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boae3nn (CI/IHIlpOM) CTI/IJIJIa. OnpenejieHue

bonesHb (cuHapom CTvmna) — 3T0 doopmMa HOBEHUITBHOIO
pEBMATOUAHOrrO apTpuTa, XapakTepmayrLlascs
cepoHeraTMBHbIM XPOHUYECKUM NONUapTPUTOM

C CUCTEMHbIMMN MPOABNEHUAMM:

doebpunnbHOW NMMXopaaKoun

KOXXHOW CbIMNblo

nmmdageHonaTnen

cryieHomMmeranmeu

renaTomMmerannen

cepo3nTamu



boJae3nbp CTIL1a B3pOC/IbIX.
UcTopuyeckas cipaBkKa

e
(

« 3aborieBaHne BNepBbIE ONNUCaHO Yy AeTen DpUTaHCKUM
natonorom [xopmkem Ctunnom B 1897 roay

B 1971 roay Opuk banyotepc (E. Bywaters) onucan
HECKOJIbKO crnyvaeB cuHapoma CTtunra y B3pOocChbIX

Bywaters EGL. Still's disease in the adult.
Ann Rheum Dis 1971, 30: 121-133.



bouaesns CTuiia B3pocCJibIX.
UcTtopuyeckas cipaBka

Ann. rheum. Dis. (1971), 30, 121

Still’s disease in the adult

E. G. L. BYWATERS

From the Department of Medicine, Royal Postgraduate Medical School, London, and the Medical Research
Council Rheumnatism Unit, Taplow, Berks.

 OnwucaHo 14 cny4yaes 6onesHu Ctunna y XXeHLwmH
B Bo3pacTte 17-35 ner

e OTMEYeHO CXOACTBO C KIMHUYECKUMU NPOoABIIEHUAMN
FOBEHUJIbHOIO NANOMNAaTN4ECKOIro apTpuUTa.

v’ npexoasduas Cbinb

v nonnapTpuT

v hebpunbHas nuxopagka
v nosbileHne CO3



boJuae3ns (cuHapom) CTHiLIa B3POCJIbIX

bones3Hb Ctunna y B3pocnbix (cnHapom Ctunna
y B3pocnbix, Adult onset Still's disease)

no MKB X nepecmoTpa OTHOCUTCA K rpynne
ceporeHaTMBHOINO peBMaToMOHOIro apTpuTa,
OHaKO KITMHUYECKME NPOABNEHNs1 3aboneBaHns
CYLLECTBEHHO OTNMNYAKOTCS OT KITaCCUYECKUX
NPOosiIBIIEHNN pEBMATOUAHOIO apTpuTa



boJuesns Ctuiia B3pociabix — PA wim
ayTOBOCHAJIUTEIbHOE 3a00/1eBaHue?

a.

AyToBocnanuTernbHble 3aboneBaHns (CUMHOPOMbI) YENOBEKA
(Human autoinflammatory disease — HAIDS) — aT0
reTeporeHHas rpynna peakunx, reHeTU4ecKku
OETEPMUHNPOBAHHBIX COCTOAHUN, XapaKTePM3YHOLLINXCS
HenpoBOLUMPYEMbIMWU NPUCTYNamMmn BOoCNarieHus

N MaHNAECTUPYIOLLIUX NMNXOPaAKOU U KIMHUYECKUMM
cuMnTOMamm, HanoMMHaKLWMMN PEBMATUYECKNE,

Npn OTCYTCTBUMN ayTOMMMYHHbIX NN MHAEKLMOHHBIX NPUYNH

Fietta P. Autoinflammatory disease: the hereditary periodic fever syndromes. Acta Biol Ateneo Parmense 2004;75:92-9.

Y Jamilloux, M Gerfaud-Valentin, F Martinon, A Belot, T Henry, P Séve Pathogenesis of adult-onset Still's disease: new
insights from the juvenile counterpart. Immunologic research 61 (1-2); 53-62



AyTOBOCHIAIMTEAbHBIEC 3200/1¢BAHMS.
IlaTorenes.

@

* A3 obycnoBrieHbl aHOMarbHOM akTUBaALIMEN BPOXOEHHOIO
NMMMYHUTETA

e XapakTepunaylTcsa acenTu4yeckum BocrnaneHmem B
MOpPa)XeHHbIX OpraHax B OTCYTCTBME BbICOKOro TUTpa
LIMPKYTTUPYIOLLMX ayTOaHTUTEN UMW ayTOPEeaKTUBHbIX T-KNeToK

 MoHoreHHble AU3 aBnsaTca cnegcTtBUEM MyTaLUuii B O4HOM
reHe, KOTOpbIN perynupyeTt BpoXaeHHbIN UMMYHUTET.
OTN MyTaLun BbI3bIBAKOT HEKOHTPOSTMPYEMYIO aKTUBALIUIO
BOCManeHus, NnpMBoasLLYO K U3DbITOYHON SKCMpeccun
NHTEepnenknHa 13

e [L-1B oTBETCTBEHEH 3a U3DOLITOMHOE NPOMN3BOACTBO
LIUTOKMHOB U XEMOKUHOB, KOTOPblE MHOYLMPYIOT akTUBaLUIO
HeNnTPOMPUNOB, KIMOYEBLIX KIETOK NPU ayToBOCMNaneHnn



Kiaaccupukanus ayroBoCnaIuTeJbHbIX
3200J1ecBAaHUM

[Mepuognyeckas

peunamBupytoLLas
nuxopagka

KpnonunpmnoHnatmm

[MnoreHHbIe
3aboneBaHusd

CemenHas cpeamnseMHOMOpCKas nmxopaaka
[unep-lgD-cuHgpomM/cnHapom gedpuunta MmesanoHar-
KMHa3bl

TRAPS-cuHgpom

NALP12-accounnpoBaHHasa nepuogndeckas nmxopaaka

CemenHbin xonogoson ABC/cemenHasa xonongosad
KpanueHuUa

CuHgpom Makna-Yanbca

Cunapom CINCA/NOMID

CuHgpowm bnay
PAPA-CUHOpOM
CuHgpom Mepxuaa (Medjeed's syndrome)
DIRA-cnHgpom

Ozen S., Frenkel J., Ruperto N. et al. The Eurofever Project: towards better care for autoinflammatory disease. Eur J Pediatr 2011;170:445-52.




boJesns (curapom) CTtuiia B3pocCabIX.
Onpenesienue

A

bone3Hb CTunna y B3pocnbIX — 3TO
pegkoe aytoBocnanuTernibHoe
3aboneBaHme HEU3BECTHOW 3TOSIOMH,
XapakTepusytoLieecs

* ©)XeOHEBHbIMWN PE3KUMMN NOgbEMaAMMU
Temnepartypsbl Terna donee 39°C

e apTpanrnaAMmn UNn apTpUTOM,

e OLICTPO MUCYe3aloLLEN KOXHOWN ChINbIO

°* MYJIbTNOPIraHHbIM NMOopaxxeHNnem

Poccuiickme knuHuyeckne pekomeHgaumm «Pesmatonorusi» APP., 2017.- C.290



boJaesnb CTii1a B3pOCIIbIX.
INMUIEMHUOJIOTUSA

 YacTtoTa BcTpevyaemocTu bornesHun (cuHgpoma) Ctunna
y B3pOCIbIX cocTtaBndeT 1,5 cnyyas Ha 1 MNH HaceneHus

e BbigenswoT 2 Bo3pacTHbIX Nuka: 16-25 n 36-46 ner,
HO 3aboneTb MOryT 1 nuua boriee ctapLuero Bo3pacra

e OnucaHbl crnydaun 3aborneBaHnsa B Bo3pacTe ctapiie 70 net

 XeHLLuHbI 6onerT Yalle, YeM MYXXYUHbI

Poccuinckme knnHndeckmne pekomengaumm «Pesmatonorus» APP., 2017.- C.290 — 299.
Owlia MB, Mehrpoor G (2009). "Adult — onset Still's disease : A review". Indian J Med Sci. 63 (5): 207-21.
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boJaesnb CTii1a B3pOCIIbIX.
ITHOJIOTUA

 [1lpnunHa 3aboneBaHns HEU3BECTHA

e TpurrepHbiMu doakTopamm MOryT ObITb pasnnyHble
NHEKLIMOHHbIE areHTbI:

— BUPYCHble: BMpYC IniuTenHa-bapp, umtomeranosupyc,
BUPYC naparpunna, Bupyc napoTtuTta, BUPYC KpacHyxu un ap.

