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JIEKLIA # 1:
CUCTEMHI 3AXBOPIOBAHH S
CITOJIYYHOI TKAHUHH

JlekTop: Xos10n0B JIeoHig CeMeHOBUY,
Jlo1eHT, K.Me/J.H.
2024



C3CT - BUSHAYEHHA

= C3CT - e BeJsiMKa rpylia 3aXxBOpPIOBaHb 3 BA?KKUM I1epediroM
HeB140MOI eT10JIOT1], 1[0 XapaKTepHU3yIThHCA TeHETUYHO
0OYMOBJIEHHUM CUCTEMHHM IMYHO-3allaJIbHUM YpaKEeHHSIM
CIIOJIYYHOl TKaHUHU Ta 11 HOXIJHUX.

= C3CT npoABAAOTECA MHOXXUHHUMU YpAXKEHHAMU OPraHiB Ta
TKaHUH, 1110 Ha0yBa€ NOJIIIUKJIIYHHUH IPOrPeCYOYUM IepPeODIr.




I1}0 TPYIIY 3AXBOPIOBAHbB
NOEAHYIOTh:

CrisibHiCTBh naToreHe3y (iIMyHHi ¥ aBTOIMyHHI MeXaHi3MH
PO3BUTKY);

CiJibHICTb TaTOMOP@OJ0Til (3MiHK OCHOBHOI pe4OBHUHU
CIIOJIYYHOI TKAHWHU, GIOPUHOIJHUH HEKPO3, Jle30praHisailis
BOJIOKHUCTHX CTPYKTYP, 30KpeMa KOJIareHOBUX: JIIMPOIIHI
Ta MJIa3MOLMTAPHI iIHPIIbTpPaATH;

CHiJIbHICTD KJiHIKM (MOJIIUKIIYHHAN, TPOTpecyr0dYri
nepeoir; 3aroCTpeHHs IiJ BIJIMBOM HecllelUuPIYHUX
BIIJIMBIB; 0araTOCUCTEMHICTb YpaXKeHb - CYIJI00iB, Ceplis,
HUPOK, IKipH, CEpO3HUX 0O0JIOHOK Ta iH.)

[losautuBHuU ebekTt 'KC, nuutocrarukis, HI133, epepeHTHOI
Teparii);

BigcyTHicTh MOHOETIOJIOTIYHOTO paKTOpa.




MKX-10: CACTEMHI YPAXKEHH S
CIIOJIYYHOI TKAHUHU

= M30 By3JIMKOBUM moJ1iapTepilT Ta CIOpPigHEHI
CTaHU

= M31 [H1II HEKPOTU3YIOYI BACKYJIONATII
= M32 CUCTEeMHUH YepBOHHUHU BOBYAK

= M33 JlepMaTOIOJIiMiO3UT

= M34 CuCTEeMHUH CKJIepOo3

= M35 [HI1II cucTeMHI ypaXKeHHS CIIOJIYYHOI
TKaHUHU







KTO 3HAE BOBYAK - TOH 3HAE ME/IULJUHY

BU3HAYEHHA

= CYB - aBTOIMyHHEe peBMaTiuyHe 3aXBOPIOBAHHS, B
OCHOBI IIaTOreHe3y SIKOro JieXKaTb JePpeKTHU
IMYHOperyJidiiil, 1o Npru3BoAATh [0
HEKOHTPOJIbOBAHOI rinepnpoaykiiii AyToAT o0
KOMIIOHEHTIB BJIACHUX TKAaHUH, a TAKOX 10
YTBOPEHHA U JIEN03UIUU IMYHHUX KOMIIJIEKCIB,
Ta /10 MOAAJIBIIOT0 PO3BUTKY XPOHIYHOIO
3allaJIEHHs, 1110 3aJIy4a€ 0araTo OpraHis i
CUCTEMU




EINIAEMIOJ/IONTA

= [lomMpeHicTh BOBYAKaA 3a PI3HUMU JJAHUMU
Bapitoe€ Big 40 sunaakiB Ha 100 000 cepen
eBponeunniB g0 200 Ha 100 000 cepen,
appHKaHIIiB.

K:M=9:1

= Bepie giarHoctyeThcd y Bini 20-30 pokKis.

\ /
N Engl ] Med 2008;358:929-39. “




5- TA 10- PIHHE BUX{NBAHHA XBOPUX
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[IATOTEHE3 CYB

= [eHeTHYH], eNnireHeTU4Hi,
rOpMOHAJIbHI,
IMYHOPEryJIATOPHI Ta 30BHIIIHI
YHHHUKHU JiI0Tb IOCJAiJOBHO ab0
OJlTHOYACHO HA IMYHHY CUCTEMY.

= B pe3ysibTaTi BUPOOJISIOTHCS
ayToAT, IK, ayTopeakTuBHi ab0
3anaJibHi T-KJITUHU U HUTOKIHH,
AK1 MOXYTb 1HII[IFOBATH 1
NiATPUMYBATH 3allaJIeHHA Ta
MOLIKO/PKEeHHSA PI3HUX OpPraHiB.

= YpaxkeHi opraHu B I10JaJIbIIOMY
MO>KYTb J0JAaTKOBO
MOIIKO/PKYBaTHUCS MiCLIEBUMH

dbakKTopaMH. “
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OcTtaHHI
OHOBNEHHA
€BPONEUCbKUX
peKomMmeHaauin
LWO0AO0 BeAeHHA
Xxsopux Ha CHB



KnacudikauinHi kputepii CHB

AHTUHYKNEapHI

aHTuTina (ANA)

Mo3nTmBHO HeratusHO

3aCTOCOBYBATHU
N0AaTKOBI
Kputepil

He po3rnapaaTtu
aiarHo3 CYB

KAiHIYHI IMYHONOTIYHI

AKLWO 3aranbHa ouiHKa >10 Ta
NPUCYTHIN Xxo4a 6 OAMH KAIHIYHUIN
Kputepin = CHB
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KnacudikauinHi Kpmntepii CHB
BxiOHUU Kpumepil

* AHTUHYKneapHi aHTUTiNa (ANA) - npu TnTpi 21: 80 Ha KAITUHAX
HEp-2 abo ekBiBaNAEHTHOMY MO3UTUBHOMY TECTI NMPUHAUMHI
OAWH pas.

ANA, TaKOX BiaOMI AK
aHTUHYKneapHuit ¢paktop (ANF),
€ aYTOQHTUTIZIAMMU, AKI
3B’A3YIOTbCA i3 BMICTOM A4pa
KNITUHWN.

CaiTiHHA ANA B agpax KNiTUH



{nacuoikauinHi Kputepii CHB

KoHcmumyuyiliHi AHmudgpocgponinioHi aumumina
JlnxomaHkKa AHTUTING A0 KapaioniniHy 2
AHTUTING A0 mMiKoNpoTeiHy 2
JlenkoneHisa 3 BoBYaKOBMIM aHTMKOATYNAHT 2
TpomboumToneHis 4 KomnoHeHmu KomnaemeHmy A .
ABTOIMYHHWI remoni3 4 | 3HuKeHi piBHi C3 abo C4 3 HTU H.YKflea le
HeliponcuxiampuyHi 3HuKeHi piBHi C3 Ta C4 4 dHTUTINa (ANA)
Oenipin CYB-cneyugpiyHi asmoaHmumina
Mcuxo3 3N AHTuTiNa go gsocnupansHoi AHK 6
Cynomu 5 TN-CMIT aHTUTING 6 MosnTneHo HeratneHo
LLIKipHO-cnu3o08i
Hepy6uesa anoneuis 2 3aCTOCOBYBATHU H
BunpasKku poToBOI MNOPOKHUHMU 2 ﬂ'Oﬂ,aTKOBi S pO3I'J'IFI,£I|aTM
MiarocTpmMin WKIPHMIW YN ANCKOIAHMIW BOBYAK 4 KDUTE “ pl|a THO3 Cl-l B
foCTpUM WKipHUIM BOBYAK 6 p p
Cepo3Hi
MneBpanbHUM YM NepUKapAiaNbHNIA BUNIT 5
focTpumn I'IepVIKapp,MT. 6 KfliHiLlHi |N\YHOI'IOI'iLIHi
M’a3060-cKenemHi
ApTput 6 .
o AKLWO 3aranbHa ouiHKa >10 Ta
UpKoesi
Mpoteiypis 4 NPUCYTHIN Xo4a 6 OAMH KNIHIYHWIN
BoBuakosuit HedppuTt 2 abo 5 Knacy npwm Gioncii 8 v
BoBuakoBuit HedpuT 3 abo 4 kKnacy npu bioncii 10 KpMTepIM » CLI B
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KnacudikauinHi Kpmntepii CHB
KniHIYHI

KoHCTUTYUINHI
* JlIuxomaHKa — Temnepartypa Tina >38.3°C -2 6anum

v' KpuTepilt He BpaxoByOTbCA, AKLLO AN
HbOro € Binbl BiporiaHa NPMYKHa, Hix CYB.
v MNosABsa Kputepito xoua 6 0AMH pas €

[OCTaTHbOIO.
v" Kputepii He 060B’A3KOBO MaloTb 3'ABNATUCA

04HO4YacHO.




KnacuoikauinHi Kputepii CHB

KoHcmumyuyiliHi
Jluxomas

emMmamosnogivHi
JlenkoneHisa
TpombouuToneHia
ABTOIMYHHWI remoni3

» .
PUIDT afaals

AHmudoceoninioHi aHmumina
AHTUTING A0 KapaioniniHy
AHTUTING A0 mMiKonpoTeiHy
DWBYAKOBUIM QHTUKOArYNAHT

KomnoHeHmu KomnaemeHmy
3HUKeHi piBHi C3 abo C4
3HuKeHi piBHi C3 T1a C4

AHTUHYKNEeapHI

4 aHTuTiNa (ANA)

6 Mo3nTmBHO HeratusHO

Oenipin CYB-cneyugpiyHi asmoaHmumina
Mcuxo3 AHTUTING A0 ABocnunpanbHoi JHK 6
Cynomu 5 | ARgu-Cmit aHTUTING
LLIKipHO-cnu3o08i
HepybueBa anoneuin 2
BunpasKku poToBOI MNOPOKHUHMU 2
MiarocTpmMin WKIPHMIW YN ANCKOIAHMIW BOBYAK 4
foCTpUM WKipHUIM BOBYAK 6
Cepo3Hi
MneBpanbHUM YM NepUKapAiaNbHNIA BUNIT 5
focTpuit nepukapgmT 6
M’a30e0-ckenemHi
ApTput 6
Hupkoesi
MpoTeinypiA 4
BoBuyakosuit HeppuT 2 abo 5 Knacy npwu bioncii 8
Bosuakosuit Hepput 3 abo 4 Knacy npwu bioncii 10

3aCTOCOBYBATHU
N0AaTKOBI
Kputepil

He po3rnagaTtu
niarHo3 CYB

KAiHIYHI IMYHONOrIYHI

AKLWO 3aranbHa ouiHKa >10 Ta
NPUCYTHIN Xo4a 6 OAMH KNIHIYHWIN
Kputepin = CHB

2019 EULAR / ACR Classification Criteria for SLE. Arthr. & Rheum. 2019, 71, 9, 1400-12



KnacudikauinHi Kpmntepii CHB
KniHIYHI

femaTonorivHi

* JleikoneHia—/1u <4 x 10° — 3 6anum
 Tpom6ouutoneHia — Tu, < 100 x 10° — 4 6anu

* ABTOIMYHHUU remoni3 — O3HaKKM remonisy, TaKi Ak
PETIKYNOUUTO3, HU3bKUIN PiBEHb ranTorNobiHy, NiaABULLEHUNI
Henpamuu 6inipybiH, niasuweHnn piserb JIAI Ta NO3UTUBHUMN
TecT Kymbca (npamunin aHturnobynid) — 4 6anu

v B KOXKHil1 rpyni KpuTepiis
BPAXOBYETbCA Ti/IbKMK

MaKCUManbHUK Ban.




