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Cucmemui sackynimu:
NpuHUNN QiazHocmuUKY ma MIKYBAHHY

CucteMHi Backynitm — Le BenmKka rpynad narosioriyHuX CTAHIB, NPU SKUX YPOKAIOTLCA CYAUHU OPraHi3my.
HasiBHi 03HOKM 3ananeHHs CTiHKU CyAUH (B OCHOBHOMY iHTUMM), YTBOPEHHS TPOMGIB, BTOPMHHOI OKNIO3ii,
NopYyLUEeHHS KPOBOTOKY, O TUKOXX BiAGyBAIOTLCS BTOPUHHI 3MiHM B OPraHax i cuctemax, KniHiuHi nposeu

SAKMX 30J1eXKaTh Bif flokanisauii Ta Kaniépy ypa)xeHux cyamH.

Y kniHiuHi% npakTUli cucTeMHi BackyniTu 3ycTpiuaiotbca gocutb piako. 3a aavumu D. Cabral Ta cnisaer. (2018),
LWOpiYHA YACTOTA BUHMKHEHHS! NEePBUHHOIO BACKYJITY Y AiTel Ta nigniTkie y Bili po 17 pokiB cTaHOBUTL

Bip 12 pno 53 eunapkie Ha 100 Tuc. MepBuHHMIA BackyniT giarHoctyiots y 2-10% nauieHTiB, WO cnocTepiraioTbes

Y BAUTSYMX PEBMATOJSIONYHUX BigAiNeHHaX.

Erionoria cucteMHunx BacKyiniTiB HeBimoma. [IpmanHoIo po3-
BUTKY 3aMaJbHOIO YPaXXeHHS CYIUH MOXYTb OyTH iH(bEeKIis
abo xiMiuHi dakTopu. Y po3BUTKY BacKyJiTy ApPiOHUX CyIUH
BaKJIMBY POJIb Billirpa€ TiMepYyTIMBICTb 0 JIIKapChbKUX Mperia-
paTiB (aHTUOIOTUKIB, IPOTUBIPYCHUX TOIIIO).

[TaroreHe3 cucTeMHUX BaCKYJIiTiB IPYHTYETHCS Ha ieheKTax
BPO/KEHOTO i aJaNTUBHOTO iMYHITETY 3 TTOPYILIEHHSM pETy-
JIsIii B-KITIiTHH, MaTOreHHOIO MPOAYKIIEI0 aHTHHEUTPODLTb-
HUX HUTOIUIa3MaTuuHux aHTuTin (AHLA), akTuBalieto Het-
TpodiiB Ta 1MCcOATAHCOM MiX JOMOMIiXXHUMHU Ta €(PEKTOPHU-
mu T-knituHamu. Helitpodinm € o0cHOBHUMU KJTiITHHAMM, 110
IHILiI0I0Th YpaXKeHHS €eHI0TeliaJJbHUX KJITUH i TKaHWH, SIKe
MIPU3BOIUTH A0 3amajieHHs CTIHOK CyIWH. Y pe3ylbTrari mil
Ha CyAMHHY CTiHKY iIMyHHUX Ta HEIMyHHUX MeXaHi3MiB Bin0y-
BA€EThCS aKTUBALIiSI KIIITUHHOTO iMYHITETY, CUHTE3 IIpO3aralib-
HUX UUATOKIHiB, ayTOAHTUTIJI Ta MOJIEKYJI a[re3ii, 10 CYyIIpOBO-
IKYEThCS TUCGHYHKIIIEIO Ta YIIKOMXEHHSIM €HA0TENiI0, PO3-
BUTKOM 3arajieHHs1. 3anajabHe ypakeHHsI CTIHOK CYIWH CIIpU-
YMHSE YTBOPEHHs TPOMOIB, illleMiuHe ypaxkeHHsSI TKaHUH,
y KPOBOIIOCTaYaHHI SIKMX OepyTh YIaCTh 1Ii CyTUHU.

3aexxHo Bifl peaklliit, sIKi JieXXaTb B OCHOBI yPaxkKeHHSI CY[IVH,
BUIUISIIOTH KJIITUHHI MeXaHi3MH, KOJIX YTBOPIOIOTHCS TPaHyJIe-
MU (TiraHTOKJIITUHHUI apTepiit, apTepiit Takasicy, rpaHyieMa-
T03 BereHepa), Ta ryMopaibHi MexaHi3MU — YTBOPEHHSI iMyH-
HUX KOMIUIEKCIB 4epe3 iMyHHi, B TOMY YMCIIi I ayTOiMyHHi
peaxilii, B pe3yJibTaTi YOro 3alyCKaeThCsl Kackaj 3amajlbHoi
peaxilii B cTiHKax cyauH (OUIbIIiCTh BACKYJIITIB).

Y Ham yac BUKOPUCTOBYEThCS AeKijibKa Kiacudikalriii
CHCTEMHUX BaCKYJITiB.

Y Mixcunapooniii kaacugpixauii xeopo6 10-20 nepezasndy
CHCTEMHi BaCKYJIiTH BXOMASTH A0 XBOPOO KiCTKOBO-M’S130BO1
cucremu (kinac XIII), ne BuminstoThbes Taki OJI0KHU:

M30 — By31MKOBUIi TTOJIiapTEPiiT Ta CIIOPiAHEHI CTaHU,

M30.0 — By31MKOBHIi ITOJIiapTePIiT;

M30.1 — moniapTepiiT i3 ypaxkeHHsIM JiereHb (cuHapom Yap-
mxa — Ctpocca) Ta rpaHy/IeMaTO3HUIM aHTiiT;

M30.2 — 10BeHIIbHUI ITOJTiapTepiiT;

M30.3 — c1u30BO-LIKipHUI JiM(POHOLYISIPHUIN CUHAPOM
(xBopoba KaBacaki);

M31 — iHmIi HeKPOTU3YI0Yi BaCKYJIOMAaTii;

M31.1 — rinepuyTiuBuii aHriiT (cuHapoM Iyanacyepa);

M31.3 — rpanynemMaro3 BereHnepa, HEKpOTH3YIOUMIA pecITi-
pPaTOpHUIA TPaHyJIEMaTO3;

M31.4 — cuagpom ayru aoptu (cuHApoM Takascy);

M31.5 — riraHTOKJTITMHHUI apTepiiT i3 peBMaTMYHOIO IMOJTi-
Mianri€ro;

M35 — iHIIi cucTeMHI ypaXkeHHS CTOJTyYHOI TKAHUHU;

M35.2 — xBopoba bexuera.