—6a|<TepV|aanb|e: NepcuHnn, MMKoriiadMbl U 4pP.

* imetoTca gaHHble 06 accouuauum cuHgpoma Ctunna
Y B3POC/IbIX C HOCUTENBLCTBOM pasnnyHbiXx HLA aHTUreHos,
cpenun KoTopbix Yaule ynomuHaeTca HLA B35.

Owlia MB, Mehrpoor G (2009). "Adult — onset Still's disease : A review". Indian J Med Sci. 63 (5): 207-21.

11



boJaesnb CTii1a B3pOCIIbIX.
IlaTorenes

—(anm

B ocHoBe naTtoreHes3a cuHapoma CTtunna y B3POChbIX NEXUT
ayTOMMMYHHOE BOcCnasieHme, Kotopoe obecrneymBaeTcs
ydacTUeM pasfinyHbIX NpoBoOChanmMTENbHbIX LUTOKNHOB.
OTMeuYeHO yBenmyeHne B CbiIBOPOTKE KPOBU NaLMEHTOB

e U1 1B (myTauma B NALP reHe, NALP3 reHbl B Hopme
NpoayunpytoT 6enoK KpMOonmpuH, KOTOPbIN y4acTBYeT B rmoenu
NenKkoumToB, BOBIIEKAEMbIX B PaAHHIOK CTaguio BocnaneHus)

e AI1 6
e AT 18
e PHO«

 B-ummyHobnacrtoB (B numdaTtnyeckmnx ysnax)

Hoshino T. et al., 1998; Kawashima M: et al., 2001;Sugiura T. et al., 2002; Kotter l.et al., 2007;
Kontzias A. et al., 2008 ; Jeon Y.K. et al., 2004; Jamin C. et al., 2008 12



MexaHu3MblI BOBHUKHOBEHUS KJINHNYECKHUX

nposibjieHun npu bCB: kinroueBast poab UJI-1p
——AEDEKTBIL.CUCTEMBI-BPOXXAEHHOIO UMMYHUTETA

NMPEANOJNOXUTEJIbHBIE MYCKOBbIE ®AKTOPDI KITMHUYECKUE
PAMPs: ee ~LJ U NABOPATOPHBIE

\/#

= BaKTepu 59977 s AAAA ~ VIJ'|_-6 NMPOABJIIEHUA
= Bupychbl = __un2s —@ ApPTPUT, HEATPODUNUS

* [pubbl/NapasnTbl N ////_n\ /_ :

DAMPs: ‘ “ -_7/- N —7;‘ < N KOXXHas CbiMb
XUMUYECKME ” LR9 I ‘ n-8
Bl CTEAONCHHETS SHApMTHEIC KAeT @ Nuxopapka, apTpuT, renatut
AT® n ADK @ : :

¢ - rmnepgeppuTnHeEMus,
CbIBOPOTOYHbIN Hentpodunsi
aKTMBaTop? koarynonartusi, CO3/CPE 4

OP ctpecc? e . 5
LRPI g i VIJ1-1]3 . —— WUI-6 \ Heuntpodpunus

hl-kneTtk | -8 n criyieHomeranus

- . /
Vlﬂ 18 |hl-KneTK? ®HO-a
Jlnxopagka, koarynonatus,

ol apTpUT 1 yMEHbLLIEHNE Macchbl
CewmeiiHoe HakonneHue TnP-4 el B, B Tena

oTCyTCTBYET \
HLA-BW35, -DR2, -DR4, el nn-1g: nm;(opa;u(a, ChbliMb,

n -DRB1 [ CO3/CPB
WUJ1-18: apTpuT, renatut
Monumopdusmsl: MIF, M/1-18, AKTUBMPOBaHHBI ®dH- ’
PERFl,quMunc13-4 @@ makpodparu I UeH y N:MHGPOIDGDMTMHeMMﬂ
MHOXeCTBeHHbIE annenu T
BOCMPUMMYMBOCTH HenTtpodmnel CD8+ . NK . I
FrEHETUYECKAA tos: @ Nk

BOCMNMPUMMMYNBOCTDb

BCB — 6onesHb Ctunna y B3pocnbix; AT® — ageHosmHTpudocdat; CPb — C-peakTvBHbIN 6enok;

DAMPSs - «gucTpecc-accoummMpoBaHHble MOMEKynsapHble naTTepHbl»; CO3 — ckopocTb ocefaHns aputpounTos; HLA — yenoBevecknin nerkoumnTapHbI aHTureH; I — nHTepneikvH;
CAM — cuHgpom aktmBaummn makpodaros; NK — ectectBeHHbIv kunnep; NLR — Nod-nogo6Hele peuentopbl; PAMPS — natoreH-accoLyMmpoBaHHbIE MOSEKYNSIPHbIE NaTTePHbI;
®HO — dakTop Hekpoaa onyxonu; TLR — Toll-nogobHele peuenTopsl; Treg — perynsatopHasa T-knetka

Jamilloux Y, et al. Immunol Res 2015;61:53-62.




Kiannuka 0oJe3au CTHii1a B3pOCbIX

@

e Bbicokasa nuxopagka

HOMHAR CbiNb HA PYHAX,
7 HOTAX, TYJIOBHLLE, HHOT A -
/" HA JIMLE, JIMXOPALHA

 KoXxHasa cbinb

iyl * CyCTaBHOW CYHAPOM
/" (EPILIA, MHOKAP[INT)

 JInmpageHonaTns

NOPAHEHHE NETHHX

gyl o CririeHoMeranus

HEQOCTATOYHOCTD)
e [[enaTomeranums
— YBENWYEHHE NEYEHH W
~ CENE3EHHM, NMAM®OY3N0B, -

MuokapauTt, nepukapauT

B0k B NOPNE

T 50Nb B (YCTABAX * bonn B ro pre

" (MOHO- NONHAPTPHTBI),
MbILLEYHBIE BOJH

OTtcyTtcTtBue PO



Kiimnuueckasi KapTuHa 00J1e3H4 (CHHAPOMA)
Ctuiia B3pocCibIX

Jlnxopagka — nepBbIv U ANMUTENBHO €AUHCTBEHHbIN CUMNTOM
OonesHn.

e Temnepartypa Tena noBblLLAEeTCA BEYEPOM
N HOpManu3yeTcs YTPpoM, M.O. ABa NuKa NMXopagku B CYTKU

e Y GonblUMHCTBA NauMeHTOB HEe NogaaeTcs AEeUCTBUIO
HIBI1, aHTndmnotnkos n HebonbLwmnx 0o3 KC

e ConpoBoxaaetcd 03HOOOM 1 MNOTNNBOCTLIO

15



Kiaunnueckasi kKapTuHa 00J1e3HH (CHHAPOMA)
Cruiiia B3pocJibIX

KoXXHble nposBreHns

e [laTHMCTas UnNu makyno-nanynesHasi 3k3aHTemMa XXenToBaTo-
KpacHOBATOro U1 CBETMNO-PO30BOro LIBETA C OreAHbIM
LIEHTPOM

o Jlokannayetcs Ha TyNoBuULLE, KOHEYHOCTAX, HO MOXET ObITb
MYynbTUdOpMHas, M.0. NMHeNnHas

e BbICbinaHMs MakcMMarnbHO BblipaXXeHbl Ha BbICOTE NIMXOpaaKu,
YCUNMBAKOTCA NPU TPEHNU COOTBETCTBYIOLLENO Y4aCTKa KOXU
1N nog eNCTBMEM Tenna

o ChbInb He 3yadaulas




KoskHble mMposiBJIeHUs 00J1e3HU (CHHAPOMA)
Cruiia B3pocibIX

BbicbinaHmnga NMHenHoOro tTmna BbiCblinaHna no Tuny cetyaTtoro nnMeeno

X
e

CobcTBeHHble HabnoaeHus.