KnacuoikauinHi Kputepii CHB

KoHcmumyuyiliHi AHmudgpocgponinioHi aumumina
JlnxomaHkKa 2 | AHTMTING O KapaioniniHy 2
lfemamonoezivHi AHTUTING A0 mMiKoNpoTeiHy 2
JlenkoneHisa 3 BoBYaKOBMIM aHTMKOATYNAHT 2
TpomboumToneHis 4 KomnoHeHmu KomnaemeHmy
i MONI3 4 | 3HuKeHi piBHi C3 abo C4 3
Heliponcuxiampu4Hi 3HuKeHi piBHi C3 T1a C4 4
Oenipin 2 CYB-cneyugpiyHi asmoaHmumina
Mcuxo3 3 AHTUTING oo aBocnupanbHol AHK 6
NOMU AHTU-CMIT aHTUTING 6
Hepy6uesa anoneuis 2 3aCTOCOBYBATHU
BunpasKku poToBOI MNOPOKHUHMU 2 ﬂ'Oﬂ,aTKOBi
MiarocTpmMin WKIPHMIW YN ANCKOIAHMIW BOBYAK 4
foCTpUM WKipHUIM BOBYAK 6 KpMTep“
Cepo3Hi
MneBpanbHUM YM NepUKapAiaNbHNIA BUNIT 5
focTpuit nepukapgmT 6
M’a30e0-ckenemHi
ApTput 6
Hupkoesi g SR U ey C RS
MpoTeiHypia 4 0 O4a O O/
BoBuyakosuit HeppuT 2 abo 5 Knacy npwu bioncii 8 o N
Bosuakosuit Hepput 3 abo 4 Knacy npwu bioncii 10

AHTUHYKNEeapHI

aHTuTiNa (ANA)

Mo3nTmBHO HeratusHO

He po3rnagaTtu
niarHo3 CYB

IMyHONOrIYHI
@ . @
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KnacudikauinHi Kpmntepii CHB
KniHIYHI

HeunponcuxiapuyHi

e [lenipinl — XxapaKTepPU3YyeTbCA HACTYMHUM:
— 1) 3miHa cBigomocTi abo piBHA 30yArKEHHS 3i 3HUMKEHOIO 34ATHICTIO 30CepearKyBaTucA,
— 2) pO3BUTOK CUMNTOMIB MPOTATOM Bif, roagnH A0 2 AHIB
— 3) KONMBAHHA CUMNTOMIB NPOTATOM AHA,

— 4) ogHe 3 HaBeAEeHOro
* 4a) roctpa / niaroctpe nopyleHHA NisHaHHA (Hanpuknag, aediunt nam'ati abo gesopieHTauis), abo
* 4b) 3miHa noBeAiHKK, HAacTpoto abo adeKT (HanpuKknag, HECNOKi, NOPYLIEHHS UMKAY CHY Ta HECNAHHA)

— 3 6anum
* lMcnxo3 — xapaKTepU3yeTbCA HACTYNMHUM:
— 1) mapeHHa Ta / abo rantoumHauii 6e3 po3ymiHHs, Ta
— 2) BiACyTHICTb Aenipito
— 4 6anm

 Cypomwu — [epBUHHUI reHepanizoBaHni Hanag abo
4aCTKOBUI / BOTHULLEBUI Hanag, — 4 6anum




KnacuoikauinHi Kputepii CHB

KoHcmumyuyiliHi AHmudgpocgponinioHi aumumina
JlnxomaHkKa 2 | AHTMTING O KapaioniniHy 2
lfemamonoezivHi AHTUTING A0 mMiKoNpoTeiHy 2
JlenkoneHisa 3 BoBYaKOBMIM aHTMKOATYNAHT 2
TpomboumToneHis 4 KomnoHeHmu KomnaemeHmy A .
ABTOIMYHHWI remoni3 4 | 3HuKeHi piBHi C3 abo C4 3 HTU H.YKflea le
HeliponcuxiampuyHi 3HuKeHi piBHi C3 Ta C4 4 dHTUTINa (ANA)
Oenipin 2 CYB-cneyugpiyHi asmoaHmumina
Mcuxo3 3 | AHTuTina go gsocnupansHoi AHK 6
Cyoom 5 | AHTU-CmIT aHTUTING 6 MosnTneHo HeratneHo
[lIkipHO-cnu308i
Hepy6uesa anoneuis 3aCTOCOBYBATHU H
BunpasKku poToBOI MNOPOKHUHMU 2 ﬂ'Oﬂ,aTKOBi S pO3I'J'IFI,£I|aTM
MiarocTpmMin WKIPHMIW YN ANCKOIAHMIW BOBYAK 4 KDUTE “ pl|a THO3 Cl-l B
[OCTPUMN WKIPHUM BOBYAK 0 p p
MneBpanbHUM YM NepUKapAiaNbHNIA BUNIT 5
focTpumn I'IepVIKapp,MT. 6 KNiHiYHI |N\YHOI'IOI'iLIHi
M’a3060-cKenemHi
ApTput 6 .
o AKLWO 3aranbHa ouiHKa >10 Ta
upKoei
Mpoteiypis 4 NPUCYTHIN Xo4a 6 OAMH KNIHIYHWIN
BoBuakosuit HedppuTt 2 abo 5 Knacy npwm Gioncii 8 v
BoBuakoBuit HedpuT 3 abo 4 kKnacy npu bioncii 10 KpMTepIM » CLI B
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LKipHo-cnu3sos KnacudikauinHi kputepii C4B

KniHIYHI

Anoneuia — 2 6anu
Bupasku y poti — 2 6anum

NigrocTtpun WKipAHKMA abo
AUCKOIAHUU BOBYaK — 4 6anun

lfocTpuM WKipAHUK BOBYAK — 6 banis

Moke byTn BUABAEHO Npu

disnkanbHoOMy ornagi, abo
No pOTOKapTKam

Anoneuif - 06/ 1UCiHHA
6e3 pybuis




LLKipHO-CAN30BI Knacuoikauinni kputepii CHB
KniHIYHI

Anoneuia — 2 6anu
Bupasku y porti — 2 6anu

NigrocTtpun WKipAHKMA abo
AUCKOIAHUU BOBYaK — 4 6anun

lfocTpuM WKipAHUK BOBYAK — 6 banis

Bupasku Ha cAn3osBiun
060n10HUi poTa




LLIKipHO-cAM30BI KnacuoikauinHi Kputepii CHB
Anoneuisa — 2 6anu KniHiYHI
Bupasku y porti — 2 6anu

NigrocTtpun WKipAHKMA abo
AUCKOIAHMU BOBYaAK — 4 6anu

lfocTpuM WKipHKMIA BOBYaK — 6 6anis

MigrocTpun WIKipHUW BOBYAK -
KinbuenoaibHe abo nanys10CKBaMO3He
(ncopiasipopmHe) WKipHe ypaxKeHHs,
3a3BUYan GoTopo3nogineHe.

AKWwo npoBoauTbca bioncia WkKipw,
MatoTb BYTU NPUCYTHI TUNOBI 3MiHU
(BaKyonbHUW A€PMaATHUT, WO
CKNA[a€ETbCA 3 NEPUBACKYNAPHOIO
nim@orictioumTapHoro iHdINbTpaTy,
4acCTO 3 HAABHICTIO WKIPHOFO MYLUHY).




LLIKipHO-CcAun3osi : VI
. Anoneuis—2 Gam K!‘IaCM(I)IKaLI,IM.H.I KpuTepll C4B
* BupasKkuy poti— 2 6anu KAiHIYHI

* MigrocTtpuia WKipHUM abo AnCKoiAHUMN
BOBYaK — 4 6anum

e [OCTpuiA WKipHMiIA BOBYaAK — 6 banis

ANCKOIAHNI BOBYAK - epUTEMATO3HO-DiONETOBI
LUKIPHI YPpaXKeHHA 3 BTOPUHHUMM 3MIHAMWN Y
BUrnaai atpodiyHmx pybuis, genirmeHTauii, 4acTo
GONIKYNAPHUM TiNepKepaTo3oM, WO NPU3BOAUTb
[0 pybuesoi anoneLii Ha WKipi ronosn. TMNOBI
3MiHM Npu Bioncia WKipy — BAKYONAPHUN
NlepMaTu1T, 3 HAABHICTIO NepmuBackynapHoro Ta /
abo nepuanneHpareanbHOro
nimeoricrioumtapHoro iHdINbTPaTy. Ha WKipi
rON10BM MOXYTb OYTM NOMITHI GONIKYNAPHI
KepaTUHOBI NPOBKK. Mpn TPUBANUX YParKEHHAX
MOKe BifI3HA4YaTUCA BiAKNAAEHHA MYLUUNHY)




WkipHo-camsosi  KnacmdikauivHi kputepii CHB
Anoneuia — 2 6anu KnaiHIYHI
BupasKku y poti — 2 6anum

NigrocTtpuin WKipaHuun abo
AUCKOIAHUU BOBYaK — 4 6anun

lfocTpuM WKipHMA BOBYaK — 6 banis

focTpuin WKipHWMIA BOBYAK - BUCUN HAa BUAMUAX (PpiKkcoBaHa
epuTema, nNJIocKa abo nigHATa, IKa He yparKkae HOCOTYOHi
CKnaaku) abo reHepanisoBaHUM MaKy/10Manya1boO3HUM
BMUCUN. AKLLO NPOoBOANTLCA BioNCcia WKipW, NPUCYTHI TUNOBI
3MiHM (BaKyO/IbHMI AEPMATUT, WO CKNAJAETbCA 3
NepmnBaCKYNAPHOro NimeoricTiountTapHoro iHdiNbTparty,
4acTo 3 BiAMIYEHUM WKIPHUM MYLUHOM.
[MepuBackynApHUIN HEUTPODINBbHUN iIHDINBTPAT MOXKe ByTH
NPUCYTHIM Ha NOYATKY 3aXBOPIOBAHHA).




