CucrtemHble 3aboneBaHus
COeaANHUTENbHOU TKaHWU Y AeTen



CucrtemMHble 3aboneBaHuUs coeaAMHUTENIbHOU TKaHU

[pynna 3aboneBaHnu, XapaKTepU3yoLLMXCS
CUCTEMHbIM MMMYHOBOCMANUTENbHBIM MOPaXXeHUeEM
COEANHUTENBHON TKaHW U ee NPOU3BOAHbIX, pa3BUTUE

KOTOPbIX o0ycroBneHo HacneagcTBEHHOU
npenpacnosyioXXeHHOCTLH B YCNOBUSAX BO3OEUCTBUSA
NPOBOLMPYHOLLMNX daKTopoOB — TPUIrepoB

(MHPEKUMOHHbIX,  OHOOKPUHHBLIX,  JIEKAPCTBEHHbDIX,
nHconauuu, ap):

«[ndbdy3Hbie 3aboneBaHnss COeANHUTENBHOW TKaHU
*CnCTEMHbIE BACKyNMUTbI



CucmemMHasi KpacHasi

eosiyaHka (CKB) y demeu - . 2
Hau6osiee msixernoe K o

3abosiesaHue u3 2pynnbli - -
ABCT L = i

CKB - cuctemHoe ayTtonmmyHHOe 3aboneBaHue
HEN3BECTHOM 3TMOMNOIrMN, B OCHOBE KOTOPOTO NEXUT
reHeTn4eckn obycnosrneHHoe HapyLleHne UMMYHHOM
perynsauuu, onpegensiollee obpasoBaHme
opraHoHecneunniecknx aHTUTEN K aHTUreHam
aaep KNEeToK U UMMYHHbBIX KOMIMEKCOB C pa3BUTUEM
MMMYHHOIO BOCManeHus B TKaHsAX MHOMMX OpraHos.




annaemuonoruna CKB

*[logbem 3aboneBaemMocTu - ¢ Bo3pacTta 8-9 neT, a nuKk ee
npuxogntcsa Ha 14-25 rner.

Cpean 6onbHbIX B Bo3pacte Ao 15 rner cooTHolwleHue
OeBOoYeK U ManbvYnMKoB COCTaBnAaeT B cpeaHem 4,5:1.

*PacnpoctpaHeHHocTb CKB y pgeten ot 1 rogpa oo 9 nert
koneobnetca B npegenax 1,0-6,2, a B 10-19 net — o1 4,4 go
31,1 cnyyaa Ha 100 TbIC. [OETCKOrO  HaCENeHus.
3aboneBaemocTb cocTaBnsieT B cpeaHem 0,4-0,9 cny4das Ha
100 TbIC. AETCKOro HaceneHuns B rog



Jtnonorna CKB — npoBouupyrowime pakropbl

‘[eHeTn4eckaa npegpacnonoxeHHocte ([lpn  Hanmuum
3aboneBaHns y matepun puck passutns CKB y gouvepwm
coctaBnger 140, y cbiHa — 1:250; reHol HLA-DR2 wnu
HLA-DR3)

[opMOHanbHbIe  akTopbl  (KEHCKUMA  MOJSsl, MEHapxe,
9CTpOreHbl crnocobcTByloT 1 cuHTe3sa AT, a aHOporeHsbl
lobpasoBaHue AT 1 nogaBnatoT KINEeTOYHbIE peaKkuuin)

*PakTopbl BHEWHeN cpeabl (MHconauus, YOO)
* NHdpbekumn



KnuHnyeckasa kaptnHa CKB

Obuwme cumMmnTombl: Nnxopaaka, cnabdbocTb, CHUXKEHNE
Macchl Tena, nonnageHus, guctpodusa, anoneyms

[TopaxxeHune koxu (60-90%): «babo4ka» - (B oebroTe y
40%), apuTemaTosHble BbICbINaHWSA, AUCKOUOHbIE O4varu,
Kanunnapwut, remopparuu, nueeno, cuHapom PenHo,
dooToceHcnbmnnmnsaums

[TopakeHne n cnM3ncTbiXx 0DOMNOYEK: IHAHTEMA, XEUTNT,
adpTO3HbIN CTOMATHUT,

[TopaxeHue cyctaBoB: apTpuT n aptpanrm (90%) -
yalle CUMMETPUYHbLIN, C NOPaXXeHMeM NPOoKCUManbHbIX
M/(p cycTaBOB KUCTEW N KPYMHbIX CYCTaBOB KOHEYHOCTEWN

[TopaxeHune mbiwy (30—-40%): mnanrnn, MMo3nT

[TopaxeHune cepo3Hbix obonoyek (30—50%): nnespwur,
nepukapguT, NEPUTOHNT)

TpomboTtuyeckas BackyronaTtmsa (ADC)



KnuHnyeckasa kaptnHa CKB

[TopaxeHune pecnupatopHoro Tpakta (y 10-30%):
NHEBMOHUT, UHTEPCTULIMANBbHOE NMopaXXeHune Nerkux,
nr

[TopaxeHune cepaua (y 52—-89%): MnmokapauT,
nepukapgnT, atTunmn4Hbin bopogaByaThIn
aHpokapauT Jinbmana-Cakca c obpa3oBaHUEM
bopogaBvaTbiX HANOXEHUN 1-4 MM B 3HO0OKapAeE;
BO3MOXXHbI NOsSIBNIEHME MeNnKnx nepdoopaunm
CTBOPOK KfianaHoB 1 pa3pbIB Xopa

[MopaxxeHne no4vek: Hepput rnpm CKB KNnMHN4Yecku
OVNarHocTupyoT y 70-75%; y 00onbLUNHCTBA
NayMeHTOoB pa3BMBaETCA B TeHeHUe NnepBbiX 2 NeT
3aboneBaHus, ay ~1/3 — yxe B ero geotore.

[MopaxeHne HC (ncnxos, opraHN4YeCcKknin Mo3roBou
CUHOPOM , Cyaoporu, nonepeYyHbii MUEnuT)



npuTepmun AMepuKaHCKOU Konrifermum
peBmaTtonoroB aAna guarHoctukm CKB
(1997T.)

[Tpy HanM4uumM y 6onbHOro 4-x nnu donee NPuU3HaKkoB B
noobom covyetaHnn anarHo3 CKB cuntaetcs
AOCTOBEPHbIM, MPU HAaNU4YnUn 3-X NPU3HAKOB —
BEPOSITHbIM.