Yuukosa H.B., Cynumos B.A., LLleapuHa W.C., ApyTioHsiH I.K. BonesHb CTunna B3pochbiX: 0COOEHHOCTU KITMHUYECKOTO TEYEHUS
n TpyaHocTn amarHoctukm // PMX. 2015. Ne17. C. 1057

17



Kinnunyeckass kapruHa 0oJie3Hun CTuiiiia
B3pOoCJabIX. CyCTaBHOM CHHAPOM

—(anm

[TposiBNEeHns pa3HoobpasHbl: OT apTpanrmn
C MmanrmamMm 4o CTOUKOro apTpuTa.

* B nepBbI rog 3aboneBaHnst apTpuUT HOCUT (i
NHTEPMUTTUPYIOLLIUN XapakTep, 3|<ccy,u,aTV|BHb|e S:IBJ'IeHI/IS:I
COXPaHAKTCA HeQOoNro — B Te4YeHne 5-7 OHEN

 [MopaxaeTtca HebOsbLLOE YNCIOo cycTaBoB (3-4),
KaK KPYMNHbIX, TaK 1 Menknx. 3atemM pasBmMBaEeTCsl apTpuT,
NpOTEKaLWLKMA OCTPO N Yy BONbLUMHCTBA BOMBbHbIX
noABepraroLmMncst NONMHOMY obpaTHOMY Pa3BUTUIO

* Y 1/3 6onbHbIX Ha NObom aTane bone3Hn apTpuUT MOXET
NPUHATb XPOHUYECKNN XapaKTep C NpPorpeccupoBaHUEM
N pa3BUTUEM KOCTHOM OECTPYKLUUU U aHKMI03a

18



Kinnunyeckass kapruHa 0oJie3Hun CTuiiiia
B3pOoCJabIiX. CYCTABHOM CHHAPOM

(i@

* B npouecc moryT BoBnekaTtbcs noodble
CyCTaBbl

* Yaule nopaxalTcs fyvyesansacTHble,
3ansiCTHO-NSICTHbIE CyCTaBbl, CyCTaBbl NPeansitoCHblI,
nrneyesble N Ta300egpeHHbIE CyCTaBbl.

e MoryT nopaxaTbCca gucTanbHble MeXdanaHroBble
cycTaBbl (CycTaBbl UcknoyeHnsa ans PA)

* B LLenom cycTaBHOM CUHAPOM TeyeT 6naronpusiTHO |
N HanoMWHaEeT cepoHeraTtuBHbiN PA

« XapaKkTepHo BOBMneYyeHne B NpoLecc LenHoro
OTAerNna No3BOHOYHMKA

e B 5-7% cny4aeB — KI1C, HO 6e3 KNnnMHM4eCcKkou
MaHudpecTaumm

19



Kinnu4yeckass kapTuHa 0oJie3nu CTuiia
B3pOCJbIX. boJb B ropJie

—(anm

» [locTosiHHas cunbHasg Xryyasa 6onb, nokanuayrouwascs
B dpapuHreansHou obracTu

* B 70% cny4yaeB Bo3HuKaeT B Aebote 60nesHn, HoO MOXET
npenlwecTBoBaTh €€ PasBUTUIO

e I'IpM OCMOTpE MOXHO BbIABUTb TMMNEPEMUNIO 3EBA

* [logpobHoe obcriegoBaHue y oTonapuHroriora
He NO3BOMSET BbIABUTb APYrMX OObEKTUBHbLIX MPU3HAKOB
naTonorum B obnactu, aBAsoWeENCcss NICTOYHUKOM BoneBbIX

OLLYLLIEHU

20



KinHnyeckas kapTtuHa 0osie3Hu CTHILIIA B3POCJIbIX.
IHopaxeHue TUM@POPETUKYIAPHON CUCTEMBbI

—(anm

 JlumdpaoeHonatunsa (48-74%).
YacTto nopaxarTtca numgoyarnbl
B obnactu wewun (50%), oHX NnoaBUXKHbIE,
YMEPEHHOU NNIOTHOCTH

e CnneHomeranusa (40-42%)

e ['enaTtomeranus (25-27%)

e M.O. 6onn B XXMBOTE YMEPEHHOM
BbIPa>XEHHOCTU, MHOrAa NHTEHCUBHbIE,
CUMynNUpYyoLLme CUHLPOM OCTPOro
Xu1BOTa (OCTPbIN Me3afeHNT, NEPUTOHNT)

Pouchot J, Sampalis j, Beadet F, et al. Adult Still's disease: Manifestations, disease course, and outcome in 62 patients. Medicine 1991; 70: 118-136.
Ohta A, Jamaguchi M, Kaneoka H. et.al: Adult Still's disease: Review of 228 cases from the literature. J Rheumatol 1987; 14: 1139-1146.
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Kinnuyeckass kapruHa 0oJie3Hun CTujiiia
B3pocCabIX. Peakue nmposiBJIeHUS

®yrNbMUHAHTHbIV renaTtuT

CuHapom akTuBaummn makpodaros,
TaKkXe U3BECTHbIN KaK peaKTUBHbIN
MwvokapanuT 1 HEKPO3 MMokapaa remocparoymTapHbI CUHOPOM

MopaxxeHne nerkmx
[neBpuT, BpemeHHble nHunstpatel, OPOC [nccemMmnHnMpoBaHHOE BHYTPUCOCYANCTOE
N pecTpuKTUBHaA 60Ne3Hb Nerknx cBepTbiBaHWE

NcTnHHasa spuTtpoumnTapHas annasus

TpomboTnyeckasa TpomboumToneHnYeckas
HapyweHwne cekpeunn Al noHwxkeHHada nypnypa
KOHLUEHTpaunsa HaTpus B KPOBU

[NepukapananbHbIM BbINOT, TaMnoHaga cepaua
Anddpy3Hoe anbBeonspHoe KpoBoTEYEHNE

Ceposut

MeHMHINT (acenTUyecKknin) ¢ HEMTPOMUITbHBLIM
MMenoLmnTO30M U UHCYNBTOM JleroyHas apTepuanbHas runepTeH3uns

[dunccemuHmnpoBaHHasa LuepebpanbHas

TpomMBoTn4eckasa MUKpOaHrmonaTms

CenTtuyeckum LLIOoK
NHdekunm co cmepTenbHbIM NCXOO0M

AOlN — aHTnanypetudecknn ropmoH; BCB — 6onesds Ctnnna y B3pocnbix; OPLC — ocTpbii pecnupaTopHbI QUCTPECC-CUHAPOM.
Kadavath S, et al. Ann Med 2015;47:6-14.