Iypmypa Ilennsaitna — IeHoxa yBiiima go po3miny J169
«[lyprypa Ta iHIIIi reMopariyHi CTaHW» KJ1acy «XBOpOOU KpOBi,
KPOBOTBOPHUX OPTaHiB Ta OKPeMi MOPYILIEHHS i3 3aTy4eHHSIM
IMyHHMX MEXaHi3MiB».

3a mexanizmom po3eumky BUIISIOTh IEPBUHHI CUCTEMHI
BaCKYJIiTH (ITPY TATOJIOTIYHOMY TIPOLIEC] YPaXKaeThCs CyIMHHA
CTiHKa, a TOTIM — OPraHy Ta CUCTEMHU, 1110 3HAXOASTHCS B Ope-
OJIi CyTMHHOTO 3a0e3IeYeHHs) Ta BTOPMHHI CUCTEMHi BacKy-
JITH (TIpY iHPEKLiIMHUX, CHCTEMHUX 3aXBOPIOBAHHSX CITOTYY-
HOI TKAaHWHU, MyXJIMHAX TOLIO, KOJIM YPaXKeHHS CYIMH € OHUM
i3 TIPOSIBIB 3aTraJIbHOTO 3aXBOPIOBAHHS).

Anamomiuna kaacugixauis cuicreMuux Backyiniti (Chapel
Hill Consensus Conference, 2012; Dermatologic Addendum,
2018) mae Takuii BUTTISIL:

1) ypaxkeHHsI BEJIMKUX CYINH:

- TIraHTOKJIITUHHMIA apTepiiT (y AiTeil He 3yCTpiuaeThes);

- HecneunpiYHUI aopToapTepiit (xBopoba Takascy);

2) ypaxXeHHs CyIuH CepeIHbOrO Kaliopy:

- BY3JIMKOBUI IIepiapTepiiT;

- xBopoba KaBacaxi;

3) ypaxkeHHsI CyIH APiOHOTO Kaliopy 3 BilKJIaaeHHSIM iMyH-

HMX KOMILIEKCiB:

a) BacKyiitu, acouiiioBani 3 AHLIA:

- MiKpPOCKOITiYHU} MOJIiaHTiiT;

- TpanynemMaro3 BereHepa;

- €03MHO(DLIBHUIT TPaHYJIeMAaTO3 3 MOJIAHTIITOM (CUHIPOM

Yapmka — Ctpocca);

0) iIMyHOKOMIUIEKCHi BaCKYJIiTH:

- 3aXBOPIOBAHHS, acOIlilOBaHi 3 aHTUTLIaMU 10 Oa3aabHOI
MeMOpaHu KiyOooukiB HUpoK IgA, IgM, IgG (anTu-
BMK) — cunapom Iynmacuepa;

- Kpioryno0OyiHeMiuHuiA BaCKYIIiT;

- IgA-acoriitoBanuii BacKyiT (reMopariyHuii BacKyJIiT —
I'B, Backynirt Lllennsitna — [eHoxa);

- TINOKOMILIEMEHTeMIYHUI yPTUKAPHUN BaCKYJIT (aHTH-
Clg-Backyiir);

4) BacKyJIiT CyOuH Pi3HOTo Kaliopy:

- BAcCKyJIiT npu xBopobi bexuera;

- BacKyJiT rpu cuHapomi KoraHa;

5) BacKyJIiT 3 ypaXKeHHSIM CYIUH €IWHOTO OpraHa:

- IIKipHU JTeMKOLIMTOKIACTUIHWIA aHTiIT;

- HWIKipHUI apTepiiT;

- TIEPBUHHUIA BACKYJIT LEHTPAIbHOI HEPBOBOI CUCTEMU;

- i30/IbOBaHMI AOPTUT;

6) BaCKYyJIiT IIpX CUCTEMHOMY 3aXBOPIOBAHHI:

- BAaCKYJIiT MPU CUCTEMHOMY Y€PBOHOMY BOBUYAKY (BOBYaKO-
BMI BaCKYIIIT);

- pPEeBMaTOINHUI BaCKYJIiT;

- capKoigaJIbHUI BaCKYIiT;

- iHIIi;

7) BacKyJIiT iMOBipHOI eTioJIorii:

- HCV-acomiitoBanuii Kpioro0yTiHeMiYHMI BaCKYJIIT;

- HBV-aco1ifioBaHuii BaCKyJIiT;

- CUGLIITUYHHUI AOPTUT;

- BACKYJIiT, aCOLiii0BaHU 3 BiIKJIaAEHHSIM iIMyHHUX KOM-
TUIEKCiB;

- MeIMKaMEHTO3HUI BaCKYJIiT;

- BACKYJIIT, acOlliii0OBaHUI 3 HOBOYTBOPEHHSIMU;

- iHWIi.

VY KJiHiIYHIl MpaKTHUIl TOLITBHO BUKOPUCTOBYBATH MOIU-
(ikoBany knacudikaiio Backyniti y miteii (EULAR/PReS,
Ozen S. et al., 2006).

Kainiuni o3naxu cucmemnozo sackyaimy:

1) TMxomMaHKa HESICHOTO TeHe3Y;

2) ypaxkeHHs LIKipu (IypIypa, cityacTe JiBeno, MiMIIKipHi
BY3JIMKHU, TIETeXil, eKXiMO31, HEKPOTUYHI 3MiHN);

3) nMposiBY ilIeMiYHOTO ypaskeHHsI OKPeMUX OpraHiB (oc1ab-
JIEHHSI TYJIbCY, apTpaIrii, TOJOBHUI OiIb, apTepiajibHa Tirep-
TEH3isl, ypaXkeHHS JIeTeHb, Ceplisi, HUPOK TOIIIO);

4) MposiBU MOHOHEBPUTY.