1. BbiCcbinaHusa B CKyNnoBOU obnacTtu

(BonyaHo4Has «baboyka») — pukcupoBaHHas
spuTeMa nnockas unn NpunogHMMaroLLLascs Ha
CKYNOBbIX Ayrax ¢ TeHAeHumnen K
pacnpocTpaHeHunto Ha Ha3onabuanbHble
CKNnagku



BonyaHo4yHaa «6abo4ka»
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OuckonaHble BbICbINAHUA - 3PUTEMATO3HLIE
npunogHmMatoLmneca 6rawKkm ¢ KepaTtoTUHECKUM
HapyLUeHNEM N PONNUKYNSPHbIMU NPodKamMn; Ha
cTapblX o4arax MOryT BCTpedaTbCs aTpodonyecKkmne
PYyOUMKN

doToceHCMOMNMN3aLms - KOXKHble BbICbINaHNSA KakK
pe3ynbTaT HEOObIYHOW peakLMn Ha MHCONSLINIO,
Mo AaHHbIM aHaMHe3a Unn HabnageHnam Bpada

£3BbI NONOCTU pTa - S13Bbl BO PTY UMK
HOCOrMOTO4YHOU 0bnacTu, 0ObIYHO
b6e30one3HeHHble, BbIABASIET Bpay Npu 0OCMOTpeE



Cofer www.lecofer.org
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VrachFree.ru
BecnaarHbii spay




ApPTPUT - HESPO3UBHbLIN apTPUT = 2 NepUdPeprnyecKmnx
CYyCTaBOB, XxapaKkTepuayrLmnmnca 60ne3HeHHOCTbIO,
NPUNYXIOCTbIO UK BbIMOTOM

Cepo3uT (nneBpuUT N/UNn nepmKkapauT)




7. NopaxeHUe noYyekK - cToMkas npotemHypusa > 0,5
r/CyT wunn  uunuHapypua  (sputpouuTapHble,
reMorrnobunHoBbIE, 3EePHUCThIE, CMeLlaHHble
LMNUHOPLI)

Knaccudpukauma nopaxeHuna novyek npu CKB (BO3)

| — OTCYTCTBUE NU3MEHEHUN

Il TN A — Me3aHrnanbHbIv riomepynoHedput (FH) ¢
MUHUManNbHbIMN UBMEHEHNSIMU

Il TN B — Me3aHrnansHbin ['H

lll — o4aroBbIv NponudgepaTtmeHbin [H

IV — andodpy3HbIv nponmngepatuBHbin [H
V — MemMbpaHo3HbIn 'H

VI — XpOHNYECKUN TMOMEPYNOCKNepo3




9.

HeBponornyeckmne HapyLeHusA - Cygoporu nnm
NCUX03, HE CBA3aHHbIE C NPUEMOM fEKAPCTB UInn
MEeTaboNMMYeCKNMN HapYLLEHNAMIN, BCIEACTBUE
ypeMUn, KeToauunao3a, aNeKTPorIUTHOro
ancbanaHca

[emMaTOonornyeckune HapyLweHus —
* reMOSINTUYECKAs aHEMUS C PETUKYITOLINTO30M,
* NIenkoneHmns (< 4,0 x 109/n) npu 2-x unn bornee
onpegeneHusix,
* numdonenmns (< 1,5 x 109/n) npu 2-x unu bonee
nccrieqoBaHusIx,

* TpoMmbouunToneHms (< 100 x 109/r1), He CBA3aHHAas C
NPMeMOM FIeKapCTB



10. MMMyHHbIe HapyLleHUS
* AHTUTEeNa Kk HatnueHou [JHK B NOBbILLEHHLIX TUTPAX

* Hanu4yne aHTUTEN K Sm-aHTUreHy
 Hannumne APJI:

o 1) nosblweHHbIn TUTP AKJ1 (IgM nnu 1gG);

o 2) BbIIBNIEHME BONMYAHOYHOrO aHTMUKOAarynsHTa ctTaHaAapTHbIM
METOAOM;

o 3) NIOXHOMONoOXNTeNbHasA peakuusa BaccepmaHa B Te4EHUE He
MEHee 6 Mec Npu OTCYTCTBMN cnudpmnmca, NoaTBEPKAEHHOM C
NOMOLLIbIO peaKkunm nmmobunmnaauyum 6rnegHon TpeNOHEMbI UNK
B TecTe abcopOumn prnoopecunpyrowmx aHTUTPENOHEMHbIX
aHTUuTEn

11. AH® (aHTUHYKneapHble aHTUTEeNa) - 1TuTpa
AH® B TecTe uMmmyHodonoopecUeHUnUn Unn B
OpYyrom cXxogHoMm TecTte, He CBA3aHHOM C NPUEMOM
IIeKapCTB, CNOCODOHbIX BbI3bIBaTb NNEKAPCTBEHHYIO
BOMNYaHKY



Knaccugpukaumns

AxTuBHoctb CKB

’ « BonyaHoOYHbIN KpU3»- BblpaXkeHHas pyHKUMOHanbsHas
He4OoCTaTOYHOCTb O4HOM0 UMM HECKONBKMX OpraHoB

’Bbicokas — Il CT (BbICOKasi TeMmrniepaTypa, BblpaXeHHble
nonunopraHHblie nameHeHus, CO3>45 Mm/4, BbICOKUN TUTP
AH®, AT k AHK, s3HaynTtenbHoe cHmxkeHune C, C3, C4

’YMepeHHasa — |l cT. (cybdpebpunsHasa T, nonmaptpanrum nnm
nonuapTpuT, AEPMATUT, UBMEHEHUSA CMN3NCTbIX, HePpUT 6e3
HedpoTnyeckoro cuHgpoma, CO3-25-45 mm/4, ymepeHHas
MMMYHOSOINS

’Hunskaa — | cT. (obLuee cocTosgHue Mano U3SMEHEHO,
nabopaTtopHble U3MEeHEeHUSI HE3HaYUTESbHbI, HEAPKME
NPOABMIEHNS KOXXHOMO U CYCTaBHOIMO CUHAPOMOB, N3MEHEHUS
BHYTPEHHMX OPraHoOB NO AaHHbIM UHCTPYMEHTAarbHbIX
nccrieaoBaHumn

’Pemunccuns



OueHka aktuBHoctu CKB
OueHKa Bpa4yoMm akTUBHOCTU DOME3HU Mo BU3yarnbHOW
aHarnorosou wkane. VlHoekcbl akTUBHOCTM:

e SLEDAI (The Systemic Lupus Erythematosus Disease
Activity Index);

e SLAM (The Systemic Lupus Activity Measure);
e BILAG (The British Isles Lupus assessment Group Index);

e ECLAM (The European Consensus Lupus Activity
Measured)

B negnatpunyeckomn peBmMaToriornm Yaile
NCNornb3yTCsA LWKanbl SLEDAI n BILAG.