JIaboparopHass kKapTuHa 0oJie3Hn CTHLI1a
B3POCJIbIX

e HentpodunbHbin nenkountos (4o 10,0-50,0 x 10%/n)
e YBenuiyeHune CO3I oo 40 mm/yac u bonee

 [loBblweHne ocTtpodgrasosbix OenkoB (CPB, a,-rnobynmHos,
doeppuUTHHA, CbIBOPOTOYHOIo amunonaa A v ap.)

[1pn bone3nn Ctunna y B3pocnbix HE BbisBNAOTCSA
e PP, AHO®, antutena k AHK

o CHWXeHune YPOBHA KOMIMJ1IEMEHTA

23



JlaboparopHasa kapTuHa 0ose3Hu CTULIIA
B3pocCabIX. Depputu

—(anm

 HecmoTpsi Ha oTCyTCTBUE CneumndmnYecknx Mmapkepos, DornbLLoe
3HadeHune anga anarHocTukn 6onesHn CTtunna y B3pocCrbIX
NMEET YpoBEHb (PeppUTUHA

e OeppUTNH — peakTaHT OCTPON pa3sbl BOCNaneHus,
CUHTE3NPYEeMbIV renatouuTamMmu

o CopgepxaHne peppuTnHa B CbIBOPOTKE KPOBM MOXET AOCTUraTb
120 000 mkr/n npn Hopme 300 MKr/n

e OnucaHo HecKosnbKo n3odopmM dbeppuTmnHa, ogHa N3 KOTOPbIX
npeacraefieHa rmmko3nnnpoBaHHbIM PeEPPUTUHOM

e [1pn bonesHn Ctunna y B3pOCSibIX YPOBEHb MUKO3NNNPOBAHHOM
N30POPMbl PEPPUTUHA CHUXKAETCHA

e [1py NATUKPATHOM MNOBbILLEHNN YPOBHA 0bLLEro dheppuUTnHa
N CHUXKEHUN coaepXaHUs MINKO3UNMPOBAHHOIO deppuTmUHA
bonee yem Ha 20% cneundru4HOCTb KPpUTEPUS COCTaBMNAET

92,9%, a uyBcTBUTENBHOCTL — 43,2%
24



boJse3np CTHi1a B3POCIIbIX.
PentrerHorpagus cycTaBoB

—(anm

e PeHTreHonorn4yeckme N3aMeHeHusi B cyctaBax
MOTryT OTCYTCTBOBAaTb

* Y 4yaCTn NauueHTOB BbIABAAT YNIIOTHEHUE
N YTONLEHMNE NEPUAPTUKYNSPHBIX MATKUX
TKaHen nnmn oKoroCyCcCTaBHON OCTEONOpPO3

* [1py pasBUTUN XPOHUYECKUX apPTPUTOB
BbISIBIIAIOT ObLICTPO (B TEYEHME OBYX NET
OT Ha4ana 6one3Hn) cdopMMPOBaHHBLIE aHKUITO3bI
B 06nacTu nyye3ansCTHbIX U 3anNACTHO-MACTHbIX
(4acTo) cycTaBOB

e Pexe aHKknnosbl gopMmpyroTcsa B 00iacTu cycTaBoB
NSIFOCHbI, MHTEPanoduseanbHbIX CyCTaBOB LLEWHOIO
oTAena No3BOHOYHUKA, ANCTanbHbIX MeXdanaHroBbIX
CcycTaBoB Kucten. MoryT BbISiBNSATbCA AECTPYKTUBHbLIE
N3MEHEHMNA B 0bnacTn Ta3obegpeHHbIX U KONEHHbIX
CyCTaBOB

25



boJe3ns (cunapom) CTuiia B3pocCbIX.
JlnarHocTuyecKne Kpurepuun

~
(

a.

Yamaguchi M. . et al 1992 r. Fautrel B. et al. 2000 .

bonbwue: bonbwue:

e Jlnxopagka 39°C u BbiWwe * Bbicokas nuxopagka =239° C
NPOAOIMKUTENBHOCTLIO HE MeHee 1 Heagenu ¢ ApTpanrum

o ApTpanrum OnuTtenbHOCTbIO 2 Hea. U bonee ¢ TpaH3uTOpHasa apuTema

e TunnyHaga cbinb o dapuHruT

 Jlenmkouuto3s (> 10.0x10°/n), >80% * [MonumopdHosaaepHbix krneTok = 80%

rpaHynounToB e [nmkonuanpoBaHHbIN PepputnH < 20%
Marsie: Marsie:
 bonwu B ropne * MakynonanynesHas Cblinb

* JlumdpageHonaTtusa n/unun cnneHomeranus .
o [leyeHo4YHas ONCAYHKUNS
e HeraTueHbIN peBMaTouaHbIN dpakTop (PP)

N aHTUHyKNeapHble aHTuTena (AHA)

NenikouymnTos = 10.000/mm3

[ocToBEPHLIM OMarHo3 cynMTaeTcs [locToBEPHbLIM ANArHO3 CYUTaAETCS NPU HaNNYUK
npn  Hanuyum 5 1 Gonee KpUTEPUEB, yeTblpex u 6onee GonbLUNX KPUTEPUEB
BKNtovaa 3 n bonee 6onbLUX KPUTEPUEB NN TpExX BonbLUNX U OABYX MarnblX Kputepues

N UCKITOMEHne apyrux 3abonesaHui

Yamaguchi M, et al. J Rheumatol. 1992;19:424-30; 2. Cush JJ, et al. Arthritis Rheum. 1987;30:186-94; 3. Fautrel B, et al. Medicine. 2002;81:194-200;

4. Mahroum N, et al. J Autoimmunity. 2014;4849:34-7.
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boJe3sHns (cuaapom) Ctuiiiia B3pocCibIX.
BapuaHTBI TeYeHUs

—(anm

BbigensatoT ABa BapuaHTa TedeHusa 6onesHn Ctunna
Yy B3POCIIbIX

o Llnknnyeckmm cuUCTeMHbIN BapuaHT

e XPOHMNYECKUN CYCTaBHOWN BapuUaHT
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boJe3nb CTuj1Ia B3pOCJIbIX.
HUKJINYeCKUH CUCTEMHBIM BAPUAHT TCUCHUS

—(anm

MOHOLMKNMNYECKNN CUCTEMHBLIN BapUaHT:

€OWHCTBEHHbIN MPUCTYMN CUCTEMHOW BOME3HN pas3nnyHOMn
NPOOOIMKNTENBLHOCTU C NOcneayrLwen KnmHM4ecKkou

N nabopaTopHOU pEMUCCUEN

[TonMUUKNNYECKUNA CUCTEMHbLIN BapUaHT:

ABa n bonee ann3oga cMcTeMHON 6one3Hn, pasgerneHHbIX
KITMHNYECKON peMUCCUEN NPOLSOIMKUTENBHOCTLIO KaK MUHUMYM
OBa mecsua

B uenom yumknmyeckuin BapnaHTt TedeHuns bonesnn Ctunna
Yy B3POCHbIX OTNINYaeTcs npeobnagaHnemM CUCTEMHbIX

nposiBneHnn 6onesHn, yMepeHHbIM CyCTaBHbIM CUHAPOMOM
28



boJse3snb CTHiIa B3POCIIbIX.
XPOHUYECKHHU CYCTABHOU BAPHAHT TCYCHUS

@

o XpPOHUYECKNU apPTPUT OOMUHUNPYET B KIMHNYECKON KapTUHE
boresHu

e B coyeTtaHuu nnu 6e3 NnonnUUKNM4YecKkoro CUCTEMHOIO
npouecca

AS



boJse3nb CTHiIa B3pOCIbIX.
JInddepeHnaIbHbIA JHATHO3

HeobxoonMmMo UCKNIOUYUTL:

~
(

(NI

* IHbeKUMOHHbIE 3ab0reBaHUS:

BUPYCHbIE (renaTuTbl, KpacHyxa, LMTOMEeranoBupycHas
NHJOEKLNA, BUPYC UMMYHoOeUUNTa YenoBeka, BUpYyC
onwTenHa-bapp v ap.)

