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WITH PULMONARY INVOLVEMENT AND MACROPHAGE ACTIVATION SYNDROME
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The paper describes a patient with refractory systemic juvenile arthritis treated with tocilizumab (TCZ). Specific fea-
tures of therapeutic response in real clinical practice, aspects of individual TCZ safety in the development of
macrophage activation syndrome and concurrent therapy are discussed.
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ITpoGyiema noucka 3¢GeKTUBHOM Tepanuu
CHCTEMHOTO BapMaHTa IOBEHUJIBHOTO apTpuTa
(clOA) Ha TIPOTSKEHUU IUTEILHOTO BPEMEHU
OCTaeTcsl OAHOM M3 MPUOPUTETHBIX 3a1a4 MEIr-
LIMHBI, CJIOXXHOCTh PEIICHHUST KOTOPOU 0OYCIOB-
JIeHa IIUPOKUM KPYTOM OOBEKTUBHBIX MPUYMH.
3abojieBaHNEe HEPaBHOMEPHO PaCIPOCTPaHEHO
B Pa3HBIX STHUYECKHUX IPyIIax 1 3aHUMaeT oT 10
110 54% B CTPYKTYpE IOBEHWJIBHOTO MIMOMaTHUe-
CKOI'0 apTpUTa B Pa3IMYHbIX PErMOHaX MJIAHETHI
[1—-3], HaknambiBasi CYLIECTBEHHbBII OTIEYaTOK
Ha MHIMBUAYAJIbHbBIM OTBIT NIEAMATPOB-PEBMATO-
JIOTOB pa3HbIX CTpaH, YTO B KJIMHUYECKON Mpak-
THKE OTpaXaeTcs M B Pa3IMYHBIX IOAXOJaX
K paHHell ITMarHOCTUMKe M JedeHuto. [IpuHATO
CcUYuTaTh, YTO 3a00seBaeMocTh CHOA He nMmeeT cy-
IIECTBEHHBIX Pa3IN4uii TI0 IOy U Bo3pacTy [4].
OpmHaKo CIEUMATUCThl TeX CTpaH, TAe pacrpo-
crpaHeHHOCTb CHOA ocobGeHHO BeuKa, BKIIovast
Poccuiickyio @enepalinio U MpoCTPAaHCTBO OBIB-
mwero CCCP, cuuTaioT, YTO B OOJIBILIMHCTBE CIIy-
YaeB OHO BO3HUKAET y JeTell 10 5 JIeT, a MUK 3a-
00J1eBaeMOCTH TIPUXOAMUTCS Ha ABYXJIETHUIN BO3-
pact [5, 6], XOTs BO3MOXKEH AeOI0T U B Oosee
crapiieM Bo3pacTte. OCOOEHHOCTU AETCKOTO Op-
raHrM3Ma B 9TUX BO3PACTHBIX TPYIINAaX TaKXKe oKa-
3BIBAIOTCSI BaXKHBIM (haKTOPOM, BIUSIOIIMM Ha
ycIieX paHHe NWarHOCTUKU U BEICHUS TaKUX
marueHToB. KpoMe TOro, mo cBoeMy TEUCHMIO
clOA saBiseTcsl OUueHb reTeporeHHbIM 3a00JieBa-
HHUEM, KOTOPOE, TIO JaHHBIM Pa3IMYHBIX UCTOU-

HUKOB JIuTepaTyphbl, B 11—42% cinyyaeB MOXeT
MpOTeKaTb MOHOIMKIMYECKM W 3aKaHYMBAThCS
BBI3IOPOBICHUEM, B 7—34% MMeeT MOJIULIMKIN-
yeckoe, a B 30% — XpOHMYECKOE, HEMPEPHLIBHO
peumnuBupytomiee TedeHue [7—10]. Kak mpaBu-
JIO, TOJIBKO TTAIIUEHTHI ¢ HEITPEPBIBHO PELIMIUBH -
PYIOIITUM TeUeHNEeM OKa3bIBAIOTCS B TTOJIE 3PEHMUST
peBmarosioroB. CXOICTBO B Je0I0Te KIMHUYE-
ckoii cumrniroMatuk cFOA ¢ 1iesibIiM psiiom 3a060-
JIeBaHU (reMaTOOHKOJIOTMYECKOM MaToJIOruei,
MHQEKLIMOHHBIMU 3a00JIeBAaHUSIMU U T. J1.) 00b-
SICHSIET HEJIETKUI MyTh K AMarHo3y, YTO BIUSET
Ha CPOKM Ha3HAuYeHMSsI Tepaluu M, COOTBETCT-
BEHHO, Ha TepaneBTUYECKYIO 3(P(HEKTUBHOCTD,
BO3MOXHOCTb ITPEIOTBPAIICHUS PsAa KU3HEYT-
PpOXaroIIX COCTOSTHUI, Ha TIEPBOM MECTE Cpean
KOTOPBIX CTOUT CHHAPOM aKTUBAIIMM MakKpoda-
roB (CAM) [11-13]. O6mas cMepTHOCTb TIPU
clOA cocrasnisier 2—4%, 4TO COOTBETCTBYET MMOY-
TH 2/3 BCex cllydaeB CMEpPTH Cpelu AeTelt ¢ apT-
putoMm [14], B 25% ciydaeB pa3BUBaeTCS TSKE-
JIBIA IeCTPYKTUBHBIN apTpuT [1, 15], y 20% 60J1b-
Hbix clOA K mepuomy OOCTMXKEHUsI B3pPOCJIOro
BO3pacTa pa3BuBaeTcs amwiIonaos [7, 15, 16].
Hecmotpst Ha TO 4TO BriepBbie 3aboJieBa-
HHE, U3BECTHOE B HacTosiiee BpeMs Kak clOA,
ob10 omucano Jxopxem Crumnom B 1897 ©
[15], TonabKO cIycTs TOJBeKa Bpauyu IMOJYYUIA
BO3MOXHOCTh OOPOTHCS ¢ STUM HETYTOM C TIOMO-
wbto rmokokoptukouaos (I'K), a mo3nHee, B ca-
MoOM KoHIle XX B., B apceHajie TIOSIBUJIUCH pa3-
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JINYHBIC Oa3MCHBIE TTIPOTUBOBOCIIATUTEIbHBIC Ipenapatbl. Omn-
Hako sieueHne clOA 'K u umMmyHomernpeccaHTaMu gajeko He
Bcerma 3 PEeKTUBHO KOHTPOJIUPYET aKTUBHOCTH 3a00JICBaHMS,
He MpeIoTBpaliacT MHBATUAN3ALMNIO OOJIBHBIX, a TIPU JUTUTEITb-
HoM npumeHeHuu ['K BeneT K pa3BUTHIO HEOOpATUMBbIX HEOJ1a-
TOMPUSITHBIX peakiuii |5, 7].

