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YPTUKAPHUNM BACKYJIIT Y OITEN

0. M. OxoTHiKkoBa, O. A. OwnsHcbKa

HayioHaneHul yHisepcumem oxopoHu 300poe’a Ykpairu imeHi 1. J1. LLlynuka, Kuis, YkpaiHa

Pestome. PisHOMaHITHI ayTOIMyHHi 3aXBOPIOBaHHSA MIOBOJIi 4acTO NPOAB/AITbCA YPAKEHHAM JEKi/IbKOX OpraHiB Ta
CHCTeM i CYIIPOBOIKYIOTHCA CMHAPOMOM XPOHIYHOI KPOIIVB AHKY, BK/IIOYAIOUY TaKe Cepiio3He IMyHOJIOTiYHe TOPYIIEHH A
SK YpTUKapHMil BacKyiiT. Lleit BapiaHT BacKyIiTy Moxe OyTH i OKPeMOI HO30JIOTi4HO0 (GOPMOI0, KO SKUX HATEKUTD i
CUHJIPOM TilIOKOMIUIEMEHTEMIiYHOIO YPTUKAapHOro BacKyairy. OKpiM KIHIYHMX O3HaK XpOHIYHOI KpOIMB SHKY IJIA
OCTQHHBOTO XapaKTePHMII TAKKMIA Iepebir i3 cucTeMHMMM IposiBaMu 3 60Ky pi3HUX OpraHiB, a TAKOX 3HVDKEHHS piBHA
KOMIIOHEHTiB KOMIIEMEHTY Y CMPOBATLi KpoBi i BuABIeHH: crenudiyHuX MapKepiB XBOpoOU, TaKuX SK aHTUTIIA 10
nepioro koMnoHeHTy komiieMenty Clq (Clq-anturina). JliarHo3 ypTUKapHOTO BaCKyJIiTy HiATBEPIKYIOTb Pe3y/IbTaTh
6iorcii mKipy, AKa B HAII Yac € «30/I0TUM CTaHAAPTOM» AiarHOCTUKU. CHHIPOM TiIIOKOMIUIEMEHTEMIYHOTO YPTUKAPHOTO
BACKYJIITY € Iy>Ke PiIKICHMM 3aXBOPIOBaHHAM, a/I€ 3BaXKaK4/ Ha My/IbTUCUCTEMHI JI0T0 IPOSABY 3 HUM MOXKE CTUKHYTIUCS
nikap 6ynb-sAKoi crenianbHOCTI (epiaTp, ciMertHuMIi J1ikap, ajleproyior, peBMaTosIor, 0(TaTbMOJIOT, IpMATOIOT, HepoJIor
tomo). Came ToMy jikapi HOBMHHI OyTu foOpe 06i3HaHi 3 ocoOmmBoOCTell Iepebiry i€l XBOpoOu He TiMbKM 3ayid
3HIJDKEHHS JIMOBIPHOCTi IIOMM/IKOKOI HiarHOCTMKM YPTMKApHOTO BAaCKY/ITYy fAK BapiaHTy XpOHIYHOI KpOIIUB AHKM a0
iHIII01 XBOPOOM IMyHOIIATOT€HETUYHOTO XapaKTepy, a il TOMY, 110 Cy4acHa Tepallis X CTaHiB paiiKa/JIbHO Bifjpi3HAETbCA
OJVH BiJl OJHOIO: YPTUMKAPHMII BacCKy/iT y HAWTKYOMY BapiaHTi 4acTO BMMAra€ BMKOPMUCTAHHS AK MIiHIMyM JIBOX
iMyHOCYIIpeCUBHMX IIpenapartis (IJIIOKOKOPTUKOCTEPOINiB Ta IMTOCTATUKIB) i1 iHIINMX JIiKiB cynpoBoAy, 110 caMme 10 cobi
MOXKe BMKIMKATH PO3BUTOK IIOOIYHOI MeAMKaMEeHTO3HOI alepriyHol peakiil y BMIJIAAi KpoIMB AHKM. XpOHiuHa
imiomaTyyHa KpOIVB AHKA IOTPeOye JOTPUMAaHHA Cy4aCHOTO a/IFOPUTMY BeJIeHHA XBOPOTO0, 3 I0YaTKOBYUM 3aCTOCYBaHHAM
6roxatopis H, -penenTopy ricraminy Ta 3 MOX/IMBUM 36i/bIIEHHAM /1031 y 4 pasu, a y pasi ix masnoi edexkTusHOCTI —
IIepeX0j0M Ha TepaIliio IUTOCTATUKAMM i IpelapaToM MOHOK/IOHAIbHUX iMyHOITOOyIiH-E-anTuTin — omanisyma6om i

BKpail 0OMe>XeHO i TIIbKM Ha KOPOTKMIL TeEPMiH — 3aCTOCYBaHHS ITIIOKOKOPTUKOCTEPOINiB.
Kniouoei cnosa: yprukapHMit BacKyJIiT, iioro Gpopmi, rioKOMIUIEMEeHTeMisA, XpOHiYHa KPOIMB THKA, HiTH.
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Beryn. Ypruxapumit Backymit (YB), axmit Hame-
JKUTDb 10 IMyHOKOMIUIEKCHUX BaCKY/ITiB 3 YpaKeHHAM
Api6HMX KPOBOHOCHUX CyAMH (puc. 1), € 3aXBOpIOBaH-
HAM 3 IEepioguMYHO MOBTOPIOBAHMMMU €Ii30jaMu Kpo-
IIUB SIHKM, KOXKEH 3 €JIeMEHTIB fAKOIL icHye moHap 24
TOJIHM, CYIIPOBOKYETBCA BiTIyTTAM 60O i mediHHA i
Ma€ TiCTOIATOJOTIYHY XapaKTE€PUCTUKY JIEMKOLMTO-
KIaCTUYHOTO BacKyity [16, 19, 30].

IommpenicTsp YB 11 10Ci 0OCTaTOYHO He BU3HA4YeHa. Y
IOpOCnuX Jioro 4acrora cArae 1,8 %, mo Bigmosimae
5-10 % BumaaKiB XpoHIYHKUX KporuB siHOK [19, 30]. Txmui
aBTOPM BifI3HA4YaIOTh KO/MMBAHHA piBHIB YB Bif 5-10 %
[13] mo 2-20 % [17] cepen XBOpMX Ha XPOHI4HY KpO-
1B SIHKY, mpudoMy 60-80 % [18] ckmagatoTh iHKM 3i
criBBigHOIIEHHAM 3 yonmoBikamu 8:1 [13]. [ToumpenicTs
YB y pmopocnux 3a octaHHiMM maHumm [35] ckmapae
38-40 oci6 Ha 1 000 000 Hacenennsa. YacTora BUIIAIKiB
YB 3poctae o 40 pokiB [6], a 6ibLIicT MaIi€HTIB €
npencTaBHMKaMu 6inoi pacu. CHHpOM TillOKOMIITe-
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MeHTeMiuHOro YB sk jioro Tspkka cucreMHa ¢opma
3ycrpivaerbcs Habararo pinure. Y giteit YB 3ycTpidaers-
cA Iy’Ke pifiko, HaBiThb OPi€HTOBHA YaCTOTa JIOTO Cepef
miteit HeBiffoMa. OmICcaHO feKinbKa BUIAAKiB YB y mireit
Ta B ONHOANIEBNX O/1M3HIOKIB [13]. 3 yacom 4umcio onu-
ciB BunagxiB YB 3pocrae, B T. 4. i B Manmokis [5, 10, 12,
13, 15, 18, 21, 24, 28, 32, 36, 37, 43].

YB Mae pekiibKa CUMHOHIMIB: «TilIOKOMIIIEMEHTE-
MIiYHMIT BacKy/liT», «XpOHIYHA KPOIMB SHKA SIK HPOSB
BEHY/ITy», «HEe3BUYANHUII BOBYAKONOAIOHUIT CUH-
APOM», «CUHJPOM TilIOKOMIIJIEMEHTEMIYHOIO ypTUKap-
Horo Backymity (CI'YB)», mo cBigunTh mpo HeopmHO-
3HAYHICTD i MOJieTiONOTIYHICTh caMOl XPOHIYHOI KpoO-
VB SHKY, 0c00MMBO (iKcOBaHOTO XapakTepy. TepMiH
«CI'YB» cmip 3acTocoByBaTM [l PO3MEXYBaHHA
CUCTEeMHOTO BapiaHTy XBOpoOu Bifi mKipHOi ¢popmu YB
[6, 11]. CT'YB Buepiue onucanuit McDuftfie et al. [27] y
1973 p. 4K pigKicHa ayTOiMyHHa, IIOTEHLITHO TsKKa
¢dopma YB 3 My/IbTHOPraHHUM Ypa>KeHHAM, IpU SKii
OCHOBHMM i IIOCTilfHVMM IIPOSIBOM € peluAuBHIIT Y B.

YB knacu¢ikynoTb 3a7eXXHO Bii HAABHOCTI abo Bifi-
CYTHOCTI TiIOKOMIUIEMEHTEMII Ta CUCTEMHUX IIPOABIB
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Puc. 1. Knacugikayis nepeuHHux eackynimie y dimeli Ha niocmaei kpumepiie Chapel Hill (2012) i knacugikayii EULAR/PRES 3anex-

HO 8i0 Kanibpy ypaxkeHux Kpo8OHOCHUX cyOuH [19, 21, 37].

xBopo6u [13], a TaKOX 1OTO MEPBMHHOCTI YU BTOPUH-
HOCTi BUHMKHEHHA 1 MOX/IMBOI y4yacTi y CKlafi iHIIMX
Ceplio3HIUX 3a eTionaToreHe30M CTaHiB [6-8]:

1) mepBuHHMI Y B (iHIMiT TepMiH «iffionaTnaamnii»):

a) HopMokoMIieMeHTeMiwHmit (80 % YB) — rimep-
JyTIVBUIL BACKYJIT 4acTO HeBifoMoi eriosorii, fo6posi-
KiCHUIT caMOOOMEeXyBa/IbHUII IIPOILleC 3 HOPMaIbHUM
piBHeM KOMIIOHeHTiB komiriemeHTy (complement (C)
rocTporo abo xponiqnoro nepe6iry [31]. Xponiunuii YB
cni0 BiOpisHAMU 6i0 XPOHIUHOI KPONUB AHKU, 30KpeMa
idionamuunor;

6) rinokoMrieMenTemiunmit (aHTH-ClQ-BacKyJIiT)
— 3a3BMYall ilionaTMYHMIT IMyHOKOMIUIEKCHUI BacKy-
JIT APiOHMX CyAMH, IO MPOSBIAETCSA KPOIUB AHKOIO i
rimokoMiieMeHTemiero  (Hm3pkmit  Bmict  Clq-
KOMITIOHEHTa KOMIIJIEMEHTY 3i 3HIDKeHUM piBHeM C3 i
C4 a60 3 HOpMa/TIbHUM iX BMICTOM), i 3a3BMYait TOB’s13a-
He 3 aHTN-Clq-ayToantutinamn). Ha BigMiHy Big HOp-
MOKOMIIIEMEHTEMIYHOTO YB BiH € TiIbKM XpOHIYHUM
IIPOLECOM 1 He acoLiiOBaHMIl i3 CCTEMHOIO ayTOIMYH-
HOI0 XBopo6oio [11, 13];

2) BropunHuit YB abo cunopom zinokomnnemenme-
miunoz0 ypmuxkaprozo eackynimy (CI'YB), axuit pos-
IJIAAETHCA SIK TPOsIB 200 HACIIJOK IEPBUHHOI XBOPO-
6u, gacrinie cucTteMHOro yepBoHoro BoBuaka (CUB),
pigme rematuris B i C, TOOTO AKUII iCHye B MeXXax
yacrime cucreMHoi mmarosorii [11, 13].