NHAEKLIMOHHLIWN 3HOOKapAUT

TyOepkynes

NanMOBCKYI0 DOnesHb

cericuc

OHkornorn4yeckme 3aborneBaHuns
[emartonornyeckne 3abornesaHus (IMMAOMbI, IENKO3bI)

CucrtemMHble 3aboneBaHnNa COeqUHNTENBbHON TKaHU
(cucTeMHad KpacHas Bosfi4aHKa, cMellaHHoe 3aboreBaHune
COeQVHUTESNBHOWN TKaHW)

CuncrtemHble BACKYJINTHI
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boJse3nb CTHiIa B3POCIbIX.
JIuddepeHIMAIBHBIA IUATHO3

aifaN

Haunbornblune TpyaHOCTU YCTaHOBIIEHUS AMarHosa CMHApomMa
CTtnnna y B3pOoCnbIiX BO3HMKAKOT B TEX CrlydasXx, Koraa
3aboneBaHMe OCMNOXHSETCH

rematodarounTapHbiM CUHOPOMOM

(CMHOQpPOMOM akTuBaLnm makpodparoB)
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boJse3nb CTHiIa B3pOCIbIX.
JInddepeHnaIbHbIA IUATHO3

LN

e [ematoarounTapHbil CUHOPOM (CUHAOPOM aKTUBaL UK
Makpodaros) — onacHbIW rmnepeBocnasiMTeNnbHbIN
CUHAPOM, NPUYMUHON KOTOPOro Hanbonee YacTto CNyXxuT
NHJ ek

e [OC aBngeTca cneacrteBmemM U30bITOYHOW akTUBaAL MU KINETOK
CUCTEMbI ParoUuUTUPYOLLUX MOHOHYKIEeapos,
4YTO NPOABNAETCH LIMTONEHNEN, CUCTEMHOM
BOCMNanuUTenbLHON peakunen, noBpexgeHmnem neyeHu,

cerneseHKu.
KnnHnyeckmne nposBneHnsa cxodHbl ¢ 6one3Hbto Ctunna

y B3POCIbIX
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boJse3nb CTHiIa B3pOCIbIX.
JInddepeHnaIbHbIA IUATHO3

JaNIR

B ocHoBe rematodaroymMtapHoOro cCMHApoma JexuT
cnpoBoumnpoBaHHaa nHdekumen (renatnt B n C, LUMB), nnbo
NneKapcTBEHHbIMU npenaparamm Ha PoHe BblpakeHHOoM
MMMYHOCYNpeccumn DEeCKOHTPONbHas He3roKkadyeCcTBeEHHAA
nponudepauns T-nnmdounToB U Makpodaros ¢ BbIpaboTKom
BosbLLIOro KonnmyecTea npoBocnasnMTEnbHbIX LUTOKMHOB

e OTnnuma remartodaroymMTapHOro cuHapomMa ot cnHgpoma Ctunna
y B3POCHbIX: HAanM4mne nemnkoneHmnm, TPOMOOLIMTONEHNN, HUXKE
ypOBeHb (PeppuTNHA, OTCYTCTBUE KOXKHbBIX NU3BMEHEHWI, OTCYTCTBME
CYCTaBHOIo CMHApOMa

o [1na AnarHoCTUKM NCNOSIb3YIOT acnmpar KOCTHOro Mo3ra. Beigsnator
TMCTUOLUTBLI C reMaTodaroumuTo3om

e [1pnynHbI NeTanbHbIX UCXO40B — MNeYeHoYHasaA He4oCTaTOYHOCTD,
OBC-cuHapoMm, pecrnmpaTopHbIN ANCTPECC-CUHAOPOM
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I'ematodarouurapabid cuHaApOoM (CAM)

@

o [®C — 3TO onacHbIN rMnepeocnanmMTeNbHbIM CUHOPOM,
3aBepLUEHNE TAXKENOU HEKOHTPONIMPYEMON peaKkLumn, rnpu
KOTOPOW BO3HMKAET rMMNepunToKMHEMNSA CO 3HAYNTENbHbLIM,
HO HEA(PEKTUBHBIM UMMYHHbLIM OTBETOM

o [®C — 31O NocneacTame BPOXOEHHOW NN NpUobpeTeEHHON
HecrnocobHOCTU NMMYHHOW CUCTEMbI CNPaBUTLCA C MYCKOBbLIM
MeEXaHNU3MOM (MHAEKLMOHHbLIM areHTOM, NNeKapCTBEHHbLIM
npenapaToMm, OrnyxosieBbIM MPOLECCOM 1 Ap.)

* B cBfA3M ¢ pegkocTbio 3aboneBaHnsl, CIIOXKHOCTbIO
ONarHOCTUKX 3TOT CUHAPOM SAABMISIETCA Maron3y4YeHHbIM
1 YacToO OCTaeTCcsl Hepacno3HaHHbIM
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I emodarouurapHbIii CHHAPOM

o Knetku, exogsiwme B COM, obpasyoT eanHYIO FIMHUIO
ondodpepeHLNPOBKU, BKITIOYAIOLLYIO KNETKN-

npeawecTBeHHNLbI KOCTHOro MO3ra, a Takke nysl MOHOLUMUTOB
N MaKkpodaros

« COM B uenom npeacraBnseT cobon cBoeodbpasHbIN
bronornyeckumn dnnbTP KPOBU U NMUMAbI, yOansoLwnum
onyxosieBble U MHPULMUPOBAHHbIE BUPYCaMM KNETKMU,
MUKPOOPraHnU3Mbl, TOKCUHbI, pasrindyHble MeTabonuTbl
N UMPKYynNupyrowme MMMyHHbIE KOMMIIEKCHI

e [McTnounTbl (CUH.: Makpodaru) BbiNOSTHAOT U aHTUMEH-
npe3eHTUpyoLme QyHKUM
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I'ematodarouurapabid cuHAPpOM (CAM)

@

[[®C n cnctemHble BocnanuTernbHble peakuun noboro gpyroro
reHesa CXO4Hbl.

[TpoaBneHusa [ ®C HepeaKo COXHO OTINYNTL OT:
e CENTMYECKOro LLUOKa,

* CMHAOPOMa ANCCEMNHNPOBAHHOIO BHYTPNCOCYOUCTOIO
CBEPTbIBAHUA

* OPYrNX KPUTUYECKUX COCTOAHUWN, MPU KOTOPLIX, B CBOKO O4epenb,
MOTYT B TOW UITIN MHOW CTENEHN NpPUCYTCTBOBaTL NpusHaku PC

[1pn oTCYyTCTBMW ageKBAaTHOM 1 CBOEBPEMEHHON Tepanumn
BosSibHbIE YMUPAKOT OT HapacTatoLwen NosIMopraHHom
He4OCTaTOYHOCTU UMW APYrnX NPUYNH, CBA3AHHbIX

c nposienieHnem [ ®C

Jordan M.B., Allen C.E., Weitzman S. et al. How | treat hemophagocytic lymphohistiocytosis. Blood. 2011; 118(15): 4041-52;

Janka G.E. Hemophagocytic syndromes. Blood Rev. 2007; 21(5): 245-53;

Gotze K.S., Hoffmann D., Schatzl H.M. et al. Fatal Epstein-Barr virusassociated lymphoproliferative disorder following treatment with a novel mMTOR
inhibitor for relapsed chronic lymphocytic leukemia leukemia cells. Haematologica. 2007; 92(9): 1282-3.