JlocTIKeHUsT MeIUIIMHCKOM HayKU TOCJIEIHEro AeCITH-
sietust XX B. IPUHECIU OeCcCropHbIe J0Ka3aTebCTBa BEAyIIEH
ponu uHTepaeiikuHa 6 (MJI6) B mmmyHomaToreHese clOA.
WNJ16 nHaynupyer OOJBIIMHCTBO KIMHUYECKUX TMPOSIBICHUI
clOA, onpenensioniyx nmporHo3 6ose3Hu. C ero runeprpoayk-
1Ueit CBS3aHO pa3BUTHE JIMXOPAIKK, TPOMOOLIMTO3a, BIPAOOT-
Ka octpodazoBbix 6enkoB (C-peaktuBHoro 6enka — CPb —
W aMWJIOW7A, TanTomIoOMHa, (UOPMHOTeHa) remaTolUTaMu,
MHTUOULINS CUHTe3a albOyMuHa u tpaHcdeppuna. U6 ctu-
MYJIUPYET CEKPELINIO TeNITUANHA, KOTOPHII YMEHbIIIAeT BCAChI-
BaHUE KeJjie3a B KUIEYHUKe, MHTUOMPYET BBIXOM Xeje3a M3
MakpodaroB, BbI3bIBas €r0 AeMUIIUT TIPU IPUTPOITOI3E U pas-
Butue aHemuu. [losbienne KoHueHTpauuu MJI6 crocober-
BYET CHIKEHUIO BBIPAOOTKU alp€HOKOPTUKOTPOITHOTO TOPMO-
Ha, KOPTU30Jla U TOPMOHA POCTa, YTO MPUBOIUT K XPOHMUYE-
CKOI YCTaJIO0CTH, COHJIMBOCTU, ACTIPECCUN, KOTHUTUBHBIM Ha-
pYLIEHMSIM U 3aaepxkKe pocTa y aeteii ¢ clOA. Pa3Butue amu-
JIon03a TIPU 3TOM 3a00JIEeBAHUU TaKXKE acCOIMUPYETCS C aK-
THUBHOCTBIO JaHHOro LuTokuHa. Kiodesas ponb MJI6 B mato-
reHese clOA moaTBepxKaaeTcs U pe3yabTaTaMM psiia KITMHUYe-
CKHX MCCIIeAOBaHUM 3 PEKTUBHOCTU U 0€30ITaCHOCTA MOHO-
KJIOHAJIbHBIX aHTuTen K WJI6 (mpenapata TOLMIM3ymMab —
TL3) y nauueHTOB neTckoro Bodpacrta ¢ cfOA [17—21].

K HacTostieMy BpeMeHM COTPYIHUKAMU JETCKOTO OT/Ie-
nenust ®T'BHY HUUWP um. B.A. HacoHoBoIf HaKOIIIeH S-J1eT-
Huit onbIT puMeHeHust TL3 mpu cFOA Gosee yeM y 50 nauu-
€HTOB, CBUIETEILCTBYIOLINI O BBICOKOI 3(D(EeKTUBHOCTHU Ipe-
napaTta. BMecre ¢ TeM MHIMBUIYaJbHbIE OCOOEHHOCTU OTBETa
Ha Tepanuio TLI3, TakTMKa ero mpuMeHeHUsl y MHalUEHTOB
¢ CAM, ocnoxHuBimM TedyeHre cFOA, HeoMHO3HAYHBI U Tpe-
OYIOT HaJIbHEHIIIero u3ydeHus 1 ocMbicieHus. [Ipeacrasisiem
KJIMHUYECKOe HaOMIoNeHNe TallMeHTa C TSDKEIbIM TeYCHUEM
clOA, nemoHcTpupymoliee ocobeHHocTH TpuMeHeHus TL3
B PEAJIbHOW KIIMHUYECKOW TTPAaKTUKE.

Boavnoit C., 2007 200a poxcoenus. Pannuii anamues 6e3
ocobennocmeii. Ilcuxomomoprnoe passumue no eospacmy. [lpu-
eum 0o HacmosAuwe2o 3a001e6anus no KaieHoapr. Aiirepeosoeuue-
cKull anamues He omseouweH. Hacredcmeennocmy: y mamepu xo-
1000845 KpAnUuGHUYdA.

Jle6rom 3abonesanus 6 cenmsabpe 2009 e. 6 xpononoeuue-
ckolil céa3u ¢ sakyunayueil (AKJIC+kops), Koeda nossuaucy 3pu-
MemMamo3Has Cvinb, @eOPUIbHAS AUXOPAOKA, NoAuapmpaneu,
yeeauveHue AUMGamuueckux y3n08, 3MU300UHecKds YMpeHHss
CK08aHHOCMDb, HapyuleHue noxodku. [lo danuvim nabopamopHoeo
obcnedosanus eemoenooun (Hb) 69 e/a, aeiikoyumor 20+ 10°/a,
COD 36 mm/u, CPb 3+. [ocnumanuzuposan é cmayuoxap no me-
cmy JHCUmMensbcmea ¢ npeononazaemMbiM OUaeHO30M: CUCHEMHbLI
sackyaum, oosesnv Kasacaku. [loayuan acnupun, 6HympueeHHblil
ummynoenodyaurn (BBHUI), anmubuomuku ¢ nosoxcumenvhuim
aghgpexmom 6 meuenue 2 mec.

B okmsaobpe 2010 e. — 60300H061eHUe ebpunbHOll AUXOPaA0-
KU, colnu, boau 6 eopae, uepe3 2 Hed — HeCMOUKUI apmpum ny4e-
3aNACMHbIX U 20AeHOCMONHbIX cycmaeos. Ilpu obcredosanuu
6 cmayuoHape no Mecmy JcUumenbcmea: AumpadeHonamusl, eena-
MOCHIeHOMe2aAUS, MUONePUKAPOUmM, NAespum, albeeoium, aHe-
mus, netikoyumos, COD 65 mm/u. Juaenos: arnepeocencuc Bucc-
nepa—DPanxonu. C 05.11.10 nauama mepanus I'K per os 6 dose

1,5 me/ke 6 cymku 6 nepecueme Ha npeOHU3010H U 6HYMPUBEHHO
(nyavc-mepanus memunpedom 250 me mpudxncovt), uH@y3uu
BBHUT, nepeausanue spumpomaccet, ¢ 25.11.10 naznauen memo-
mpexcam (MT) 12,5 me/m? (8 me) 6 nedenio. CocmosiHue ¢ He3Ha-
YUMeAbHOU noaodcumensroil ournamuxol. C yuemom mopnuouo-
cmu K npogoouMotl mepanuu 60300H061¢eH OugpgepeHuuanrvho-ou-
ACHOCMUMECKUI NOUCK C UCKAIOYEHUEM 2eMAamOOHKON0UHECK Ol
namosnoeuu, 6 ceazu ¢ yem MT ommenen, cuuxncena doza I'K do
noatoti ommenwl K aneapro 2011 e. (noayuan moavko Hecmepouo-
Hble npomueosocnaiumenvhoie npenapamol — HIIBII).

