOTUE, OCHOBY KOTOPOIA TAKXKe COCTABIISI-
eT BocrajieHue [26].

st nuarHocTUKY 3a00JIeBaHUST TIPEJIOKEH PSIL KPUTEPU-
eB (Tabi. 3—5). Knaccuueckumu saBisiorest Kputepuu Teb-Xa-
momep. OnHaKo JJIsi pOCCUICKOTO Bpaya, 0OCOOCHHO Ieauarpa,
OHU HE TIPEICTaBISIOTCS ONTUMANbHBIMU. Hamuuwe cpemu
KPUTEPUEB MPEAOTBPATUMOTO OCTIOKHEHUST — aMUJIONI03a, KO-
TOPBII HEPEIKO HOCUT (paTalbHBIN XapaKTep, — CHUXET ILIeH-
HOCTb 9TOT'0 «30JI0TOTO CTaHAApTa» AMarHOCTUKU. Kpome Toro,
3TU KPUTEPUU pa3paboTaHbl AJIsI B3POCIbIX MALUEHTOB U3 MO-
nyasuuit ¢ Beicokoit yactortoit CCJI. Kpurepumn A. Livnech
1 coaBT. [24] BecbMa MOAPOOHBI, HO TIEPErPYKEeHBI, UTO JeIaeT
UX HE OYeHb YIOOHBIMU IS TTOBCEAHEBHON MpakTUKu. ONTH-
MaJbHBIMU MBI CUMTAEM TypelKue MeArnaTpuieckue KpuTepuu
F Yalcinkaya u coaBt. 2009 ., KOTOpbIe IIMPOKO HUCIOJb3YeM
B cBOeii padore [23].

XoueTcst 0OpaTUTh BHUMAaHKUE Ha TO, YTO HU OJTHU U3 TIPU-
BEJICHHBIX KPUTEPUEB HE COMepKAT BBISBICHUS MyTalldii TeHa
MEFV, nexanyx B OCHOBE 3TOro 3a0oJieBaHus1. BoamMoxkHO, mist
nomnyJsuuii ¢ Beicokoi yactoroir CCJI Takoii moaxoa BIOJHE
MpUeMIIeM, XOTsI Obl B CUJTy 9KOHOMMYECKUX MPUYUH U TEXHU-
YECKOM CJIOXKHOCTU MCCJIEIOBAaHUsI, TPEOYIOLIEro COOTBETCTBY-
fo11ero J1abopaTopHOro 000pyI0BaHUs U NepcoHana. B ycioBu-
SIX K€ POCCUICKOI MPAKTUKN HEOOXOMIUM TTOVCK MYTalllii TeHa
MEFV y naunenToB ¢ nomo3pearemM Ha CCJI. MUMeHHO 3TUM
MOJIXOIOM PYKOBOJICTBYEMCSI Mbl B CBOEI MTPaKTHUKE.

Hanuuue xputeprieB He CHUMaeT BOMpoca O TOM, Kak B TO-
BceaHeBHOI padote npeamnoiaoxuth Hanuuue CCJI. Ha pucyHke
TIpecTaBIIeH TTpeyiaraeMblii Hamu anroputv nuarHoctuku CCII.
3mech OueHb BaXKHBI IBa (haKTopa — STHUUECKUI aHaMHe3, KOTO-
PBIif TOJKeH OBITh COOpaH CO BCel TIIATEIbHOCTHIO, U TOKYMEH-
TupoBaHHoe noBbIiieHne COD u ypoBHs CPb Bo BpeMs aTak 3a-
OoneBaHusi. B To xe BpeMsi HEOOXOAUMO OTYETJIUBO MOHUMATh,
y1o CCJI MOXeT ObITh BbISIBJIEHA Y MallMeHTa JII000I HallMOHAJTb-
HOCTH, HO BEPOSITHOCTh TAKOTO COOBITHSI, KOT/JA MAlMeHT TIpH-
HAJJIEXUT K «HETUITMIHOMY» 3THOCY, CYIIIECTBEHHO CHUXKAETCSI.

OcHoBoit euenust manreHToB ¢ CCJI ABnseTCS KOMXUIIMH
[6,9, 27]. daxe B Tex ciay4asix, Koraa KOJXUIIMH He TIPeIoTBpa-
LaeT PeLMIMBOB 3a001€BaHUs, OH 3HAYUTEbHO CHIKAET PUCK
pa3BUTHs aMWIONI03a. PekoMeHIyeMbIe 1036l TIpernapaTa y Jae-
Teut 1o 5 et coctapisior 0,5 mr/cyT, ot 5 1o 10 et — 1 Mr/cyr,
crapiie 10 et — 1,5 Mr/cyr. MakcumaiibHasi CyTOYHas 103a —
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CCI

Kak nmocraButh Auar{o3?