Ocno)HeHund

MoueBblaenutenbHaga cuctema: Al, noyeyHas
HegoCTaTOYHOCTb.

CepaeyvHo-cocyamcTasl cucTema: atepocKnepos,
KapguommonaTus.

MMMYyHHaa cuctema: 4Yactble MHPEKLUMOHHbIE
3abonieBaHuns, PyHKLUMOHANbHAsA acnsieHus,
3NnoKavYyeCcTBEHHbIE HOBOODPA30BaHMSI.

CKeneTHO-MblLLIEYHAA cucTEMA: OCTEONOPOS3,
KOMMPECCUOHHbIE Neperiombl.

OpraH 3peHud: KaTapakTa, rinaykoma, crnenora.
OHOOKPUHHAA cuctema: gmabeT, 3afepKka pocTa,
NOMNOBOIro pa3BUTUSA, OXXUPEHME, HEBbIHALLNBAHNE
bepeMeHHOCTH



JleyeHne

* [MOKOKOPTUKOCTEPOUADLI

B makcumarnbHoOU go3e (B cpegHeM 1 Mr/Kr/cyT) B Te4eHue
4-6 (8 Hegenb), 3aTeM MealleHHOE CHUXKeHue Oo3bl A0
nogaepxmsatowten (0,2 Mr/Kr/cyT) HECKOSbKO et

[Tynbc-Tepanua 'K B/B meTunnpeaHmn3onoH 10-30 Mr/kr B
CYTKM (He bonee 1000Mr/cyT) 3 OHSA

* AMMyHHOCYnNpeccuBHada Tepanus
Linknodgocamung (B/B nynbc-tepanmsi)
MunkodeHonata MmodeTun (nepopansHo)

A3aTUOMPUH, LUMKNOCNOPUH A, METOTPEKCAT
[Thaszmadpepes
[VBIl1: aHTnTena k CD20 B numdounTtoB — putykcnmab

BBUI', neHTOKCMMUNNWH, gunupmngamorn, annpocraaun,
dopakcunapuH, dparmMmmnH, BapdapuH




IOBeHUNbHLIN gepmaTtomuo3ut (KOQAM)
- TSKenoe nporpeccupytoLlee CUCTEMHOE
3aboneBaHne C MNPEUMYLLECTBEHHBIM MOPAXXEHUEM
nonepeyvyHo-nosiocaTon MycKkynaTypbl, KOXXU U COCy40B

MUKPOLIMPKYNATOPHOrIO pycna, Hepeako
OCIOXHAKLWeecH KanbLUMHO30M " THOVNHOW
NHJOEKLNEN.

OcobeHHocTu KOOM:

*pacnpoCTpaHeHHbIN BaCKynuT

*BblpaX€HHblE MUaNrnm

*yalle nopaxkeHne BHYTPEHHUX OpraHoB U pasBUTUE
KanbLMHO3a

*KpanHe peakasa accouuauum c  HeonnacTU4yecKum
npoueccamm



anvaemuonorusa FOOM

*PacnpoctpanHeHHocTtb KOOM coctaBnsiet 4 Ha 100 TbIC.
neten B Bo3pacte go 17 ner ¢ konedbaHnsmmn B pasfnyHbIX
aTHUYeckmx rpynnax (o gaHHbIM HauuMoHanbHOro MHCTUTYTA
apTputa, bonesHen onopHO-ABUraTeENbLHOroO annapara 1 KoXu
CLA (NIAMS)

- [le6ioT KOM B BO3pacTte oT 4 o 10 net (B cpeaHem — B 7

ner).

YHawle OonewT [OeBOYKM, OAHAKO TrOSfioBble pasnuyunsa B

3aboneBaeMoCTn y AeTEN BblpaXXeHbl MEHbLLE:
am=1,4-271unx:m=2,0-6,2:1.

B gowkonsHOM Bo3pacTe: a:m = 1:1.



[MlaToreHes KOOM

KritoueBoe 3BEHO - MUKPOaHIrmonaTmsA ¢ sosrie4eHNeEM
KanunnndapoB SdJHAOMU3UA.

B ocHOBe nopaxxeHust CoOCyancTon CTEHKMN - OTIOXEHUE
0eno3nTOB B 3HAOTENManNbHbIX KIeTKax, KOTOPble COCTOAT
n3 AT K HensBecTHOMY Al N aKTUBUPOBAHHbIX
KOMIMOHEHTOB CUCTEMbI KOMMNiemeHTa C5b-9 B BUae
MemMbpaHoaTtakytoLero komrnekca (MAK).

OTnoXeHne KOMMMNEKCOB NHOYLUMPYET HEKPO3 AHOOTENNS,
4YTO NPUBOAUT K NOTEPE KanuUnnapos, K UlLeMUmn n
AECTPYKLUUN MbILLEeYHbIX BOJFIOKOH —
nepudacumkynapHou atpodpum.

OTnoxeHne MAK BbIsIBAeTCA Ha caMbIX PaHHUX CTaguaAX
6orie3Hun, oOHO NpeaLecTByET UBMEHEHUAM B MblLLILLAX.
OTOT NMPOLIECC PErynnpyeTca LMTOKMHaAMMU,
npoayunpyemMmbiMm MMMYHOKOMMNETEHTHbLIMU U
9HOOTeNnanbHbIMU KINeTkammn, KOTopble, B CBOK o4epeab,
BbI3bIBAKOT akTUBaLuto T-NMMAOLMNTOB 1 Makpodaros v
BTOPUYHOE paspyLueHmne mmocundpunn.



o Uk WN

KnuHnyeckue nposasneHuna FOOM

ObLwme nposasneHna y 50% (1T Tena
(cydbdbebpnnuTeT, NnoTeps BeECa,
noBeaeHYEeCKNE HApPYLLUEHUS -
pas3gpaXxnuTtenbHOCTb, HEraTUBU3M)