C aneaps 2011 e. ommeueno 6vicmpoe ghopmuposarue cmoii-
K020 cyOmomanbHo2o NOAUAPMPUMA, 8 MOM YUCAE C 808AeHeHUEM
weiiHo20 omoena NO36OHOYHUKA, MA300e0PeHHbIX CYCMAB08, Pa3-
sumuem nepukapouma, niespuma, nadenuem ypoeus Hb 0o 55 e/xa.
ITocae npogedenus cmepHanbHOl NYHKYUU U UCKAIOHEHUS 2eMAMO-
OHKO0A02UMECKOl namoaoeuu noomeepycoer duaenos: clOA. Ha-
snauenvt MT 18 me/m?, yuknocnopun A 3,5 me/ke/cym, memunpeo
12 me/cym (1,0 me/ke 6 nepecueme na npeoHU30.10H), NPOGOOUAACH
nyavc-mepanus memunpedom 20 me/xe Ha ungysuro mpudicovl. Co-
CMOsIHUEe 0CMAa8anoch HeCMaduabHbIM, NPO0OANCAL AUXOPAOUMD,
COXPAaHANUCH noauapmpum, aumgpadenonamus. Jlns eepugpukayuu
Ouaeno3a u onpedeneruss MaKmuKu 0anbHeiuezo 1eueHus Hanpag-
snen 6 OI'BHY HUHUP um. B.A. Haconoeoii, 2de énepgoie Haxoou-
cac03.10.11no 02.11.11. Ha momenm eocnumanuzauuu cocmosi-
HUe ManbMUKa PACYEeHUBAN0Ch KAK msdicenoe, UmMeauch oouas eu-
nepecmesust, RAGKCUBOCHb, 0016 NPAKMUMECKU 80 8CeX CYCMABAX,
0016 6 eopne. Obpawanu Ha ceds GHUMAHUE OeuUUUM MACCHL mead
(-28%), molueunas ampoust, 2unomensus, (hedpuAbHASL AUXOPAO-
xa 0o 39 °C. Koxcnbie nokposwt 61e0Hbie ¢ HCeamyuHbiM OmmeH-
KoM, cyxue, 01e0H0-p0306asi NOAUMOPPHAA CbINb HA MYA08UUle
u bedpax, pacnpocmpaneHHblll eunepmpuxo3. Beipaxcennas
aum@adenonamus, eenamochnieHomeearus. Odviuika, Ovixanue
cmpudoposnoe. Yacmoma Odvixanuit 36 ¢ munymy. I[lepxymopho
npumynaenue 6 HudcHux omoenax neexkux. Ilpu ayckyasmauyuu oc-
Aabnenue ObIXaHUs 8 HUICHUX OMOeAax NeeKuX, ulyM mpeHus nies-
Dbl RPAKMUMECKU HAO 8Cell NOBEPXHOCIBIO, ULYM MPEHUs NePUKap-
da. Yucao akmusnwvix cycmasos (YAC) — 20, kucmot 8 nookoneH-
HbIX 001acmsX, Ha MbLALHOU U AAOOHHOU NOBEPXHOCMAX NYHe3aNnsi-
CHIHBIX CYCMABO8, ¢ Nepexo00M HA HUNICHIO Mpemb npeoniedbs,
CamocmosmenvHo npaKkmuuecku He nepedsueaics. Ilo oannvim 06-
c1e008aHUs 8 CIMALUOHAPE 8bICOKAA AAOOPAMOPHAA AKMUBHOCb
(Hb 76 o/n, neiixoyumor 21,3 1F/a ¢ narouxosdeprvim cosueom,
mpomboyumot 634« 10°/2, COD 44 mm/u, geppumun 2534 mxe/a,
CPF 162 me/n), npu uHcmpymeHmansHom 00caedosanuu noomeep-
JIcOeHbl anveeoaum, nieepum, nepukapoum. B nepewvie onu eocnu-
Manu3auuy omme4aiucs nodsemvl memnepamypul 00 ge6punbHbIX
3HAUEHUIl, NPeUMYUeCMEEHHO 60 6MOPOL NOA0BUHE OHSl, KYNUPO-
sasuiuecss eHympumbliteunvim eeedenuem HIIBII; evipascennas
CKOBAHHOCHIb HA NPOMSANCEHUU OHS; 00UNbHASL PACHPOCMPAHEHHAS
NOAUMOPPHASL CbING, HACHblE HOYHbIe NPOOYICOeHUs U3-3a 0oaell
8 cycmasax; nocmosiHHas 00biuka 0o 32—36 6 murnymy. Ilpunumas
60 6HUMAHUe (heHomunu4ecKue 0COOeHHOCMU, HACAeOCMEEHHOCb,
BbINONHEHO 2eHemuueckoe 00credosanue: noauwlii anaus 11-2o
9K30Ha 2eHa meganonamkunazel (MVK) — mymayuii He o6Hapy-
aceno, wacmuunviil ananus 2ena NLRP 3 (CIAS 1) (136—718-1i ko-
0O0HbL) — NAMOCEHHbIX MYMAUUL He BbIA6AEHO; OOHAPYICEH NOAU-
mopuuiii eapuanm rs3806268 6 2omo3ueomHOM COCMOSAHUU.
Ilo pezyavmamam 006credo6anus ¢ yuemom msicenoeo0 meueHus
3a604e6aHUSs C Pa3guMUemM NOAUCEPO3UMO8, HAPACMAHUS UHEANU-
ouzayuu, pepakmepHocmu K npoeoOUMOI paHee Mepanuu Ha
KoHcuuyme 0110 npuHamo peuterue o Haznauenuu TI[3 no 10 me/ke
Kaxcovle 2 Hed, OAYHEeHO paspeuerie 10KaNIbHO20 SIMUYECK020 KO-
Mumema, NUCbMEHHOe UHPOPMUPOBAHHOE cozaacue pooumeneil.
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[locae nepsoii ungyszuu TII3 (140 me) 5nu30006 noguvluieHus mem-
nepamypul He 0bL10, 3HAYUMEAbHO YMEHbULUAACH CbINb, CKOBAH-
HOCHIb, K 3-MY OHIO NEPecman 6biCAYUUBAMbCS WLYM MPEHUs NAe6-
Dbl, YAVHUUAOCH ObIXAHUE, COKPAMUAUCH DA3MePbl NeHeHU U cene-
3€HKU, YMEHbUWUACA IKCCYOAMUBHbIL KOMHOHEHM 6 CYCmagadx.
C 10-20 dus nocae unghyzuu ycuauaucs apmpaneuu, CKO8aHHOCMb,
NPURYXA0CMb CYCMasos, coinb. Yepes cymku nocae 6mopoi uHgy-
suu T3 (160 me) 3nHauumenvro ymMeHbUUAUCH IKCCYOAMUBHDBLE U3~
MeHeHUs. CYCmasos, Cbinb. 3a Nepuod e0CRUMANU3auUU Omme4eHa
CYULeCMBEHHAS NOAOHCUMENbHASL OUHAMUKA UBMEHEHUl cO CIopo-
HbL cepoya u neekux (puc. 1), a makoice rabopamopHuix nokazame-
aeti: yposenv CPh cnusuacs ¢ 162 do 3,4 me/a, Hopmaauzoeanacs
COD, nosvicunocv codepucanue Hb, cHusuics yposersv gheppumu-
Ha. B danvreiiwem npogoduauce peeynsprole uH@ysuu ¢ uHmepsa-
10M 8 2 Hed 8 001aCMHOLL O0AbHULE MO MeCmy Jcumenbcmea 6e3 He-
onaeonpusmubix peakyuii (HP) ¢ omuemausoil noaoxcumenvHoil
dunamuxoii (maobn. 1).