Mera po6oTH: aHAMITVYHNMIT OINIAZ JITEPATypPHUX
IpKepen 1O0/I0 PiIKiCHOI MaTo/noril y AuTA40My Bili —
YPTMKapHOTO BacKyJIiTy Ta JI0ro 0cOOIMBOCTEl B JaHiil
BiKOBII1 TpyIIi.

Marepianu i meropu. JJoCmiKeHHA CMHAPOMY KpPO-
IVB’SIHKY Ta aHTiIOHEeBPOTMYHOTO HAOpsKy Ta ix pude-
PEHLITHNX AiarHO3iB OyMM 3HalifeHi LUIAXOM CHUCTeMa-
TUYHOTO HOIIyKy Jitepatypu B PubMed (Medline) Ta
iHmmMx 6asax JaHUX i BUKOPUCTAHHSIM KIIOYOBMX CITiB
«BACKY/ITI», «yPTUKAPHUI BACKY/IT», «[iIIOKOMIIZIEMEH-
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TeMIYHMII YPTUKapHMIT BaCKY/IiT», «KPOIUB AHKA, 1i pi3-
HOBUJIN», «QHTIOHEBPOTUYHNI HAOPAK», «pigKicHi XBO-
pobu y miTei», «ayTO3amalbHi CUHAPOMW», «IIKIpHMI
CUHJIPOM Y JiTell», «CHCTeMHi XBOpOoOM CIIOMy4HOI TKa-
HVYHI», «ifiomaTnyHi MKipHi MposABU Y AiTel», «ande-
peHLiliHMIT fiarHo3» i moegHaHHA UUX cliB. Jlo nepBuH-
HOTO MOIIYKy OyaM BKIIOYEHI CTaTTi YKpaiHCBKOIO,
POCIICHKOIO Ta aHIVIIVICBKOI MOBaMy, 1O BujaHi 3 2010
poky. ITomyk o6Me)XyBaBcs MOBHOTEKCTOBVIMM CTATT-
M, AKi ABJISIN COOOI0 CUCTEMATUYHI OITIAIM, MeTaaHaJIi-
31, 6araToLeHTPOBI HOCTIHKEHHS, KIHIYHI, BKIIOYa4n
paHoMi30BaHi, BUIPOOYBaHHA a0 MOBiOM/IEHHS IIPO
Bumafiku xBopo6. st Toro, 1106 3HAITH OpUTiHAIBHI
CTarTi i BUSBUTHU TOJATKOBI BifMOBifHI 3BiTH, BimiOpani
OIJIAAM TTOTIM Oy IlepeBipeHi Ha BifIIOBiHi mepexpecHi
IIOCU/IAHHA 1 JOCITIKEHI 3a pesy/nbTaTaMu 4 HOBUX OPU-
riHa/IbHYUX Iy6TiKamiit. Bcboro 3 ux pesynbTaTiB moury-
Ky 6y/10 OTprMaHoO 44 crarTi.

PesynbTaT aHaMiTUYHOTO KOCTiIKEHHA

Erionoris ypruKapHOro BacKyIIiTy 1 1oci HeBifo-
Ma. Y pireit posButKy YB 3a3Bmuait mepepyrors indexii
opraHiB puxauss, pigwe iHnd iHdekuii (rematutu B, C, A,
nuromeranosipyc, Enmreiin-bapp, mapsosipyc-B-19, B,
rpun AHINI, COVID-19; crpernrrokoxosi indexuii, 6operi-
03, pecripatopuuit mikonnasmos, pigme — Clostridium
difficile, Burkholderia cepacia, Listeria monocytogenes
Aerococcus viridians, Ureaplasma urealyticum) [5, 31].
KpiM TOrO, IO IPMYMHHMX areHTiB BiIHOCATb COHAYHY pafi-
a1ifo, XBOPoOM CIIOTYYHOI TKAHUHM, CUPOBATKOBY XBOPOOY,
reMaTOJIOTiYHi pO3/Iajiy, COMiIHI MyX/IMHI, AHOMAJIil CUCTEMU
KOMIUIEMEHTY Ta iMyHOITOOY/IiHIB, a TAKOX JeAKi JiKapcbki
3aco6u: meHITiHYN, GUIPO(IOKCAIIH, HECTEPOINHI MPOTH-
sananpHi npemapary (HII3II), cynbdaminy, nuMeTupus,
€Ha/IANpUJI, APOKCETHH, Tiasupay, IpOoKaiHaMifl, AuiITiaseMm,
pOKapOasuH, aTeHOJION, O] Kalilo, METOTPeKCaT, iHIIiK-
cnmab, HapkoTuku [18, 22].
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Puc. 2. [lpo3ananeHi mexaHismu npu imyHoKomnyieKcHUx eackynimax [37].

IIaTorenes ypTukapHoro Backymiry. YB € cranom,
o onocepefkoBanuil peakuiamu III tumny rinepayrmm-
Bocri 3a knacudikaniero P. Gell i R. Coombs (1969 p.) 3
yrBopeHHAM iMyHHux Kommtekcis (IK) (puc. 2) Ta ypa-
JKEHHSM HMMU JApiOHMX KPOBOHOCHMX CYAMH LIKipm
(MOXYTb CTpaXHaTH i CYAMHM CEepPefHBOrO Kamibpy
[37]) — aprepiit, aprepion, KamisapiB Ta HmepeBa’kKHO
HOCTKAIIAPHUX BEHYII, 10 (GOPMYE PO3MAITTA LIKip-
HIX i CMCTeMHUX IPOSIBIB Ta CEPOJIOTIYHIX 0COOMMBOC-
Teit mpouecy [5, 13]. OCHOBHMMM aHTUTITaMU B peaxIii
aktuBanii kommieMenTy € IgG abo IgM, i 3pigka — IgA
[22]. Y1BOpeni IK y mpomneci unpkynaunii y xposi (LIIK)
BiIK/IaZIAIOTbCA B CTIHKAX CyAMH IIKipu (puc. 3).
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Puc. 3. [MopywieHHA KNAcu4HO20 WAXY dKmueayii KomniemeH-
my: C1-KomnneKc, AKUll 8KJIIO4YA€E AKMUB08AHI KOMNOHeHMuU —
C1q, C1r i C1s, yjo HAO4YHO OeMOHCMPYE KACKAd Nocmynosux
peakuyiti [https://commons.wikimedia.org/w/index.php? curid=
88816642].
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AKTVBAIliA KOMIUIEMEHTY Biff0yBa€eTbCA 3a KIachud-
HUM IIJISIXOM, KU € KaCKaJloM B3a€EMOJIiNl 1OTO KOM-
noHeHTiB [2] mpu 3HauHiil kinbkocti IIK, yepes mio
BMHMKAE TIIIOKOMIUIEMEHTEMIA KPOBi Ta iMyHHa BifIo-
BifIb IPOTY Pi3HMX SIK €K30-, TaK i ayTOaHTUTeHIB [22].
HapmipHa akTyBanisa KIacMYHOIO IIAXY MEPIN 32 BCe
3ymMoB/ieHa HepocraTHictio Cl-iHribiTopy, sika OyBae
cragkoBo abo Habyrorw. B Hopmi Cl-iHribiTop iHak-
tusye Clr i Cls, 3aBa)karoun 3aIrycKy iX akTuBallii, KoH-
TPOJIIOE IPOHMKHICTD CY/JMH, ajle IIPY JI0r0 piBHi MeHIIe
50 % BuHMKae aHrioHabpsk. Clq Gepe ydacTb SIK B
axtuBanii, Tak i B inribyBanni ¢ynxuii T-kriTnH.

Hepocrataa aktuBHIicTb C1q-KOMIIOHEHTA CIIpUsAE
PO3BUTKY BacKyJIiTiB pi3HOTO I'eHe3y 3aBJAKM iHiliaril
BMJa/IEHHA 3 TKaHNH i CyIVH allONTOTUYHYX TiNelb Ta
IK, sKi 3a TakMX YMOB HAaKONMYYIOTHCA i iHINIOIOTH
3amajyibHi Ta ayTOIMyHHI IIPOLIECK 3 YTBOPEHHAM ayTo-
anTurin [13].

Antn-Clq-anturtina — ne npeunmnituau (antu-ClqAb/
Clgq, IgG) mo xomarenomnopi6uoi ginsuku Clq. Li ayroanTn-
Tina takox yrsoprooioTh IK Ta axtuByoTh C3a Ta Cba-
KOMIIOHEHTH, AKi iHIYKYIOTb NEerPaHy/IALiI0 OMacUCTUX Kli-
TUH (MacTOLUTIB), peryAauiio, CMHTe3 i BUBIIbHeHHA HUMMU
XeMOKIHIB I IMTOKiHIB: (hakTOpa HeKpo3y IyXIuH ambda
(TNFa), ricraminy, rerapusy, ¢pakropa akTuBarii TpoMooLu-
tiB (PAT), neiikorpieHiB, IpocTarIaHANHIB, HeTPOPITbHO-
r0 XeMOTaKCMYHOro ¢(axropa A, HelTpasbHOI mpoTeasn i
tpunrtasu [22]. lle Bukmmxae mnopanbire Bigkmagenus IK,
HMigBMIIY€E TPOHUKHICTD CYOIWMH, CTUMYIIO€ XEMOTaKCHC
3anajbHMX KITHH, PyIiHYBaHHA TKaHMH i aHTioHaOpsK [13],
a B CyiMHAX i HABKOJIO HUX IIiATPUMY€ ayTOIMyHHE 3aIlaleH-
s, o Mae Micre npu CI'YB i CUB 3 ¢popMyBaHHIM ITOMe-
pynonedpury.