KnacuoikauinHi Kputepii CHB

KoHcmumyuyiliHi AHmudgpocgponinioHi aumumina
JlnxomaHkKa 2 | AHTMTING O KapaioniniHy 2
lfemamonoezivHi AHTUTING A0 mMiKoNpoTeiHy 2
JlenkoneHisa 3 BoBYaKOBMIM aHTMKOATYNAHT 2
TpomboumToneHis 4 KomnoHeHmu KomnaemeHmy
ABTOIMYHHWI remoni3 4 | 3HuKeHi piBHi C3 abo C4 3
Heliponcuxiampu4Hi 3HuKeHi piBHi C3 T1a C4 4
Oenipin 2 CYB-cneyugpiyHi asmoaHmumina
Mcuxo3 3 | AHTuTina go gsocnupansHoi AHK 6
Cynomu 5 | AHTU-CmIT aHTUTING 6
LLIKipHO-cnu3o08i
Hepy6uesa anoneuis 2 3aCTOCOBYBATHU
BunpasKku poToBOI MNOPOKHUHMU 2 ﬂ'Oﬂ,aTKOBi
MiarocTpmMin WKIPHMIW YN ANCKOIAHMIW BOBYAK 4
W BOBYAK 6 KpUteplli
Cepo3Hi
MneBpanbHUM YM NepUKapAiaNbHNIA BUNIT 5
focTpuit nepukapgmT
ApTput 6
Hupkoesi g SR U ey C RS
MpoTeiHypia 4 0 O4a O O/
BoBuyakosuit HeppuT 2 abo 5 Knacy npwu bioncii 8 o N
Bosuakosuit Hepput 3 abo 4 Knacy npwu bioncii 10

AHTUHYKNEeapHI

aHTuTiNa (ANA)

Mo3nTmBHO HeratusHO

He po3rnagaTtu
niarHo3 CYB

IMyHONOrIYHI
@ . @
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Knacuoikauinni kputepii CHB
KniHIYHI

Cepo3Hi
* MneBpanbHuit abo
nepuKapaianbHuuv Bunit — 5 6anis

* locTpuu nepuKapaut — 6 6anis

MneBpanbHUMU BUNIT — IHCTPYMEHTA/IbHO
nigTeeparKeHa HaaBHICTb PIAUHU Y
naespaabHiM NOPOXKHUHI (Npn Y3/,
peHTreHorpadii, KT, MPT)




Knacuoikauinni kputepii CHB

Cepo3Hi
* MneBpanbHuit abo
nepuKapaianbHuuv Bunit — 5 6anis

* locTpuu nepuKapaut — 6 6anis

MNepuKapagianbHU BUNIT —
IHCTPYMEHTA/IbHO
niareeparKeHa HaAaABHICTb
PIAVUHU Y MOPOKHUHI
nepukapay (npu Y34,
peHTreHorpadii, KT, MPT)

\%

KniHIYHI

YUKSEK IHTISAS HASTAN

Cardiac TIs:1.0 13/12/04
FPR 2.5 MHz MI: 1. 4 21:52

1.7 Mz HO0mae

i & .S 0§

PERICARDIAL

EFFUSION




focTpuKn nepuKapaut — ue > 2 is:

Knacuoikauinni kputepii CHB

Cepo3Hi
MnespanbHum abo
nepuKapaianbHuuv Bunit — 5 6anis

[ocTpui nepuKkapaurt — 6 6anis

1. 6inby Aainanui cepus (AK npasBuao,
PI3KNUN, NOCUNIOETLCA NPU BAMUXY,
NOCUJIKOETBLCA NMPU HAXUAi BNepea),

2. Llym TepTa nepukapay

3. EKI 3 Hew,o04aBHbLOK LLNPOKOID
enesauieto ST abo genpecieto PR,

4. HewopaBHIN, abo 3pOCTaOUYMM

nepuKkapaiasibHUn BUNIT

KniHIYHI

Concave-up ST elevation

IV

-

PR segment depression

Ventncular

Ventricular Atnal
systole

diastole systole

Lk

Sy



KnacuoikauinHi Kputepii CHB

KoHcmumyuyiliHi AHmudgpocgponinioHi aumumina
JlnxomaHkKa 2 | AHTMTING O KapaioniniHy 2
lfemamonoezivHi AHTUTING A0 mMiKoNpoTeiHy 2
JlenkoneHisa 3 BoBYaKOBMIM aHTMKOATYNAHT 2
TpomboumToneHis 4 KomnoHeHmu KomnaemeHmy A .
ABTOIMYHHWI remoni3 4 | 3HuKeHi piBHi C3 abo C4 3 HTU H.YKflea le
HeliponcuxiampuyHi 3HuKeHi piBHi C3 Ta C4 4 dHTUTINa (ANA)
Oenipin 2 CYB-cneyugpiyHi asmoaHmumina
Mcuxo3 3 | AHTuTina go gsocnupansHoi AHK 6
Cynomu 5 | AHTU-CmIT aHTUTING 6 MosnTneHo HeratneHo
LLIKipHO-cnu3o08i
Hepy6uesa anoneuis 2 3aCTOCOBYBATHU H
BunpasKku poToBOI MNOPOKHUHMU 2 ﬂ'Oﬂ,aTKOBi S pO3I'J'IFI,£I|aTM
MiarocTpmMin WKIPHMIW YN ANCKOIAHMIW BOBYAK 4 KDUTE “ pl|a THO3 Cl-l B
foCTpUM WKipHUIM BOBYAK 6 p p
Cepo3Hi
MneBpanbHUM YM NepUKapAiaNbHNIA BUNIT 5
kil ° KNiHiYHi IMYHONOTIYHI
M’a3060-cKenemHi ’
ApTput 6 .
AKWo 3arasibHa ouiHKa >10 Ta
Mpoteikypis 4 NPUCYTHIN Xxo4a 6 OAMH KNiIHIYHWI
BoBuakosuit HedppuTt 2 abo 5 Knacy npwm Gioncii 8 v
BoBuakoBuit HedpuT 3 abo 4 kKnacy npu bioncii 10 KpMTepIM » CLI B

2019 EULAR / ACR Classification Criteria for SLE. Arthr. & Rheum. 2019, 71, 9, 1400-12



Knacuoikauinni kputepii CHB
KniHIYHI

M'a3oBo-cKkeneTHi

YpaXKeHHsa cyrnobis:
1)  CWHOBIIT WO Yparkye
ABa 4un binblue

cyrnobiB 3 HAABHICTIO
HabpsaKy abo BuniTy

ABO

1)  YyTtausictb npu
na/sibnaLii B ABOX YK
binblwe cyrnobax Ta
PAaHKOBA CKYTICTb
TPMUBANICTIO AK MIHIMYM
30 xBUNUH

— 6 6anis




KnacuoikauinHi Kputepii CHB

KoHcmumyuyiliHi AHmudgpocgponinioHi aumumina
JlnxomaHkKa 2 | AHTMTING O KapaioniniHy 2
lfemamonoezivHi AHTUTING A0 mMiKoNpoTeiHy 2
JlenkoneHisa 3 BoBYaKOBMIM aHTMKOATYNAHT 2
TpomboumToneHis 4 KomnoHeHmu KomnaemeHmy .
ABTOIMYHHWI remoni3 4 | 3HuKeHi piBHi C3 abo C4 3 AHTMHyKﬂeapHI
HeliponcuxiampuyHi 3HuXeHi pisHi C3 Ta C4 4 aHTUTING (ANA)
Oenipin 2 CYB-cneyugpiyHi asmoaHmumina
Mcuxo3 3 | AHTuTina go gsocnupansHoi AHK 6
Cynomu 5 | AHTU-CmIT aHTUTING 6 MosnTneHo HeratneHo
LLIKipHO-cnu3o08i
Hepy6uesa anoneuis 2 3aCTOCOBYBATHU
BunpasKku poToBOI MNOPOKHUHMU 2 ﬂ'Oﬂ,aTKOBi He pO3I'J'IFI,£I|aTM
MiarocTpmMin WKIPHMIW YN ANCKOIAHMIW BOBYAK 4 pl|a THO3 Cl-l B
foCTpUM WKipHUIM BOBYAK 6 KpMTep“
Cepo3Hi
MneBpanbHUM YM NepUKapAiaNbHNIA BUNIT 5
focTpuit nepukapgmT 6 KNiHiYHI |N\yHOf|OI'iLIHi
M’a30e0-ckenemHi
e > AKLLO 3arasibHa oLjiHKa >10 Ta
Mporeiypin 4 NPUCYTHIN Xo4a 6 OAMH KNIHIYHWIN
BoBuyakosuit HeppuT 2 abo 5 Knacy npwu bioncii 8

Bos4yakosuit Hedput 3 abo 4 knacy npu bioncii
dp y np

Kputepin = CHB

2019 EULAR / ACR Classification Criteria for SLE. Arthr. & Rheum. 2019, 71, 9, 1400-12



Knacuoikauinni kputepii CHB

HupkKosi S
KniHIYHI

* [poTeiHypia —4 6ann

* BoB4yakoBuu HeppuT 2 abo 5 Knacy npwu bioncii — 8 6anis

* Bos4yakoBuu HeppuT 3 abo 4 kKnacy npu bioncii — 10 6anis
Time after micturition

A 5 minutes B 15 minutes C 5 minutes
MpoTeinypia
>0.51/24 r 33
AaHUMK 10O60oBOro
aHani3y abo
OLLIHKa
CNiBBIAHOLIEHHA
binka oo

KpeaTuH | HY B ceyi 4600 mg/24h 4600 mg/24h 246 mg/24h
Proteinuria




HupKoBi KnacmnoikauinHi kKputepii CHB

* [lpoTeiHypia—4 6anu KAIHIYHI
* BoBuyakoBui HedpuT 2 abo 5 knacy npu Gioncii — 8 6anis

 BoBuyakoBuit HedppuT 3 abo 4 knacy npu Gioncii — 10 6anis

Class V: MembpaHo3HuMi1 BOBYaKOBUiA HEPPUT:
rnobanbHi abo cermeHTapHi cybenitenianbHi iMyHHI
BiAKNaAeHHA abo ix MopdoNorivyHi HacnigKM 338 AONOMOrOto
CBIiT10BOI MiKpocKonii Ta imyHodatoopecueHLUii abo eneKTPOoHHOI
MIKpOCKOI‘III 3 Me3aHria/IbHUMKM 3MiHaMn abo 6e3 HUx

Class Il: Me3a|-|r|onpon|<|>epa'r|4|3|-mu BOBYAKOBUU

HEd)pVIT: CYTO Me3aHriasibHa rinepKAiTUHHICTb BYAb-AKOro CTyneHs

ab0 po3LINPEHHA Me3aHTia/IbHOro MaTPUKCY 33 A0MNOMOrOH0 CBIT/I0BOI

MIKPOCKOMII 3 Me3aHria/IbHUM iIMyHHUM BigKnageHHAM. KinbKa

i30n1boBaHMX cybenitenianbHUx abo cybeHaoTenianbHUX BiaKNAAEHb

MOXYTb BYTU BUAHI 33 Aonomoror imyHodayopecLeHuii abo

e/IeKTPOHHOT MIKPOCKOnMii, ane He 3a A0NOMOro CBITN0BOT MIKPOCKOMII
according to ISN/RPS 2003 classification




Hupkosi KnacuoikauivHi Kputepii CYB

* [lpoTeinypia—4 6ann KriHiyHi

(V) . .ee . i U"‘ L ’6;@ [ ) 'EQ':,_\*‘ - a J." ; 5 “g

* BoBuyakoBui HedppuT 2 abo 5 kKnacy npu Gioncii — 8 6anis iy O SR i il - NGRS RR R e
% O v P - Mg %"? P - %: 60 3“!.‘

J . ose L) D o . "{,. \e - { - At

* BoBuyakoBui HedpuT 3 abo 4 knacy npum Gioncii — 10 6anis e, Bty e T e NN e
Ve s T o Nen s % ety R Lo
CI "I. ¢ Y 'y’ ‘ 4"‘»0:'(: et : 2 X o g ® & ,t_“g =
dass 1. YOKadJ/ibHO-CermeHTapHUN BOB4YaKOBUU bRl gl N T kna T Q) R
% W . (YA T @ Qe 9p Vyse * NN Ares'
N v . v o s/ - ¢ > &g S ) e iy
HePPUT: akTnBHMII ab0 Hi POKaNbHMUIA, CermeHTapHMit abo ; AT N v e eg=d il 0 28 \".“ oo

o . o . < “: S a D A o4 (?‘ . \ Rt } B ey
rnobanbHM eHAao0- abo ekcTpakaninapHum MM, wo oxonntoe <50% Bcix | L R ey '-‘.\_) PN A e . ".;; Z :

. . - @ .: 4 =';0 ; : ~ % © .\Q " v - 'U
KNybOouKiB, AK NPaBuUIO, 3 BOFHULEBUMWN cybeHaoTeN iaIbHUMM § Ve e Nz %"., @ R %ay Ve