ITosmopno  eocnumanuszuposan ¢ DPIBHY HHHUP
um. B.A. Haconoeoii uepes 3 mec, 6 gpeepane 2012 2. YAC — 5, ra-
bopamopnoil akmusHocmu He @visigaeno. [Iposodumas mepanus
npodonxcena, ymenvuiena 003a memunpeoa ¢ 6 0o 5 me 6 cymku,
noayuan peeyasprole ungysuu TI[3 no 160 me kaxcovie 2 Heo.
BHuauane anpens 2012 e. nepenec Hocoenomounyro uHgexuyuro (no-
AY4AN (PReMOKCUH), MO CRPOBOUUPOBAN0 0DOCmpeHue 3a001e6a-
HUs: 80300HOBUAACH CbINb, YXYOWUACA CYCMAGHOU cmamyc,
YCUAUAACH YMPEHHSISL CKOBAHHOCHIb 8NA0Mb 00 OMKA3A OM X00b0bL
6 Nepeyio NOA0BUHY OHsl.

Ilpu ouepeonoii eocnumanuzayuu ¢ 22.05.12 ommeuanrocw
Hanuyue akmusHoeo cycmaesnoeo cunopoma (YAC — 21) ¢ popmu-
DOBAHUEM HANPSICEHHbIX KUCM 8 001acmu AY4e3aniCmHbIX U 20-
JNEHOCMONHBIX CYCMAB08 C NPUHAKAMU COA8AeHUSI COCYOUCMO-
HepeHO20 NyuKa KUCmoil 8 obaacmu Aeeoil KUcmu, SUcuepumol
OMCYMCmMe08anl, UMeAUch yMepennas aumpadeHonamus, 2ena-
momeeanus. Ilpunamo pewenue o npodoaxcenuu mepanuu TIL[3
¢ yseauuenuem 003bl Ha un@ysuro 0o 12 me/xe. Mnousudyanvrvimu
0COOCHHOCMAMU 0MEema HA NPOBOOUMYH) Mepanur) 8 OaHHOM
cayuae A8A5SAUCh: 00UAbHASL CbINb, CUAbHAS CKOBAHHOCIb 8 CYCMA-

Puc. 1. PeHTreHorpammbl OpraHoB rpyaHoii Knetku 60nbHoro C. a — npuaHaki nepukapauTa,
nneBpuTa, anbBeONMTa 40 Havana Tepanun TU3; 6 — nonoXuTenbHas UHAMUKA NPU KOHT-
ponbHOM 06Cef0BaHNM Yepe3 3 MeC Nocne Havana Tepanuiu

6ax 6 meuenue 1—2 OHeil neped ungysueii ¢ napadoxcarbHvIM no-
BblUUEHUEM AKMUBHOCIU IKCCYOAMUBHO20 ROAUADMPUMA C BbIPA-
JHCEHHBIM 00A€8bIM CUHOPOMOM U HANPANCCHHIMU MENCMbIULCHHbL
MU KUCmamu nocae UHQ@Y3uu npu noA0NCUMenbHol OUHAMUKe Ad-
OopamopHbIX noKazameneli, 8 MOM HUCAe CHUNICEHUU YPOBHS pep-
pumuna. Ha 2—3-u cymiu nocae npoeedenus ungpyzuu 21.06.12
OmMeUanucs 3MuU300bl NPUCMYRO00PA3HbIX Ooaell 8 Jcugome 6e3
KaKoti-1u60 10KanbHoll ab00OMUHANbHOU CUMIMOMAMUKY NpU hu-
3UKAABHOM OCMOMpPe, YMO 8 COBOKYNHOCMU ¢ 0COOeHHOCMAMU pe-
AKyUU Ha NPOBOOUMYH) MEPANUI) PACCMAMPUBANOCH KAK NPOsiéae-
Hle Ha0no4euHUKoBol He0OCMAamo4HOCMU y NAYUeHMA ¢ SPKO
soipadiceHHoll 3aeucumocmoto om I'K. B nepuod eocnumanuzauyuu,
€ yHemom msucecmu COCMosHUSs, NPUHIMO peuleHue 0 HeobX00u-
Mocmu yeeauveHuss 003vl Mmemunpeda 0o 8 me/cym, umesuiuecs
¥V 00AbHO20 HANPSNCEHHbIE KUCHbI NYHKMUPOBAAUCH C 88C0CeHUEM
I'K (puc. 2). Iocae gvinucku uz cmauuoHapa npoooasceHa peko-
MeHO08aHHAs mepanus 8 NOAHOM 00vseMe ¢ COXPaHeHueM UHmep-
sana mexcoy ungysusmu TI[3 2 neo.

Ilpu danvHeiiuwem HabaOOeHUU ¢ NOBMOPHBIMU 20CHUMANU-
sayusamu 25.09.12—16.10.12 u 08.04.13—27.04.13 na ¢ghone npo-
004JICeHUS. MePanuu OMMeHeHa 3HA4UMas NOA0NCUMeNbHAS OUHA-
MUKQ KAUHUYECK020 U Aa00pamopHoeo cmamycd, no360Auuias
oyeHums omeem Ha mepanuro no kpumepusm ACRpedi kak 30;
70; 50; 70; 50 u 70% uepes 1, 3, 6, 12, 18, 24, 30 mec. Oonaro ne-
PUOOUHECKU PeUUOUBUPOBANU MEHCMbIUUCHHbIE KUCHIbL, YMO mpe-
006a10 6blNOAHEeHUS N0KANbHbIX uHBekyuil T'K, ommeuanocs npo-
epeccupyowjee Hapacmavue @OYHKYUOHAAbHbIX HAPYULCHULL
U PEeHMeeHON0UMECKUX UBMEHEHUIl CO CIMOPOHbI MA300e0peHHbIX
cyemaeog (puc. 3).