licromaTonmoriyna Ta iMmyHomaTonoridsa KapTmHa
YPTHKApHOTO BAacCKyNiTy MNpOABIAETbCA 3MiHAMIU y
KaninAgpax i ITOCTKAIiIAPHMX BeHy/Iax WIKipu, 10
XapaKTepHi [JIA JTeMIKOUNTOKIACTIYHOTO BACKYIITy [6,
8]. IIpu mimo3pi Ha YB mia mipTBepmKeHHA [iarHO3Y
HeoOxigHa 6iomcis mkipu (6akaHO 3 paHHIX BUCHUIIAHb),
iHopi MHOXMHHA. biomcis mkipu — «30moTmit cras-
mapt» miarHoctku YB [32]. Haiikpamum crocobom
OIiHKM yCiX KamiOpiB € rmmboka i Bemka punch-6iomncis
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(mo 5-6 Mmm) abo BuciuHa 6iomcis [31]. BionraTn wkipwu,
110 3adapOoBaHi reMaTOKCUIIHOM Ta €03MHOM, [JEMOH-
CTPYIOTB B/IacTUBi ¥ B ricTomaTonoriyni pucy nefkounm-
TOK/TACTMYHOTO BacKymity [13, 22, 32] — xmacuynOTrO
NpUKIafly iIMyHOKOMIIEKCHUX peakiy, AKi BifcyTHi
pu 6iIBIIOCTI KPOIIVB AHOK:

« JIOKai3anisa iHdiIbTpaTy B CTiHLI CyAMH, YacTime
MOCTKAIIIAPHUX BEHYI, i IEpUBACKY/IAPHO, YIIKOKEH-
HA i HaOyXaHHA eHJIOTeNilo, pyiHaIid abo OKI03iA
CymMHHOI cTiHKM [8];

e BUXiJ] €pUTPOLIUTIB i3 CYJIHHOTO PyC/Ia B OTOYYHOYi
TKaHMHY (eKCTpaBasaljisi), JeiiKoKIasis abo Kapiopekcuc
(mesiHTerpamis sApep 3epHUCTIX JIEVIKOLUTIB, 110 YTBOPIOE
SIMEPHUIT «IIWI»), BinknafgeHHA QiOpuHY B CTiHLI cymuH i
HaBKOJIO HUX, iOpUHOINHMIT HEKPO3 BeHyI [8, 29];

e IIepUBACKyIApHA IIepeBa)XHO HeNTpodinpHa
indinbrpanis, Xo4a B «CTapux» BUCUIIAHHAX iHOAI fOMi-
HYIOTb TiMpOLVTH Ta e03nHOQim. [HKOMN 361/1bIIyETD-
¢ KinbKicTh MacToLuTiB [29].

HaitontuManpHUM A1 SIKiCHOI OLiHKM GiomTaty €
Bifbip Bucumy B inTepBani 24-48 rox Bix itoro nossu [30].
Enement Bucuiy nonap 48 roj He3aneXHO Bif BapianTy YB
ByKe GaraTuit Ha TiMQOLNTIHL.

IIpsaMa imyHOdmOOpecLieHIiA — y>Ke KOpUCHA KIITHH-
Ha JiarHOCTMKA, JJaHi AKOI MiITPMMYIOTh BUCHOBKM TiCTOIIa-
TontoriuHoi Kaptuuu pisHuMx ¢opm YB. Bona mosmHHa
IIPOBOAUTUCS Ha OiONTATi, AKMII OTPUMAHO He Mi3Hille
8-24 rop Bix noaBu fanoro sucuiy [30], iHakIue 1efiko-

uuty pyitHyoTh 1K, 1o fae XubHOHEraTUBHUI BUCHO-
BOK. JliarHOCTMYHO-IIPOTHOCTMYHE 3HAYEHH: Ma€ HasAB-
Hicts penosuriB IK, IgG ta C3 y Burnapi rpanyn y
cTiHIi ApiOHMX CyAuH, BepxHill gepmi i 6asanbHii
MeMOpaHi, 110 TUIIOBE ISl TiMOKOMIIEMEHTEMIYHOTO
YB i CYB [30, 32].

Jns adekeammoi 6ioncii wiKipu 6uUHA4AMU eflemMeH-
mu eucuny 0n4 Hei no8uHHi Kniniyucmu [31].

Kniniuni npossu yprukapHaoro packyiiry. HIkipui
cumnmomu. Jlo KTacMYHUX WIKipHKUX NposBiB YB Hare-
JKaTh TeHepai30BaHi epUTeMaTO3HI HAOPSAKII Hmamymn
a6o 6/awky (myxupi, yprukapii) pisuoro posmipy (puc.
4, 5, 6), AKi po3TalIoBaHi Ha Pi3HMX [IIAHKAX IIKipY —
Ty1y6i, IPOKCUMAIbHUX Biffiax KiHIIBOK Ta 06/mmydi,
B aHaTOMIYHMX 30HAX TUCKY i MOXKYTb MaTy IIypIypPOBi
(dionerosi) ememenTn, TaKi sk merexii i cuHi (puc. 7, a;
puc. 8) [18].

EnemenTy Bucumy 36epiraloTbcs oHaz 24 rofuHm
(xo4a € myMKa mozmo MiHiManTbHOTO TepMiHy 48 roguH
[12]), To6TO TPUBAIOTH [OBIIE, HIX MPY TOCTPIil i Xpo-
HiuHill kponuB’aHLi [31], iHKO/MM 3aTPUMYIOTBCA IO
3-5 gHiB [9], 10 MO>KHA BU3HAYNTU OOBENEHHAM «CBi-
JKOTO» €IEMEHTY BUCHUITY PYYKOIO 3 MOZAA/NbIINM CIIO-
CcTepeXeHHAM 3a HuM. [Ina YB pyke xapakTepHe yacre
IIOEJHAHHA e/IeMeHTiB KpOHI/IB’HHKI/I 3 IUIAMICTOIO IIyp-
nypoio i curusamu [1, 9, 30], mics sracaHHs AKUX 3aIuU-
maeTbes 671ifja rineprirMeHTalis BHACTIIOK eKTpaBa-
3anii epurpouutiB. Bucunm cXuiabHUIL [O 3MIUTTA 3

—

B) r)

Puc. 4. Hopmokomniemenmemi4HuUli ypmukapHuli ackynim y 0ie4uUHKU 9 poKie: NIAMUcmo-nanynbo3Hi eucunaHHA 6e3 ceepbexy
Ha wkipi o6nu4ys (a), Haekoso od4eli (6), Ha muni Kucmi i cumempuyHuUli nanyLoO3HUl 8ucun, WO CXubHUli 00 3IUMMA, HA WKipi
CiOHUYb, MicyAMU 3/1€2Ka CUHIOWHO020 KOJIbOpY HA MJli 3a2a/lbHUX NPOs8i6 — TUXOMAHKU noHAo 38°C, apmpanneiii i 2cominkoeo-cmon-
Hux i npomeHeB0-3an’acHUX cuHoeiimie (cnocmepexeHHs J1.B. KeawHinoi i O.H. Jlumeunoeoi [5]).

6) B)

Puc. 5. BucunaHHsa Ha pi3HuUXx YyacmuHax mina die4yuHku-nionimka 13 pokie: a) dugy3Hi nyxupi Ha xueomi; 6) Ha wiKipi npaeoi nono-
B8UHU 06/1U4YA i3 3any4eHHAM WKipu 8yxd; 8) ypmuKapHi eleMeHmu Ha WKipi npasoi cmonu, micyamu 3/1u8Hi (cnocmepexeHHa A.
McGuffin et al., [28]).
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6)

Puc. 6. Tunoei sucunaHHa ypmuKapHo20 edcKynima: 6aawku Ha xueomi i nigili pyyi y xnonyuka 8 pokie (a) cnocmepexenHa Al
Mosawi et al. [32]) i cumempuyHi noniyukniyHi ypmukapHi 6nawku Ha nepedHili noeepxHi cme2oH y 0ie4uHKu 6 pokie (6) cnocmepe-

xeHHsA A. Imbernon-Moya et al. [18]).

¢dbopmyBaHHAM KpynHux (miamerpom mo 10 cm) ene-
MeHTiB. CynyTHi IIpOSBM BUCHUIy — II€YiHHA, Oinb,
Halpy>KeHHA, MOAPA3HEHHA 1 BIif4yTTA >Kapy, 3pigKa
nerkuit cBep6Oix. IIpu ¥YB 6i1b111 XapakTepHe TO€HAH-
HS YPTUKAapHOTO BUCHUIIY 3 aHTiOHaOpsIKOM, HDK Ipu
KporuB’ssHKax [31]. IHoai ypaxaioTbcs cmusoBi 060-
JIOHKIL.

AHrioHeBpoTHYHMIT HAOpsAK (aHTiOHAOpsK, CBif-
YeHHs 3aIyYeHHS IIMOOKUX CYAUH IIKipM) BUHMKAE
npu6mmsHo y 40-42-50 % xBopux [1, 12], wacrinre npn
CI'YB [28, 30], mae nommpennit xapakrep [13] i moxxe
OyTu mepInoo o3HaKokw cuHApoMmy [1]. IiranTchki ypru-
Kapii (> 10 cM) Bce >k O1/1bII XapaKTepHi /11 KPOIWB SH-
Ku (puc. 7, 6). 3pigka BUABIAIOTb MaKy/IApHY epUTEMY,
livedo reticularis, Bysmuku (mamynu), 6ynmm i peHoMeH
Peitno [18].

Cyzno6u. YpaxeHHs pisHux cyrmobis mpu YB
3yCTpiva€eTbCA Yacrile, HDK ypa)kKeHHA iHIIMX OpraHiB,
i 8’AB/IsIETHCA Y ONOBMHM XBOpuX Ha YB [23]. YacTimre
[epeBaKalTh JIeTIOYi TpaH3UTOpHI mepudepuyHi
aprpatrii, pasom 3 Tum y 50 % pgiteit 3i CI'YB [30] Bin-
3HAYAETbCS BUPASHUI apTPUT, 1O He XapaKTepHe I
HOPMOKOMIIZIEMEeHTeMi4HOro YB.

Cucmemni nposaeu, sK IPaBUIO, 3 ABJIAIOTHCA IPK
riMmOKOMIIEMEHTeMIYHOMY Y B Hes3anexxHo Bij| TOro, mep-

BIHHA 1151 XBOpo6a abo II0B’s13aHa 3 [IATOJIOTIE0, KA BXXe
icaye (CI'YB ab6o Bropuuuuit YB). 3aranbHi o3nakn YB:
mmxomaHKa (10 %), He3y>kaHH, apTparis Ta/abo neTio-
uuit apTput (50%) [18], mianria. CucremHi i HaBiTb My/Ib-
TUCUCTeMHI nposiBu XapakrepHi mmst CIYB: ypakenHsa
OpTaHiB TpaBJIeHHS i ANXaHHA, HUPOK, 04eil, TiMpOoBY3-
niB, ITHC, nepudepuunnx Hepsis i cepiist (tabr. 1).

Hupxu. IIposasamu iX ypa>keHHA 3a3BMYall € MpoOTe-
IHypid i MIKPOCKOIIiYHAa reMaTypisd, 110 BUHUKAE Y
20-50 % xBOpMX 3 rimokoMIieMeHTeMi€lo [ 18] sk iHTep-
cruiianbHuit  Heppur i raoMmepynonedppur [17].
ITaTomnoriss HMPOK He TUIIOBA 11 HOPMOKOMIITIEMEHTE-
MigHOTO YB, X04a 6yBarOTh i BUK/IIOUEHHS.