KoXHbin cnHgpom
MuonaTnyeckum CUHAPOM
KanbunHO3 MArkKnx TKkaHewu
[TopaxeHne BHYTPEHHNX OpraHoB

[pyrne npoasneHna (ymepeHHagd
nonnageHund, renatomMeranmg)



2. KoxxHbin cuHapom npu FOOM

[MepuopbuTanbHasa aputemMa («<CUMNTOM JFIUNOBbIX
OYKOB», refiIMoTPOoNHas Cbinb)

CumnTtom NOTTPOHA — SpUTEMATO3HbIE BbIChINAHUS
Hap, pa3rnbaTenbHOM NOBEPXHOCTLIO CYyCTaBOB

Jputema nuua —Ha uiekax, roy, yLHbIX pakoBMHAX,
noabopoake; HanoMMHAET BONTYAHOYHYHO «DabouKy »;
HUKOrga He UMEeET YETKOW rpaHuLibl U HE
BO3BbILLAETCHA HA, MOBEPXHOCTBLIO KOXN

JpuUTemMaTo3Has Cbifnb — pacrosiaraeTcs Ha rpyan,
nvue n wee (V-obpasHas), B BEpXHEN YaCTU CMUHbI U
BEPXHUX oTAenax pyk (CMMNTOM «LUanu»), Ha >XUBOTE,
aroanuax, begpax v rosieHax

Backynut (ceT4yatoe nnm opesoBnaHoOE N1MBeOo)



NepuopbutanbHaa 3puTemMa - IPUTEMATO3HblE U3MEHEHUS
Pa3NINYHOM CTENEHU BbIPAKEHHOCTU HA HWKHEM U BEPXHEM
BEKE, YaCTO pacnpoCTpaHsALLIMeCa OO0 YPOBHS OpoBeur, MoryT
cogposomaTbcsq rmnepkepaTto3oM, NpeHeKkpo3amMn 1 OcTaBNATb
PYyOUMKM




MepunopbutanbHaa aputema («KCUMNTOM
NINNOBbLIX OYKOBY», refIMoTPonHas Cbinb)




CumnToM lOTTpOHa - spuTeMaTo3Hble BbICbiNaHMA Hag
pasrmbaTenbHOM  MNOBEPXHOCTbD  CYCTaBOB  (MSACTHO-
danaHroBble U NpoKCMManbHbIE, WHOrOA AucTanbHblE,
MeXanaHroBble CycTaBbl KACTEN), peXXe — Ha NOKTEBbIMU
N KONMEHHbIMM cycTaBaMy, n3peaka — Haa natepasribHbIMU U
MeanarnbHbIMU NTOObRKKAMM.

Bbipa)k€HHOCTb BapbUpyeT OT JIErkoro, MoOJSIHOCTbIO
obpaTMMOro NOKPACHEHUA OO0 SPKOWM 3pUTEMbI C
rmrnepkepaTosom, LIENYLUEHUEM, dhopmMmpoBaHnem
HEKPOTUYECKUX UN3MEHEHUN, NMocre paspelleHns KOTopbIX

NACTALNTAA A THhAM ALl
\WAVE R OLL\VE BV)yg | UIV\JW VHU'-







Schmieder, A., Komorowski, G. V, Peitsch,
W. K, Goerdt, S., & Goebeler, M. (2009).
Juvenile dermatomyositis in an 8-year-old
boy. Dermatology Online Journal, 15(6).
Retrieved from
https://escholarship.org/uc/item/2w9993p3
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[eBo4ka 11 net u3 Hurepum

Adelowo O, Nwankwo M,
Olaosebikan H. Juvenile
dermatomyositis in a Nigerian
girl. BMJ Case Rep.
2014;2014:bcr2013202132.
Published 2014 Apr 4.
doi:10.1136/bcr-2013-202132



Backynut

M. H. Nagxumypanos K KrnnHuke
aepmarommosunTa.KnmHnyeckas gepmaTtonorma u
BeHeponorud. 2017;16(4): 31-34.
DOI:10.17116/Klinderma201716431-34




3. Mnonartun4veckum cuHgpom npu FOOM

* NMopaxeHune ckeneTHbIX MbILL: CAMMETPUYHagd
MblLLEYHAas cnadboCTb NPOKCUMaribHbIX MbILUL
KOHEYHOCTEUN («CUMMNTOM CTYNEHLKNY», « CUMMTOM
pacyecku»), TyrnosuLla 1 LLen, BblipakeHHble MUanrnm u
YMIMOTHEHNE NOPaXKeHHbIX MbILLL, 32 CHET oTeka. BO3MOXHO
pa3BUTUE MbILLEYHON OUCTPOMPUUN N CYXOXKUNBHO-
MbILLEYHbIX KOHTPAKTYp B KPYMNHbIX CyCcTaBax.

* NMopaxeHune gbiXaTeNnbHOU U rMoTaTeNIbHOWU
MyCKynaTypbl: ANCPOHUA (THYCaBOCTb), Ancdarus
(nonepxusaHune, TPYQHOCTM NPU MOTaHUKN TBEPLOK, a
MHOr4a N XXNOKOW NMULLN, BbINUBaAHUE XNOKON NULLM Yepes
HOC), acnupauua num ¢ pasBuTruem acnmpalMoHHOM
NMHEBMOHUW USTN HENOCPELCTBEHHO NeTanbHOro ncxoaa.

* [loBbllEHNE YPOBHS «(OEPMEHTOB MbILLEYHOrO pacnaga:
KOK, NAr, ACT, AJlT, anbgoona3sbl



4. KanbunHO3 MArkmnx TkaHewu npu FOOM

* OTNnoxeHue
rMApPoOKCNanaTuToB KanbLus
B MbiLLLIAX, NMOOKOXHOW
XMPOBOW KNeT4yaTKe U Koxe
BO3HWKAET Yepe3 HECKONbKO
MecsLEeB UNK rneT nocne
neobtota KOOM v oTpaxkaeT
BbIPa)XEHHYI0 UMK
ONNTENbHO
COXPaHSIOLLYIOCS
aKTUBHOCTb npouecca.