B uione 2013 e., necmomps na peeyasphulii epaguk 6gede-
nus T3 no mecmy acumenvcmea, y pebenka paseuiocs obocmpe-
Hue: cbinb 6 meyeHue Cymok, 60au 6 mazobedpeHHblx cycmasax,
aumepadenonamus. CocmosHue Kynupoganocs 6e3 0onosHumens-
Holl koppexuyuu mepanuu, oonako c¢ 29.08. 13 ommeuero ygeauue-
HUe Pazmepos MeNCMbIUUEHHbIX KUCM U DA3GUMUEe GbIPANCEHHO20
CUHOBUMA N1€6020 201CHOCMONHO20 Cycmagda, nompedoeasuieco
ANOKANbHOU UHBEKYUU OUNPOCNAHA.

Ilpu eocnumanuzayuu 6 oKkms0-
pe—nosope 2013 e. na 5-ii denv nocae naa-
Hoeoll ungysuu TI[3 ycuauauce apmpan-
euu, deghucypayus 1€6020 201eHOCMONHO20
cycmasa, Y8eAuMUAUCh MelCMbluleUHble
KUCMbL ¢ NPUBHAKAMU BMOPUYHO20 MYH-
HeavHoeo cunopoma. 29.10.13 evinosnena
NYHKUUSl 1€6020 2041eHOCMONH020 CYCMa-
6a, eésedeno 1,0 ma dunpocnana. 30.10.13
YmMpoM NOAGUAACH IPUMEMAMO3HAS CbINb,
conpogodcdarouyascs 3y00M Koicu, om-
OenbHble 31eMeHmbl KPANUGHUYbL HA 2une-
DEMUPOBAHHOM (hOHe, 6 meyeHuUe OHsL CblNb
npuoodpeaa xapaxKmep pacnpocmpaHeHHol,
CAUBHOU,  APKO-MAAUHOB020  UGema

Ta6nuya 1 [mHamunka nabopaTopHbIX Nokasateneit Ha oHe Tepanun TL3

Moka3zartenu o TU3 1 mec 3 mec 6 mec 12 mec 18 mec 24 mec 30 mec
Jeiikoumtel, «10°/n 21,3 15,5 6,8 12,0 74 8,2 121 9,1
Hb, r/n 76 117 115 136 122 121 127 134
TpombouuTsl, «10%n 634 273 176 285 226 212 184 212
€09, Mm/4 44 9 4 10 2 3 3 3
DeppuTuH, MKr/n 2534 131,2 133 - 62,7 75,2 207 20
CPB, mr/n 162 0,15 1,0 0 0,15 0.15 0 0,15
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(puc. 4), yeeauuunucv pazmepvl AuMpamu4ecKux y3noe, neveHu
(+1,0cm), cenezenku (nanvnuposancs kpaii). B anasuzax kposu —
mpomboyumonenusi, QUOPUHO2EH HA HUMICHEU epaHuye HOpMbl,
CHUDICEHO KOAU1eCMB0 KAeMOK — ecmecmeeHHblx kuaiepos. Ilo co-
6oKynHocmu Kpumepueg cocmosnue pacuyenero kaxk CAM, emo-
puunniii. TIposodunacy ungysuonnas mepanus (BBUI cymmapro
15,0 2, memunped 500 me mpuxncost), yeeauuena doza I'K enympo
do 1 me/xe 6 cymku 6 nepecueme Ha npedru30a0n. CocmosiHue ¢ no-
JN02CUMENbHOU OUHAMUKOLL 6 meueHue 2—3 cym. B danvueiiwem co-
cmosiHue cmabunvHoe, AUMPAOeHONamuu Hem, HOPMAAU30BAAUCH
DA3MepbL NeUeHU U CeNe3eHKU, 3HAYUMEeNbHO YMEHbUUAUCH 80CHA-
AUMeNbHbIe USMEHEHUs. CYCMABO8: HA MOMEHM BbINUCKU OMMeYd-
AUCH MEHOCUHOBUM 8 00AaCMU 1€8020 AYHe3ansicmH020 CYyCmasda,
C2NANCCHHOCMb KOHMYPO8 3aNACMULL ¢ 02DAHUMEHUEM O8UNCCHULL
0e3 6016020 KOMROHEHMA, yeeauteHue 00veMa 08UINCEHULL 6 MA30-
bedpennbix cycmagax. [1o6mopHbix 5nu300068 GbICbINAHUIL He OblLA0.
Jluxopadku 3a nepuod eocnumanu3ayuy He 3aUKCUPOBAHO.

B mapme 2014 e. cocmosnue ocmasanocb cmaduabHuiM,
0e3 npu3HaKoe aKkmueHoCmu 3a601e6anus, 3a UCKAIOYeHUEM MU-
HUMANbHBIX NPOSGAEHUN CUHOBUANBHBIX KUCM 8 001ACmU 16020
AYHe3aNnACMHO20 CYCMasa U 6 noOKoaAeH-
HbIX o0nacmsax 0e3 HapyuleHus (QYHKYUu
SMUX CYCMagos, 00HAKO YBeAUUUNACH
(DYHKUYUOHANbHAS HEeAOCMmAamOo4HOCMb 3a
cuem 02paHuUeHUs: OBUIICCHUIL 6 NAeHeBbIX
u ma3zobedpenuvix cycmasax. Ilpodon-
acena mepanus I'K nepopasvro 6 dosze
0,5 me/Kke 6 nepecueme Ha NPeOHU30NAOH,
MT 10 me/ned, goauesoii kuciomoii 1 me
6 dueii 6 Hedenio, nPogoOUAUCH UHPY3UU
T13 kaxcovie 2 ned no 160 me (10 me/ke).

[pencraBieHHOe KJIMHUYECKOE
HabJII0ICHNE TEMOHCTPUPYET MCKIIOUN-
TEJIbHYIO CJIOXKHOCTb JUIsI Kypaluu OJHO-
IO U3 CaMbIX TSIKEIbIX PEeBMATHMYECKUX
3a00s1eBaHMI1 1eTCKOro Bo3pacta — CHOA.
JletaibHOE ONUCAHUE TUHAMUKK KJIIMHU -
YECKUX TMPOSIBJICHUI Ha (hOHE UTUTEb-
HOTrO (B TeueHMe 2,5 rojia) HelpepbIBHO-
ro nedenust TLI3 Ha mepBbIil B3I HE
BITOJIHE COTJIACYeTCSI C ONMTHUMMCTUIHBI-
MM JIaHHBIMU PaHIOMM3MPOBAHHBIX
KIMHu4Yeckux ucciaenoBanHuii T3, on-
HaKO JaeT BaXHYyI WHGOOPMALIMIO IS
MPAKTUKYIOLIMX CIIEIUATMCTOB I10 LeJI0-
My psay mo3uluil. Manbuuk 3abosen
B OYEHb paHHEM Bo3pacte — 1 ron 8 mec, —
YTO caMoO MO cebe HEpelnKo 3aTPyaHSIeT
MPaBUJIbHYIO MHTEPITPETALIUIO KIIMHUYE-
CKMX CUMIMTOMOB. MIMeBIIMI MecTo Ha
TOT MOMEHT CUMITTOMOKOMTIUIEKC, BKITIO-
yaBiuii (peOpWIbHYIO JTUXOpaaKy Oosiee
1 Hem, XapaKTepHYIO CBIITb, apTPaITHH,
JISUKOIINTO3, TMMMaIeHOaThIo, TT03BO-
JIsUT 3a11oa03puTh 1e010T CFOA, HecMoTpst
Ha OTCYTCTBHME CYCTaBHOTO CHUHIpPOMA,
SIBJISIIOLIETOCS] O0SI3aTe/IbHBIM ISl T10-
CTaHOBKM JIMarHo3a 1o Kpurepusim Bee-
MUPHOM JIUTU PEBMATOJIOTMYECKHUX aCCO-
mumanuii (ILAR). IIpob6nema Bepuduka-
LMY JTMarHO3a Y TMOJOOHBIX MallMeHTOB
B TOCJIETHEE BPEMsI IITUPOKO 00CYXKIaeT-
cs B uTeparype. [laToreHetnyeckoe To-