Opzanu ouxanus. 3 60Ky OpTaHiB AUXaHHSI MOXIN-
Bi Kamlenb, HAOpsAK TOpTaHi, [UCIIHOe, IJIEBPUT,
OOCTPYKTVMBHUII TeTeHEeBUII CMHAIPOM, acTMa Ta eMdise-

a [17]. OcranHi gBi matosnorii BuHNKa0Tb y 17-20 %
popocnux i migmitkis 3i CI'YB [17,24] iy 5 % — 3 HOp-
MokoMIieMeHTeMivHUM YB. IToennanna VB i cungpo-
My XpOHI4YHOI JlereHeBOi 0OCTpyKuii 4acrime OyBae y
Kypuis [17, 24].

Opeanu mpaenenus. 1o MOXINBUX CHMIITOMIB
ypaXKeHHs TPaBHOTO KaHa/Iy HaJIeXXaTh HYJO0Ta, ab/joMi-
Hajril, O/moBaHHA 1 fAiapes, sAKi CIIOCTepramTbCcs Y
17-30 % mamienTis 3 YB [17, 24].

.

6

Puc. 7. MowupeHi ypmuKapHi ucCUnaHHA 8 NOEOHAHHI 3 CUHAKOBUMU NAMAmMu, Wjo nasabnylomoecsa, y 19-micayHor
Odig4yuHKU npu ypmukapHomy eackynimi (a) cnocmepexeHHs P. Williams [43]) i nouamkoeuli 3nusHuli Kponue’aHkosul
(nyxupHuti) ucun 3 HabpAaKom npu 2ocmpiti Kponug’sHyi y 0ie4uHKuU 2 pokie (6) [e3amo 3 inmepHemy: pexum docmyny —
https://www.provrach.ru/article/588-18-m08-27-krapivnica-lechenie)
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Ta6nuuna 1. HIkipHi, 3aranbHi i crcTeMHi IPOSBY CMHAPOMY TiTOKOMIIIEMEHTEMIYHOTO YPTUKAPHOTO BaCKYIiTy

[1, 5,6, 15, 30]
OpraHu i cuctemun qaCTOT.a ® KniHiuHi npossu
cMMnToMmiB, %
LLkipa 100 MyxupHi BUCMNaHHA (KPOMUB'AHKA, yPTUKapHa eK3aHTeMa), aHrioHabpsaK, nypnypa
Cyrnobu 50-70 ApTpanrisa, apTpuT
Hupku 50 MpoTeinypin, reMaTypin, rnomepyJ?OHetbpMT, rnomepynvonetbpm 3 Me3aHrionponidepatMBHNMM i
MembpaHonponidepaTVBHUMUN 3MiHaMVK, HeGPOTUYHUI CUHAPOM TOLLO.
LLINyHKOBO-KMLUKOBUI TPAKT 30 Hypota, 6ntoBaHHs, 6inb, fliapes, renatomeranis, KULWKOBUIA TPaKT, CMIEHOMeranis, acuuT
Habpsk ropTaHi, AUCNHOE, CTEHO3 Tpaxel, XPOHIYHUIA OOCTPYKTUBHWIA NereHeBUin CUHLPOM
OpraHu AnxaHHA 20 (acTma, emdizema), iHTepcTulianbHa XBopoba nereHb, NIEBPUT, lereHeBi remoparii, TereHeBuin
remocupepos
Qui 10-30 KOH'IOHKTUBIT, enicknepuT, ipugounKAiT, yBeiT, BaCKY/iT ONTUYHOro HepBa i CITKiBKK, clinoTa
Cepue 3pigka Apmmi‘f, KnanaHHa XxBopoba cepus, nepukapgianbHuin BUNIT, iHPpapKT MioKapaa, cepueBa Hefo-
CTaTHICTb
Hepeosa cucrema, LIHC 3piaka HelhponavTiﬂ., napaniy Kpa'Hiaﬂ.bHOFO Hepsa, ' )
ronoBHMi1 6inb, [OBPOAKICHa IHTPaKpaHianbHa rinepTeHsis
3aranbHi nposAsn Yacto JInxomaHKa, He3gyaHHA, Mianria, cnabkictb

Ouni nposeu. Y cKnaHeHHA 3 00Ky 04el OyBaloTh y
10 % xBopux Ha YB, wacrime (15-21 %) y mopocnux 3
rinokoMiineMeHTeMidyHMM YB Ta y 30 % mamieHTiB 3i
CI'YB [2]. fIx mpaBuno, 1je KOH IOHKTUBIT, eMiCK/IepUT,
cxeput (puc. 8), iput abo yBeir, acouiiioBasi 3 YB, mo
noTpedye CUCTeMHOI iMyHOCYTIpecii /11 KOHTPOJIA XBO-
pobm [1, 2, 33].

Inwi opeanu i mxanunu. [Jo iHIINX MOXIUBUX
CUCTEeMHUX NPOsBiB YB BiJHOCATbCA TONTOBHMUIL 6inb,
IepUKapanT, NepudepnyHa Heifponaris, iHpapkT Mio-
Kapfia TOLJO.

JIaGopaTopHa HiarHOCTMKA BMIBJISIE 3POCTAHHS
noxasHuka IIIOE, smMiHu cniBBifHOLIEHHS iMyHOITIO0Y-
MiHIiB, rimokommieMeHTeMio. OCTaHHA IIOB’f3aHa 3
TOCTITHOK aKTUBALIEI CUCTEMM KOMIIJIEMEHTY i 3HU-
xennsam piBasa Clq ta C3 i C4 (8ig 0 ;o Hu3bKOrO 260
HOPMAaJIbHOTO), iHKOMM 3HIDKEeHHsIM i C2-KOMIOHEHTa
[12]. Bmict C3- i C4-KOMIIOHEHTIB MOKe OyTH B MeXKax
pedepeHCcHMX 3Ha4YeHb, aje 3MeHIIeHHs piBHsA Clq €
tnoBuM A ycix xsopux Ha CI'YB i 36epiraerncs it
ToAi, Koy 3HaueHHs C3- i C4-KOMIIOHEHTIB OBepTa-
I0TBCSL IO HOPMAJIbHUX PiBHIB IpM CIIOHTAHHUX 260
Me[iMKaMeHTO3Hux pemiciax. Tect ma 50 % remoris
kommementy (CH50) y cupoBarmi 4acTo 3HIDKEHUI
(pedepentHi Mexi: 150-300 mr/pi). € MOBiZOMIEHHs
[42] mpo Bumagku YB 3 rimokoMmeMeHTeMi€l0 i 3poc-
TaHHAM piBHA 3aranbHoro IgG y 4 pasu i IgG4 y 10
pasiB BuIle HOpMaJbHUX 3HaueHb. Hactymni pmocrmi-
mKeHHA [12] HeoOXimHi M1 BU3HaYeHHSA QYHKHII i
CTaHy BHYTPILIHIX OpPTaHiB I BUABJIEHHA CUCTEMHUX
NposBiB YB i BK/I0Yal0Th: MOBHY T€MOTPaMy, TeCTH Ha
HIMPKOBY (Ce4oBMHA, KpeaTuHiH) i nediHKoBy QyHKIil

= =

Puc. 8. [leo6iyHuli enicknepum y die4uHKu 7 pokie (cnocmepe-
xeHHs Z.B. Ozcakar et al. [33]).
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(acmmaprar- Ta anaHiH-TpaHcdepasy, rama-TIIOTa-
MiN-TpaHCIlenTNAA3y, TyXHYy ¢ocdarasy, Koarymorpa-
My), mporeiHorpamy, C-peakTuBHuUI 6i10K, 6inipy6iH i
ioro ¢paxiii, rmoko3sa-6-pocdar-zmerifporeHasy, mak-
TaTAeTiiporeHasy, KpiornoOymiHy, aHTUTITAa — aHTH-
HykrteapHi (ANA), nmpotu gBocmipanbroi [JHK, anTi-
TUpeoinHi, peBMaToigHui ¢akrop, antu-SS-A (Ro),
aTn-SS-B (La), uuromnasmMaTtuyHi aHTHHENTPOGiNbHI
nuTomtasMmaTiyHi antutina (CANCA), nepuHykieapHi
aHTMHeNTpo(dinbHi LOMTOIIa3MaTUYHI  aHTUTiNA
(pPANCA), ceponoriuni mapkepu rematutis B i C rta
aHasi3 cevi B AMHAMIII.

HiarHocTMKa ypTHUKapHOro BacKymity. Ha cporon-
Hi JiarHOCTUYHI KpUTepil XBOPOOM OCTATOYHO He BU3HA-
veHi. /Iy BcTaHOB/IeHHA AiarHO3y YB moTpi6He mormm-
O7eHe 06CTeXXEHHsI XBOPUX JiiTell 3 peTe/IbHUM 300pOM
aHaMHe3y (Opi€HTOBHa mifo3pa Ha YB — BimcyTHicTDb
HO3UTUBHOTO e(eKTy Bix Tepamnii H1-anTuricraminamn),
OPUCKIIIMBUM (i3UK/ILHUM OITIAIOM 3 IPUIIIBHOIO
YBarolo [0 CTaHy BHYTPILIHIX OpraHiB, Cyrno6is i oveii,
IIMPOKe KOO /TabOpaTOpHUX 1 iHCTpyMeHTa/lIbHUX
TOCIIIKEeHb Ta 3a l'IOTpe6I/I — OIJIAR cHewiamicTiB (mep-
MaToJIOTa, PeBMATOJIOra, Hedposora, IIyIbMOHOJIOTA,
Kappionora, opTanbMosIOra, HEBPOJIOTa Ta iH.).

Hysice saxcnuso suseumu came cucmemui cumnmo-
Mu, 714 9OTO y pasi Mijo3py Ha ypaKeHHsA OpraHiB
[IVXaHHS IPOBOJATH PeHTreHorpadio, KOMITIOTEPHY i
MarHiTHo-pe3oHaHcHy Tomorpacdii (MPT), cmipome-
Tpifo 3 (YHKIIOHaIbHMMMU TecTaMy, 3a IOTpebu —
OPOHXOCKOIIIIO 3 JOCTII/PKEHHAM OPOHXia/IbHOTO BMICTY,
a TaKOX €JIEKTPO- Ta eXOKapAiorpagiio s BUK/ITIOUeH-
H# [IATOJIOTI cepIis, 3a moTpe6bu — MPT-anriorpacito 3
KOHTPACTyBaHHAM CyAMH, 33 IIOKa3aMlU — Y/IbTPa3By-
KOBe JJOCTIi/PKEHHA BHYTPIIIHIX OpTaHiB.