. o . . L =Y Qi-\ 9 \ o ' 4 A _” ” 5 2 0—,& la - '-
IMYHHMMM BiAKNageHHAMM, 3 ab0 6e3 me3aHriaNibHUX 3MiH ol g AP A et G B EpNe e
WS Sg Oz @ ./ -0 "¢l 4 e, ; b BT

v ANV L ROty el e T

¥ % ASge e WY o L INNSY AL e
b e R = &% = és

TN RO R 2" Yy
e . q;, oty —_—- Vs ; 53 & f‘
R o L e adioutel

f&‘ i o D ‘ZA A"F@, ¢ B, e o R k=3

Class IV: Andy3Ho-nponipepaTMBHUN BOBYAKOBUMA
Hed)pMT: aKTUBHUWN abo Hi ANPY3HUN, cermeHTapHumn, abo
rnobanbHUM eHpo- abo ekctpakaninapHmin MH, wo oxonntoe 250% ycix
KNyOOouKiB, AK NpaBuao, 3 ANPy3HUmm cybeHgotenianbHUMM iIMYHHUMMU
BigKNnaaeHHAMM, 3 abo 6e3 me3aHrianbHMX 3MiH. Llen Knac BKAto4ae
BUNaAKM 3 ANDY3HMMM BigKNAAEHHAMWN APOTAHOI NeTAi, ane 3

HeBe/InKoto abo BiaCyTHICTIO nponidepauii Knyboukis
according to ISN/RPS 2003 classification




Knacudi = Tepil CYB

KoHcmumyuyiliHi AHmudgpocgponinioHi aumumina
JlnxomaHkKa AHTUTING A0 KapaioniniHy
lfemamonoezivHi AHTUTING A0 mMiKoNpoTeiHy

JNelikoneHis BoBYaKOBUIA aHTUKOAryNAHT

TpomboumToneHis 4 AHTUHVKAEaDHI
ABTOIMYHHWI remoni3 4 | 3HmKeHi piBHi C3 abo C4 3 y p
HeliponcuxiampuyHi 3HuKeHi piBHi C3 Ta C4 4 dHTUTINa (ANA)
Oenipin 2 CYB-cneyugpiyHi asmoaHmumina
MNcuxos 3 | AHTuTina go gsocnupansHoi AHK
Cynomu 5 | AHTU-CmIT aHTUTING MosnTneHo HeratneHo
LLIKipHO-cnu3o08i
Hepy6uesa anoneuis 2 3aCTOCOBYBATHU H
BunpasKku poToBOI MNOPOKHUHMU 2 ,u,o,u,a 'KOBi S pO3I'J'IFI,£I|aTM
MiarocTpmMin WKIPHMIW YN ANCKOIAHMIW BOBYAK 4 KDUTE ”)i.l. pl|a THO3 Cl-l B
foCTpUM WKipHUIM BOBYAK 6 p X
Cepo3Hi
MneBpanbHUM YM NepUKapAiaNbHNIA BUNIT 5
focTpuin nepuKapant 6 KNiHiYHI |IVWHOI'IOI'iLIHi
M’a30e0-ckenemHi
ApTput 6 .
o AKLWO 3aranbHa ouiHKa >10 Ta
upKoei
Mpoteiypis 4 NPUCYTHIN Xo4a 6 OAMH KNIHIYHWIN
BoBuyakosuit HeppuT 2 abo 5 Knacy npwu bioncii 8

Kputepin = CHB

Bosuakosuit Hepput 3 abo 4 Knacy npwu bioncii 10

2019 EULAR / ACR Classification Criteria for SLE. Arthr. & Rheum. 2019, 71, 9, 1400-12



Knacuoikauinni kputepii CHB

IMYHOM102IYHI

AHTdocooninigHi aHTUTING Antiphospholiid
Qs antibodies (aPL)

* AHTiKapgioniniHosi AT (IgA, 1gG, or IgM) B stw
cepeaHbomy, abo sncokomy tntpi ABO NG %,, Phosphohpm
* [Mo3UTUBHI aHTI-B2-rnikonpoTeiHoBi AT

(IgA, 1gG, or IgM) ABO

* [MO3NTUBHUN BOBYAKOBUM aHTIKOArynaHT

Antiphospholipid antibodies

— 2 6anu &)

Polar Nonpolar Polar Activated cells ~{';n:l latelets
heads tails heads P .. '

Polar head

Nonpolar tails

Phospholipid molecule

Coell membrane



KnacuoikauinHi Kputepii CHB

KoHcmumyuyiliHi AHmudgpocgponinioHi aumumina
JlnxomaHkKa 2 | AHTMTING O KapaioniniHy 2
lfemamonoezivHi AHTUTING A0 mMiKoNpoTeiHy 2
JlenkoneHis 3 | BOBY3KGRitiies 2

TpombouutoneHis KomnoHeHnmu komnaemeHmy

AHTUHYKNEeapHI

ABTOIMYHHWI remoni3 4 | 3HuKeHi piBHi C3 abo C4

HeliponcuxiampuyHi 3HuKeHi piBHi C3 Ta C4 aHTUTING (ANA)
Oenipin 2 - Rl acnIas
MNcuxos 3 | AHTuTina go gsocnupansHoi AHK
Cynomu 5 [ AHTU-CmiT aHTUTING MosnTneHo HeratnsHO
LLIKipHO-cnu3o08i
Hepy6uesa anoneujn 2 3aCTO."0BYBaTU
BunpasKku poToBOI MNOPOKHUHMU 2 ,£I|O,£I,a "KOBi He pO3I'J'IFI,£I|aTM
MiarocTpmMin WKIPHMIW YN ANCKOIAHMIW BOBYAK 4 T ')i.l. pl|a rTHO3 CL| B
foCTpUM WKipHUIM BOBYAK 6 p e
Cepo3Hi
MneBpanbHUM YM NepUKapAiaNbHNIA BUNIT 5
focTpuit nepukapgmT 6 KniHiuHi |NWHOI'IOI'iL-IHi
M’a30e0-ckenemHi
A 6 .
P — AKLWo 3aranbHa ouiHKa >10 Ta
upKoei
MpoTeiHypia 4 NMPUCYTHIN XO4a 6 OAUH KNIHIMHNA
BoBuyakosuit HeppuT 2 abo 5 Knacy npwu bioncii 8

Kputepin = CHB

Bosuakosuit Hepput 3 abo 4 Knacy npwu bioncii 10

2019 EULAR / ACR Classification Criteria for SLE. Arthr. & Rheum. 2019, 71, 9, 1400-12



Knacuoikauinni kputepii CHB
IMYyHOM02I4HI

KomnoHeHTH
KOMMN/IEMEHTY Cosscs
Hun3sbknm piseHb C3 Angon-any
_ 3 6anM activates C1
Hun3bKkuu piseHb C4 ch
— 3 6anum
HusbKkui piseHb C3 Ta C4 it
on surface of microbe
— 4 6anun Facior D

Factor P (properdin)




KnacuoikauinHi Kputepii CHB

KoHcmumyuyiliHi
JlInxomaHKa 2
femamonoezivyHi
JlenkoneHisa 3
TpombouuToneHia 4
ABTOIMYHHWI remoni3 4

AHmudoceoninioHi aHmumina
AHTUTING A0 KapaioniniHy
AHTUTING A0 mMiKoNpoTeiHy
BoBYakoBWUI aHTUKOAryNAHT

Heliponcuxiampu4Hi
Oenipin
MNcunxos
Cynomu

LLIKipHO-cnu3o08i
HepybueBa anoneuin
BunpasKku poToBOI MNOPOKHUHMU
MiarocTpmMin WKIPHMIW YN ANCKOIAHMIW BOBYAK
foCTpUM WKipHUIM BOBYAK

A B~ NN

Cepo3Hi
MneBpanbHUM YM NepUKapAiaNbHNIA BUNIT
focTpuit nepukapgmT

u

M’a3o0e0-ckenemHi
ApTput

Hupkoesi
MpoTeinypiA
BoBuyakosuit HeppuT 2 abo 5 Knacy npwu bioncii
Bosuakosuit Hepput 3 abo 4 Knacy npwu bioncii

10

KomnoHeHmu KomnsnemeHmy

3HuKeHi piBHi C3 abo C4

CYB-cneyugpiyHi asmoaHmumina
AHTUTING Ao asocnupanbHoi AHK
AHTN-CMIT aHTUTING

KAiHIYHI

3aLT0COBYBaATH
N0, aTKOBI
Kpu.epil

AHTUHYKNEeapHI

aHTuTiNa (ANA)

Mo3nTmBHO HeratusHO

He po3rnagaTtu
niarHo3 CYB

My HONOTIYHI

AKLWO 3aranbHa ouiHKa >10 Ta
NPUCYTHIN Xo4a 6 OAMH KNIHIYHWIN
Kputepin = CHB

2019 EULAR / ACR Classification Criteria for SLE. Arthr. & Rheum. 2019, 71, 9, 1400-12



Knacuoikauinni kputepii CHB
IMYyHOM02I4HI

CneuudivyHi BOBYAKOBI aHTUTINA

e AHTIi-dsDNA aHTUTING aHTUTING B
iMyHOANOTiYHOMY aHanisi (290%
cneumndiyHictb go CYB) ABO

e AHTI-SMm (AHTI-CMmiT) aHTUTING
— 6 6anis




KnacuoikauinHi Kputepii CHB

KoHcmumyuyiliHi AHmudgpocgponinioHi aumumina
JlnxomaHkKa 2 | AHTMTING O KapaioniniHy 2
lfemamonoezivHi AHTUTING A0 mMiKoNpoTeiHy 2
JlenkoneHisa 3 BoBYaKOBMIM aHTMKOATYNAHT 2
TpomboumToneHis 4 KomnoHeHmu KomnaemeHmy A .
ABTOIMYHHWI remoni3 4 | 3HuKeHi piBHi C3 abo C4 3 HTU H.VKflea le
HeliponcuxiampuyHi 3HuKeHi piBHi C3 Ta C4 4 dHTUTINa (ANA)
Oenipin 2 CYB-cneyugpiyHi asmoaHmumina
Mcuxo3 3 | AHTuTina go gsocnupansHoi AHK 6
Cynomu 5 | AHTU-CmIT aHTUTING 6 MosnTneHo HeratneHo
LLIKipHO-cnu3o08i
Hepy6uesa anoneuis 2 3aCTOCOBYBATHU H
BunpasKku poToBOI MNOPOKHUHMU 2 ﬂ'Oﬂ,aTKOBi S pO3I'J'IFI,£I|aTM
MiarocTpmMin WKIPHMIW YN ANCKOIAHMIW BOBYAK 4 KDUTE “ pl|a THO3 Cl-l B
foCTpUM WKipHUIM BOBYAK 6 p p
Cepo3Hi
MneBpanbHUM YM NepUKapAiaNbHNIA BUNIT 5
focTpumn I'IepVIKapp,MT. 6 K!’IiHqui |N\YHOI'IOI'iLIHi
M’a3060-cKenemHi
ApTput 6 .
o AKLWO 3aranbHa ouiHKa >10 Ta
upKoei
Mpoteiypis 4 NPUCYTHIN Xo4a 6 OAMH KNIHIYHWIN
BoBuakosuit HedppuTt 2 abo 5 Knacy npwm Gioncii 8 v
BoBuakoBuit HedpuT 3 abo 4 kKnacy npu bioncii 10 KpMTepIM » CLI B

2019 EULAR / ACR Classification Criteria for SLE. Arthr. & Rheum. 2019, 71, 9, 1400-12



JlikyBaHHA CYB

* BeaeHHa xBoporo CYB € mynbTMancUMnAiHapHUM, 3aCHOBAaHUK Ha
CNiNIbHOMY pilleHHI NauieHTa Ta NiKapAa, | MaE BPaxoByBaTH
IHAMBIAYANbHI, MeANYHI Ta COLLiaNIbHI BUTPATMW.