I'emodaronurapubid cunapom (CAM)

LN

e [®C mMoOXeT ObITb BPOXAEHHbLIM (MEPBUYHbBIM)
N BTOPUYHbLIM (accounnpoBaHHbIM)

o [lepBuyHbIN [ PC Yalle nposaBnseTcd B paHHEM OETCKOM
BO3pacTe, XOTS onuncaHbl crnyvan bonee rno3gHero
OebtoTa y NnogpoCTKOB U AaXe Yy B3POCSibIX NAaUMEHTOB

e Y OOnbLUMHCTBA NALMEHTOB C BPOXAEeHHbIM [[PC
yOaeTCs BbIABUTbL MyTaLuUW onpegerieHHbIX reHOB

Jordan M.B., Allen C.E., Weitzman S. et al. How | treat hemophagocytic lymphohistiocytosis. Blood. 2011; 118(15): 4041-52.
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I'DC BTOPUYHBINA Y B3POCJIbIX

@

N30bITOYHYIO aKTUBHOCTb KIeTok COM moxeT
cnpoBounpoBaTbh Noboe HapyLeHne UMMYHHOU CUCTEMBI,
Bbl3BaHHOE

* NHJPEKLNEN

* BO3[ENCTBMUEM NEKapCTBEHHbIX CPeacTB (LMTOCTaTUYECKUX,
napeHTepanbHOro NMMTaHUSA, UMMYHOCYMNPECCUBHbBIX U ApP.)

e TPAHCNNAHTaLUMEN OpraHoOB N TKaHeu

Emmenegger U., Schaer D.J., Larroche C. et al. Haemophagocytic syndromes in adults:current concepts and challenges ahead. Swiss. Med. Wkly. 2005;
135: 299-314.
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I'dC. I1aTorenes
« HapyllaeTcsa yHKLMoHallbHas

aKTUBHOCTb T-KNeToK U
ecTecTBeHHbIX kunnepos (NK)

UuntoTokcnyeckun T-n

OTcyTCTBVIe KrneTo4Horo
JIn3nca

e T/NK-KneTku TepstoT cCNnoCoObHOCTb
afeKBaTHO pearnpoBaTb Ha
NHAOEKLNIO, ONYXOMb UK apyrune
MPUYUHbI

Q] Voo

Mepcucre

HUUA
o UHeKumn ( oBaHHast NMocTosiHHanA
* [1lo MexaHM3My obpaTHOWN CBSA3K onHoro ) P aKTMBaLMS U

NK- un T-kneTkn Ha4ynHaroT areHTa
nponudepupoBaTs U BbIAENATb
OonbLUOEe KONMNYeCcTBO
npoBocCnannUTenbHbIX LMTOKUHOB,
KOTOpbIE aKTUBUPYIOT
MOHOLMTapPHO-MaKpodarasnbHyo
cuctemy

KneTka
_ nponudepauus

OTcyTCcTBME KIETOYHOro
nusunca
HatypanbHas
KUNnepHas Knetka

NMocTosiHHan
aKTuBaums,
AncceMnHaums,
opraHHas
MHcUNLTpaums

» PasBuBaeTcsa TaKenas cuctemMHas
BOCNanuTenbHasa peakums,
npMBOAsALLAsA K NONMOPraHHON

He4OCTaTO4YHOCTU U JieTallbHOMY Arico M., Danesino C., Pende D., Moretta L. Pathogenesis of hemophagocytic
MCXOﬂ,y lymphohistiocytosis. Br. J. Haematol. 2001; 114: 761-9.

39



I'OC. JIuarHocTHYEeCKHE KPUTEPUH

Kputepun HLH-2004

O6HapyxeHune myTaumm reHos PRF1, UNC13D,
Munc18-2, STX11
Nnu npucytcteme 5 n3 9 Npu3HaKkoB:

1.

Mepcuctmnpytoasn nuxopagka sbiwe 38,5°C
B TeyeHune bonee 7 OHewN

. CnneHomeranus

. l[enaTomeranusa

. 2-X unn 3-pocTkoBas umtoneHus,T.e. Hb < 90 r/n,

Tpomboumntbl < 100x10°%/n, HenTpodunel < 1x10%/7

.'unepTtpurnuuepmngemus (= 3 Mmosnb/n, nnm = 265

mr/an) n/mnu rmnocpmnbpuHoreHemuns < 1,5 r/n

. Mopdonornyeckas kaptTuHa remocparoumtosa

B KOCTHOM MO3re, ceJjie3eHKe Uinn J'I/y

. Hn3koe nnu nonHoe OTCYyTCTBME aKTUBHOCTU

NK-kneTtok

. ®epputnH > 500 Hr/mn

. [NoBbILeHne ypoBHS pacteopumoro sCD25

B KPOBM

Moaudumkauua A.H. Filipovich

O6HapyxeHne myTauumn reHos PRF1,
UNC13D, Muncl-2, STX11, STXBP2
Nnu npucytctemne 3 13 4 NpuU3HaKoB:

1. lumdpbapgeHonatums 2. CnneHomeranus
3. HeBponorunyeckne cumntomel 4. lenatomeranus

Nnun Hannyme kak MuHUMym 1 13 4 npu3HaKkos:

1. Mopdonorunyeckas KapTuHa remodaroumtosa
B KOCTHOM MO3re, NeYeHu, ceneseHke nnm nly

2. [oBbIleHne ypoBHSA doeppUTrHa

3. lNoBbiweHne ypoBHA pacTBopumoro CD25 B kposu

4. CHmxeHue doyHkumm NK-kneTok

Nnwu gpyrmne nposisrnieHns Bo3moxxHoro [ PC:

MmneptpurnuuepmngeMmns, runondprHoOreHemMus,
rmnoHaTpuemMms

Henter J.1., Horne A., Arico M. et al. HLH-2004: diagnostic and therapeutic guidelines for
hemophagocytic lymphohistiocytosis. Pediatr. Blood Cancer. 2007; 48(2): 124-31;
Filipovich A.H. Hemophagocytic lymphohistiocytosis (HLH) and related disorders.
Hematology. 2009; 2009: 127-31.




I'emaTodarouurapHubiii cunapom (CAM)

o (X

e AcnupaT KOCTHOIro mMoa3ra.
darounTUpyroLwnm
MaKpodoar

e CTpenkamm ykasaHbl
doarounTUpoBaHHbLIE
KINEeTKM

e OKpacka remaToKCUITMHOM
n 303nHom, x1000

MoTtaneHko B.I"., NMotuxoHoBa H.A., bankos B.B., benoryposa M.b n gp. BTopun4yHbI reMmodaroumnTapHbii CUHOPOM
B KIMMHWYECKOW MpakTuKe remaTtosora: 063op nurepatypbl U COOCTBEHHbIE AaHHble. KnuH. oHkorematon. 2015; 8(2): 169-184.
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I'®C. /InarHocTukKa

@

[OnarHo3 sTopunyHoro ' @C ycTaHOBUTb CINOXXHO, MOCKOMbKY
ero nposiBNeHnda 4Yacto OTHOCAT K CUMNTOMAaM Bbi3BaBLUEro
ero 3abosieBaHus