* Haule y nauneHToB C
TEKYLLMM BaCKyNUTOM U
peLeanBmpyroLL MM
TeYyeHnem

* [1pn KOOM B 5 pa3s valle,




anbUMHO3 MArknx TkaHeu npu KOOAM
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NleBouka 4 net us Kenmu c tOOM

)\B) C) ' :'-::i'

Grijsen ML, Mchaile D, Geut I, et al. Juvenile dermatomyositis in a 4-year-old Kenyan
girl. Clin Case Rep. 2017;5(2):134—-138. Published 2017 Jan 17. doi:10.1002/ccr3.816




[NeBou4ka 4 net us Kennu ¢ KOOAM:
MHOXeCTBEeHHbIe KanbLUUHaTbl B CyCcTaBax,
MbILLLIAX U NOAKOXXHOW KreT4yaTKe

Grijsen ML, Mchaile D, Geut I, et al. Juvenile dermatomyositis in a 4-year-old Kenyan
girl. Clin Case Rep. 2017;5(2):134—-138. Published 2017 Jan 17. doi:10.1002/ccr3.816



5. BucuepanbHble nopaXeHus

[TopakeHne cnmancTbiXx 00ONOYEK: Yallle XENNUT,
peXe rmoccuT, TIMHIMBUT

CycTaBHOM CUHOPOM: apTpanrnum, apTpuT,
CYXOXXUIbHO-MbILLIEYHbIE KOHTPAKTYPbI, MPU
nopakeHNN MEnNKMX CycTaBoOB KNCTEN —
BepeTeHOODpa3Has gedopmauns nanbLEB.

[TopaxkeHune cepaua (MMokapauT, nepukapanT
yMepeHHbIM Bbinotom, HPC-kapgmocknepos)

[TopaxkeHune nerkux (acnupaunoHHasa NHEBMOHMUS,
TPaH3NTOPbIE aTeNneKTasbl NIErknx, nodpo3nNpyoLLIA
anbBEOJINT)

[TopaxeHune XXKT (330darnt, ractpoayoaeHur,
SHTEPOKONUT, 3PO3NBHO-A3BEHHBLIN MPOLIECC C
NPOdy3HbIMU KPOBOTEHEHMNAMIN (MESEHA, KpOBaBas
pBOTA), nepdopaumsamu, NPNBOASLLNMUN K
MeONACTUHUTY, NEPUTOHUTY)



OueHka cteneHun aktuBHocTu FOAM (J1.A. UcaeBa, M.A.

XXBaHuA)

| - MUHMMarbHas
Il — ymepeHHas

MuonaTnyeckmnm Kpu3s (KpamHasa CTENEHb TSXKECTU
nopaxeHns nonepevyHo-nonocaThbiX MblILLLL
(ObIXaTenbHbIX, TOPTAHHBLIX, MOTOYHbIX,
onadpoparmarnbHbIX) C HEKPOTUYECKMM MAaHMUO3UTOM B
OCHOBE; NnosiHaa 06e30BUXEHHOCTb; MUOIMEHHbIV
bynbbapHbIN Nnapanuy; MMOreHHbIW Napanuy ablXxaHus) -
XU3Heyrpoxatollee CoOCToaHNe BcneacTeue
OblXaTenbHON HegoCTaTOMHOCTU MTMMNOBEHTUNALNOHHOIO
Tnna

V BUHTUNAIBRReHua FOOM (N.A. UcaeBa, M.A.

XXBaHuA)
OcTtpoe (10%)

[TopocTtpoe (80-85%)
[lepBUYHO-XpOHUYeCKOoE (5-10%)



IdnarHocTtn4yeckue Kputepum gepmaro-
n nonmmuno3suta (K. Tanimoto n coaBT.,

[Ona pnarnosa « OOM» HEGBXOAUMbI Kak MUHUMYM 1

N3 KOXKHbIX KPUTEPUEB B COMETAHUM C 4 U3 KPUTEPUEB
NoNMMmMo3nTa

KoXHble Kputepuu
[ ennoTponHas cblinb (KpacHo-unorneTtoBasa otedHad
apuTeEMa Ha BEPXHUX BEKAX)
Cumntom [OTTpOHa (KpaCcHO-dMoneToBasa KepatoTuyeckas
aTpodunyeckaa aputema Hag pasrmbarteribHbIMM
NOBEPXHOCTAMW CyCTaBOB NasibLEB)
OputemMa Ha pasrmbaTensHou NOBEPXHOCTU CYyCTaBOB

(NnpunoaHaATas KpacHo-dguoneToBas aputemMa Hag NnoKTIAMU
N KONeHAMWN)




W N

~N o

Kputepuu nonmMmmosunTa
[TpokcMMarbHasi MbllLeYHasi cnabocTb (BEPXHUX UIMN HMKHUX
KOHEeYHOCTeNn), NporpeccupyroLiaa B Te4eHUE HECKOSbKUX
Heaernb Unn MecaueB, B cOMeTaHnn ¢ gucdaruen /
nopaeHNeMm AbiXxaTenbHOoM MyCKynaTypbl UK Npu nx
OTCYTCTBUU
T ypoBHA KOK nnun anbaonassl B CbIBOPOTKE KPOBU
MbilievyHas 6onb (nanbnatopHasi nn CrioHTaHHas)
[TlonoxuTtenbHble aHTU-Jo-1-aHTutena (rmctngun-TPHK-
CUHTETA3a)

MwuoreHHble nameHeHnst Ha OMI™ (KopoTkagd
NPOOAOIMKNTENBHOCTL, NONUMasHbIe NoTEHUMANbl MOTOPHbIX
eOWNHWLL, CO CNOHTaHHbIMU PUBPUNIALNOHHBIMA
noTeHunanamm)

HeOecTpyKTUBHLIN apTPUT UK apTpanrmu

CuctemMHble npusHaky BocnaneHus (T tena > 37°C, 1 CPb
mnm CO3B > 20 Mm/4)

Mopdhonornyeckoe noareepXgeHNe MbllLEYHOIO
BOCnarneHusa (BocnanutenbHasa UHOUNbLTPaLUns CKeNneTHbIX
MbILLL C AereHepaumem ninv HEeKpo30M. akTUBHbIN




IInarHocTukKa

KnnHmn4yecknmn aHanns KpoBu: yMepeHHbIN NENKOLUMNTO3,
ymepeHHoe 1COD0.

buoxmummnyeckmnn aHanums KpoBu: nosblleHne ypoBHen KOK,
nar, ACT, AINT, anbaonassl.

MmmyHonormndeckue nccnegosaHuns: AHO (50-86%)
1:40-1:80; noBbILLEHMNE aKTUBHOCTU IgG (25%); PP (10%). AT K
KapanonunuHy onpenenatTcs npu BelpaeHHOM CUHAOpOoOME
BacCKynuTa.