* JlikyBaHHA OopraHo-3arpo3nnsux / HebesneyHux ANA KUTTS BUNaaKiB
BK/1tOMA€E NOYaTKOBUM Nepioa BUCOKOIHTEHCUBHOI iIMyHOCYNPECMBHOI
Tepanil ANA KOHTPO/IF0 aKTUBHOCTI 3aXBOPOBAHHA, NICNA YOro TPUBAE
6inbWw TPpMBANMM Nepiod MeHL IHTEHCMBHOIT Tepanii Ana KOHconiaaLi
peakKuii Ta 3anobiraHHA peunansBam.

* Lini niKkyBaHHA BK/IOYAIOTb TPMBA/1e BUKMBAHHA MALIEHT],
3anobiraHHA NOWKOAXEHHIO OPraHiB Ta ONTUMI3aLLII0 AKOCTI XUTTA,

NnoB’A3aHOro 3i 340pOB’ AM.
EULAR 2019 Guidelines



LLinl niKkyBaHHA

* JlikyBaHHA CHB mae byTn cnpAmoBaHe Ha pemicito abo
HM3bKY aKTUBHICTb 3aXBOPIOBAHHA Ta 3an0biraHHA cnasiaxam
Y BCIX OpraHax, Wo niaTPMMYETbCA 3 MIHIMA/ZIbHO MOK/INBOIO

003010 [NTIOKOKOPTUKOIAIB.

* Cnanaxn CHB morKHa nikyBaTu BIANOBIAHO A0 TAXKKOCTI
VPaXKeHHA OPraHiB WAAXOM KOPEKLIT NOTOYHOI Tepanil
(rntoKOKOpTUKOIAK, iIMYHOMOAYNOOYI 3acobun) ao 6inbLu
BUCOKMX A03, 3aMiHM abo AoaaBaHHA HOBUX METOAIB

NIKYBAHHA.
EULAR 2019 Guidelines



NikyBaHHA CYB 6e3 BrH

3axuCT Big CoHUA Refractory Refractory 1*line J Refractory AL CEE
ST A | vttine | Refractory | 1eine ] refractory Sl
NOK HCQ

Biamosa Big, GC PO/IM GC PO/IV bes GL
NnanalHHA

KOHTpOsb macu Tina MTX / AZA v" Husbka
KoHTponb AT aKTUBHIicTb CYB:
KOHTpO/b piBHIB SLEDAI <4
NiniaiB Ta rOKO3U C- HCQ
NpeaHi3onoH < 7,5
AHTUTPOMOULMUTAPHI _ mr/poby
npenapaTtu IMyHOCynpecaHTu (B
AHTIKOQrynaHTn _ cTabinbHMX go3ax,
(npwn HaaBHOCTI rapHa
AD/1-AT) - nepeHoCUMICTb)
3 -

Grade A Grade B Grade C Grade D

2019 EULAR recommendations for SLE, Fanouriakis A. et al., Ann.Rheum.Dis. 2019;78:736—745.



[iapokcixnopoxiH (HCQ)

* PekomeHa0BaHWM BCim NauieHTam 3 CYB Plaquenll
NPW BiACYTHOCTI NPOTUNOKa3aHb i o

* [103a He NOBMHHA NepeBunLLYBaATU 5 200 mg
mr/Kr/poby (peanbHa maca Tina) l TeAmEsER ieED

¢ (3)3 ._.;HZO tableta

* Ornag odTaNIbMOOra Ha NOYaTKy
NIKYBaHHA, Yepe3 5 poKis i B NoganblLuomy

LLLOPOKY

EULAR 2019 Guidelines



NikyBaHHA CYB 6e3 BrH

3aXMCT Bif, COHLA Refracto Refractor 1%t line Refractor v’ Pemicis:
ST IA | ttline | 1ttine | 1ine ] Refractory IvAR
nok . Haa S
naniHHA
KOHTpOsb macu Tina MTX / AZA v" Husbka
KoHTponb AT aKTUBHIicTb CYB:
KOHTpO/b piBHIB BEL SLEDAI <4
NiniaiB Ta rOKO3U HCQ

C- NpeaHi3onoH < 7,5
AHTUTPOMOULMUTAPHI _ mr/poby
npenapatu IMyHOCynpecaHTu (B
AHTIKOQrynaHTn _ cTabinbHMX go3ax,
(npwn HaaBHOCTI rapHa
AD/1-AT) - nepeHoCUMICTb)

Grade A Grade B Grade C Grade D

2019 EULAR recommendations for SLE, Fanouriakis A. et al., Ann.Rheum.Dis. 2019;78:736—745.



[ntokokopTmMkoctepoiam (GC) Jg— y

03U Ta cnocib BBeAeHHA 3a1eXaTb Big BMay Ta Prednisolone 7

| lablets usP :
TAXKOCTI Ypa*KeHHA OpraHis e

| Owarson 7% 7
[ynbc-Tepania meTinnpeaHisonoHom s/ (250-1000 L"—'
mr/poby, npotarom 1-3 AHiB) 3ab6e3ne4vye HeranHUi i T 3
TepaneBTUYHUN ePeKT i 4O3BONAE BUKOPUCTOBYBATU Y
HUX4Y Ao3y nepopasibHoro GC { }
o3y 'K Ana XpOHIYHOro NiKyBaHHA CNiA MIHIMI3yBaTH, .

HU»K4Ye 7,5 mr/poby i, Konu ue MoKInBo, BiaMiHUTN.

PaHHE NPM3HAYEHHA IMYHOMOAYNHOOYMX 3aC00iB MOXKe
NPULWBUALWNTM 3MeHLWeHHSA / npunmuHeHHa GC

EULAR 2019 Guidelines

‘3 o== Mméthylprednisolone i
829 = forinjection USP / pour injection, USP DS&%,
b N—
N ) : .
£0=19/vial/fiole
; I 525 mg/mL

after / aprés reconstitution

N — apré:
S

» S= methylprednisolone =
% == sodium succinate/ e
o™ succinate sodique de %

Dist¥

terile Powder/ Poudre s
Single Dose Vial / Fiole unid

% Injectables




Ba)ka

AopaTKoBoO:

3axuCT Big, COHUA
BaKkuuHauis

NTOK

BigmoBa Big,
NaniHHA

KoHTpoAb macu Tina
KoHTponb AT
KOHTpO/b piBHIB
NiniaiB Ta rOKO3U

AHTUTPOMOULMUTAPHI
npenapatu
AHTIKOAry/IaHTH
(npu HasBHOCTI
ADJI-AT)

NikyBaHHA CYB 6e3 BrH

Refractory

GC PO/IM

CepepHa

Refractory Refractory

1% line

GCPO/IV

Grade A

'.l?

Grade B Grade C

Grade D

Lini:

v' Pemicis:
SLEDAI =0
HCQ

be3s GC

v" Husbka
aKTUBHIicTb CYB:

SLEDAI <4

HCQ

NpeaHi3onoH < 7,5

mr/poby

IMyHOCynpecaHTh (B

CTabiNbHMX A03aX,

rapHa

NepeHoCUMICTb)

2019 EULAR recommendations for SLE, Fanouriakis A. et al., Ann.Rheum.Dis. 2019;78:736—745.



IMyHOMOAynaTopu / iMyHOCYyNpecaHTu

Cyclophosphamide

for Injection, USP N— o o G
SE—— 500 mg R oaly e
MUST BE DILUTED A =il r ¥
por v | CellCept i
NDC 0054-4550-25 E NDC 0054-4084-25 - m
EXA | te
'T"iQETfmusv AZATHIOPRINE 1 Single Dose Vial - S— " Mycophenola
O m’?
W”WM”' 0101 AW i \ A »
A B erag it - VIOTRRS &9 <Rocm
Wmmamm.‘.'ﬁz’“w - el A ol T | | il
wes o CoReRC ¥ o - R 3
ectrisget e e Bax'" - s { R \ /
oxane aboratories - 1
@x L w“-‘w“ a ‘ —r - C:D 50 tablets e

* Y nauieHTiB, AKi He pearytoTb Ha HCQ (okpemo abo B kKombiHauii 3 GC), abo nauieHTiB,

AKi He MOXKYTb 3HU3UTU GCHUXKYe 7,5 mr/noby, cnig po3rnaHYTU MOXKAUBICTb
poaasaHHA MTX, AZP abo MMF.

* |X MOMHa BKNOYUTM A0 NOYATKOBOI Tepanii y BUNagKax OpraHo-3arpo3inMBoro
nepebiry CYB

* Unknodocdhamig morkHa 3aCTOCOBYBATU AJ11 BaXKKOro OpraHo-3arpo3inBoro abo
XUTTE-Hebe3neyHoro nepebiry CHB, a TaKoXK Ana «pATYBa/IbHOI» Tepanii y Naui€eHTIB,
AKI He pearyroTb Ha IHLWI IMyHOAEeNpPEeCcaHTH.

EULAR 2019 Guidelines



ImyHOMOAynATopK / imyHOCynpecaHTy

10 x 10 Capsules

NDC 059‘-2222-15 NE _——
CycloSPORI o
cgpsules. usP

MODIFIED]

|
W‘

Tecrolmus Capsuls P 0.9 mg
[imunotac ] 0.5]

Iml
Prograf

Tacrolimus

Cong. for I.¥

FiN
‘ i o/ G sCmNCES
| 3 e 0. NEPHROCARE

@ o
y Watson- - )
* |Hribitopu kKanbumHepuHy (CNI) — umknocnopiH Ta Takpoaimyc okpemo abo B

KombiHauii 3 MMF moxkyTb po3rnaaatncsa ak 3acobum apyroro pagy ana iHAyKuii
abo niaTpmmytoyoi Tepanii, FoN0BHUM YMHOM Npu membpaHo3Homy BIH,
nogouuTtonartii abo npu nponipepatnsHomy 'H 3 peppakTepHUm
HEPPOTUYHUM CUHAPOMOM, HE3BAXKAOYM HA CTAHAAPTHY AONOMOTrY NPOTArOM
3—6 micAauis

* [lpenapaTn nepLloi NiHIT 4NA NIKYBAaHHA YPaXKeHHA WKIPWU BK/IKOYaOTb MiCcLeBI
areHT (GC Ta/abo CNI) EULAR 2019 Guidelines



NikyBaHHA CYB 6e3 BI'H

dopaaTtKkoBso: Ba)kKa Lini:
3axuCT Big CoHUA Refracto Refractor 1tline | Refractor v’ Pemicis:
BaKkuuHauis - - . SLEDAI=0
NTOK HCQ
Biagmosa Big, GC PO/IV be3s GC
NaniHHA
KOHTpOsb macu Tina MTX / AZA v" Husbka
KoHTponb AT aKTUBHIicTb CYB:
KOHTpO/b piBHIB SLEDAI <4
NiniaiB Ta rOKO3U HCQ

NpeaHi3onoH < 7,5
AHTUTPOMOULMUTAPHI mr/poby
npenapatu IMyHOCynpecaHTu (B

CTabiNbHMX A03aX,
rapHa
NepeHoCUMICTb)

AHTIKOAry/IaHTH
(npwn HaaBHOCTI
ADJI-AT)

il
f

Grade A Grade B Grade C Grade D

2019 EULAR recommendations for SLE, Fanouriakis A. et al., Ann.Rheum.Dis. 2019;78:736—745.



bionoriyHi npenapatu

l NODC 49401.102.01
5 asFnn r
E Be-nI.yStas i r NDC 49401-101-01 "
P (pellxmumab) ! Bonlvsta: M bTh ® _—
For Injection -
[ S 400 mg/vial ' - (Fbﬁﬁmfi}f:‘ab) ) a €ra
or injection . .
el | 1120 mg/vial [ Rituximab
¥ e g"e”r"l"lg”’i’%()] = | 500 mg/50 ml
S for Injection Benlysta g RAR xpm s
| 400 mg/vial | Bamor® MabThera'
[ SCIENCES O
v @ i;mmualn(m et G % 1 X l f 50 ' f Rituximab
WG e Rl e 8 vial of 50 ml o B S00mg/50m
concentrate for Roch ‘
v D solution for infusion AP TTRENFROON

q

e @
mw}‘ R

* Y NauieHTiB 3 HEAOCTATHbLOIO PeaKL,iE Ha CTaHAAPTHY Aonomory (KombiHauii HCQ Ta
GC 3 imyHoaenpecaHTamu abo 6e3 HKX), Lo BU3HAYAETLCA K 3a/IMLKOBA aKTUBHICTb
3aXBOPIOBaAHHSA, WO He A03BonsAE 3MeHLWnTK piseHb GC Ta/abo vacTi peungmsu, cnia,
PO3MNAHYTU NUTAHHA NPO A0AATKOBE JIiKyBaHHA benimymabom.