XnecTBo moHSATHi «ctOA» 1 «6one3nb CTuia» 1aeT psiay aBTo-
POB OCHOBaHUE TIpeJIaraTh MIPUOPUTETHOE IIPUMEHEHNE KPUTe-
pueB SImarydym, WCIIONTBb3YyeMBIX IUISI MUArHOCTUKU OOJIE3HU
CTriia y B3pociibix (TabJ1. 2) 1 06J1aIaromnX O0JIbIICH YyBCTBU -
TEJILHOCTBIO W CHEIMGUIHOCTBIO [22], TTO3BOJISIONINX TUATHO-
ctupoBath CHOA Ha Tak Ha3bIBaeMOU «ITPEIapTPUTHOMN» CTaTUN
3a00JICBaHUsI, UTO CIIOCOOCTBOBAJIO ObI OOJIee paHHEMY TToTaaa-
HMIO 9TUX MAIIMEHTOB B M10JI€ 3peHUSsI MeIMaTPOB-PEBMATOJIOTOB.
B naHHOM ciiyyae y maiueHTa uMeauch 4 O0JbIINX U 2 MaJbIX
KpuTepus SMarydu, 4yTo mo3BosisgeT AuarHoctTuposaTh CKOA Ha
paHHe# cTanuy Npy YCJIOBUU MCKIIOUEHUS] MHBIX 3a00IeBaHUIA.
OTnenbHO ciieAyeT OoOpaTUTh BHMMaHWE Ha HEOOXOIMMOCTb
npoBeneHus TuddepeHINaTbHO-TMarHOCTUIECKOTO MMOKCKa 10
HasHayeHus 'K 1 mMMyHoIeTIpeccaHTOB, 4TO 0OYCIOBIIEHO, BO-
TIEPBBIX, HEBO3MOXHOCTBIO UIACHTU(DUKAIINY TeMaTOOHKOJIOTH -
yeckoil marosornu Ha (ore Tepanuu ['K, Bo-BTOpbIX, hopmu-
pOBaHMEM TOPITUIHOCTH K TEPAITUU KaK Y TTAIMeHTOB C OHKOJIO-
TMUYECKUMU 3a00JIeBaHUSIMU TIOCIIe HEOTIPaBIaHHOTO ITPUMEHEe-
Hus 'K, Tak u y nmanmenroB ¢ ckOA. B naHHOM cityyae cocTosi-
HME MaJIbYMKa YXYIIIWIOCh B XPOHOJOTMYECKOM CBSI3U C OTMeE-

]

’

Puc. 3. PentreHorpammbl 1a3a 6051bHOM0 C. @ — ABYCTOPOHHMIA KOKCUT C Ha4aNbHbIMU NPU3Ha-
Kamu JecTpykuuu ronosok (oktabps 2012 r.); 6 — nporpeccuposaxne JecTpyKLuny ronosBok
OeApeHHbIX KOCTEN, 60MbLUE BbIpOXEHHOE cnpasa (0KTa6pb 2013 T.)

Puc. 4. BbichinaHus Ha KOXe B pamMKax pasBuTS BTOPUYHOIO CUHAPOMA aKTUBALIMM MaKpoa-
ros (a, 6)
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HOW Tepaliuy 1 MPOSIBUJIOCH PEILIUINBOM ITOJIMCEPO3UTa, Pa3BU-
THEM CyOTOTAJILHOTO TTOJIMAPTPUTA C BOBJICUCHUEM IIIEHHOTO OT-
IleJTa TIO3BOHOYHMKA 1 Ta300¢IpeHHBIX CycTaBoB. TakuM obpa-
30M, Y MallieHTa OTMEYAIMCh HeOIarompusITHbIe (haKTOPhI IIPO-
THO3a: TePCUCTUPYIONIasl JTUX0pajka, ObIcTpoe (hopMUpoBaHUe
CTepPOMI03aBUCUMOCTU ¥ CTEPOUIOPE3UCTEHTHOCTU, TPOMOO-
LIMTO3, paHHee (hOPMUPOBaHNE TTOJIMAPTPUTA, BOBICUSHHE Ta30-
OeIPEHHBIX CYCTABOB.