Y Ham 4ac icHYIOTh HaCTYIIHi JiaTHOCTMYHI KpUTe-
pii CI'YB, sxi moginsaoTbcsa Ha Benmuki i Mani [6]: a)
BENMKiI KpuUTepil — XpOHiIYHA ypTHKapHa eK3aHTeMa
(xpoHiuHa Kpommp’sHKa) i rimokommiemeHTteMis; 6)
Maji Kpurepii — JIeMKOLUTOKIACTUYHNI BaCKYIIT;
apTparis/apTpuUT; KOH IOHKTUBIT, yBeiT abo emickie-
put; rmomepynoHedput; abgomiHanbHUI 6inb i M03MU-
TiBHi aHTU-Clq-aHTHUTIiNA.
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ITepiui Kpoky 1abOPaTOPHOI AIarHOCTUKY BKIIHOYA-
I0Tb FeMOIpamy, yporpamy, IIpOTeIHOrpaMy, BM3HaY€eHH A
C-peakTuBHOrO 6i7Ka, IMYHO/IOTiYHUX IapaMeTpiB.
ITokasuuk IIIOE wacro migBuieHnii, ajie 1ie He € CIIelN-
¢iuno0 03HaKOIO Y B, He BifoOparkae 1Oro TSHKKICTD i He
CBiYMTD PO CUCTEMHICTh Ipolecy. baxxano Busnaun-
TV piBHi aHTUTIN 10 HyKTeapHUX aHTHUTeHiB (ANA-TecT),
aHTUTIN go ABochipanpHOi [JHK, koMmoneHTiB KOMILIE-
MEHTy, KpiormoOymiHiB KpoOBi i IpOBecTM TeCTyBaHH:
¢yukuii HUpox [31]. HaaBmicTb ix 3MiHeHMx piBHIB
Hab/mKae ikaps o giarHosy YB. [lns nifTBepmKkeHHs
miarnosy YB crmig mposectu 2-3-pa3soBe BU3HAY€HHS Y
JAVHaAMILi CITOCTepeXXKeHHA CUPOBATKOBMX PiBHIB KOMIIO-
HeHTiB C3, C4, Clq, antu-Clg-anrurin i CH50 [30, 31].
Crig 3ayBa>knTH, 10 TMOKOMIUIEMEHTEMIA € BaKIMBUM
MapKepoM CHCTeMHOTO BapiaHTy XBOpoOM i BMCOKOI
JIMOBIPHOCTI PO3BUTKY YCK/IaJiHEHb, TOMY ILO XBOpi
3a3BUYail MAIOTh TsDKYMiI mepebir YB, xoua 3aranbHi
IPOSIBU Ta YpaXKeHHs OKPEeMMX OPraHiB MOXyTb OYTH i
Ipu HOpMOKOMIIeMeHTeMiuHOMY YB [30, 31].

Ayto-Clq-aHTuTizna € [iarHOCTUYHUM MapKepoM
nnsa CI'YB, xoua ix BUCOKUII piBeHb XapaKTepHMIL 1 71
CYB [13]. B axTusHiit ¢asi CI'YB yci xBopi MaroTs rimo-
KOMIUIEeMEHTeMilo 3 Hu3bKuM piBHeM Clq i HagBHUMMU
antn-Clq-anturinamm. Bmicr C3 i C4 6yBae HeBM3Ha-
YEeHOT'0, HOPMa/IbHOTO i Hu3bkoro piBHA. Pemicia CI'YB,
AK CIIOHTAaHHA, TaK i iHZyKoBaHa JiKaMmM, ITOB’s3aHa 3
HopMarisarieto piBHiB C3 i C4, ame Bmict Clq mMoxe
3a/IMIIATICA 3HIDKEHUM, HaBiTh fAKIIO XBOpOOa Heak-
TuBHa [13].

JouinbHUM € OINIAM AepMaTO/IOra 3 MPOBENEHHAM
JEPMATOCKOIII, AKa J03BOJIAE BUABUTY IEPIIi IPOABU
nerexiit i o6y mpy IVIAMMUCTOMY BUCHUII, IO CBifI-
YUTD NP0 eKCTpaBa3alilo i flerpaganio epuTpoLUnTIB AK
XapaKTepHOI pucK JIeIKOKIACTUYHOTO BacKymmiTy [30].
Ha pannix etamax 06cTe)XeHHs C/1if 3fiiicHUTH i 6ioticio
3 000B’I3KOBMM 3a00pOM YCiX HIapiB IIKipK 3 paHHIX
e/IeMEHTiB JIJIA 1X aJleKBAaTHOI TiCTOJIOTIYHOI OLIiHKH, sIKa
MO)Ke MifTBepAUTY JaHi Aepmarockomil. Yac 3abopy
OiomTaTy i MOMEHT CaMOTO TeCTYBAaHHS Ma€ BUpillIaIbHe
3HA4YEeHH:A, TOMY 10 JI0r0 BUCHOBOK € HEIiarHOCTUYHUM
IIpY IPOBEJIEHHI JIOTO i3 3aHAATO PaHHIM YU 3aHAJTO
misHiM Bucumnom. Ciif 3a3HaYNMTH, 1[0 CaMeé BUCHOBKU
MOpGOIOTiYHUX JOCTIKEHD MKIPU € OCTATOYHUM IIifI-
TBEPI)KEHHAM JiarHosy YB.

[ToTpibHMM € mpoBefeHH: NpsMol iMyHOdIyopec-
neHnii 6ionrary, mo BuasnAge genosutu 1K y Burmani
TPaHy/l B CTiHIIi 460 HaBKO/IO CyIMH BePXHbOI YaCTUHM
IlepMI Ta Bpakaioue BifKTafleHHsA iMyHOITOOY/IiHIB i
KOMIUIEMEHTY B3[J0BX JlepMO-elifiepMaIbHO Mexi [31],
1110 3a3BMYAll JOIIOMAra€ K B JiarHOCTUYHOMY IIOLIYKY,
TakK i B migTBepKeHHi giarHosy CI'YB.

Cri 060B’I3KOBO BpaxoBYBaTI Te, IO CUCTEMHA
Tepamis, 3okpema rmokokopTukocrepoigamu (I'KC),
BIUIMBA€ Ha pe3y/IbTaTy TiCTONIOTIYHOI KapTUHM, [esAKi
BIMCHOBKM 5IKOI He Bi[IOBial0Th KIIiHiKO-7mabopaTop-
HUM JAHUM Y pasi JOCHiIKEHHA MaTepiany, AKUil B3s-
THIT Tic/A Kypcy cuctemMHoi Tepamii [20]. ITe symosmroe
XIOHO-HEraTUBHi pe3y/IbTaTy, TOMY IIA AKiCHOI ricro-
noriynoi miarHoctuky YB Bu6ip imeanbHuX eneMeHTIB
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BUCHITy A Oiomcii € BKpail Ba<IMBUM KITiHIYHUM
3aBIaHHAM [22].

Orxe, KIiHIYHA Nif03pa HA YB BUHMKAE Y BUIIAIKAX
YPTUKAPHMX Ypa)Ke€Hb 3 HETUIIOBOIO JIOKalIi3alli€lo Ta
0COOMBOCTAMM HIKIPHMX €/IEMEHTIB y CyIPOBOJ TaKVX
nmabopaTopHyX napamerpis: Bucokmit nokasHuk IIOE (y
42,6 % XBOpI/IX), MO3UTNBHI TeCT Ha HasABHICTb aHTU-
HykeapHux aHTuTin (ANA, y 33,4 %); HU3bKuUil piBeHb
C3, C4 i CH50 (npu6mmsno y 1/3 Bumapkis, 0co61BO
HaiTsDKuux ¢Gopm xBopobu) i sHyvxermit Bmicr Clq i
HasgBHi anTN-Clq-anTHtina (y 55 % xsopux 3i CI'YB)
[39]. Pasom 3 TiM Hu3bKuii piBeHb C1q MO>Ke BUABIATH-
ca npn CYUB (61 % XxBOpux), peBMAaTOIfHOMY apTpPUTi
(20 %), ckepopepmii (15 %), cuagpomi Illerpena (15 %),
3MillaHMx xBopobax crony4yHoi Tkauuuu (15 %) i xpo-
HiuHOMy BipycHOoMy remaruti C (38 % mamienTis) [30],
110 BuMarae judepeHiiabHOI JiarHOCTHUKIA.

Hudpepenuiiina diaznocmuxa ypmuxapHozo 6acky-
nimy. Jlikapi pisHoro mpodino yacto mryTaoTs YB 3
KPOIINB STHKOIO OY/ib-SIKUX Pi3HOBMJIB, YacTille — Xpo-
HiYHOIO inionaTnyHoW0 [9], WA AKOI TAaKOXK XapaKTepHi
HyXVMPHI BUCUIIAHHA 3 IHTEHCUBHVM CBepOexxeM, aje 3
MEHIIOI0 TPUBAIICTIO OKPEMUX €/IEMEHTIB i He3MiHHOIO
YICTOI IIKipoIo micnA ix pospimenHA. Ilyxupi xx npu
YB icHyoTb 6inbII JOBrO, HaBiTh KO 3-5 Ai6, 3 pospi-
LIEHHAM €/IEMEHTIB BUCUITY Y 3a/IMIIKOBY Till€pIirMeH-
Taliio, aje 6e3 pyouis [9] Ta MaroTh OiNbII MOLIMpPEHY
JIOKQJTi3allil0 BUCUIIAHb 3 KOHLIEHTPAL|i€l0 HAa IPOKCU-
MaJIbHMX YaCTVMHAX KiHIIiBOK i TyIy6a, a TAKOX ypaXKeH-
HAM LIKipn obnnyys, BEPXHIX KiHIIiBOK, Tyny6a, JIOJIOHb
i migomoB mpu rimoxommaeMenTeMiuHomy YB. Ilum
BOHU BifJpi3HAIOTbCA Bifl HAaBiTh MOIIVPEHOI KPOIIVIB SH-
KU, IIpU AKiN BCe XK TaKy IEPEeBAXKAE YPaKeHHHA LIKipu
HIDKHIX KiHIiBOK. ITposBu nusecresii Texx JO3BOJIAIOTH
pospisuntu myxupi npu YB Ta kpomup’sHkax [39]:
3aMiCTb BUPa3HOTO CBepOeXy LIKipy y MallieHTiB 3 Kpo-
VB SHKOIO, XBOpi Ha YB BKpail piiko JeMOHCTPYIOTh
JleTKe CBepOiHHA, a MaiTpa Bif4yTTiB OiNbLI HIMPOKa
— Bifj 6010 1 MeYiHHA JO HAIPY)XEeHHS, IO/{pa3HEeHHS i
Teria B Micusax Bucumy. AHrioHabpsk mpu YB moxxe
OyTV €VIHUM IIPOSIBOM XBOpOOW, BiH OiblI Imommmpe-
HUIT i 9acTuit y naiienTis 3 ¥YB, HbX mpu Kponms sHIIi.
IIpn ¥YB iHKOMM CIOCTEpIraloThcsl MypIypoOBi BUCUIIAH-
HA i HeKpo3M IIKipy, 4oro Hikomm He OyBae IpM Kpo-
B’ sHui [30, 39]. Crig 3a3HadnTy, 110 TpobHA Teparisa
kpomuB ssHKY H1-aHTuricraminaumu 3acobamu € edex-
TMBHOIO 200 HEJIOCTaTHBOIO PV BUKOPMCTAHHI 3BMYali-
HMUX [J03, ajie 3 MiIBUIIEeHHAM pe3y/IbTaTUBHOCTI Tepamil
HUMM Tpu 4-pasoBoMy 36inbuieHHi pgosu. Ilpum VB
edekr Bif Tepamnii Hl-anturicraminamn BifcyrHii [30].
XBopi Ha YB Mmarorp nigsuiennii pisenn HIOE, rimo-
KOMIIJIEMEHTEMII0, 3MiHM Y CIIBBiJHOIIEHHI iMyHOI/IO-
OyniHiB, 301/IbIIIEHHS aKTMBHOCTI JIAKTAT/ETi[pOreHas,
a IHKO/MM — HM3bKi CMPOBATKOBI PiBHI KOMIIOHEHTIB
KOMIUIEMEHTY i BUABJIAIOTD antu-Clq-anTNTina, mo He
BJIaCTMBe XpOHiuHill kpomms’sHui [30, 31]. 3Byxye
nudepeHiiHMII fiarHO3 OLfiHKa JaHuX 6iorncii, mpsmoi
imynodmyopecuennii i ANCA-Tecry.