 JTanuenT — apMAHUH WK NPEACTABUTEb HapoaoB CeBepHOro
Kaska3a u 3akaBka3bs

* MoJio10ii WM IeTCKHUiA BO3pacT AedioTa
* BHe3annblii noasemM Temmeparypsi 10 39,0—40 °C

* ConpoBoxkaaercs CHibHeiileii 60Jbi0 B JKMBOTE M CUMIITOMAMH
pa3apaxkeHus OpIOIMIIHbI
* 3nauyurebHo noBbimeHsl COD u yposenn CPB, JeiikonuTo3

* B cemeiiHoM aHaMHe3e UMEIOTCA CJIYYau CMEPTH OT MOYEHHOM
He0CTATOYHOCTH WM POACTBEHHUKHU C AHAJIOTHYHBIMH MIOBTO-
PAIOLUIMMUCS NMU30JAMHU

ITono3penue na CCJI

Aneopumm duaernocmuxu CCJI

2 mr/cyt [27]. BBeneHMe KOJIXUIIMHA B KITIMHUYECKYIO IIPAKTUKY
B KopHe u3MeHwio nporHos mpu CCJI — y mauueHTos, moiyva-
IOLMX JaHHBIN Mpernapart, BepOosITHOCTb Pa3BUTHUSI aMUTIOUI03a
npakTUYecKu HyseBas [6, 7, 22]. B kauecTBe cuMmnToMaTuue-
CKOTO cpelcTBa BO BpeMsi aTak ucnosbdytorcss HIIBII [8, 17].

MCCNEANOBAHMKA

K coxanenuto, CyliecTBYIOT Cilyyau KOJXULIMH-PE3UCTEHT-
HOCTH, a y OOJIBILIOTO YKCJIa MallMeHTOB HAOTI0AeTCs €ro Helle-
peHocuMocTb. B HacTosiliee BpeMsl TaAKMM MallMeHTaM Bce vallle
craym HazHavath [ MIBI1. Haunbomnee a¢heKTUBHBI MHTUOUTOPBI
WJI1. B Poccuiickoit @enepaiiiy cpeay 3TUX IperapaToB 10C-
TYIMEeH KaHaKMHyMab, Teparusi KOTOPbIM 1aeT XOPOIINe Pe3yib-
tatel ipu CCJI [28, 29]. Ha ceroaHsiiHuit 1eHb KAHAKMHYMao —
€IMHCTBEHHbI OMOJOTUYECKUIA TIpenapaT ¢ oUIIMaIbHO 3ape-
rucTpupoBaHHbIM nokazaHuem: CCJI y B3poc/bIX U eTeii B BO3-
pacte 2 JIeT ¥ cTaplie Ipyu HATMIWU TTPOTUBOTIOKA3aHUI/HeTie-
PEHOCUMOCTH TEPAU KOJXULIMHOM, a TAKXKe B MOHOTEpAIu
WJIU B KOMOMHAIIMY C KOJIXULIMHOM TIPU OTCYTCTBUM aI€KBATHO-
rO TepareBTUYECKOro OTBETa MPU MPUMEHEHUM MaKCUMAaJIbHO
MEePEHOCUMOI J103bl KOJXUIIMHA B MOHOTepamnuu. Takxe uc-
MoJIb3yoTcsa MHrnouropel ®HO omHako 3Ta rpymma mpernapa-
TOB TMOCTETICHHO OTXOAWT Ha BTOPOU TIIAH 1O CPaBHEHUIO C MH-
ruoutopamu MJI1. Maruburopsr ®HO mpearnoyTuTebHbl IS
narmeHToB ¢ CCJI, nMeroux nopaxkeHue ornopHO-ABUTaTE b-
Horo arnnapata (apTpuThi) [30].

BoiBoabl. Takuim 06paszom, B HacTosiiee Bpemsi CCJI, koTo-
past He TOJIbKO CYUIECTBEHHO YXYIIIAET KAYeCTBO XU3HU Mallu-
€HTOB, HO U MOXET TPUBECTH K TSKEIBIM, CMEPTETbHBIM OC-
JIOXKHEHUSIM B BUJIE aMUJION03a MTOYEK, YCIIELTHO JeYUTCS. DTO
JieslaeT 0COOEHHO BaXKHBIM 3HaHWE KIMHUYECKON KapTHUHBI 3a-
0oJeBaHUSI U TTOIXOJOB K €ro IMarHOCTHKE.
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WccnenosaHue He UMeso CHOHCOpCKOIL/'I TOAACPAKKU. ABTOpr HECYT ITOJIHYIO OTBETCTBEHHOCTD 3a ITPEAOCTABJICHUEC OKOHYATCIIb-
HOM BEPCUU PYKOIIMCHU B I1€YAThb. Bce aBTOPbI IPUHUMAIN y4aCTUEC B pa3pa60TKe KOHLCIIIWU CTaTb U HAITMCAHUU PYKOIIMCHU. OKOH-
yaTejbHas BEPCUA PYKOIIMCHU ObL1a 0,u06peHa BCEMU aBTOpaMM.
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