Jlabopamopni 3minu, SIKi BUSBIIIOTBCS IIPY CUCTEMHOMY Bac-
KYJIiTi:

1) 0o3HaKM CHCTeMHOTO 3amnajeHHs (aHeMisl, MiABUIIEeHHS
LIOE, neiikonuTo3 i3 3cyBOM JIeiIKOLMTApHOI (DOPMYIIH BIIiBO,
TPOMOOLIMTO3, MiABUILEHHS BMicTy cepomykoiny, CPII, IIIK);

2) ceyoBUil CHHAPOM (TIPOTEIHYpist, TeMaTypist, JICHKOINT-
ypist, UIUTHAPYPisT);

3) Mpu CUCTEMHUX BaCKYJIiTaX YacTo MPOAYKYIOTbCS aHTU-
eHporenianbHi aHTUTINA (AECA), SIKi TOIKOMXKYIOTh KIIITUHA
€HJO0TEeJiI0 CYIMHHOI CTiHKM, TUM CaMUM CIIpUSIIOUM pO3-
BUTKY €HIOTeliaabHOoI AucdyHK1ii. OcoOIMBO BEIUKY POJb
BiZirpae 1eii MexaHi3M y po3BUTKY xBopobu KaBacaki Ta rpa-
Hynemaro3y Berenepa;

4) antuHeiTpodinbHi nuTorasmMatuuHi (CANCA, pANCA)
AHTUTIJIA BUSIBIIIIOTHCS Y MIABUILEHNX PiBHSIX IIPU CUCTEMHUX
i TOKaJli30BaHMX BacKyJjliTax — rpaHysieMaro3i Berenepa (Ba-
CKYJIT ApiOHUX CYIMH), By3JIMKOBOMY IepiapTepiiTi, CKHApOMi
Yapmxka — Ctpocca (€03uHO(LILHIN IpaHyJIEMAaTO3HUIA aHTi-
iT, BACKYJIT CEpEeIHiX CYIMH).

Incmpymenmaanoni docaioxncenns Ipy CUCTEMHOMY BaCKYJIiTi:

1) anriorpadist (TiTHKY 3BY>KEHHS MPOCBITY CYIUH, aHEB-
pU3MHU, CUHAPOM YOTOK);

2) nonrmieporpadisi cyauH (rineptpodist iHTUMU CyauH —
30iJIbIIEHHST iHAEKCY KOMIUIEKCY iHTUMAa-Mellia Ha OKPEMMX
IUISTHKAX, HEPiBHOMIpHE 3HVKCHHS IIBUAKOCTI KPOBOTOKY,
IISTHKY 3BYKEHHSI TIPOCBITY CYIWH, BUSHAUYEHHSI aHEBPU3M,
MPOXiTHOCTI CYAMH HIXYE Bill TUISTHKU 3BYXKEHHS);

3) sAnepHUIA MarHiTHUI pe3oHaHC (KPOBOHATIOBHEHHSI Opra-
HiB i3 YiTKOIO KapTUHOIO CYIUHHOTIO pycia).

Backyaim 0pibnux cydun — 1ie Tpyrna ratojioTiYHUX CTaHiB,
MIPY SIKUX PO3BUBAETHCS YPAXKEHHS apTepioJl Ta BEHYJI y BU-
IS IEHKOIMTOKIACTUYHOTO 200 HEKPOTUYHOTO BaCKYIITY.

T.B. Mapywuko

MopdomoriqHO crocTepira€Thes iHMIIbTpallis CTiHOK IpiOHIX
CYIUH HeliTpodinamu i3 moganbiium hidpUHOITHUM HEKPO3OM
JICMKOIIUTIB i pydHHYBaHHSIM CTiHOK cynuH. [IpyamHOoI0 po3-
BUTKY 3aMaJIbHOTO MPOIIECY CTiHOK APIOHUX CYINH MOXeE OyTH
SIK BIUIMB €K30T€HHOI'O aHTUTEHY (MTPUIOM MeIUKaMEHTIB,
iH(eKIIifiHI 3aXBOPIOBaHHS), TaK i EHAOTeHHOTO ab0 HEBilO-
MOTO aHTUTeHY (ITyXJIMHM, ayTOAHTUTEHM TOIIO0). ¥ CTiHKax
NIpiOHMX CYIWH BiIKJIagalOThCSA iMyHHI KOMILIEKCH 3 aKTHBa-
L[i€I0 CUCTEMU KOMILIEMEHTY, 110 BUKJIMKAE Mirpaliio B 110
30HY NOJiMOp(MHO-SIIePHUX HEUTPOdiNiB, BUBLIbHEHHS
JlidocoMaibHUX PEPMEHTIB i MoAasIbIlIe YpakKeHHS CYAMHHOI
CTiHKH.

Temopaciunuii eackyasim (MKX-X J169.0, anagisaxmuuna
nypnypa, xeopoba Illenasiina — Ienoxa) — BacKyJliT ApiOHUX
CYIOVH Yy pe3yJIbTaTi TilepiMyHHOI BiIlIOBiAi Ha OaKTepialbHY
a0o BipycHy iHeKIlilo, Iilo aJepreHiB, TiKapchbKuX MpernapaTiB,
BaKIIMHAILIiIO, MIPU SIKOMY CIIOCTEPIra€ThCsl YpakeHHSs IIKipH,
CyT100iB, BHYTpIIlIHiIX OpraHiB. 3aXBOPIOBAHICTh CKJIaJa€
20-25 BunankiB Ha 10 THc. HaceleHHsI. XBOPiOTh IiTH Bif 2
1o 10 pokiB, 9acTillle — XJIOITYUKH.