KimrowoBi BigMiHHI pucu kponus’sHKY Ta YB HaBe-
JieHO y Tabmui 2.
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Ta6muu 2. Judepenniiina giarHocTMKa MK XPOHIYHOI0 KPOIIMB’ IHKO0 TA YPTUKAPHUM BACKYIiTOM [6, 9, 3 ZONOBHEHHAM]

KniHiuHi 03HaKmn Kponus'aHka

YpTUKapHUI BacKyniT

XapakrepucTumka sucuny

CepepHsa WiNbHICTb Micua BUCUMNY

Bucmn mae WwWinbHy KOHCUCTeHUo

Yac nosHoI perpecii Bucuny (horo

3HUKHEHHS) 106y

Mpy 06MEXEeHHi KOHTaKTY 3 anepreHom abo
HLWIM TPUrepHUM $akTOPOM BUCUM 3HMKAE 3a 1

YTpUMyeTbCA BNPOAoBXK 3-4 Aib

Hacnigkn Bucuny

Ha wkipi He 3anunwaeTbcsa i cniga

[MicnAa 3HMKHEHHA BMCKNY Ha NOro Micui 3anunLwaloTbea
rinepnirmeHToBaHi NAMM abo KPOBOBWINBY (CUHAKN)

Binb, neviHHA - +
CBepbix + +/-
TpwuBanicTb 36epexxeHHA OKpeMmnx

p P P < 3 roguH > 24 roanH
BMCUMaHb

f € 3anMLWKoBI ABMLLA
Po3piweHHa MoBHe - X nwa,
rinepnirmeHTayis

[iackonia - [MouyepBOHIHHA B LEeHTpI
AHrioHabpsak Moxxnusuia Moxxnusuia

licTonoriyHa KapTuHa
Ta eKcTpaBasaLlii eputpoyuTis

T-nimbouuTn, makpodaru, eosnHodinu, nepusa-
CKy/nApHa nokanisauis, BifCyTHICTb nenkoknasii

MepeBarkatoTb HeNTPOdiNK, NoKanisauis — CyAMHHa CTiHKa
i NnepuBacKynApPHO, NPUCYTHI NenKoknasis, ekcTpasasalin
epUTPOUNTIB i HabyxaHHA eHJOTeNiaNbHYX KNITUH

CTaH nauieHTa

MNauieHTa HENOKOITb NunLle cBepbiXK

Moxnuse nigBuLieHHA TemnepaTypu Tina, apTepianbHOro
TUCKY

Yu BnnmBae xBopoba Ha iHwWi opraHn?

HabpPAKY, KaLuio Ta AfyXM

MonunBuin PO3BNTOK anepriyHoro puHiTy, aHrio-

XBOpo6a BMAMBAE Ha HAPKW, OPraHy TPaBAEHHs i Cyrnobu

SAKmo piarHo3 BacKymiTy BCTAHOBJIEHO, TO CIIif
BU3HAUUTH: 9 BiH € i30/71bOBaHOI0 XBOPOOOIO (30Kpema,
VB, CI'YB) un iCHy€ IK KOMIIOHEHT BTOPMHHOTO YB —
ayTOIMyHHOTO 3aXBOpIOBaHHA ab0 ayTO3alaJbHOTO
cuHApoMy, 3 Akumu cif audepenuitosatn CI'YB, mo
HaBeJIeHO HIDKYeE.

ITiemenmna xponué’suka (wkipHuti macmouu-
mMo3, MaxKynonanyivbO3Huti MAacmouumo3) sBJIAE
co00I0 TpyITy XBOp0oO, NpM AKMX 3 HEBiJOMMX IPUYUH
BiOyBa€TbCA IATONOTiYHE HAKOIMYEHHS OMACUCTUX
KMTUH (MacTouMTiB) y TKaHMHax wmkipu (70-90 %
BUIIA/IKiB, 3 HMX 80 % — y rpygHOMY Billi) 4i B iHIINX
TKaHMHaX (CUCcTeMHMIT MacTonuTo3). Tpurepamn mikip-
HOTO MACTOLIMTO3y BBaXKalOTb CTPeC, XOJIOf, CIEKY,
HaJIMipHy COHAYHY pafianiro. [lo Jioro mposABiB Haje-
XKaTh: HAABHICTb >KOBTO- a00 4epBOHYBAaTO-KOpUYHe-
BUX IUIAM i Hamys, AK NPaBWIO, Ha LIKipi BepXHIX i
HIDKHIX KiHI[iBOK, Tpy#HOI KIiTKH i )kuBoTa (puc. 9) [4],
y Hiteil — 1 Tol0BM; iHKOMN CBep6i>K, HO3UTUBHUN
cumnToM YHHu-Iap’e. 80 % piteit Mae Jo6posiKicHMI

Puc. 9. lkipHuli macmoyumo3s (niameHmHa Kponue’sHka) y
OumuHu 2pyoHo20 8iKy (83amo 3 iHmepHemy: pexum docmyny
- https://zd.clinic/publ/view/130).
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HIKipHMIT MacTOLMTO3, AKUI 3 BIKOM IIOCTYIIOBO CaMo-
CTiJIHO 3HMKAE.

Kpiozeno6yninemiunuii 6ackynim — HaiiBigoMiImit
i BUBYEHMII CMHAIPOM Y JIeAKUX XBOpUX 3 renmatutoM C
[44]. Kpiorno6ynian — 1je iMyHOT/106y/1iHY, AKi Ipenu-
niTytoTh npu TeMneparypi Hibkde 37°C i 00yMOBIIOIOTh
PO3BUTOK CUCTEMHOI'O BacKYIITY, 1IJ0 XapaKTepU3y€ETh-
ca Bigknagenuam IIK y kxpoBoHOCHUX cyamHax api6HO-
ro i cepegnboro kamiopy. i 6inku mators 50 % HCV-
indpikoBaHuX 0cCi6, X04a CUMIITOMU, SIKi TIOB’s3aHi 3
Kpiorno6byniHemi€lo, BU3HAYAIOThCA MEHII HDK ¥ 15 % 3
HUX i BKTOYaroTh YB i nmepudepuuny Heitponatiio [44].
Tepamis ckepoBana Ha npnunny — HCV-indexkuito.

T'ocmpuii zemopaziunuii Ha6GpaK HeMOBNAMU — 1i€
NOOPOAKICHMIT cCaMOOOMEXYBaIbHUII TIPOLieC TPUBaIi-
CTIO IO 3-0X TVDKHIB i 6e3 pelMaAnBiB, KU Big3Ha4a-
€TbCA Yy HiTell mepeBaKHO BIiKOM Bij 4 MmicAuis po 2
pokiB [14, 34]. Y pireit 4acTo i10r0 pO3BUTKY IepENYIOTh
pecmipatopHi iHdexkuii, mikapcpki 3acobu, 3pigka —
BaKIMHALSA, ane 25 % BuUIanKiB € imiomatnunumu. Ha
CbOTO/IHI HeMa€e >XOZHOro KpuTepito kmacudixaiii.
JliarHos 3a3Buyar 6a3y€eTbcsl BUK/IIOYHO Ha HAsSBHOCTI 5
O3HaK i cumnroMmis [14, 34]: Bik 10 2 poKiB; THIIOBI ypa-
JKeHHs IWIKipu: mypnypoBi yprtukapii (¢diomeroBoro
KOJIbOPY), IIepeBaXKHe yPaXKeHH: 00/INY4sA, MOYOK BYX i
HOBIK, KiHI[iBOK, OKpiM Ty1y6a; HaOpAKM 00/1Ma4s, BYX
i kiHLIiBOK, 6e3 cBepbexy i moapsanuH (puc. 10); 3ago-
BiZIbHUMII 3ara/JibHUI CTaH, 0e3 IjjiaHosy i 6migocti, 6e3
3HJVDKEHHA TeMIIepaTypy Ha KiHIIBKaxX i 3 HOpMalIbHUM
YacoM ITOTIOBHEHHS KamlinspiB (< 2-0X ceK), BiICyTHic-
TIO Tilo- a00 rimepBeHTWIALIl; BiICYyTHICTh ypakeHH:
Cyr706iB a60 OpraHiB YepeBHOI IIOPOXHNMHN; CIIOHTAH-
He Oly>KaHH NPOTAToM 2-3-0X TVKHiB. IIpoTe onucani
apTpUT, LUIYHKOBO-KMIIKOBI KpoBOTedi i Habpsk
MOUIOHKM. biorcid mkipu y cyMHiBHUMX BUIIAIKax fia-
THOCTMKI Ma€ Be/MKe 3HaYeHH:. ['icTonoriyna kapTuHa
SIBJISIE COOOI0 TEVIKOLMTOKIACTIYHMIT BaCKYIT 3 (ibpu-
HOIZTHMM HeKpo3oM i 6e3 Hporo. [Tpsima imyHodIyopec-
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Puc. 10. Focmpuii 2zemopaziyHuli HA6PAK HeMo8IAMU y XJIoN4YuKa 6 MicAyie: ypmuKapHi 8UCUNAHHA 3 2eMOpaziYHUMU eJleMeHmamu
¢hionemosozo Koneopy Ha ix nosepxHi (a) cnocmepexeHHA G. Lee, G. Fisher [25]) i eenuki ekximo3u Ha mni nyxupie Ha eepxHill KiH-
yieyi y 1,5-piyHoi die4uxKu (6) 83amo 8id L.F. Eichenfield et al. in: Textbook of neonatal dermatology, Philadelphia, [15]).

LieH1is BUsBIsAE fAeno3utu C3-KoMIiuieMeHTa, GpiopuHo-
reny, IgG, pigue IgM a6o IgE. Binxnmamenna IgA mae
micue B 1/3 Bumagxkis [30, 31].