Mwno3uTtcneumnduveckne aHTn-Jo-1-aHtmurtena (rMCTMann-
TPHK-cuHTeTasa) npm KOOM obHapyxuBaroTca KpanHe peako,
NMEIOT AMarHOCTUYECKOE 3HAYEHME TOSbKO NPU NopaKeHuu
NEerkux.

OKI, OXO-KI

Y3W opraHoB OptoLLIHOW NOMNOCTU, NOYEK
OHMI

Y3, MPT, buoncusa mbiLu,

oB/

KT rpygHoOu KneTku



OunddepeHumanbHbiv guardo3 FOOAM

KOBEHUNbHBLIN NONUMUO3NT
NHJeKUNMOHHBIV MUO3UT

HenpombileyHble 3aboreBaHnsa u mmonaTum
(Mnoauctpodua [oweHa, Myasthenia gravis,
MWOTOHUA U Op.),

Mwuo3nT npu Opyrmx CUCTEMHbIX 3aboneBaHUAX
coeaANHUTENbHOWN TKaHU

Occudmumnpyrownmn nporpeccnpyowmm MMo3nT
(bone3Hb MioHxMmenepa),

BTOpnyHbIN AepMaTonosIMMno3nT nNpu
OHKOINOrm4yeckunx sadoneBaHungax.



OcnoxHeHusa IOOAM

NHdnumpoBaHue 1 HarHoeHne KanbLUHaTOB
HeKpo3bl KOXN

AcnupaunoHHas NHEBMOHUA U acPUKCUA BCreacTeue
acnupauum nULLmM Unm pBOTHbIX Macc

[THeBMOTOpaKC

[1bixaTenbHaa HeaooCTaToYHOCTL BCieAcTBue
BblpaXX€HHOM MbILLIEYHON CNAaboCTN, NOPaXKEHUS
Nnerknx

CeppaevHas He4oCTaTOYHOCTb
KenyagoyHo-KuLeyHble KpoBOTEYEHUA N nepdopauumn

OcTeonopo3 KocTen, 0CODEHHO MO3BOHOYHUKA,
BCeACcTBUE 3HAYUTENBHOIO CHMXEHNSA ABUraTenbHOu
aKTUBHOCTU pebeHKa (a Takke B pesyrnbsrarte Tepanumn
['K) c pa3BuTMem KOMMpPEeCCUOHHbLIX NePEnoMOB U
KOPEeLLKOBOro cMHapoma



NNeyeHnne OOM

Pexxnm: orpaHnyeHmne apuratenbHoro pexmma, JIOK

XUpypruyeckoe reveHune (BolpakKeHHble KOHTPaKTypbl
CyCTaBOB, MHULMPOBaAHME KalnbLNHATOB)

MegunkameHTo3Hada Tepanusa: CuctemHblie 'K
(IMpeaoHn3onoH) 1 Mr/kr 6-8 Heagenb MeaneHHoe
CHMXEHNe B TeveHue 12 Mec., noaaepxmsatoLlada nosa
0,25-0,3 Mr/Kr/cyT - 4-5 nert

[Tynbc-Tepanua metunnpegHnU3onoHom 10-15 Mr/Kr

LinToctatukmu(meTtoTpekcaT, a3aTUONPUH,
LUmKnodgocdamuna, LMKNOCMNOPUH)

BBl

Bl (Putykcruma0)

Mukpounpkynauma (MeHTOKCUMUNIWH, QunMpugamon,
aKTOBErnH, paKkcunapuH)



Ucxopbl un nporHo3 KOOM

[Tpn cBOEBPEMEHHO HA4YaTOM N aJeKBaTHO NPOBOAMMOM
reyeHnn y 6onbLUNHCTBA OOMbHbIX YAAeTCsA JOCTUYb CTOMKOMN
KNUHNKO-NTabopaTopHOM PEMUCCUMN.

Xyaowun nporHo3 HabnogarT y AeTen, 3abonesLUnX B
paHHEM BO3pacTe, a TakKe Y O0NbHbIX C TSXKENbIM
nopaxeHuem XXKT, nerkux.

5-NETHAA BbKMBAEMOCTb NOCIe YCTaHOBMEeHUda gnarHo3a >
90%.

Taxenas oyHKUMOHanNbHas HegoctaTodHOCTh Npu FKOOM
pa3BuBaeTCcs He bonee YeMm B 5% cny4daes, a 4ons
rneTtanbHbIX NICXOO0B Koriebnetcs B npegenax 1,5-10,0%.

JleTanbHbIV NCXoq 0TMeYarT NPeNMyLLLECTBEHHO B NMepBble
roabl 6051e3Hn Ha POHE BbICOKOW aKTUBHOCTM NpoLiecca u
npuv KPU30BOM TEYEHUMN.,



CucteMHasa cknepoaepmus

«[orosa cosepueHHO 8bicoxuas, oOHousemmHasl, bpoH308as1 —
HU 0amb HU 835IMb UKOHa CmMapuHHO20 rnucbmMa; HoC y3KUU, Kak
niessue Hoxa,; 2yb noumu He eudampe — MoribKO 3ybbi bererom u
arasa, 0a u3-roo rinamka eblbusaromcs Ha 5106 xuokue rnpsiou
XXenmbix 8osioc. Y no0bopooka, Ha CKraoke odesiria, 08UXYIMCH,
MeOrieHHOo rnepebupas nanbuamMmu, Kak rnasodykamu, 0oee
KPOWEYHbIX PyKU moxe 6poH308020 usema. 5 825190bi8aroCh
rorpucmaribHee: Jlulyo He mosibKo He be3obpa3sHoe, daxe
Kpacusoe, — HO cmpaulHoe, HeobblyatiHoe. M mem cmpauwHee
KaxXemcsi MHe 3mo /1uy0o, 4mo o HeM, 1Mo Memarsiu4ecKumM e20
wiekam, S 8UXKy — CUIIUMCS... CUIUMCS U HEe MoXXem
pacrinbimbecs yrbibka. ..

- ... Cmara s COXHymb, YaxHymhb; YepHoma Ha MeHs Hauwlna;
mpyoHO MHe cmaJsio Xo0Umbk, & mam yxKe — U MoyIHo Ho2amu
griademae; HU cmMosimb, HU cudoemb He Mo_ay; 8C€ bbl rexxana. Y
HU NMumab, HU €CMb HE XO4emCSs: 8CE XyxKe 0a XYXKe.» n.C.