Emionoz2ia ma namoz2enes

[NpuurHM 3axBoploBaHHS ToJlieTiooriuHi. Bruius iHdek-
LiiHKUX (paKTOpiB, ajepreHiB, TpaBMU, MEPEOXOJOIKEHHS
Ta MeperpiBy IMPOBOKYIOTh PO3BUTOK TillepepTivHOl CYTMHHOL
BiATIOBIZli 3 IMyHOKOMIUIEKCHUM YpPaxkKe€HHSIM MiKpOLIMPKYJIsI-
TOPHOTIO pYCJIa, BiTKJIaAeHHSIM TpaHy/SIpHUX IgA-nemno3uTis,
aKTHBALIIEI0 CUCTEMM KOTUIEMEHTY Ta TeMOCTa3Yy, MOPYIIEHHSIM
PEOJIOTIYHUX BIaCTUBOCTEM KpoBi. CIIOCTEpiraeThbes pO3BUTOK
CHHAPOMY TilepKoaryJsiiii 3 aceNTUYHUM HEKPO30M, IECTPYK-
1[i€l0, TPOMOO30M CYAUH IPiOHOTO KajiOpy, reMopariyHuM
CUHAPOMOM.

Knacudpikauia

I. ITaTorenernyHi opmu:

a) 6asucHa ¢opma I'B:

- 0e3 ImiABUIIECHHS PiBHS IMyHHNX KOMITIEKCIB y TIJIa3Mi;

- i3 MiABUILEHHSIM PiBHS iMyHHUX KOMIUIEKCIB Y TUTa3Mi;

0) HeKpoTU4Ha opma:

dopmu 3 Kpiorao0yTiHeMi€ro

- 3 X0JIOAOBOIO KPOITMB’ SIHKOIO i HAOpsIKaMu;

- 0e3 X0JI0I0BOI KpOIIMB STHKY i HAOPSIKiB;

B) BTOpUHHI popmu npu Jimbomax, JdiMmdorpanyaemMarosi,
Mi€JIOMHil XBOp0oOi, TiM(pOIEHKO31, iHIINX IMyXJIMHAX, 8 TAKOX
TPU CUCTEMHMX 3aXBOPIOBAHHSX CITOJYYHOI TKAHUHU;

T) 3MilllaHi BapiaHTU.

1. Kniniyni opmu (cuHAPOMM):

a) IIKipHa i KipHO-Ccyriao06oBa ¢opma:

- TIPOCTA;

HEKPOTUYHA;
3 X0JIOJOBOIO KPOIIMB’STHKOIO i HAOpsIKaMu;

Tabnmus. Knacudikauis sackyniris y girei

Ne | Kani6p ypaxeHux cyaut 3axBOPIOBAHHS

Backynit nepesaxHo
I aprepiir Takascy
BENMKUX CYaMH
® BY3NMKOBMH NOMIAPTEIIT y AiTed;
® WKipHMH noniapTepiiT;
¢ xsopoba Kasacaki

Il Backynitm nepesaxHo
cepepHix CyauH

IPOHYNEMATO3Hi:

* rpaxynemaros Berenepa;

¢ ackynit Yapaxa — Crpocca;
HEerpaHynemaro3Hi:

®  MiKpOCKOMIYHWM NONIQHTIiT;

¢ nypnypa LWewnsiHa - leHoxa;
¢ {301bOBAHUM LKIPHUMA
NeAKONNACTMYHUM BACKYIT;

® rinoKoMNNEeMEHTEMIYHHUHA
YPTUKAPHHUIA BACKYAIT

Backynitn nepesaxHo
Il | ppibHMx cyamH

* xsopoba bexyera;

® BTOpMHHI iHbeKLiiHI BacKyiTU
(renatur-B-acouirosanuit By3nukoemi
nosiapTepii; BACKYAITH, LLO BUHMKAIOTb
BHOC/TIAOK NPUMOMY NIKAPCHKUX
npenaparie, Np1 MyXauHax)

IV | Inwi Backynitu



0) abmoMiHasIbHA i a0MOMiHAIbHO-IIIKipHA:

- 3 ypaXkeHHSIM iHIIIX OpTraHiB;

B) HUPKOBA i IIKipHO-HUPKOBA (Y TOMY YMCIIi 3 He(pOoTHU-
HUM CUHIPOMOM);

r) 3miluaHi popmu.

I11. BapianTtu nepe0iry:

- OJIMCKaBUYHUIA, TOCTPUIA, 3aTSIKHUIA,

- PELUOUBYIOUNIA, XPOHIYHUIA IEPCUCTYIOUMH i3 3aTrOCTPEH-
HSIMU (YACTUMM, PITKMMU).

IV. Ctyneni akTuBHOCTI:

- Maia;

- IIOMipHa;

- BUCOKQ;

- JIy>ke BUCOKA.

V. YeknaaHeHHs:

- KUIIIKOBA HEMPOXiAHICTh, Nepdopallii, IepUTOHIT, MaH-
KpeaTuT;

- IB3-cuHapoM 3 TpOMOOLIUTOIEHIEI0, 3HXKEHHSIM PiBHS
antutpom6iny 111, mporeiny C i KOMITIOHEHTIB crucTeMu GiOpH-
HOJTi3Y;

- IOCTreMopariyHa aHeMisl;

- TpoM0O031 Ta iH(papKTH B OpraHax, y TOMY YMCIIi 11eped-
pajibHi po3Jiaau, HEBPUTH.

PoGovya knacudpikauis B y gimei
1. daza xBopobOu:
- aKTHUBHA;
- HEaKTHBHa.
I1. Kniniuni popmu:
- TIPOCTAa;
- 3MillIaHa;
- 3MilllaHa 3 ypaXKeHHSIM HUPOK.
1. KniniyHi cuHapoMu:
- IIKipHUIA;
- CyIJIO0OBUIA;
- abmoMiHaIbHUI;
- HUPKOBUH.
IV. CrymiHb TSXKKOCT:
- JIETKUM;
- CepeIHbOI TSKKOCTI;
- TSDKKUA.
V. XapakTep repeoiry:
- TOCTpUIA;
- XpOHIYHUI;
- peUMIMBYIOUMA.