Cynst mo gaHHbBIM JuTepatypbl, cKOA COOTBETCTBYET J10-
BOJIbHO ONpEICJEHHbIN CIEKTP IUTOKUHOB, KOTOPBIN XOPOILIO
KOppearpyeT ¢ OTBETOM Ha MHAMBUAYAJIbHYIO aHTULIMTOKWUHO-
By10 Tepanuto. CorlacHoO MHEHUIO psiia aBTOpoB [23], B cuTya-
LIMM, KOT/Ia UMEIOTCS ¥ CUCTEMHBIC TIPOSIBIICHMS 3a00JIeBaHMS,
U TIOJTMAPTPUT, BEAYIIYIO pOJIb B ITATOTeHE3¢ 3a00IeBaHMSI UTpa-
er WJI16. Takum 06pa3oM, IpPUHMMAsI BO BHUMAHNE UMEBIIMIACS
CUMITOMOKOMITJICKC, Y JAHHOTO TalleHTa OIpaBIaHHbBIM ObIIO
HasHayeHue nHruouropa MJI6 — TLI3. Ve mmocJie epBoro BBe-
NeHUsT TIperapara KylmpoBalach JIMXOpanKa, YaydIImioch 00-
1Iee CaMOUYYBCTBHE, IO TaHHBIM 3XOKapauorpaduu oTMedeHa
MOJIOXKUTEbHASI TMHAMKUKA MPU3HAKOB MEPUKAPIUTA U TJIEBPU-
Ta, 3HAYUTEJbHO CHU3UIACh JJa0OpaTOpHast akTUBHOCTD 3a00J1e-
BaHus (cM. Tabu. 1). K 3-my Mecsily Tepanuu y naiueHTa Obul
3apernucTpupoBaH oTBeT B uHTepBane 50—70% mo nmeauaTpuye-
ckuM kputepussM ACR [24], 4To m03BOIMIO HAYaTh CHIDKEHUE
no3bl epopanbHbIx ['K. OmHako 1ocie mepeHeceHHOM MHTEp-
KYPPEHTHOI HOCOTJIOTOYHOI MH(MEKIINY MO3UTUBHAS TUHAMM-
Ka ObllIa YaCTUYHO yTpadyeHa, pa3BUJIOCh 000CTpeHMEe 3a00J1eBa-
HUS (CBITTb, TTOJTUAPTPUT) 63 BEIPAXKEHHBIX CIBUTOB JJabopaTop-
HBIX TTOKa3aTesiell M ¢ He BIOJHE TUMTUYHBIMU TIPOSIBIICHUSIMU
clOA B BujIe SIpKO BBIPaXKEHHOI CKIIOHHOCTH K (POPMUPOBAHUIO
MEXMBIIIEYHBIX CUHOBUAIBHBIX KUCT. YUWUTBHIBass WHTEHCHB-
HOCTb 00JIEBOTO CMHIPOMA, YIpo3y pa3pbiBa KUCTbI, TPU3HAKUA
CIABJIEHUSI COCYAMCTO-HEPBHOIO IMy4yka B 00JaCTU KUCTH, BbI-
MOJIHEHA MMyHKIIMSI CUHOBUAJIbHOIM KUCTHI ¢ 9BaKyallleil coaep-
xumoro u BBegeHueM ['K. JlonmosHUTEIbHBIM 000OCHOBaHUEM
NIl TYHKIUU SIBJISUIOCh HAWYMe OaHHBIX JUTepaTypbl [25]
0 TOM, YTO JIOKAJTbHOE CKOILICHWE CMHOBUAIBHOU XXUIKOCTH,
TaK HA3bIBAEMOTO <«IICEBIOCENTUYECKOTO» XapaKTepa, ¢ BbICO-
KUM LIUTO30M, SIBJISIETCS (DAKTOPOM, TTOIIEPXKUBAIOIIIM OOIIIe-
BOCTIAJIUTENIbHBIN OTBeT. Hamnune KIMHUIeCKUX CHUMITTOMOB
HAJIMIOYeYHUKOBOW HEMOCTATOUHOCTU Ha TOT MOMEHT TTOCITY XK1~
JIO TIOKa3aHWeM JUTsl YBeJIMYeHMs 103bl nepopaibHbix ['K mo
0,6 MT/KT B CyTKU B ITepecyeTe Ha MPeTHNU30JI0H.

Ta6nuua 2 [narHocTu4eckne Kputepum

Kputepuu ILAR pns clOA Kputepuu fimary4u pns 6onesnu Ctunna

BONbLUNE KPUTEPUIA:

nn ¢ NpedLuecTBytoLLen 1. ®ebpunbHas NNXopaska B Te4eHne
hebpunbHON NUXOPaaKon KaK MUHUMYM Heaeni
NMPOAOMKNTENLHOCTLIO HE MEHEE 2. ApTpanriv NPOLOMKNTENbHOCTbIO
2 Hefl B COYETaHUN C OfiHUM 2 Hea v 6onee

unu 6onee u3 creayoLnx 3. Tunu4Has cbinb

NPU3HAKOB: 4. HeiTpounbHbIii NeRKoLnTo3

1) HedhMKcMpoBaHHas MANNbIE KPUTEPWIA:

3puUTEMATO3Has Cbinb 1. Bonb B ropne

2) reHepanu3oBaHHas 2. NumdageHonatus
numdaaeHonarus W/vnn cnneHomeranus

3) renatomeranus 3. Hapylenue hyHKUMM NeveHn

+/- CrneHomeranus 4. HeratMBHOCTb N0 PeBMATOUAHOMY
4) ceposuTbl (haKTOPY 1 AHTMHYKNEapHbIM aHTUTENaM
Mpu ncknioueHun [lnarHos f0CTOBEPEH NPy Hanuynm
Apyrux npuym (!) 5 KpUTEpUeB, BKMHOYAs 2 GONbLUNX,
NpH UCKNKOHEHUM APYrUX NpUsnH (1)

ApTpUT B COYETaHUN
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[MpocnexuBaemasi B JaHHOM KJIMHUUYECKOM HaOJIOICHUHN
orpeesieHHas: pe3uCTeHTHOCTh K T3 He aBigercss THIMMIHOM
U, TI0 HAIlIeMy OTIBITY, HaOII0daeTCs TOJIbKO Y SIMHUYHBIX 0O0JIb-
HBIX C HAan0oJIee TSDKENTbIM TeueHreM 3a0oeBaHust. TpyaHo cka-
3aTh, CBA3aHa Jiu HepocTtarouHas 3¢ gektuBHocTh T3 ¢ ero
MPUMEHEHNEeM B HECKOJTbKO CHIKeHHOM o3¢ (10 Mr/Kr BMecTo
12 Mr/KT), 9TO OBIJIO OOGYCIOBICHO MapagOKCATbHON peaKIlv-
eil Ha IBaxabl MPEANPUHSITYIO TTOMBITKY BBEIECHMS €r0 B 103€
12 mr/kr. BoaMoxHO, Takasi peakiiusi Obliia CBOeoOpa3HbIM MPO-
SIBJICHUEM «CHHIPOMa PUKOILIETa» Y MallMeHTa ¢ UCXOAHO Kpaii-
He TsKeIbIM BapraHToM TeueHust CKOA 1 Morsia Obl OBITh ITOCTE-
MEeHHO MPEeOa0JIeHa, eCJIi Obl He TIPOOJEMbI OPraHU3aIIMOHHOTO
XapakTepa, CBSI3aHHBIC C OTHAJICHHOCTBIO MeCTa KUTEJIbCTBA,
Haxomgserocs B 300 KM 6e310p0KHOTO MPOCTPaHCTBA OT 00JIa-
CTHOTO IIEHTpa, pacrojioxeHHOoro B 6000 kM oT MOCKBBI.