[na anarHOCTUKM UCMOSMb3YOT acnmpaTt KOCTHOro Moa3ra.
BbIABAAIOT MMCTUOLMTLI C reMaTodaroyMTo3om

e [1pn4yMHbI NeTanbHbIX UCXOOQ0B — NevYeHo4Has
HegocTaTtovHocTk, [BC-cuHapom, pecnnpaTtopHbIN
OUCTPEeCcC-CUHOPOM

o OTNNYmMea rematodaroyMTapHOro cuHApPomMa oT cuHapoma
CTunna y B3pocCnbIX: HanM4ue nemkoneHnu,
TPOMOOLIMTONEHUUN, HUXKE YPOBEHb heppuTmnHa, OTCYTCTBUE
KOXXHbIX U3SMEHEHUN, OTCYTCTBME CYCTaBHOIro CUMHApPoOMa
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boJae3nb CTIiL1a B3pOCIIbIX.
JInddepeHIIMANBHBINA TUATHO3

[emaToharoynTapHblin CUHOPOM (CUHOPOM akTUBaLUUM MakpodaroB) — yrpoxatrowee Xu3Hu
ocrnoxHeHne BCB

BepoaTtHocTb passutma npn bCB —12-14%; Coobluaemas cmepTHOCTb — 10-22%

KnunHunyeckasa kapTuHa
Xapaktep nuxopagku HepemutTunpyrowmn
AprpuT

[aHHble nabopaTopHbIX uccnegoBaHUmn
JlenkouunTbl Huskne/Hopma
TpombouuThl Huskne/Hopma
deppUTrH BblCcoknin/o4eHb BbICOKMI
ACT/ANT Bblicokmi/HopmarnbHbIN
dunbpuHoreH MoHWXEeHHbIN/HOPpMaTbHbIN
Tpurnuuepunibl Bbicokun

AJIT — anaHnHamunHoTpaHcdepasa; BCB — 6onesHb Ctunna y B3pocnbix; ACT — acnaptatamuHoTpaHcdepasa; LIHC — ueHTpaneHasa HepBHast
cuctema; CO3 — ckopocTb ceanmeHTaummn aputpoumnto; CAM — cuHapom akTuBauum makpodaros; POC — peTukynoaHgoTenuanbHas cuctema.
Efthimiou P, et al. Clin Rheumatol 2014;33:305-14. 43
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boJse3nb CTHiIa B3POCIbIX.
JuddepeHIMANBHBIA TUATHO3

OuarHo3 6one3Hu Ctunna y B3poCnbIX ABNSAETCA
AWarHo30M UCKITHOYEHUSA, T.e. MOXeT ObITb YCTaHOBJIEH
nocne UCKII4YeHUsa ApYyrux naTtoriorm4ecKMx npoLeccos,
COMNMpPOBOXAOAIOLWMNXCA CXOAHOU KITMHNYECKOWU

CUMIMTOMATUKOM
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boJaesns CTuiniia B3pocCJbIX.
JleueHue

HeT cxembl nevyeHusa 6onesnn Ctunna y B3pocnbiX, KOTopast
MOXET ObITb YCMNELLUHO NPMMEHEHA Y BCEX NaLUeHTOB

[MpUYUHbI:
* pasnunyHasa cterneHb akTUBHOCTU BOCNanuUTenbHOro npoLecca

* pa3iindyHad 4yBCTBUTEIIbHOCTb NMNauneHToB K MpUuMeHAEMbIM
nekapCcrtBeHHbIM CpeacTtBam
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boJaesns CTuiniia B3pocCJbIX.
JleueHue

CnekTp NekapCTBEHHbIX CPEACTB, UCMOSb3YEMbIX
ans nedeHns bonesnu Ctunna y B3pOCHbIX, BKIIIOYAET:

HECTEPOUOHbIE MNMPOTUBOBOCHNAJINTEIIbHbIE MNpernaparThbl

MIOKOKOPTUKOCTEPOUObI

Oa3ucHble cpeacTBa JiedyeHNs peBMaToMagHOro apTputa

reHHO-NHXXEHEPHbIE bunonornvyeckue npenapartbl
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boJe3snb CTuiiia B3pocCibIX.
Jleuenue. IJIIIOKOKOPTUKOCTEPOM/AbI

—(anm

e 0,5-1,0-1,5 Mmr/kr B cyTKM B pacyeTe Ha npegHn30sioH

 Yacto — nocne nynbc-tepanum (1000 mr meTunnpegHn3o-
NTIOHa B TedeHue 3 AHen noapsd BHYTPUBEHHO KanernbHO)

o [lonoxuntenbHbl 3 dekT gocTuraetcs B 76-95% cnyyaes

 [locne KynMpoBaHUSA akTUBHOCTM MpoLiecca Jo3a
KOPTUKOCTEPOUAOB NOCTEMNEHHO CHUXaeTCs

e [lONITHOCTBIO OTMEHUTL NEYEHNE YOaeTCs PeaKko, T.K. Ha
onpeneneHHoM atane CHUXKEHUST 403bl BHOBb NMOSABSIOTCS
CUMNTOMbI DONes3Hn (NMxopanaka, apTpanrum n ap.)

o CTOMKasa pemmccusa He gocTturaetcd. YacTbl OCNOXHEHUSA
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TpaguunuoHHbIe 0A3UCHBIE
IIPOTHBOBOCHAJINTEIbHBbIE IIPpenaparTsl 1Jsa PA

—(anm

« METOTPEKCAT
 JIE®JIYHOMWNL

« COJIN 30J10TA

* HAKITOCITOPUH A

* CYIIbOACAJIIA3UNH

« XNHOJIMHOBBIE MNMPEMNAPATHI
 ASATUOTPUH

* HAKITO®OCPAMNLI
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MeTtoTpekcar —
«30J10TOM cTAaHAAPT JeuyeHuss PA»

« MT — npenapaT 13 rpynnbl aHTUMETab0INOB
« MT no CTpyKType CXoAeH C doOnNMeBOU KUCNOTON
 ®K yyacTByeT B cMHTe3e npeawectseHHMKoB OHK

* MT nogasngaeT akTUBHOCTb (pepMeHTa, pacLlennatoLLero
®K (oermgpodonarpenykrasy), YTO NPUBOAUT K OTCYTCTBUIO
obpasoBaHua NypuHOB U TUMUAUNAaTa, HeobXxoaAnUMbIX ONs
cuHTe3a JHK
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MeTtoTpekcar: 3 (peKThI, 10361, (POPMBbI

o AHTUNpPoNudepaTnBHbIN (BbICOKME 03bl)

 [IpoTBOBOCNANUTESBbHLIN (HU3KME O03bl),
3a cyeT aKTUBHOCTU meTabonutos MT

« MT nopgaBndaeT cMHTE3 «nNpoBOCnanmMTenbHbIX» LUTOKUMHOB
e MT cTUMYnMpyeT CUHTE3 «aHTUBOCMANUTENbHbIX» LUTOKNHOB
e [lo3bl: 7,5-25 Mr/Hen

 HegenbHaa gosa ncnonb3dyeTca B 2-3 npuema no 12-4yacosowu
cxXeme

o ®opMbI BbinycKka: TadbneTtku no 2,5, 5, 10 mr
e AmMnynbl no 5, 10, 50 mr
e lLnpuybl no 7, 5, 10, 15, 20, 25 mr
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JleparoHoMua

o [lepuBat nsokcasorsna (repéuung)

o «[lponekapcTteo» B XXKT 1 nnasme kposu npespallaeTcs
B aKTUBHbIN METADONUT — ManNOHOHUTPUNamMmna

« MexaHnuam OencTBuUS:

> YTHeTaeT CMHTE3 NUMPUMUANHOBBLIX HYKINeoTUOO0B
n Hapywaet cuHtes JHK

> [logaBnaeT nponndepaumio akTUBUPOBAHHbLIX KNETOK
(T-nmmdouunTOoB, MOHOLIMTOB, Makpodraros)

> NHrmbupyet T-3aBucumbiv cnHtes IgG u IgA aHTuten B-n

> Tabnetkn no 20 mr. Cyto4Haa gosa — 20 mr
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boJaesns CTtuiia B3pocibix. Jleuenue.
I eHHO-MHKEeHEPHbIC OUOJIOTHYECKHE NMPenapaThl