Nliaznocmuyni Kpumepii

¥ 2006 p. €spomneiicbka mpotupeBMaTyHa Jiira (EULAR)
i [TemiaTpuune peBmaronoriuHe ToBapuctso (PReS) Bu3Hauu-
1 kputepii myprrypu Llennsitna — IeHoxa y miteir. O60B’s13-
KOBOIO € HasIBHICTb MyPITypH, 1110 MAJIbIYEThCS, Y TOETHAHHI
MpUHAAMHI 3 OMHUM i3 HACTYITHUX 4 KPUTEPIiiB:

1) nmudy3Huit abnoMiHaIbHUI OiNb;

2) nepeBaxHo IgA-neno3uTu (MiaTBepIKeHi 3a JOIIOMOI0I0
Oynb-sIKOi 0ioIICii);

3) apTpUTH UM apTparii;

4) ypaxeHHs1 HUpOK (remarypis i/abo npoteinypis).

Kniniyna kapmuna

[ToyaTtok XBOpoOM TOCTPUiA, CYTIPOBOKYETHCS TMiABUIIIEH-
HSIM TeMIIepaTypH Tila 10 pedpribHUX (pinko — a0 cyodeo-
PUIBbHMX) TIOKA3HUKIB.

J1e610T 3aXBOPIOBAHHS XapaKTePU3YETHCS YPAKEHHSIM ILIKipH,
sIKe TIPOSIBJISIETHCS ¥ BUTJISII TypIypH Ha CTOMAaX, rOMiJiKax,
CiTHUIISIX, BEPXHiX KiHIIiBKaX, Ty/1y0i, royioBi. Bucumn Mae remo-
pariyHMii XapakTep, IiIBUILYEThCS HaJl IOBEPXHEIO LIKipH, PU
HaJaBJIIOBaHHI HE 3HUKA€E, MOXE CYMPOBOIXYBATUCS HeE-
3HAYHUM CBepOEKeM, Y LIEHTPi €JIEeMEHTY iHOIi CITOCTEPIiraeThCs
HEKpPO3, CYITPOBOIXKYETHCS AHTIOHEBPOTUYHUM HaOPSKOM.

YpaxkeHHsI CyrJI00iB MPOSIBISIETHCS Y BUTJISIII apTpaTiii abo
apTPUTIB BEJIMKMX CYTJI00iB HIKHIX (KOJiHHMX, HAJIT SITKOBO-
TOMIJIKOBMX) Ta BEPXHiX KiHIIiBOK. APTPMT, SIK TIPaBUJIO, CUMe-
TPUYHUI, CYNTPOBOIXYETHCS CUIBHUM 00JieM, HAOpsSIKaMu,
MMiIBUIIIEHOIO TEPMOAKTHBHICTIO YPaXKeHHUX CYIIO00iB.

VpaxkeHHS CyIrH TPaBHOTO TPAKTY KJIiHIYHO MTPOSIBIISIETHCS
MNePiOAMIHUM Pi3KMM 00JIeM y XXUBOTi, MOXJIMBA KUIIIKOBA
KpoBoTeua. billb TocHiTioeThes micist mpuitoMy iXi, Ipy eMo-
LiifTHOMY HaBaHTaXeHHi, 3MiHi ITOJIOXXEHHSI Tijla. Moxe cyrpo-
BOJIXYBaTHUCS HYIOTOIO, OJTIOBAHHSM, PiIKUMK BUTIOPOKHEH-
HSIMU 3 KpoB’10. YacTo 6iib y XUBOTi CYMPOBOKYE MOSIBY
HOBOTO LIKiPHOTO BUCHITY.

YpaxkeHHSI HUPOK TIPUETHYETHCS 10 CUMITTOMOKOMILIEKCY
I'B Ha 10-14-1y n1o0y y BUIJISIAI TIOMepYIOHeDPpUTY, Tepedir
SIKOTO BiTHOCHO 0OposikicHuiA. CriocTepiraeTses MpoTeinypis,
reMartypist. [linBUIEHHS apTepiaTbHOTO TUCKY HE XapaKTepHe.
Pinko ypaxenns Hupoxk mpu I'B moxe TparnchopmyBatucs
B XpOHIYHY HUPKOBY HEJOCTATHICTb.

VpaxxeHHsI JiereHb Y NiTeil OyBa€e piIKo, MPOSIBISETHCS Kalll-
JIEM 3 BUJIIJIEHHSIM MOKPOTUHHSI 3 KPOB’10, 33IUIIIKOI0, CTYITiHb
SIKOI 3aJIeXKUTh Bil, MACUBHOCTI YpaxkeHHSI CYIUH JIET€Hb.
Ilpu ayckynbTallii BUCTYXOBYIOTHCS XOPCTKE MUXaHHS,
IpiOHoIMyxupyacti BoJsori xpunu. Ha peHTreHorpami croctepi-
TaroThCsI JIETeHEBi iH(IBTpaTH.

MDKAUCUUNNIHAPHI NPOBJIEMW

ITepeoir Backynity Lllennsitna — [eHOxa MoXe MaTu 6aucka-
8UYHY (hopMY 13 TOCTPUM TIOYATKOM, 3TyYEHHSIM Y TIaTOIOTIYHMIA
MpoLIeC YCiX BUIE3a3HAYEHUX OpraHiB Ta cucteM. KiiHiuHy
KapTUHY OJMCKaBUYHOI (D)OpMHU BU3HAYAIOTh KPOBOBUIMBU
B CYOCTaHILiI0 TOJJOBHOTO MO3KY Ta HAIHUPKOBI 3aJI031 3 PO3-
BUTKOM T'OCTPOi HAAHUPKOBO3aJI030BO1 HEAOCTATHOCTI (CUHIPOM
Botepxayca — ®penepikcena). [Ipu 11iit popmi MOKIMBUIA He-
CTIPUSITJIMBUIA TPOTHO3 3aXBOPIOBAHHS Yepe3 PO3BUTOK TPOM-
OoreMopariyHux yCKJIaaTHEHb.

OKpiM OJTMCKaBUIHOTO, OYBAa€ TOCTPUIA, TTIATOCTPHI Ta XPO-
HiYHU TIepeOir 3axBopioBaHHS. [ocmpuii XapaKTepU3yEThCS
MTOBHUM OJIy>KaHHSIM ITiCJIsi pO3rOPTaHHSI KJIiHIYHUX CUMIITOMIB
3aXBOPIOBaHHS YIIPOAOBXK 2 Mics1liB. Xporiunuii nepebie I'B xa-
PaKTEePU3YETHCS 3TyYEHHSIM Y MATOJOTIYHUH MTPOLIEC BHYTPIllI-
Hix opraHiB (Hedpur). [1ix yac peyudusyrouoeo nepebiey nepio-
IV 3aTOCTPEHHS CITOCTEPITraloThCs IMPOTATOM 6-12 MicsIiiB, ane
MOXYTb BUHUKATHU I Yepe3 IeKiJibKa POKiB.