Aymosananvni posnaou. Cunopom Ilniunepa —
ayTosamajbHa XBopoba 3 emi3ofaMu XpOHiUHOI
KpommB’ Ky 6e3 cBepbexxy abo YB 3 mepeBakHUM ypa-
JKeHHAM IIKipy Tymy6a i KiHLiBOK, 3pifika — 3 aHrioHa-
OpsKOM, 10 3yMOBJIEHO MOHOKJIOHalIbHOIO IgM-
ramamnariero, pigime IgG-ramanariero, pasoM i3 sarajb-
HyMM (TMXoMaHKo iHomi 1o 40°C, 03HOO0M i HIYHUM
MIOTOBUJIIEHHAM) i CCTeMHUMM TTposiBaMu — J1iMoa-
IleHOIIaTI€E0, TeNIaTOCIIEHOMETAIi€10, OCaNri€lo, apTparl-
riefo/apTpuroM, criiikicTio fo gaii H1l-anturicraminis i
CEHCOMOTOpHOW0 Helipomartiero (pmc. 11) [13].
CrionTanHOi KiiHigHOi peMicii He 6yBae. ¥ 15 % oci6
PO3BUBA€EThCA 3/10sKiCHa niMdonponidepaTnBHa XBO-
poba, Haitbinmbm dYacTo — MaKporaoOymiHemis
Banbpencrpema. ITpore 20-piuHe focifip>KeHHA He BUA-
BIIO BUNAJKIB eBomoLil YB 3 HOpMO- a60 3 rimokoMm-
IleMeHTeMi€elo i HopmanpHuM piBHeM Clq 6e3mocepen-
Hpo y CI'YB [13].

Cunopom Maxn-Yennca — pinkicHmit ayrosamnanb-
HUII CMH/IPOM ayTOCOMHO-/IOMiHAaHTHOTO TUITy 3 MyTa-
uieto NLRP3 reny Ha xpoMmocomi 1q44, sAxa Kogye CuH-
Te3 KpiomnipuHy [6], 110 3yMOBJIIOE €Mi30AM TMXOMAaHKNI
BIIPOJOBX 12-36 rop depes 3 TIDKHI 3i CHOHTAaHHUM
3HUKHEHHAM IyXMPiB Ta apTParill y IIOE€JHAHH] 3 IIPO-
rpeciero HeilpoCeHCOpHOI TYroByXocTi i Hedpomartii i
PO3BUTKOM aMi/lOiflo3y.

Cunopom Kozana — Haj3BU4aTHO PiaKicHMIT My/Tb-
TUCUCTEMHMI ayTO3alla/IbHMI IIPOLIEC, AKUI BUHUKAE
HepeBKHO y MOJIOAMX JIOfieil, ane OyBae i B jiTeil.
KniniyHa kapTuHa Haragye xBopo6y MeHbepa i BKIIO-
Jae BTpaTy CIyXy (ypa’keHHsA BHYTPIilIHBOTO ByXa 3
PO3BUTKOM CEHCOHEBPAIbHOI ITTyXOTH i BeCTUOYIAPHOI
aucyHKIil) Ta ypakeHHA odveil (iHTepcTMIjiambHMIL
KepaTuT, YBEIT, eNiCK/IePUT 31 3HIDKEHHAM TOCTPOTH
3opy) [37]. [Tpnbmmano 10-30 % XBOPUX MAaKOTh TAKOX
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TAKKNUI CUCTEMHMII BAaCKy/iT IIEpEBAXXHO KPYIHUX
CY[MH, ajle MOXYTb 3a/ly4aTuUCs Yy TIpoliec i CyguHU
Oynb-saKkoro xamibpy [6]. Hecnenudiuni cucremui cum-
INTOMU BUHUKAIOTh y 50 % yCiX XBOPUX, BKIIOYAKOYU
aprpairito. Hemae focToBipHUX JaHKX 1110710 eeKTUB-
HIUX METOJiB Tepamii. ICHy04i 3BiTH HaJjaloTh IepeBary
asaTionmpmHy i MeTOoTpekcaTy pa3oM 3 iHribiTopamu
TYMOP-HEKPOTUYHOTO (akTopy [37].
STING1-acouiiiosana eackynonamis 3 no4amxom
6 2pyonomy eiui (CABI'B). CtumynaTop resis iHTepde-
pony (STING1) e k1040BUM NTOCEPEHUKOM B aKTUBA-
nii peakuii intepdepony I tumy. Iia xBopoba € myxe
PiAKICHMM ayTo3amaabHUM CHHIPOMOM, IPUYMHOIO
AKOTO € TeTepPO3UTOTHI MyTalii IOoCuIeHHA QYHKII
STINGI, HacniKoM 4YOro € CHUCTeMHe 3alajieHHA Y
HEMOBJIAT, IHTEPCTHUIIialbHa XBOpPOOA JIETeHb, TKKA
HIKipHa BaCKy/IOMNAaTiA 3 ypa)KeHHAM IIKipM B aKpajb-
HUX 00/7acTAX (IajablsiX BepXHIX i HVDKHIX KiHI[iBOK,
ByXax i Hoci). BupasHicTb ypaskeHb JiereHb i penninsis
JlereHeBMX iHQeKIil € BUPIlIaTbHUMMA Y IIPOTHO31 XBO-

Puc. 11. Cundpom Lnimynepa (http://www.dermnetnz.org/
assets/Uploads/systemic/schnitzler.jpg).
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po6bu. Ommcannit cimerianit Bumagox CABI'B BHacigok
myranii R281Q B reni STINGI wacrime 3 inTepcrui-
a/IPHOI0 XBOpP0OOI0 jterenb [41]. MoxxnmBocTi Teparii
uiei martosorii mokyu o6MeXKeHi, aje 3TiflHO KiIbKOX
OCTaHHIX IIOBiJOM/IeHb ITPO 610/I0TiuHi TeHHO-iHXeHep-
Hi mpemaparu (aHTHUTIIA [0 iHTiGiTOpiB Janus-kiHasm
(JAK) — pykconituHi6), B JaHOMY HalpsIMKy iCHYIOTb
II€BHI IepCIEeKTUBI.

Xeopoba Bexuema OFHOYACHO € ayTO3AIAIbHIM
CUHJPOMOM i ayTOIMyHHOI0O XBOpPO0OIO, SIKill B/IaCTUBI
3aIlajIibHi ypa)kKeHHA B CTiHKaX CyAMH ycix Kami6pis, mo
MO>Ke IIPU3BECTH [0 YIIKOIKEHHA €H0Teli0, PO3SBUTKY
TpoM603y Ta aHeBpu3MH [37]. XpOHIUHMIT PeLANBHMIL
Opa/IbHMIT 1/a60 BMPa3KOBMII IIPOLIEC Y CTATEeBMUX Opra-
HaxX MOXKe ITOEIHYBATUCA 3 JOTATKOBUM IIKipHUM (BY3-
JTyBaTa epuTeMa, IIKipHMII THITHMYKOBMIT BacKYJIT),
O4YHUM (BacKyJIT CiTKiBKY, 3afjHiil yBeiT), Cyr1060BUM
(HeepO3MBHMI ITOJTi- 200 OJIIrOAPTPUT), ITYHKOBO- KNI -
KOBIUM (6i/1b Y )KMBOTI, HyIOT4, jiapesi TOILI0) CUHAPOMa-
Mmu Ta/abo ypaxkenusam ITHC (acentwdyHmit MeHiHTiT,
TpoM603 cynuH). Bumagku xBopo6u bexuera sycTpiva-
I0TbCsA CEpefl HaCeNIeHHA BCbOTO CBITY, OfHAK IOIINpe-
HICTb € HalBMIOI0 Yy KpaiHax y3moBx IlloBkoBoOro
LIUIAXY, Jie BOHa csrae 77-100:100000 oci6 (mporu 0,1-
15,9/100000 y xpainax 3axigHoi €Bpomm). Y 6inbIuocti
IAIi€HTIB XBOp0Oa BMHUKAE ¥ MOJIOZOMY i JOPOCIOMY
Bin, i mmmie y 5-10 % BunagkiB — y gutuHCTBI. ITaTorenes
IaHoI mmartosoril He 3’ acosanmit. Hocii aenis HLA-B51/
B5 MaioTh 3HaYHO BMIUMII PUSUK PO3BUTKY XBOPOOU
Bexuera, 1110 BKa3ye Ha MOXUIMBIL OI/IBIINIT BK/IAJ caMe
reHeTHYHOI CKIafioBoi. [liarHocTMKa MoXKe OyTH Hyske
CKJIQ[IHOIO0, TaK SK T i MOJIOAb 4acTO He BCTUTAIOTH
PO3BMHYTH IIOBHY KJIiHIYHY KapTIHY XBOPOOM, AKa IIPO-
rpecye 3 vacoM. Ha mifcrasi k1iHi4HOI pisHuIii XBOpoou
Bexdyera B 0ci6 pi3sHOTO BiKy 3aIIpOIIOHOBaHI IefiaTpuy-
€ BIAIIOBIOHMM [0 BMPA3HOCTI KIIHIYHMX CHMIITOMIB i
Tspkkocti. Micuesa (I'KC i/a6o cykpanbdar) i cucremna
tepanis (I'KC, xonxiumH, asaTionmpuH, LMKIOCHOPUH,
anpeminact, iHri6itopu ¢axkTOpy HEKpO3y NyX/INHU
TOIIIO) I1je OOTOBOPIOIOTHCS.

Cunopom Illezpena € cuCTeMHUM 3aXBOPIOBAHHIM
CIIOMy4YHOI TKaHMHU Iporpecyodoro mepebiry i ypa-
JKEHHAM 3aJ103 30BHIIIHBOI CEKpellil, JacTille CIMHHNUX
i cmpbosHUX 3a7103. ETioNOriYHO 3HAaYymuMu € BipycHa
indekia i remermyna cxmmpHicTh. Kpim Backyrmiry,
IpOsIBAMY XBOPOOM € CBiTNIO00s3HD, 3MEHIIEHHS CIbO-
30BUJIIEHHA, CYXNIL KepaTOKOH’IOHKTI/IBiT, CYXiCTb Clu-
30BO1 060/I0HKM poTa [29, 38], Takox apTparii, Miasrii,
nim¢oameHonarisa, pecnipaTopsi npounecu [3] i Hass-
Hicmb cneyudiunux aymoanmumin. Bapiant xsopobu 3
BUPa3HMMU aHOMAJIiAMM KOHCTUTYLII, IOiOpTaHHUMM
nposiBaMK (IIaTOJIOTi€I0 OPraHiB JMXaHH:) i BUCOKOIO
aKTVBHICTIO (ITOSUTMBHI TeCTVM Ha aHTUHYKJIEAPHMII i
peBMaToifHMIT pakTOpH, rillepramarno0yiiHemis, BICO-
kuit tutp Ro/La-aHTuTin) XapakTepHmil Ajis He6IOTY
JAHOI IIATOJIOTII y IiTeiT i MOJIOAIi 3 YaCTOTOI CUCTEMHMX
npossiB — 50-85 % [3].