* [pu opraHo-3arpo3nmsin xBopobi, pedpaKkTepHin abo 3 HenepeHocUmicTio /

NPOTUNOKA3aHHAMM A0 CTaHAAPTHUX IMYHOAENPECAHTIB, MOXHA PO3rNAaaTH
PUTYKCMMAD

EULAR 2019 Guidelines



JNlikyBaHHA CKB BignoBiaHO A0 ypaXXeHHA OpraHis
YpaXXeHHA WKipun

=[TpenapaTth NnepLlol NaHKWU:
=JTikun micuesoi aii (GC, CNI),
=[MpotnumansapintHi (HCQ,
KBiIHAKpIH)
=Ta/abo cuctemHi GC

* [1pun BiacyTHOCTI edeKTy, abo npn HeobiigHOCTI
3aCTOCYyBaHHA BMCOKKMX Ao3 GC, cnig noaatu
MeTOoTpeKcaT, peTiHoian, AancoH abo MMF.

EULAR 2019 Guidelines



NlikysaHHA CKB BignoBiaHO A0 ypaXKeHHA OpraHis
YpaxKeHHA HC

* JlikyBaHHA ma€ BKNto4YaT GC Ta imyHOCynpecaHTU Npu HaABHOCTI
O3HaK 3ana/sibHOro npouecy; Ta
aHTITPpOMbOOUUTapPHI/aHTIKOAryIsHTM Npu 03HaKax
aTepoTpomboTuyHoro/anHTibochoniniaHoro npouecy

MoOXyTb OYTU KOPUCHUMUN MeToauU
HenpoBi3yanisauia, 4oCNiAKEHHA
NiKBOPY, BpaxyBaHHA daKToOpiB
PU3NKY TA BUKNOYEHHA CYNYTHIX
3aXBOPIOBAHb

EULAR 2019 Guidelines



JNlikysaHHA CKB BignoBiagHO A0 YpaXXeHHA OpraHis
[emaTonoriyHi NOpyLIEeHHA

= JlikyBaHHA TPOMbBOLMTONEHIT BK/IOYAE:
= Bucoki no3u GC (y T.4. nynbc-Tepanis)

= Ta/abo B/B IgG

= [Ipn HeAOCTaTHbOMY ePEeKTi MOXKHA
Aopaasatv IMyHocyrnpecaHTu, Taki Ak MMF,
AZP abo umKknocnopiH

* PedpaKTepHi BUNagKu cnig nikyatn piTykcimabom abo
umnknopocdamigom.

EULAR 2019 Guidelines



NlikysaHHA CKB BignoBiaHO A0 ypaXKeHHA OpraHis
BoBYyaKoBuM He<|>pwr

= PAHHE BMABNEHHA YParKEHHA HUPOK Ta BT BN
nposeaeHHA BIioNCii HUPKK € BaXKNMBUMU ANA hyé_ijne:l;rofabus;;.,,f";:»-;v-__. SNl
3abe3neyeHHA ONTUMaNbHUX PE3yNbTaTIB S AN e N\ A RE N (A
* MMF a6o B/B unknodochamig B HU3bKIM f03i 154 e 2 A ia i sh
PEKOMEHOYETLCA B AKOCTI NOYAaTKOBOTO ~ NS, s '
(iIHAYKLiMHOrO) NiKyBaHHA. s
’\‘ A\ cb.f?f o S u', v/ /;"‘\.J»
=Y NayieHTIB 3 BUCOKUM PU3NUKOM HUPKOBOI . Lugpusnephrmse e (Y

HEeZLOCTaTHOCTI MOKYTb PO3MIAAATMCA NOAIBHT = “v il viialitn e
CXeMMU NiKyBaHHS, asie 3 BACOKMMM Ao03aMun B/B
unknodpochamiay
[na niaTpumytoyvoi Tepanii cnig sukopuctosysatn MMF abo AZP.
* MMF moxe noegHyBaTmca 3 HU3bKoto A030t0 CNI npu BarKKkomy HePppPOTUYHHOMY

CMHApPOMiI ab0O HEMNOBHIM HUPKOBIWM BiAMOBIA,. FULAR 2019 Guidelines



BoBuakK, iHAYKOBaHUU NiKamu
J1iKU: npoKaiHamia, riapanasiH, NeHiuuNaMiH,
MIHOUMKIH, I30HIa314, meTinaona, XiHigiH,
XN0PNPOMaA3iH, Aintiazem, aHTi-OHI1

KniHika: 3arasiom neruwe 3axBoptoBaHHA 3
nepeBaXKHO apTPUTOM Ta CEPO3UTOM

J1abopaTopHi 3MmiHu:
» (+) anti-histone (95%);
» (—) anti-ds-DNA
» () anti-Sm;

» HopmanbHi piBHi KOMN/IEMEHTY

Mepebir: 3a3Bnyam 0bopoTHe npoTarom 4-6
TUXKHIB NiCNA NPUNMHEHHA NPUNOMY
IHAYKYOUYUX NIKIB







BU3HAYEHHA

= CKJIepoaepMid - 1e rpyia ayTOIMyHHUX
3aXBOPIOBAHb, 4Kl MOXKYTb CIPUYUHUTHU 3MIHU
Ha LIKIipi, CyIMHaX, M s13aX Ta BHYTPIIIHIX
opraHax.

= XBOpobOa MOoxKe OYTH JIOKaJIi30BaHa Ha IIKipi abo
Bpa)KaTH M iHIIII OpraHu.

= CUMIITOMU MOXYTb BKJIKOYATH AIJIAHKH
[IOTOBIIEHOI LIKIPHU, CKYTICTh, BIAYYTTHA BTOMU
Ta IOTaHUM NPUILJIMB KPOBI [0 NaJbIiB pyK ab0
HIT 1117 BIJIMBOM XOJIOAZY.




EINIAEMIOJIONTA

= [JoyaTOK 3aXBOPIOBAHHA K IIpaBUJO Y Billi 30—
60 poKiB;
=Yacrime y »KIHOK — 5-7 : 1

= 10-20 HoBux BunaakiB CC Ha 1,000,000
HaceJsieHHA 3a pik y CIHIA.

=3,7-19 new SSc HoBux Bunaakis CC Ha
1,000,000 HacesnneHHs 3a piK B YKpaiHi.




CKknepopaepmis . .
Knacudikauia
/ Rheumatology Secrets. 4t ed. S.G.West., J.Kolfenbach.

Elsevier, 2020. P.156-176.
JIokanbHa

[eHepani3oBaHa cuctemHa cknepoaepmisa (CC)

JlimiToBaHa KoXXHa CC

abo Andy3Ha KoxkHa CC

BicuepanbHa CC




The limited symptoms of scleroderma are referred to as CREST
k¥
)

Calcinosis- calcium deposits in the skin &:

Raynaud's henomenon- - =&
spasm of blood vessels in '?\
response to cold or stress -

Esophageal dysfunction- acid reflux and
decrease in motility of esophagus

Sclerodactyly- thickening and tightening | m———
of the skin on the fingers and hands ‘

Telan?ectasias- dilation of
capillaries causing red marks
on surface of skin




lMaToreHes cuctemHoOI CKAepoaepmii

NMowKoAXKeHHA CYyAUH.
=1 AKTMBAUiA KNITUH eHAOTeNiA Ta

EHpoTenin-1

Tu, akTMBHUMK O,
i
3anyuyeHHa Jly. CD4+, CD8+, T-KNiTUHMW.
AKTMBaLiA MOHOUMTIB, Makpodaris, B-

KNiTWUH, BPOAXKEHUN iMYHITET.

¥

v |

Th2 Cytokines

O6nitepyloua
BacKynonaria

AyTto-AT TGF-p, CTGF, PDGF

Chemokines

' 1

AkTuBauia ¢ibpobnacris.
AndepeHuiauia ¢ibpouunTie Ta

L

MiodpibpobnacTis. MOWKOAKEHHA
- Me3eHXiMaNbHUX KNITUH. ANoNTO3 EaiEE—
TpaHchopMmalii eniTenianbHUX Ta

FinokKcia
TKAHUH

eHAoTeNniaNbHUX KNITUH A0
Me3€eHXiMaNbHUX.

L

AKYMyNnAUia KonareHy y CnoJsiydHin TKaHWHI. PeopraHisauis
Ta CKOPOYEHHA eKCTPaLeto/IAPHOro MaTpUKCy.
Jerpagauia NOWKOAXKEHOro MaTpUKey

¥

Pibpo3 TKaHMH

TGF-3 — TpanchopMyrounii
bakTop pocty B

CTGF — ¢akTop pocty
CNONYYHOI TKAHMNHMU

PDGF — TpomboumntapHuin
dbaKTop pocTy

Harrison’s Rheumatology 3 edition / A.S.Fauci, C.A.
Langford, R.C. Basner / McGrawHill Education,
2013, C.113-129.



ILMarHoCTUYHI KpUuTepii CUCTEMHOI CKhepoaepMil

(ACR & EULAR, 2013) 29> neswa C
Ocobnusocri m

MoToBLIEHHSA WKipU KUCTEn 060X PYK NPOKCMMaAbHille 9

“eTakapnogananreancHux cyrnobis (MKoc)

NMoToBLWEHHA WKipK Nanbuis pyK Habpsakni nanbui
{(BPaxoBYETHCA TINBKK Haubinblinm 6an) R CEGER Qi EN T 4
AnctanbHiwe MKdc

YpaXKeHHA KiHYMKiB nanbLis Bupasku
(BpaxoByeTbcA TiAbKU HaUbinbwni 6an) Pybui
TeneaHriekTtasia

KaninAapHi nopyweHHA
NAT Ta/a6o IX/

CuHagpom PeitHO

HaaBHicTb cneundiyHnx aytoaHTUTIA (40 LEeHTPOMIp, TONOiI3OMepasu,

W W NN NN WWDN

2013 Classification criteria for SSc. Vanden Hoogen F, et al. Arthritis

Rheum 2013,;65:2737-47






ILMarHoCTUYHI KpuTepil CUCTEMHOI CKaepoaepMil

(ACR & EULAR, 2013) 29 - nesna cC

OcobnusocrTi

O3HaKa

MoToBLIEHHA WKipU KUCTeN 060X PYK NPOKCUMaA/bHilLe

~e In Aaesd. _\

MeTaKapnodanas=== = e~y wIo v~y

MoToBLIEHHA WKipU NanbLiB pyK Habpakni nanbui
(BPaxOBYETHCA TINBKU Haubinblinmn 6an) R ERA diEY T

YpaXKeHHA KiHYMKIB NanbLiB Bupasku
(BpaxoByeTbcA TiAbKM HaUbinbwni 6an) Pybui

TeneaHriekTasisa

KaninapHi nopyweHHs
NAT ta/a6o IXN1
CuHppom PelHO

HaaBHicTb cneundiyHux aytoaHTUTIA (A0 LEeHTpOMIip, TONoisomepasny,

2013 Classification criteria for SSc. Vanden Hoogen F, et al. Arthritis

Rheum 2013,;65:2737-47

PHK-nonimepasu 3)




CKnepopakrinia.
YwinbHeHHA
LKIpW NanbLi.,
diKcoBaHa
CrMHa/IbHa
~ | KOHTpaKTypa
~ NPOKCMMAasIbHMX
| MiXXdanaHrosumx
i cyrnobis y

~ naujeHTa 3
nimitosaHotw CC.