Natiopamopui gani

Oco06MBOCTI 1A0OPATOPHUX MOCIiIKEeHb KPOBi: HAsIBHICTh
aHeMil, 03HaK 3amajabHoro mnpouecy (masuineHHs HHIOE, TpoM-
ooumrosy, CPII, HeiiTtpodinbHOrO JIEHKOIMTO3Y). 3MiHK 6i0-
XiMiYHUX TTOKA3HUKIB, SIK MIPaBUIO, HecrelniuHi, 3a1exarhb
Bil 3aJTy4eHHSI B TIATOJIOTIYHMIA TIPOIIEC OPTaHiB i CUCTEM Opra-
Hi3My. 3a IOIIOMOTOI0 3arajibHOT0 aHalli3y cedi HeOOXiTHO KOH-
TPOJIOBATU IIPOTEIHYPIIO, JIEMKOLMUTYPII0, epUTPOLIUTYPIIO,
TOMY MEPiOANYHO CJTiJl BU3HAYATH TOOOBY KiJIbKiCTh MPOTEIHY,
pobuTtu aHami3 ceui 3a HeunmopeHnkoM, mpodu 3UMHHUIIBKOTO,
ypoJIeiKOTpamy.

JleliKoMTOKIaCTUYHUIA, 800 HEKPOTUIHUI BaCKYJIT APiOHUX
CYIVH, BUSIBIISIETHCS 33 JOIIOMOTOIO JOCIKEHHST Oi0TICiiTHOTO
Matepiany. CnenudiuHoto o3Hakoro Backynity [llennsiina —
[enoxa (MeTomyka rmpsMoi iMyHOMITyopecLieHIIi1) € BiTKIaaeHHS
IgA y crinmi ypaxkeHux cyauH. [icTonoriuHo 11e HeTpodinbHui
BaCKYyJIiT MaJIMX CY[IMH, 1110 BIUTMBA€E HA TOBEPXHEBE AePMaIbHE
cruieTeHHs. XapakTepHi (hparMeHTOBaHi simpa (KapiopeKTUUHi
yJaMKH) HaBKOJIO ApiOHUX CyauH. 3a3BUYail CIIOCTEepiraeThCs
BOTHUIIIEBUI BHYTPIIITHbOCYIMHHII (DiOpYH.

[HCTpYyMeHTaIbHI TOCiMKeHHsT moka3aHi BciM xBopuM. EKT]
Exo-KT, Jomep-KI' mpoBoasaThCs 3 METOIO BUSBICHHS ypaXKeH-
HsI CEpLIeBO-CYIMHHOI cucTeMU. MOXJIIMBI TTOPYIIIEHHS] PUTMY,
MPOBiAHOCTI (0CO0IMBO B IOYATKOBUI IEPioN), 3HUXKEHHSI CKO-
poTMBoi (DYHKIIIi MioKapaa, 03HAKU HepukapauTy. ¥Y3/1 cyrimo-
0iB BUSIBJISIE CHHOBIT, ITATOJIOTTYHMI BUMIIT Yy TOPOKHUHY CYTJI0-
6a. Y3]I opraHiB yepeBHOI IIOPOXHUHYU O3BOJISIE Bi3yaJIbHO
TMOCJTiIUTH TIEUiHKY, CENe3iHKY, HUPKU, BUSIBUTH MATOJOTIYHY
pinvHYy B YepeBHili MOPOXHUHI Ta JIETEHSIX. 3a HAsIBHOCTI XpUIIiB
y JIETEHSIX TIOKa3aHa peHTreHorpadist OpraHiB TpyaHOI KITITKHU.

Cmynexi maxKkocmi

Jleekuii cmyninbs — TIPOSIBU IIKiPHOTO CUHAPOMY Y BUTJISIAI
reMoparivyHoro BUCHUIY, He3HAYHMI iHTOKCUKALIiMHUN CUH-
npoM (cyodeOpuiibHa TeMIiepatypa Tia, mianrii). [TokazHuku
nepugepruIHOI KPoBi y MexaX HOPMU.

Cepednvomsidickuii cmyninb — HasiBHICTb IIKiPHOTO, iHTOKCH-
KaliitHoro (roJoBHUI Oib, aHOPEKCisl, IMXOMaHKa, Miarii),
IMOMipHOTO CYIJIOOOBOTO Ta a0IOMiHAJbHOTO CHUHIPOMIB.
Y nepuepuyHiii KpoBi BUHAYAETHCS TOMipHUI HEUTPODiTh-
Huii neiikouuTo3, IIIOE ninBuieHa no 20 Mmm/roa Ta Oijibiie,
IUACTIPOTEiHEMisI, TpoMOo1uTOo3, mo3uTtuBHuit CPII.

Taxckuit cmynine — iIHTOKCUKALIIMHMEI, IIKipHUIA, CYyTI1000-
BMi1, abmoMiHanbpHUI cuHApoMy BupaxeHi, [IIOE 3nauyno min-
BUIIIEHA, BUBHAYAETLCSI HEUTPODINBbHUI JIEHKOIIUTO3, TPOM-
0o1uTOo3, aHeMis, migBuieHui piseHs LK, CPII.