CucteMHasa cknepoaepmus
NN NPOrpPeCcCcMpyroLLIMN CUCTEMHBLIN CKINEpos —
XPOHUYECKOE NornmncncTeMHoe 3aborieBaHmne n3 rpynneol
CUCTEMHbIX 3aboneBaHnn coeanHUTENbHON TKaHW,
pa3BunBatoLLeecd B BO3pacTe 40 16 neT u
XapaKTepuayto-Lieecs nporpeccupyrommm gpmnbposHo-
CKNepoOTUYECKUMUN NUSMEHEHNAMU KOXKN, ONOPHO-
OBuUraTenbHOro annapara, BHyTPEHHUX OpraHoB U

Ba30CNacTUYeCKMMM peakumsammn no Tuny cuHapoma
PeilHo. Jdnuaemuonorus

*3aborieBaemMocTb 0,05 crny4aen Ha 100 ThbiC. AeTeEN A0
16 NeT, pacnpocTpaHeHHOCTb — 19-75 cny4aeB Ha 1
MJTH.

*CC[ - vaule y XeHWwuH (k:m = 5-7: 1) B Bo3pacTte 30-60
net, a:m=3:1



[laTtoreHe3 CCA

3 OCHOBHbLIX 3BE€Ha:

*BacKkysionaTtnga Mesiknx cocyaos,

*rymoparbHble N KNeTOYHble UMMYHHbIE HapyLleHus,
«ancdyHkuma pmnbpobnactos, npusogsaLlasn K NOBbILLEHHOMY
OTNOXEHUKO KOMIMOHEHTOB 3KCTpaUEennnapHoOro MmaTtpukca B
TKaHAX.

B pesynkrarte - HeobpaTuMble pacnpocTpaHeHHble PUBPO3HLIE
N3MEHEHNS KOXWN U BHYTPEHHMX OPraHOB C HapyLIeHNEM UX
dyHKUMN — BbICOKAs MHBaNMamM3aums 1 obLLnim Nrioxon
NPOrHoO3

Obpa3oBaHue crieunduyveckmnx AT: aHTULEHTPOMEPHBLIX,
aHTUTonon3omMepasHbIX (anticentromere (ACA),
anti-topoisomerase antibodies (ATA), AB to topoisomerase-1 (Scl-70)



DOopMbl OBEHUJTbHOU

POBeHMana;? 5ﬂc%en?ﬂ%%¥nvé%onepmuﬂ
(KOCCO)- xapaktepusyetca PnbpPo3HO-
CKNEPOTUYECKUMU N3MEHEHUAMN KOXN U
OMNOPHO-ABUraTernbHOro annapara u
nopaxeHNem MHOIrmx BHYTPEHHUX OPraHoB,
Ba30CMacTUYECKMMU peakLnsaMu rno Tuny
cuHgpoma PenHo

IOBeHMnNbHasA orpaHU4YeHHasn cKkrnepoaepmMus
(KDOCL) - xapakTepunayeTca XPOHUYECKNM
BOCnarieHnemM coeagmnHUTENbHOU TKaHU KOXW,
NOAKOXXHOWM KNeT4yaTKn, CyXOXUMnm 1 MbiLuL
6e3 nopaxeHnsi BHYyTPEHHUX OpraHoOB



KnuHnyeckue cpopmbl OCCL
[1lpecknepoagepmus
FOCCL c anddy3HbIM NMopaKeHNEM KOXMU
(Andpdy3sHast popma)
FOCC/ ¢ n"MMUTMPOBaHHbLIM MOPaXXeHNEM
KOXXW (aKpocKnepoTnyeckaa dopma)

Cknepogepmus 6e3 cknepoaepmol

CmelwaHHoe 3aboneBaHune
coegMHUTENBbHOW TKaHU N NePEeKPECTHbIE
doopmbl — Overlap -cuHgpom (IMPC)



KnuHnyeckue cpopmbl OCCL

BapuaHTbl Te4EeHUA: OCTPOE,

bbicTponporpeccupytoLlee (c reHepanm3oBaHHbIM
dnbPO30M KOXUN U BHYTPEHHUX OPraHoOB);
NoaoCTPoOEe, YMEPEHHO NMporpeccupyroLlee
(npeobnagaet UMMYHHOE BOCManeHue);
XpOHW4Yeckoe, MeasIeHHO nporpeccupytoulee (¢
npeobnagaHnemM cocyamcTon NaTtororum)

CteneHu aKTUBHOCTMU: | — MUHUMaArbHag; |l —
ymMmepeHHas; |l — MakcumarnbHas.

Ctaguu 3aboneBaHus:

| — Ha4anbHaga (1-3 o4yara nokanusaunu 6onesHun);
Il — reHepann3oBaHHas (oTpaXkatoLas CUCTEMHbIN,

NONUCUHOPOMHbIN XapakTep npoiecca);

lll - no3gHAA (TepMUHanbHasa), korga UMeeTcqa

HeJoCTaToYHOCTb (OYHKLMM OAHOro unu bonee
OpraHoB.



KnuHnyeckue nposasnenua OCC[I
» ObLwme nposieneHus (1T Tena (cyodpebpunurert),

cnaboCTb; CHWXEHUSA anneTuTa; NoTepsi Macchl Tena
(oTcTaBaHue B 1U3n4eCKOM pa3BUTUN))

* KO)KHbIV CUHOPOM: 3 CTaAuN KOXXHOro nopaxeHus: 1
cTaguqa oTeka; 2 ctaauda nHaypaumum; 3 ctaguga
cKrneposa un atpodoun.

* BapmaHTbl KOXXHOro cnHapoma:

* CUCTEMHada cknepoaepmus ¢ audody3HbIM nopakKeHnem
KOXW;

aKPOCKI1IEPOTUYECKNN BApPUAHT;
npokcumanbHaa dopma;
remmcknepoaepmus;
aTunnyHaga gopma;

NOAKOXHbIN KanbUMHO3 (CREST-CMHOPOM: KanbLUMHO3, C-M
PevHO 230harvTt cknebnonakTunmg Tenearru’l3ktTaum)



CTtaguun KOXXKHOro nopa)eHus

Mpu cknepoaepmum
KOXHbIU
NnaTonorn4yecKkmuun
npouecc npoxoauT B
CBOEM pPa3BUTUUN TPU
cTaaumu, NOCTErNneHHo
nepexoasiwime ogHa B
ApPYyryto:

1. cTaaus oTeka,

2. cTaaua ynnoTHeHus
(vnn Haypauun)

3. aTpodumn.