Harrison’s Rheumatology 3@
edition / A.S.Fauci, C.A. Langford,
R.C. Basner / McGrawHill
Education, 2013, C.113-129.



ILMarHoCTUYHI KpuTepil CUCTEMHOI CKaepoaepMil

ACR & EULAR, 2013 > 9 - nesHa CC

OcobnusocrTi

O3HakKa

MoToBLIEHHA WKipU KUCTEU 060X PYK NPOKCUMaA/IbHIiLlLe
meTaKapnodanaHreanbHux cyrnobis (MKdc)

MoToBLIEHHA WKipU NanbLiB PyK Habpakni nanbui
(BPaXOBYETHCA TINABKKU Haubinblinm 6an) B EXCE LR EN I

\ /] .'

Iypamel-u-m KiHYMKIB nanbLis Brnpasku
lenaxoByeTbcA TiAbKU HaUbiInbWKK 6an) Pybui

TeneaHrieKTasis

KaninapHi nopyweHHA
NAT Ta/abo IX/
CuHpgpom PeuHO

HaaBHicTb cneundiyHux aytoaHTUTIN (40 LEeHTPOMIp, TONOiI3OMepasu,

2013 Classification criteria for SSc. Vanden Hoogen F, et al. Arthritis

Rheum 2013,;65:2737-47

PHK-nonimepasu 3)



Bupasku Ta pybui Ha KiIHYMKAX NanbLiB




ILMarHoCTUYHI KpuTepil CUCTEMHOI CKaepoaepMil

ACR & EULAR, 2013 2 9 - nesHa CC
Ocobausocri m

9

O3HaKa

MoToBLIEHHSA WKipU KUCTEn 060X PYK NPOKCMMaAbHIlle
meTakapnodanaHreanbHux cyrnobis (MKdc)

NMoToBLWEHHA WKipK Nanbuis pyK Habpsakni nanbui
(BPaxoBYETHCA TINBKK Haubinblinm 6an) R CEGER Qi EN T
AnctanbHiwe MKdc

YpaXKeHHA KiHYMKiB nanbLis Bupasku
(Bnavars~rora TigbKK HaNGINbLWINK 6an) Pybui

‘ TeneaHriekTasis

Kanuinpni nupyllleHHA
NAT Ta/a6o IX/
CuHagpom PeitHO

HaaBHicTb cneundiyHnx aytoaHTUTIA (40 LEeHTPOMIp, TONOiI3OMepasu,

2013 Classification criteria for SSc. Vanden Hoogen F, et al. Arthritis

Rheum 2013,;65:2737-47

PHK-nonimepasu 3)



LLKipAHi cyauHHI
3MiHM.
TeneaHriekTasis
Ha 061Muuyi.

Harrison’s Rheumatology 3™
edition / A.S.Fauci, C.A.
Langford, R.C. Basner /
McGrawHill Education, 2013,
C.113-129.




ILMarHoCTUYHI KpuTepil CUCTEMHOI CKaepoaepMil

ACR & EULAR, 2013 2 9 - nesHa CC
Ocobausocri m

9

O3HaKa

MoToBLIEHHSA WKipU KUCTEn 060X PYK NPOKCMMaAbHIlle
meTakapnodanaHreanbHux cyrnobis (MKdc)

NMoToBLWEHHA WKipK Nanbuis pyK Habpsakni nanbui
(BPaxoBYETHCA TINBKK Haubinblinm 6an) R CEGER Qi EN T
AnctanbHiwe MKdc

YpaXKeHHA KiHYMKiB nanbLis Bupasku

(BpaxoByeTbcA TiAbKU HaUbinbLn 6an) Pybui

T - larmieKki1dsiA

. KaninAapHi nopyweHHA
NAT Ta/a6o IX/
CuHagpom PeitHO

HaaBHicTb cneundiyHnx aytoaHTUTIA (40 LEeHTPOMIp, TONOiI3OMepasu,

2013 Classification criteria for SSc. Vanden Hoogen F, et al. Arthritis

Rheum 2013,;65:2737-47

PHK-nonimepasu 3)



[HOPYIUEHHA KAIIIJIAPIB
HII'TBOBOI'O JIOKA

KaninnapHi 3miHn y
NaLuieHTA 3 IIMITOBAHOIO
CC.

Harrison’s Rheumatology 3 edition / A.S.Fauci, C.A.
Langford, R.C. Basner / McGrawHill Education, 2013,
C.113-129.




[IOPYIIEHHA KAIIJIAPIB
HII'THOBOI'O JIOXKA




[NOPYIIEHHA
KAIIJIAPIB
HII'TBOBOI'O JIOKA

Kanigapockormis.
CkJyiepoepMiyHi 3MiHU.

PauHi (A),
AxTuBHUU npolec (B)
nisHi 3minu (C, D).

Capillaroscopy — a role in modern
rheumatology. M.M. Chojnowski et
al. Reumatologia 2016; 54, 2: 67-72

“




ILMarHoCTUYHI KpuTepil CUCTEMHOI CKaepoaepMil

ACR & EULAR, 2013 > 9 - nesHa CC
Ocobnusocri m

9

O3HakKa

MoToBLIEHHA WKipU KUCTEN 060X PYK NPOKCUMA/IbHilLe

meTaKapnodanaHreanbHux cyrnobis (MKdc)

MoToBLUEHHA WKipU NanbLliB PyK Habpsakni nanbui
(BPaXOBYETHCA TINBKU HaubinbLinm 6an) B EXCGE LR EN I
AnctanbHiwe MKdc

YpaXKeHHA KiHYMKiB nanbLis Bupasku
(BpaxoByeTbcA TiAbKU HaUbinbKi 6an) Pybui

TeneaHrieKTtasis

Karis ol SCoviueHHA
' NAT Ta/abo IX/
(61715 T ——

HaaBHicTb cneundiyHnx aytoaHTUTIN (00 LEeHTPOMIp, TONoi3OMepasu,

2013 Classification criteria for SSc. Vanden Hoogen F, et al. Arthritis

Rheum 2013,;65:2737-47

PHK-nonimepasu 3)




-~

| [ PeHtreH OI'T

* |[HTEpCTULiaNbHUN
dibpo3 nereHb




* KT nereHb:
6ibasinApHa
dibpo3Ha IX/1,
acouinvoBaHa 3
CC.

* TAKOX BMAHO
ANNaToBaAHUN
CTpaBoxXia,
3aNOBHEHMNM
PiAVHOMN.

Rheumatology Secrets. 4th ed.

' S.G.West., J.Kolfenbach.
Elsevier, 2020. P.156-176.




* EXoKI 03HaKu
NAT: aunaTauin
npaBux sBiaainis
cepus (RV, RA),
CNOWEHHA

MIXLWTYHKOBOI
nepeTuHku (IVS)

Rheumatology Secrets. 4th ed.
S.G.West., J.Kolfenbach.
Elsevier, 2020. P.156-176.




ILMarHoCTUYHI KpuTepil CUCTEMHOI CKaepoaepMil

ACR & EULAR, 2013 2 9 - nesHa CC
Ocobausocri m

9

O3HaKa

MoToBLIEHHSA WKipU KUCTEn 060X PYK NPOKCMMaAbHIlle

meTakapnodanaHreanbHux cyrnobis (MKdc)

NMoToBLWEHHA WKipK Nanbuis pyK Habpsakni nanbui
(BPaxoBYETHCA TINBKK Haubinblinm 6an) R CEGER Qi EN T
AnctanbHiwe MKdc

YpaXKeHHA KiHYMKiB nanbLis Bupasku
(BpaxoByeTbcA TiAbKU HaUbinbLn 6an) Pybui

TeneaHriekTasis

KaninAapHi nopyweHHA
nAr —-_— iws m

-y (C AV AV B VAV A

. CuHagpom PeitHO

Hasasniviv viicunpidYHUX aYTOAHTUTIA (40 LeHTPOoMIp, Tonoisomepasu,

2013 Classification criteria for SSc. Vanden Hoogen F, et al. Arthritis

Rheum 2013,;65:2737-47

PHK-nonimepasu 3)



JlimiToBaHa CC

= Habpskii nasblii,

= [loTOBIIIEHA
IIKIpa,

= CuHZApOoM PenHo,

= BTpaTa KIHYHMKIB
IaJibIlIB

= Bupasku
KiHYUKIB
MaJibIliB.




Hekpo3 KiHUMKiB nanbyis. YiTKO
obmeXKeHUN HEKPO3 KiHYUKIB
NanbLUiB Yy NauieHTa 3
nimitoeaHoto CC Ta BaXKKnm
cMHgpomom PenHo.

Harrison’s Rheumatology 3™ edition / A.S.Fauci,
C.A. Langford, R.C. Basner / McGrawHill
Education, 2013, C.113-129.




ILMarHoCTUYHI KpuTepil CUCTEMHOI CKaepoaepMil

(ACR & EULAR, 2013) 29> nesna cC
~hann

9

Ocobnusocri
MoToBLUEHHA WKipU Kucrten 060x pyK NnpoKCUManbHile

meTakapnodanaHreanbHux cyrnobis (MKdc)
MoToBLEHHA WKipU NanbliB pyK Habpakni nanbl

O3HaKa

(BPaxoOBYETHCA TINBKU HaubinbLlinmn 6an) R CEGER € EY T

AnctanbHiwe MKdc
YpaXKeHHA KiHYMUKIiB nanbuis Bupasku

(BpaxoByeTbcAa TiAbKM HaUbinbwnin 6an) Pybui
TeneaHrieKkrasia

KaninapHi nopyweHHA
NAT Ta/abo IX/
C.inppPoOM PerHO

HaaBHicTb cneundiyHux aytoaHTUTIA (A0 LEeHTpOMIp, TONoiI3OMepasuy,

B Fri. -2 "innanazy 3)

2013 Classification criteria for SSc. Vanden Hoogen F, et al. Arthritis

Rheum 2013,;65:2737-47



AyTOaHTUTINAG Ta aCOL,IMOBaHI 3 HUMMU
CUMNTOMM CUCTEMHOI CKNepoaepMil

AHTUreH-milleHb dopma CC AcouioBaHi cumnTomum

Tonoisomepasa-I (Scl-70) Andy3Ha CyxoXunbHa Kpenitauia, IX/1, ypaXXeHHA
cepuAa, 'YH

LleHTpOomepu JloKanbHa llwemia nanbuis, KAAbUWMHO3, i30/1bOBAHA
NAT, piako N'YH

PHK-nonimepasa-lli Andy3Ha Po3snoBcloaKeHe yparKeHHA WKipw,
CYXOXWJibHa KpeniTauida, 'YH

[ndy3Ha IX71, NAT, TYH, mioaut
NloKanbHa X1, NAT

JIoKanbHa KanbumHo3, mio3unT
3miware C3CT NAT

IXJ1 — iHTepcTHuianbHa xBopoba nereHb, 'YH —roctpe Harrison’s Rheumatology 3 edition / A.S.Fauci
C.A. Langford, R.C. Basner / McGrawHill

ypaXKeHHA HUPOK, JIAT — nereHeBa apTepianbHa rNepTeHs3IA  ryucation, 2013, ¢.113-129.