Nudepenuiiina gia2Hocmuka

V mepiry yepry HeoOXimHO BUKITIOUYUTH MEHIHTOKOKIIEMIIO.
Y pasi ii HassBHOCTi BUCUIT Ma€ «3ipKOBY» (DOpMY, 3’ SIBJISIETHCS
HacaMIiepe/l Ha CiTHULISX Ta KUBOTI, IPU LIbOMY TeMIiepaTypa
TiJla 3HAYHO ITiABUIIEHA, CIIOCTEPIraroThCs iHII MeHiHTea bHi
O03HaKM, CTaH XBOPOI'O LIBUIKO MOTipIIyEThCs. [T BCTAaHOB-
JIEHHSI [IiarHO3Y MPOBOJSTH CITMHHOMO3KOBY ITyHKIIitO Ta AOCITi-
IKEHHS JIiKBOPY. 1J1s1 TPOMOOLIMTOIIEHIYHOI MypIypy XapakK-
TEpHi IpiOHMI MeTeXiaTbHUI BUCHUII Ta TpOMOoIMTOIeHis. st
CUB xapakTepHi MiBUIIIEHHS] TUTPIB AHTUTLJ 0 ABOCIipaIbHOI
HHK, nykneocom. TocTpuii a60 XpoHiUHMI IIOMEepYTIOHE(PPUT
Bi/Ipi3HSIETHCSA Bifl ypaxxeHHs HUpOK rpu ['B BincyTHicTiO 1IKip-
HMX IPOSIBIB, SIKi BUNEepeIKaloTb BAHUKHEHHS HE(PUTY.

[IpyHIMNM miarTHOCTMKYU Ta JiKyBaHHS Imypuypu llleH-
JeiiHa — [eHOXa HaBe/ieHi Y HacTaHOBAX Ha 3acajax J0Ka30Boi
Menunmay, ctBopeHnx DUODECIM Medical Publications, Ltd
(rHactanoBa 00653). AmantoBaHi ISl YKpaiHU TPYITO0 eKCrep-
1iB MO3 Ykpainu y 2017 p.

Jlikysanng

V GinbIocTi BUITAAKiB cTaH giteii i3 I'B cmoHTanHO mokpa-
LIYETHCS Ta HE MOTpebye crieludiuHOro JiKyBaHHSI, OKPIiM
CHMITOMAaTUYHOI Tepallii. B okpeMux Bumaakax TaKTUKa JTiKy-
BaHHS 3aJIeXKUTh Bill TUITY Ta TSXKKOCTI YpaKeHHsSI OpraHiB.
Kainiuni pexomenodauyii noxu € HEMOTOKEHUMU, X04Ya MixKHa-
POIHI HACTAHOBU MOXHa OpaTu 10 yBaru:

1) moCTiNbHUI pexkM Ha TIepioj1 TTOSIBU HOBOTO BUCHITY, apT-
pauriii a0o apTpUTIB, OOJIIO Y KUBOTI;

JIEKLIA

2) nieTa 3 BUKJIIOYEHHSM MPOIYKTIB, 110 MOAPA3HIOIOTh
KUIIEYHUK, a TAKOXK CTPAB, SIKi MOXYTh BUKJIMKATU aJIePTiuHi
peaxilii;

3) y mpoToKoJjax Ta pekoMeHaaisx Oprasizaliii MixkHapoa-
HUX JOCTIIKEHD Y TaTy3i IUTSYOI Ta ITiUTITKOBOI peBMaTOJIOTi1
(Paediatric Rheumatology International Trials Organisation,
PRINTO) ta €BponelichKoro ToBaprucTBa AUTIIOL T ITiTIT-
koBoi peBmaroJorii (Paediatric Rheumatology European
Society, PRES) Bka3zano, 110 6inpiricts mamieHTiB i3 I'B mouy-
BaIOTLCSI TOOpeE i B3arajti He IOTPeOyIOTh OYIb-sKOi TepalTii.

Ocob.ausocmi nadanns meduunoi donomozu nalieHTaM i3 Ba-
ckynitom Lllennsitna — [eHoxa:

1) aHTUKOATYJISTHT MPSIMOI Ail remapyH MPU3HAYAETHCS TIPU
abgoOMiHAJIBHOMY CHHIPOMi, HUPKOBOMY, TSKKMX (popmax
IIKiPHOTO, a TAKOX MPU HASIBHOCTI TiMepKOaryJsilii 3a TaHUMU
KOaryJiorpamu:

- TIpY JIETKOMY CTYIIeHi J03a remapuHy ctaHoBuTh 100-
200 O/1/xr Macu Tijia Ha 100Y;

- mipu cepenHbomy — 200-500 OJ1/xr Ha 100y;

- ipu TsKKomy — 500-800 OJ1/xr Ha 100y.

[enapuH He MOXXHa BBOAMTHU [IBidi a00 Tpudi Ha HOOY, 1100
He CTIIPOBOKYBATH YTBOPEHHST BHYTPIllTHbOCYIMHHUX TPOMOIiB.
BinMiHsiTh iioro Tpeba IMOCTYIIOBO, 3HMXKYIOUM CaMy I03Y,
a He KiJTbKIiCTb iH €KIIil.

TpuBasnicTs BBeieHHSI renapuHy (MPOTIroM 2-4 THKHIB) 3aj1e-
JKUTB Bill pOPMU i TSLKKOCTI 3aXBOPIOBAHHS, KITiHIYHOI BiATIOBIIi
Ha MPOBENEHY Tepallilo Ta MOKa3HUKIB aHaJi3y KPOBi;

2) aHTHarperaHTy (IUIMpUAaMon 3-5 MI/KT Ha 100y, MeH-
TOKCHU®iTiH 5-10 Mr/Kr Ha 100y) MPU3HAYaIOTh Ha 4-6 THXKHIB
i3 MOAAJIBIIOIO TIOCTYIIOBOIO BiIMiHOIO;

3) aHTUTICTaMIiHHI TIpemapaTy (XiheHamuH, ITUITPOreITaaNH,
XJloponipaMiH, KJIeMacTUH, JOpaTaauH, ETUPU3UH) y Biamo-
BiIHMX BiKOBHX J03aX IPOTSTOM 2-4 TIKHIB ITPU JIETKOMY CBEp-
Oexi mKipu;