KnuHnyeckue nposasneHua OCCA

« Cocyancroe nopaxeHue (cuHgpom PenHo;
TeneaHrmakTasmmn).

* [lopaxeHne onopHoO-ABUraTeNbLHOro annapara
(0oCcTEeonn3 HOrTeBbIX doanaHr nanbLUeB;
CKrnepogakTunusa; remmaTtpodpusa 3yoo4entocTHOro
annapara; NoJIMMUO3UT).

* [lopakeHune XXKT (3aTpyaHeHUAa npornatbiBaHUS
NULK; gucnencmnyeckne paccTpoucTea; Noteps
MaccChbl Tena).

* [lopakeHune nerknx (cyxou Kawlenb; ogbiLlKa npu
donsndyeckomn Harpyske; HapyweHune OBLl; cHuxkeHne
KEJ).



[TopaxeHue nuya

Mackoobpa3HocTb nuua,
BbinageHue 6poBen 1
pecHuy

et

KuceTHbIn poT

CycmaeHoi cuHdpom. «[1ceBaoapTpuTy -
BMOMMANA AeopMaLMs CyCTaBOB 3a CYET
OMOPO3HO-CKNEPOTUYECKUX N3MEHEHWN
nepuapTUKYNAPHbIX TKAHEN C PasBUTMEM
KOHTpaKTyp (0e3 aecTpykuum cycTaBos)

;
i




D Springer Heakhcare
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www.lecofer.org



CuHapom PenHo




KnuHnyeckue nposasneHua OCCA
* [lopakeHune cepgua (HapyLleHne putma u

NPOBOANMOCTU; CHUXKEHME COKPATUTENBHOW
cnocobHOCTM MMoKapaa; cepae4vHas
HeOoCTaTO4YHOCTD).

* [lopakeHne noyek (cnepgosasi NPOTENHYPUS;
MWUHMUManNbHLIN MOYEBOW CUHOPOM; HapyLLUeHne
doyHKUMKM nodek; Al')

* [lopaxeHne HepBHOU CUCTEMbI (CYyAOPOXKHbLIM CUHOPOM;
remmnnerndeckas MUrpeHb; oMaroBble UI3BMEHEHUA B
TKaHW rOJTOBHOINo Mo3ra).



I'Ipep,BapMTen bHbl€ ANarHOCTU4YeCKue Kputepuum
OCCJ (PRES, 2004)

bonbLine Kputepuu

Cknepo3s/nHaypauus
CknepogakTunus
CuHagpom PenHo

Manbie Kputepum

CocyaoucTble (aurntanbHble A3Bbl, UISMEHEHUS Kanuinapos
HOITEBOIO NOXa Npu KanunnsapocKonun)

[acTponHTecTuHarnbHble (ancdarusg, ' SPb)
[ToyeyHble (noveudHbIn Kpung, Al')
KapgnaneHble (aputmus, HK)

IleroyHble (neroyHbin pumbpos (KT, PI), HapyLweHue
aondodys3um nerkunx, J1I)

CKeneTHO-MblLLEeYHbIe (apTPUT, MUO3UT, KOHTPAKTYPbI)



I'Ipep,BapMTen bHbl€ ANarHOCTU4YeCKue Kputepuum
OCCJ (PRES, 2004)

* HeBponoru4yeckue (Hemponatus, CUHOPOM KapnasbHOro
KaHana)

» Ceponorunyeckne (AH®, cneundunueckme TA (Scl-70, ALA,

ORM-AhdHosa «KOCCO» HeobxoanMbl Kak MUHUMYM 1
D60MbLWOW 1 KaK MUHUMYM 1 ManbIn KpUTEPUn




IInarHocTuka

KnnHun4ecknn aHanns Kposu: yMmepeHHbIN NenkounTos u/mamn
903nHopunus, ymepeHHoe 1CODJ.

buoxnmunyeckuimn aHanns KpoBu (rmneprammarnobynmHemMmus)
O6LWmn aHann3 Mmo4vn (ymepeHHas npoTenHypus)

MIMMmyHoRnormndeckue nccnenosanus: Ig A, IgM, 1gG, AHD 80%,
P® 20%), aHTH Scl-70, aHTULEHTPOMEpPHbIe aHTUTena

Koarynorpamma.

Kanunnnapockonua HOrTeBoro noxa (aunatauus v
YMEHbLLEHME YMcha Kanunnapos, Hannyme aBacKynapHbIX
noreun)

NHcTpymeHTanbHble nccnegosaHus (OKI, 3XO-KT, Y3U
OpraHoB OpIOLLIHOW NonocTu, Nnoyek; peHtreHorpadums OlK.

Al AC, maHOMETPUSA NULLEBOAA, PEHTIEH-KOHTPACTHOE
nccriegosaHue nuuiesoga

KT nerkunx, B[]



Kanunnapockonus: A — Hopma, b — BTOpUYHbLIN
cuHapom PeinHo Ha ooHe CCL



OnddepeHUumanbHbIN ANarHo3
IOCCA

* KOBEHUNBbHBLIN nONONATUYECKUN apTPUT
* OrpaHn4yeHHas ckrnepoaepmms

» CKB

- KOOM

* bonesHb PenHo



JIleueHue OCCA

ba3ucHan Tepanus:

* ['K: npegHn3onoH 0,3-0,5 Mr/kr 6-12 Hea. ¢
nocrneayrwmm cHmxkeHnem go 0,1-0,2 Mr/kr/cyT B
TeyeHume 12-15 mec.

* LlutocTtatukn: metoTpekcaT BHYTPb 15 Mr/m2 B
Heaento (cucteMHaga u orpaHudyeHHasi gpopma),
umknodpocdamug B/B kan 400Mr/m2 (cMctemMHas
doopma, 0cOBEHHO NPU NOPaKEHUN NErknX)

* VBl (putykcumab - 375 mr/m2, B/B)

* AHTNDOKNOPO3HAA Tepanus: [-neHnunnnammH
(KynpeHun)

Koppekuna HapyLeHnn MUKPOLMPKYNALUMN:
NEeHTOKCUMUIIINH, aunnpuagamorn, onokatopbl Ca-
KaHanoB (HUeannuH, amrnoaunuH); annpocrtagun,
aKTOBENH