ILMarHoCTUYHI KpuTepil CUCTEMHOI CKaepoaepMil
(ACR & EULAR, 2013) >9 - nesHa CC

O3HaKa OcobausocrTi

MoToBLIEHHA WKipU KUCTEU 060X PYK NPOKCUMAIbHIiLlLe

meTaKapnodanaHreanbHux cyrnobis (MKdc)
MoToBLIEHHA WKipKX NanbLiB PyK Habpakni nanbui
(BEPaxOBYETHCA TINBKU Haubinblinm 6an) R CE LR diEY T

AnctanbHiwe MKdc

YpaXKeHHA KiHYMKIB NanbLiB Bupasku
(BpaxoByeTbcA TiAbKU HaUbinbwni 6an) Pybui

TeneaHriekTasisa

KaninapHi nopylweHHs

NAT ta/a6o IXN1

CuHppom PelHO

HaaBHicTb cneundiyHux aytoaHTUTIA (A0 LEeHTpOMIip, TONnoisomepasny,

2013 Classification criteria for SSc. Vanden Hoogen F, et al. Arthritis

Rheum 2013,;65:2737-47

PHK-nonimepasu 3)



AKpoocTteonis.
Bia3Havya€eTbCA
AEeCTpYKUIA KIHLEeBUX
danaHr y naujieHTa 3
NAaBHbOK /1IMITOBAHOO
cCKnepogepmito 3
cMHgpomom PenHo.

Harrison’s Rheumatology 3 edition / A.S.Fauci,
C.A. Langford, R.C. Basner / McGrawHill
Education, 2013, C.113-129.




NipWwKipHM KanbuMHO3. Bia3HayatoTbCA 3HAYHI A4en03UTU KaabLito, WO
NPOPUBAIOTL WKIPY Y NALLIEHTA 3 IIMITOBAHOO CK/1IEPOAEPMOIO.
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JIimiTOBaHa
CKJIepoaepMa

= MikpocToMmida

= TesieaHriekTasiga




Audy3Ha
CKJIepoaepMa 3
ypPaKeHHAM WKipu

= ['imonirMeHTAalis

= ['inmeprniirMmeHTalia

= «Cis1b Ta nepelb»




= 74-piYHUH Y0JIOBIK i3
16-piyHMM aHAMHE30M
CKJiepoepMil.

= BupaxeHuu
NiIKIpHUA
KaJIbIIMHO3
CIiocTepiraBcd Ha
3BUYaNHUX
pPEHTreHorpamax pykK
Ta Ha KT OI'Il.




. . : . _auil

= 75-pidyHa IiHKa 31 CKJIEPOIEPMIELO.

= BiJleoKanJigspoCKOIIid HII'TiB ITOKa3aJia po3IIupeHi
Ta 3BUBMCTI KaniJisapHi netJi (1), 3Ha4yHy BTpaTy
KanisifgpiB (2) Ta HeoBacKy/isspu3aliio (3)

= PEHTTeHOJIOTIYHO MiATBEPA>XKEHUM KaJIbLIMHO3
JIIKTBbOBOI JSAJSIHKHU (4)

= KT rpysHoI KJIITKM — IBOCTOPOHHIM 6a3a/IbHUU
peTUKyJIApHUHN $i6po3 (5), i3 MOMYTHIHHAM 3a
THUIIOM MAaTOBOTIO CKJIa, 1[0 CBiTYUTh PO aKTUBHUM
aJIbBEOJIIT (6)




KnacnuyHum nepebir nimitosaHoi CC

3 HAABHICTIO aHTILEHTPOMIPHUX AT

Habpakni nanbui
CKnepoaaktTunia

Pedntokc, NEPX
TeneaHriekTasil

KanbunHos Al
MiHimanbHa IX/1 J]

| | |
s —

0 ~5—10 POKIB ~10-20 POKiIB

PenHoO

Rheumatology Secrets. 4th ed. S.G.West., J.Kolfenbach. Elsevier, 2020.

P.156-176.



KnacnuyHmm nepebir anepy3sHoi CC

* PennHo

* [lporpecytoye yLiinbHEHHA
LLIKIpWH

* KpeniTauia cyxoxuib

* VYpaxeHHA LUKT * Baxxka IX/I

* ApTput * Hwupkosuu Kpus

e Cnabkictb (ocobnmBo npwm

e Scl-70 abo AHA 3 apepHUm HaAaBHOCTI AT 40
cBiTiHHAM abo AT f0 PHK PHK * JIAT/
nonimepasu 3 nonimepasu 3) nr

| | |
I —

1—12 micAauis ~1-5 POKiIB

Rheumatology Secrets. 4th ed. S.G.West., J.Kolfenbach. Elsevier, 2020.

P.156-176.



NikyBaHHA CC
BIANOBIAHO A0 YpaXeHHA OpraHis

CuHpapom PeuHo (CP)

* KK dizioponupuodiHosozo psady (HidbeainiH) —
nepopasibHO — Tepania Nepwol IaHKK

* |[H2i6imopu ®AE-5 (CinpgeHadin) — nepopanbHO

* [l[pocmaHoidu — B/B lnonpoct — AnA NiKyBaHHA
BaXXKoro CP npu HeedpeKTUBHOCTI NnepopanbHOi
Tepanil

* CeneKmusHi iH2ibimopu 360pomMHoO20 3axeamy

cepomoHiHy — PnyoKceTiH nepopasibHO 34aTHUN
obneryntn nepebir CP (orpaHivyeHi aaHi)

Update of EULAR recommendations for the treatment of systemic sclerosis.
Kowal-Bielecka O, et al. Ann Rheum Dis 2017;76:1327-1339.




NikyBaHHA CC
BIANOBIAHO A0 YpaXeHHA OpraHis

AiritanbHi BUpa3Ku ([B)

* [l[pocmaHoidu — B/B InnpocT ePpeKTUBHO
3arotoe [1B

* [H2ibimopu PLAE-5 — nepopanbHNI
CinpgeHadin — noninwye 3aroeHHA [1B Ta
agornomarae 3anobirtnm yrsopeHHto Hosux [1B

* [loodeiliHUlU aHMaz2oHicm peyenmopis
eHOomesniHy — nepopanbHmn Bosentan —
3HUXKYE KiNbKICTb HOBUX [1B, 30Kpema y
NALLIEHTIB 3 MHOXXMHHUMM [1B He3BaXKatoum Ha
Tepanito bKK, ®LE-5, Inonpoctom

Update of EULAR recommendations for the treatment of systemic sclerosis.
Kowal-Bielecka O, et al. Ann Rheum Dis 2017;76:1327-1339.




NikyBaHHA CC
BIANOBIAHO A0 YpaXeHHA OpraHis

JlereHeBa apTepiasbHa rinepteHsia (J1AT)

* AHMaz20Hicmu peyenmopie eHoomesniHy
(AmbpiceHTaH, boceHTaH, MauuTeHTaH)

e |JH2i6imopu ®PLAE-5 (CunpgeHadwun, Taganadun)

* Cmumynsamop pO34YUHHOI 2iaHinam
yuknasu (PiowiryaTt) — HOBIiTHi nepopanbHUM
npenapat AnAa nikysaHHA JIAT

* [IpocmaHoiou — 8/8 EnonpocteHon, lnonpocr,
TpenpocTeHin — NoAINWyTb NEPEHOCUMICTb
di3n4YHOro HaBaHTaxkeHHA, K Ta napameTpu
remoanHamiku npu JIAl Ta matoTb NpMU3HaYaTUCA
nauieHTam 3 Baxkkoto JIAI npu CC (PK Il Ta IV)

Update of EULAR recommendations for the treatment of
systemic sclerosis. Kowal-Bielecka O, et al. Ann Rheum Dis
2017;76:1327-1339.



NikyBaHHA CC
BIANOBIAHO A0 Ypa*KeHHA OpraHiB

YpaXKeHHA WKipw

= * MeTtoTpeKcaTt MmoXXe NPU3HavYaTnCA NaLlieHTam
", 3 paHHboto andysHoto CC.

* TpaHCN/1aHTALiIA CTOBOYPOBUX KAITUH — MOXe
3aCTOCOBYBATMUCA AAKIM NaLIEHTAM 3 WBUAKO
nporpecytovoto CC 3 pusanmkom opraHHoI
HeaAOCTaTHOCTI

Update of EULAR recommendations for the treatment of systemic sclerosis.
Kowal-Bielecka O, et al. Ann Rheum Dis 2017;76:1327-1339.



NikyBaHHA CC
BIANOBIAHO A0 Ypa*eHHA OpraHis

IHTepcTUUianbHa xBopoba nereHb (1X/1)

* Unknodocdamig cniag npnusHavyaT NaALEHTAM
3 CC Ta nporpecytoyoto IX/1.

* TpaHCN/1IaHTALIA CTOBOYPOBUX KAITUH — CAif,
npu3Ha4vaTh Ana ctabinizauia dyHKLUiT 1ereHb
AeAKIM NALIEHTAM 3 WWBUAKO NMporpecyo4voto
CC 3 pysaKom OpraHHoOI HegOoCTaTHOCTI

Update of EULAR recommendations for the treatment of systemic sclerosis.
Kowal-Bielecka O, et al. Ann Rheum Dis 2017;76:1327-1339.




NikyBaHHA CC

[ocTpe ypaxKeHHA HnpoK (FYH)

* Ha niacTasi AeKi/IbKOX AOCNIAXEHb eKCcnepTu
PEKOMEHAYIOTb Npu3HayeHHA IAl1P
nauieHTam 3 ['YH 3 meToto noninweHHA
BUXKMNBAHHA.

* BuKopuctaHHA GCS noB'sA3aHe 3 NigBULLLEHNM
pusnkom N'YH. Toxx npnsHadyeHHA GCS
notpebye perenbHoro KOHTPoAto AT Ta PyHKLi
HUPOK.

Update of EULAR recommendations for the treatment of systemic sclerosis.
Kowal-Bielecka O, et al. Ann Rheum Dis 2017;76:1327-1339.




NikyBaHHA CC
BIANOBIAHO A0 Ypa*eHHA OpraHis
YpaxKeHHA LUKT

* Il — npn HaasHocTI TEPX Ta gna
NPOodiNAKTUKN BUPA3OK Ta CTPUKTYP
CTpaBoxoay

* [IpoKiHeMuUKu — Npu HAABHOCTI
CUMNTOMATUYHUX NOPYLUEHb MOTOPUKHU
(amncdaria, FTEPX, paHHE HacUYEHHA, 3AYTTA
YKMBOTA, NCeBA00OCTPYKLIiA TOLLO).

* [lepiogNYHO QaHTMOIOTUKM ANA NiKyBaHHA
CMMNTOMATUYHOIO CUHAPOMY HAANULLKOBOIO
pPOCTY 6aKTEepiN TOHKOT KULLKMK

Update of EULAR recommendations for the treatment of systemic sclerosis.
Kowal-Bielecka O, et al. Ann Rheum Dis 2017;76:1327-1339.




NISIKYI0 3A YBATY!
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