Ocenbio 2013 T, Ha 25-M MecsITIe Teparuu, y TTarreHTa pa3-
BUJICSI CHMITTOMOKOMILIEKC, BKITIOUABIIIMIA SIPKYIO CTABHYO 3y/IsI-
1IYIO ChITTb, OBICTPOE HapacTaHKE Pa3MEPOB IMEUEHH U CeJIe3eHKH,
CHIXKEHUE YPOBHST TpoMOoLMTOB 10 146 ¢ 10°/1, Hb mo 106 r/x,
runopudpuHoreHemuto 1,8 r/1 (Hopma 2,0—4,0 1/71). BTOT CUM-
MTOMOKOMILJIEKC COOTBETCTBYET AMArHOCTUUECKUM KPUTEPUSIM
CAM, pa3paboTaHHBIM Ha OCHOBAaHWKM MHOTOCTYIIEHYATOi Mpo-
Heaypbl JOCTMXKEHUSI MeXIyHapomHoro koHceHcyca A. Ravelli
u coaBT. [26]. B mosip3y CAM Takske CBUICTE/ILCTBYET BbISIBIICH-
HBIIl HU3KUI YpPOBEHb KJIETOK — €CTECTBEHHBIX KULiepoB (3%
pu HopMme 4—26%). [1poBeneHHasT Ha paHHUX CPOKaX Teparus,
BkitovaBias 'K BHyrpusenHo, BBUI' u yBenuueHue mo3bt
nepopaybHO puHUMaeMbIx 'K, T1o3BomIa KynmupoBaTh KIMHU-
YeCKYI0 CUMIITOMATUKY B TeueHue 3 aHeit. OTCyTCTBUE 3HAaUMMO-
TO TTOBBITIIEHNST YPOBHS (heppUTHHA MOKHO OOBSICHUTH MOITU(DU-
LMpyoumM BidsgHueM tepanuu TL3, yto onucaHo B iMTepary-
pe [27]. B MexnyHapoIHOM paHAOMU3UPOBAHHOM KJIMHUUYECKOM
uccienosanuu TL3 mpu cFOA (TENDER) Takke Hab1ronanoch
Tpu caydass CAM, oauH U3 KOTOPBIX, 10 MHEHUIO KCCIIeIoBaTe-
JIeii, Mor ObITh cBs3aH ¢ mpuMeHerurem TLI3 [21]. Y nByx apyrux
MalMeHTOB, HAMpOoTUB, pa3BuTre CAM MorIu CIpoBOLIMPOBATh
ormeHa TL3 u HeronHas BBeneHHas 1o3a. B Hailem HaOmone-
HUM TIpearioiaraeMasi cBsi3b ¢ nHoysueir T3 npencraBnsieTcs
MaJIOBEPOSITHOM, TocITe KynrpoBaHus cuMntoMoB CAM Tepars
TL3 6bu1a MPOIOIDKEHA C XOPOIIIel TepeHOCUMOCTEHIO.

C MOMeHTa Ha3HAYeHUs TePaITuy Y MaJTburKa He PeLan-
BUPOBAJIM JINXOPAIKa M TTOJMCEPO3UTHI, BHICHITIAaHUST Ha KOXe
HOCWIY 3TTM30INIEeCKUI XapaKTep, 3HAYMMO CHU3WIACh aKTHB-
HocTh cyctaBHoro cunapoma (YAC — 3 nipu ucxogHom 20), or-
CYTCTBOBaJla J1abopaTopHasi aKTUBHOCTb, CYLIECTBEHHO YJIyu-
LIWJIOCH KauyecTBO xku3Hu. OgHako Tepanust T1L3 He rnmo3Bosnnia
MpeA0TBPATUTh AECTPYKIIMIO Ta300€IPEHHBIX CYCTaBOB, UTO CO-
IJIacyeTcsl M ¢ JaHHBIMU JIUTEPaTyphl O TPOTrPEeCCUPOBAHUN U3-
MEHEHUII B Ta300€IpEHHBIX CyCTaBax Ha (POHE TAKOTO JeUCHUS
[28]. 3a mepuon HaGmomeHust (36 Mec) 3aperuCTPUPOBAHO HeE-
ckonbko HP (mBaxkmel — HOcomTOTOYHAs! MH(MEKIIUS, TTYJIbITUT
Ha (oHEe MHOXECTBEHHOIo Kapueca), ogHa cepbe3Has HP
(CAM). Bce HP pasperuninch npu Ha3HaY€HUU COOTBETCTBYIO-
IIETO JIeYeHMsI B KOPOTKUE CPOKU W HE MPETSITCTBOBATIM TPO-
nojpkeHuto Tepanuu. [TapunanbHelil oTBeT Ha Tepanuto TL3 co
CTOMKMM KYMUPOBAHUEM JIMXOPANAKU, JaOOPaTOPHOI aKTUBHO-
CTU, JIOCTOBEPHBIM YJydllleHHeM oO0LIero (hyHKIMOHAIBHOIO
craTyca, HO COXpaHEHMEM CTEepPOMI03aBUCUMOCTH, CKJIOHHO-
CTbIO K (DOPMUPOBAHUIO MEXMBIIIEYHBIX CUHOBUATBHBIX KUCT
MpU COXPAHHOM (DYHKIIMU COTPSIKEHHBIX CYCTaBOB, OTCYTCTBUE
MOJIOKUTEIbHOM TMHAMUKY TEMITOB JIMHEIHOTO pOCTa, a TaKXKe
psIo IpyTuX 0OCOOEHHOCTEH TeueHMs 00JIe3HU, BKITIOYAs TIOBTOP-
HbIC 3TU30/bI AJTHBEOJIUTA C CUMIITOMAMM JIbIXaTeIbHOW HEI0C-
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TaTOYHOCTH, ITO3BOJISIIOT OOCYKIATh HAIMUKe Y pebeHKa 0c000-
TO, UCKITIOYUTENNBHO pedpakrepHoro penoturna ckFOA. Bozmoxk-
HO, OOBSICHEHUS TIPOCIIEXKEHHBIM B TAHHOM KJIMHUIECKOM Ha-
omoneHun (heHOMeHaM OYIyT MOTyYeHbI B OyIyIleM B pe3yibTa-
Te NAJIBHEWINX WCCIIEIOBAaHUN MOJIEKYJISIPHO-TeHETUIEeCKIX
MeXaHU3MOB ayTOBOCTIAITELHBIX 3a00JIeBAHUI 1 CHHIPOMOB,
K KoTopbiM oTHocuTcs u clOA. Ha ceromHsiimHuil neHb Hens-
BECTHO, UMEET JIM KaKoe-T1M00 3HaYeHHEe BISIBICHHBIN Y peOeH-
Ka rosiuMopdusm rs3806268 ipu ToM, 4To MyTaluy reHa NLRP 3
(CIAS 1), xapakTepHble sl KpUOTTMPUH-aCCOLIMUPOBAHHBIX ay-
TOBOCHAJTUTEIbHBIX CUHIPOMOB, Y HETO He OOHAPYXKEHBI.
Takum o6pazoM, B HallleM HabmoaeHuu npumeHeHve T3
MPOIEMOHCTPUPOBAJIO OBICTPBIN JOCTOBEPHBIM OTBET, HO HE TO-
3BOJIMJIO OCTUTHYTH PEMUCCHUM Y TIAIIMEHTa C UMEBIIMMICS Ha
MOMEHT Hauasia Teparnuu (pakTopaMu HeOJIarompusiTHOTO TPo-
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