~(G@aN

~
3

v

* NIHrmbutopsl UJ-1 ‘9 “
(kaHakKnHymab — unapwuc, ‘

S

aHaKnHpa — KUHepeT)

~

e IHrmbutopsl NJ1-6
(Tounnmsymab — aktempa)

e IHrmoutopsl PHO-a
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buoagoruss HUTOKUHOB

—((a\m

Ll,I/ITOKI/IHbI — MEXKJ1E€TOYHbIE MOJIEKYIIbl-NMOCPEOHUKN

o OkasblBaloT adpPeKT NyTeEM NPUCOEANHEHUSA K pELIEnTopam
Ha KNneTkax, co3gaHnsl BHYTPUKIETOYHOIo curHana v reHHou
TPaHCKPUMLUmn

° npO,El,yLI,I/Ipy}OTCFI B MaJllbiX KOJIn4eCcTBax

e [TpenmyLLecTBEHHO OENCTBYIOT B MECTHOM KIETOYHOM
OKPY>KEHUU

Roitt I, et al. Immunology. 5th ed. 1998
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boJsesns CTuiiia B3pocibix. Jledenue.
Koprukocrepouasl. Ilpenmaparsl nepBoy JUHUHA

@

e B cny4ae unknu4yeckoro BapmnaHTa tedeHust bonesHu 6es
3HAYMMOro apTpuTa AOJIKHbI ObITb Ha3HaYeHbl cpasdy nocre
ycTaHoBeHUsa anarHosa B gose 0,5-1,0 Mr/kr B CyTKu

 [1pn BbICOKOW CTENEHN aKTUBHOCTU 3aD0neBaHmnsi BO3MOXHO
npoBegeHne Nynbc-Tepanmm KOpTUKoCcTepomngamm

o OTBET Ha KOpTMKOCTEPOUAbI AOIMKEH ObITb MOMy4YeH
B TEYEHME YacoB U1 OHEN

o CHMWKeHMe 003bl Ha4YMHatoT Yyepes 4-6 Hegenb nocrne
HopManuaauum nabopaTopHbIX NokasaTenen, BO3MOXHO
B codeTaHuu ¢ HINBI1T nnn BBUAT
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boJsesns CTuiiia B3pocibix. Jleyenue.
MeTtoTpekcar

—(anm

MT pobGaBnaroT K ne4yeHuro B go3e 7,5-20 mr/Heaento npu:
* BO3HMKHOBEHUN 3aBucMmMmocTn oT KC

HallMy4nm crnieHomMerainm

HN3KOM YPOBHE MUKO3UNTMPOBAHHOIO heppuUTUHA

Bblcokon COI

Ha4ane bCB B mMonoaom Bo3pacTe
Llenb — goctmxeHue pemuccun (70%) nnm cHmkeHmne 0osbl KC

[lepen Ha3HavyeHnem MT HeobxoaMMO OLEHNTb KIMMHUYECKUN
aHanms KpoBu, doepMeHTbl NeYeHn, PYHKLUMIO MOYeEK.
KoHTponbHoe obcriegoBaHne npoBoauTcs Kaxable 1-2 mecsua

Gerfaud-Valentin M., et al. 2014; . Kim H-A, et al. 2012; Nakamura H., et al. 2014.
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boJae3ns CTuiiia B3pocibix. Jleuenue

Ecnn meToTpekcaT HegoCcTaTo4YHO 3PPEKTUBEH, MOXKHO
Mcnosib3oBaTthb Apyrue 6asncHbIE NMPOTUBOBOCNANMUTENLHbIE
npenaparbl:

e nedonyHomua
e yMknodpocamug
e aszaTMONPUH

* LMKNOCNOPUH A

MUKOdpeHo1laTa MoOPeTUN

°* TMAPOKCUXNHOJINH
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boJe3ns CTuiiia B3pocibix. Jleuenue

@

[1pn OoTCYTCTBMU UMK HEOOCTATOYHOM 3P EKTE
KOMOUHMPOBaAHHOW Tepanun KopTUKoCTepomnaamm

N MeToTpekcaTtom (pedppakrepHasa BCB) HasHayatloT
nevyeHne reHHo-nHXeHepHbIMM DUONOrMYECKUMMA

npenapartamMmu (BTopas finHUS)
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boJsesns Ctuia B3pocibix. Jleuenue. ' UbII

@

BapuaHT TeuyeHus

lNMpenapat BbIOOpa

AnbTepHaTtuBa npu
HeadpeKTUBHOCTHU

Linknnyeckumn sapuaHT
Te4YeHUNs C BblpaXeHHbIMN
CUCTEMHbIMU
NpPOSABNEHNAMU U
He3Ha4ynTerNbHbIM
CcycTaBHbIM CUHOPOMOM

NHrnéutop UJI1-1
(kaHakuHymab no 150 mr
n/k 1 pas B 8 Hegenb,
aHakuHpa no 100 mr n/k
1 pas3 B CYTKW)

NHrnbutop NJ1-6
(Tounnuaymab)

XPOHNYECKNI
apTPUTNYECKNI

NHrmomntop ®HO-a
(MHJnKCcumab,
agannmyman,
LuepTonusymab neron,
aTaHepuenT unu ap.)

NHrnbutop UJ1-6
(Tounnusymab)
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boJaesns CTtuiia B3pocibix. Jleuenue

BapuaHT TeyeHus

lNMpenapaT BbIOOpa

AnbTepHaTtuBa npu
HeadpeKTUBHOCTHU

ObocTtpeHne BCB Ha
dooHe bepeMeHHOCTH

KopTkocTeponabl ¢
BO3MOXHbIM COYETaHMEM C
BBUI" u nurnomntopom UJ-1
(kaHaKMHyMab, aHaKNHpa)

Bo3HukHOBEHME Opyrux
NposBEHNN 3aboneBaHUs
(remaToparoumTapHbIn
CUHOPOM, MUOKaPAMUT,
CUHOPOM ONCCEMUHUNPO-
BaHHOIo CBEPTbIBAHUS
KpoBu, audpdysHoe
anbBeonsipHoe
KPOBOTEYEHUE)

[MpmMeHsIoT BCe
BO3MOXHble MeTOAbI
nevyeHmnsa: nynbc-tTepanus
KopTukoctepounaamm, BBUT,
nHrnbutopsl UJ-1
(kaHaKMHymMab, aHaknHpa),
LuMknodgocdamna,
LMKIOCNopuH A,
nnasmoobmeH
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boJsesns Ctuiiia B3pocibix. Ilporuos

e [MporHo3 npu cuHapome CTunna y B3poCblX 3aBUCUT
OT BapuaHTa TeyeHuns 3aboneBaHus

 Jly4ywinm nporHo3 MMerT nauneHTbl C MOHOUUKITNYECKOM
NN NONMULUKMKINMYECKON CUCTEMHON BonesHbo 6e3
NpPOSsIBIIEHUN apTpuUTa UM ¢ ONUroapTUKYNSPHbIM
NnopaXxeHnem

e [Mnoxuve ncxogbl HabnogaTCH Y NALWUEHTOB C

— NOSIMAPTUKYNSIPHBIM MopaXXeHneM B Havarne 605esHu,
apTPUTOM NpoKCUMarbHbIX (Ta300eapeHHbIE,
nreyeBble) CyCTaBOB

— Hanu4uem anuaoga 6onesHu B eTCTBe

— NOTPEDOHOCTLIO B NPUEME KOPTUKOCTEPOUIOB B TEYEHUE
OByX 1 bornee net
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