4) rIIOKOKOPTUKOINY MpHU3HAYaIOTh IIPY OJIMCKaBUYHIl (op-
Mi mepebiry, abgoMiHaIbHOMY, HUPKOBOMY CUHApOMAX,
MacHBHOMY T€éMOpPAariyHOMY 3 BUCOKUM CTYIEHEM 3aMaibHO1
akTuBHOCTI. [IpeaHi3osioH mpusHavyawTh y 1031 1-2 Mr/kr
Ha 00y MpOTATOM 2-4 TUXHIB i3 TOCTYIOBOIO BiIMiHOIO.
7151 3MeHIIIeHHS TilepKoaryJ/siiiiHOro e(exTy ITI0KOKOPTH-
KOili TIPU3HAYAIOTh PA30M i3 aHTMKOATYJISTHTAMM Ta aHTUATpe-
ranTamu. [1py BUCOKOMY CTYIIE€Hi 3amajibHOI aKTUBHOCTI, CYT-
JIOOOBOMY CMHIPOMI, 3a BiICYTHOCTI O3HAK YpaxkKeHHS HUPOK
JIOMYCKAETHCS MPU3HAYEHHS TIPEAHI30JI0HY KOPOTKHUM KYpPCOM
Ha 5-7 mi0 m1st mpodinakTUKY ypaxkeHHsI HUPOK 3 ITOAAJIbIIO0
TMOBHOIO BiIMiHO10;

5) aMiHOXiHOJIiHOBI IpernapaTy IpU3HAYaIOTh IIPU Cepe-
HbOMY CTYTIE€Hi TSKKOCTi, HEBUCOKill aKTUBHOCTI Ta remMart-
ypu4Hiit ¢popMi rmoMmepynonedbputy llennsitna — [eHoxa
(xsopoxiH 2,5-5 Mr/Kr Ha 100y) Ge3rnepepBHUM KypCOM Tpo-
Tarom 12-18 micsis;

6) iMyHOCYTIpECHBHY Teparliio IIPU3HAYaIOTh ITPY XPOHIYHO-
My Tepediry 3 YacCTUMM peliiIMBaMM, BUCOKOMY CTYIIEHi aK-
TUBHOCTI (a3aTionpuH 1-2 Mr/Kr Ha 100y 3a 2-3 mpuiioMu mpo-
TaroM 1-2 poKiB) i KOHTPOJIEM ITOKa3HUKIB KPOBi Ta 3aIlaib-
HOI aKTMBHOCTI;

7) mauieHTaM i3 rIoMepyJaoHedpPUTOM Ta HEPPOTUIHUM
CHHIPOMOM, HE(POTUUHUM CUHIPOMOM i3 TeMaTypi€eto Mmpe-
Hi30JI0H MPU3HAYalOTh y O000BIi 103i 2 MI/KI MPOTITOM
4-6 TYKHIB 13 IOAAJIBLINM 3HKEHHSIM 03U 0 TiATPUMYBajb-
Hoi Ha nepion 10 1 poky.

[Ipu BHCOKii1 aKTUBHOCTI IJIOMEPYIOHE(PPUTY 3 O3HAKAMU IT0-
pylieHHsT (YHKIIii HUPOK HEOOXiTHUM € MPOBEIEHHS IMyJIbC-
Tepallii MeTUJIIIPEeIHi30JIOHOM BHYTPIIITHbOBEHHO B H03i
10-15 Mr/kr Ha 100y nipoTsiroMm 3 AHIB Ta LMKI0dochamimom
10 mr/kr Ha 100y 1 pa3 Ha 2 TWHi, moTiM 1 pa3 Ha Micsllb.
CymapHna 1o3a mukiodochaMiny He ITOBUHHA ITEPEBUIIYBATH
200 mr/xT;

8) i3 He(ppPOIPOTEKTUBHOIO METOIO TT0KAa3aHe IIPU3HAYCHHS
6mokaropiB ATTO.

Ilpoeno3 cipusgTnuBUiA, OUIBIIICTD MALIiEHTIB OAYXYIOTh
3a 2-4 micsi. [Tpu ypakeHHi HUPOK MoKa3zaHe TpUBaJie JTiKyBaH-
HS MiZl KOHTPOJIEM TUTSYOTO KapAiopeBMarosora ta Hedposora.

JliT, XBOpi Ha CUCTEMHMI1 BaCKYJIiT, [IOBUHHI IIepeOyBaT
Ha AMCMaHCepHOMY OOJIiKY y KapaiopeBMaTosora. Y pasi Heob-
XiITHOCTI iX Ma€ OIJISAaTH HEBPOJIOTL, OKYJIICT, CTOMATOJIOL, OTOJIa-
PUHTOJIOT, Xipypr, TemaroJior, Hedposor. [Ipotsirom poky micist
BMIIMCKH 3i CTallioHapy IMOKa3aHi IIOMICSYHi OIS Kapaio-
pEeBMATOJIOTA, ITiC/ISI POKY — Yepe3 KOXHi 3 MicsIIIi, Ticis 2 po-
KiB — 1 pa3 Ha 6 MicsuiB. OKpiM 11bOr0, HEOOXiAHO MPOBOAUTH
KJTiHiKO-JIabopaTopHe 0O0CTEXXEeHHS /11 KOHTPOJIIO Ta KOPEeKIIil
MpU3HAYeHOoI Teparii Ta craHy nutuHU. [Iporsarom 3 pokiB
MPOTUIIOKA3aHi MPoMiTaKTUYHI IIETIEHHsI, TYOepKy/TiHOdiarHOC-
THKa, (izionpouenypu. Bapro yHuKaTu cTpeciB, mepeBTOMH,
aKTMBHUX 3aHSITh CIIOPTOM, TiepeOyBaHHS Ha coHlli. [ieTa mo-
BMHHA OyTH 30aJ1aHCOBAHOIO, MiCTUTH JOCTATHIO KiJIbKICTh OijIKa,
KaJbllio, BiTaMiHiB. [1py TIOKOKOPTHKOIMHIN Tepartii HEOOXiTHO
KOHTPOJTIOBATY BXXUBAHHS COJIOAKUX Ta COJIOHUX MPOIYKTIB.

3a HassBHOCTI iHTEPKYPEHTHUX 3aXBOPIOBaHb IMPU3HAYAETh-
cs BiIIIOBiAHA Tepallisl, aHTUOaKTepialbHi MpernaparTu.

MpopoBXeHHs y HACTYNHOMY HOMepI.
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