AHA-cunopom. HasBa cMHApOMY IOXOAUTb Bif
aHrmiiicekoi: A — arthralgia/arthritis (apTpanntrii,
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aprtput), H — hives (kponus’saHka), A — angioedema
(aHrioHaOpsIK), SAKi CKIAIAI0Th JIOTO KIIHIYHY CYyTHICTD:
49acTo mpoABM Y B, y meAxkux fiteil € iHII ypakeHHS
wkipu (mypmypa, Oymu, 6GaratopopmHa epurema).
Erionatorenes i mpormos AHA-cunppomy HeBigomi
[17], mpuIycKaoTh, MO Iie PiSHOBUJ MIKipHOTO BAaCKY/Ii-
Ty. IIpoBiZHOI0 03HAKOI XBOPOOM € XpOHiYHa Kpo-
IMB’SHKA, AKa y 1/3 XBOpUX Mae ayToiMyHHMIT reHes. B
ii renHesi 6epyrpb y4yactp IgG-aHTHTINA [0 peljenTOpiB
IgE Ha MacronmTax a6o mo IgE. Kpornms’anka 3a yacom
acolifoBaHa 3 iHpeKIiAMI: IPMHOCOBYUX M1A3YX, ITIOPOXK-
HVHI POTa, Ce40BMBiNHOI cucremu, Helicobacter pylori,
reratutoM B i C, Enmrreita-bapp, Kokcaki A i B, BII
a60 Candida albicans. Mo>xBa €BOMIOLis B CUCTEMHI
ayToimMyHHi mmpomuecn i 3noskicHi myxman [17].

Sxmo Buie omMcaHi CMHAPOMM BMKIIOYEHO, a Y
XBOPOTO € IIOKOMIUIEMEHTEMIA 3 TAXKKUMU CUCTEMHU -
MM TIpOsABaMM, TO HAMBIPOTIFHIMIMMMU [iarHO3aMU €
CI'YB i CYB. Indepenuianis Bix CUB yacto npencras-
JIsle TeBHI TpygHouli, ockinbky 50 % xsopux 3i CI'YB
MaroTb Bucokmit Tutp ANA i nesxi kpurepii CUB. Pasom
3 TuM y 50 % xBopux 3 nigrBepmxerum CI'YB tioro mpu-
yunorw € CUB [7]. O6uasi maronorii (CIYB i CUB)
MOJKHA Bif[pi3sHMTMU Ha IificTaBi HAABHOCTI / BiICyTHOCTI
aHTUTiN Ko asocmipanpHoi JHK i Tmmosux xminivHMX
nposBiB. Bucoxnit Tutp anTuTiN Ko ABOCHipanbHoi JHK
cBiguntp npotu CI'YB. Pasom 3 TuM € gymka, mo CI'YB
ABysie cobor MiHopHY ¢popmy CUB [32].

Cnix mam’ATaTi IpO MOK/IUBICTD PO3BUTKY Y TIAIli-
€HTIB 3 pEBMAaTIYHOIO IATOJIOTIEI0 iCMUHHOL anep2iuHoi
Kponueé’sHKu y 6i0noeiov Ha 3acmocy8aHHA Pi3HUX
anmupesmamuunux npenapamis. Kpim nobpe Bifomoi
MO>X/IMBOCTI PO3BUTKY KPOIIVB SIHKM IIPY BUKOPUCTaHHI
pisnomaniTaux HII3II, ii mosABa onncyerbes npu 3acro-
CyBaHHi 3ac06iB 6i070TiYHOI (aHTULIMTOKIHOBOI) Tepa-
IIii, AKa BCe IMplIe BXOJUTD IO apceHaly Npu3HaYeHb
peBMaToNora, 30KpeMa, IpenapariB MOHOKIOHATbHUX
aHTUTIN 10 PAKTOPY HEKPO3y MyX/IMHU — iH(IiKCuMa-
0y, aganimMyma0y [8, 18, 22], ToMy HeMO)XXHa BUK/TIOUUTHI
PO3BUTOK aHAJIOTIYHMX YCKIAJHEHD i IpY BUKOPUCTaHHI
IHINMX IIpenapariB JaHoI IPyIn.

JIikyBaHHsA YPTHMKApHOTO BAaCKyMiTy € CKIaJHUM
Yyepes BifICYyTHICTh BEIMKUX PAHIOMI3OBaHMX Y1 KOHTP-
O/IbOBAHMX JOCTIKeHDb e(DeKTUBHOCTI i 6e3neky HOBUX
MmeroniB. Ha cporogni Hemae mikapcbkix 3aco0iB st
nanienTiB 3 YB, sAxi 6y 6 cxBajeHi YnpaBriHHAM 3
KOHTpomio 3a npogykramu i mikamm CIIA (FDA). Ha
IpaKTUILi Tepalis 3aCHOBaHa Ha oOMeXeHiil iHpopMa-
1il, JOCTYIHIi y TeMaTUIHNX JOCIiKeHHAX [23]: Bpa-
XOBYBaHHs CTYIIE€HA TAXKKOCTI, HasBHOCTI CUCTEMHUX
JI0r0 IIPOSABIB 1 BifITIOBi/Ii XBOPOTO Ha IIE€BHI IIpenapaTiu.
SAximo YB Mae TinbKy IKipHi IPOABY, JOCTATHHO CHMII-
toMaTnyHoi Teparii [28]. Tak, H1-anturicraminui saco-
6M YacTo 3aCTOCOBYIOTb Ha IIOYATKy Tepamii YB mma
KOHTPOJII0 CBepOexy, ajle BOHU 3pifjka OyBaoTh edek-
TUBHI B AIKOCTi MOHOTepaIIil, TaK K He BiTHOCATHCA O
IaTOTeHETMYHO OOIPYHTOBAHOTO JIiKyBaHHA [36].
IToyaTkoBa Tepamid HOPMOKOMIIEMEHTEMIYHOTO i
riOKOMIIIEMEHTEeMIYHOTO YB jlerkoro/cepeqHbOTIK-
KOTO Ilepebiry i3 CCTeMHUMM NPOsIBaMM BK/IIOYAE KOJI-
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XilIWH, FPpOKCUXIOPOXIH 1 JAIllCOH, YacTille B IOEAHAH-
Hi 3 TKC [17, 35]. BapianTom Bubopy moxke O6ytm i
sacrocyBanHs I'KC B nosi 0,5-1 mr/kr Ha f0o0y 3 OLiH-
KOI0 epeKTy depe3 1 TYDKEHDb 3 MOXK/IMBUM 30i/IblIeH-
HAM 1031 710 1,5 Mr/kr/mo6y pasom 3 iMyHocympecaHTa-
M1 (MeTOTpeKcart, MikopeHomaTy MopeTII, a3aTioNpuH,
unknocnoput, uuknopocdamin). Ix sacrocoBywrs i
s suvokerHs go3u ['KC [12, 35], a TakoXX sIK MOHOTe-
pamito B porni koHkypenTis ['KC npu nermomy nepebiry
YB. LuknocnopmH TeX eQpeKTUBHUII IIpU HOPMO-
KOMIUIEeMeHTeMiYHOMY YB, 0co6mmBO mpu ypaskeHHi
nereHb i HUpOK [12]. € moBigomnenss [12] mpo TpuBamy
pemicio YB npu MOHOTepaIii JaiCOHOM, ajie B Ipoleci
Teparii MOXJIMBI 11 TSDKKI MOGIYHI peakiil.

IIpn cucremHux YB [nd 3MeHIIEHHA IpPOABiB
apTpaIriit / apTpUTy NpMU3HAYAIOTD i6yrpoden Ta iHmIi
HII3IL, ane cmif o4iKyBaTH cepilo3HUX Mo6IYHMX peaxk-
11ii1 3 60Ky TpaBHOTO KaHany. 3a HeeekTuBHOCTI ['KC i
[AIICOHY, a TsDKKI popmu YB Hepinko crifiki fo HUX,
3acTocoByloTh KoMb6iHanito 'KC Ta iMyHOCynpecaHTiB
(asatiompuny, nmkaodpocdaminy, LUKIOCIOPUHY abo
MeroTpekcary) [8].

OcnoBy cyyacnoi Tepamii CI'YB Tex ckmaganTh
cucremHui I'KC [12, 17, 35] TpuBamoro 3acToCyBaHHA 3
ingMBifyanpHUM mig6opoM ix gosu. Jo6pnuit edekt Mae
noepHaHa tepania I'KC 3 inmmmy iMyHOCyIpecanTamu,
10 3MEeHIIye Ipoaykuito autn-Clq-anTurin [12, 17, 35].

B sAxocri «Teparmii Bif4aro» Ipy BUCOKill aKTMBHOCTI
¥YB, ocobmuso CI'YB, Mox/MBe 3acTOCYBaHHA IUIa3Ma-
¢epesy, mo nmpusBoguTh Ao 3HIKeHHA piBHA LK, ane
ebexT GyBae TMMUYACOBMM, OCKI/IbKM Yepes [ieKi/IbKa THIB
IIPOsIBU BAaCKY/ITy 3a3Buyail moBepTaoTbcs [8]. Edexr
BHYTpIIIHbOBEHHOTO IMYHOITIOOY/IiHY y XBOpUX Ha YB
TOCUTDb CYMHIBHMII Ta OCTATOYHO He HoBemeHumit [17].

OcraHHIM 4YacoM iHTEHCMBHO BUBYAIOTHCA edek-
THBHICTD i 6e3leKa 3aCTOCyBaHHA 3aco0iB reHHO-iHXe-
HepHo{ 6ionoriynol Tepamii BackyitiB. Jlikapcbki 3aco-
6u, mo mpoTuAilTh akTMBanii intepneiikiny (IL)-1 —
aHaKiHpa (MOHOK/IOHA/IbHI aHTUTI/IA peKOMOIHAaHTHOTO
inribiropa peuenropy IL-1) i kaHakiHymMa6 (MOHOKJIO-
HanbHi aHTUTimA mporu IL-1B) [38] moxyrp Oytn
KopucHuMM B Tepamii YB. OTpuMaHO HO3UTMBHMI
edexT Bim TouMmisymMaby (MOHOK/IOHAIbHMX AaHTUTINI
nporu IL-6) [26]. O6Hafi/IMBUM € pe3ynbTaT Teparii
TSDKKMX popM VB putykcrmabom (MOHOKIOHATBHIMNI
anTutinamm  pgo  monekymun CD20  mosepxHi
B-nim¢ountis) [40] Ta omanisymaboM (MOHOK/IOHAIIb-
HuMy a"TuTimamn go IgE) [39].

ITepe6ir i MPOrHO3 ypTMKapHOro BAaCKymTy. Y
Oi7bIIOCT] Malli€HTIB XBOPOOa Ma€ [OOPOSKICHMIT XPO-
HiYHMIT epebir TpuBasicTio Big 3 o 4 pokis, a iHKO-
i — 1o 25 pokiB [8] i moraHow peaxiii€ro Ha IpuUioM
H1-anruricraminis [30, 31]. IcayoTs i Bumagkn YB 3
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Helepef6auyBaHNM PeLMANBHO-XPOHIYHUM Iepebirom
[8]. IIpubmmsuo 40 % mopocnux XBOPUX HOCsrae 1-pid-
HOI peMicii xBopo6u. PiBeHb eTanbHOCTI HM3BKUIL.
Haryap 3a rpymnoo XBOpUX IPOTAToM 12 pokiB y 6inb-
IIOCTi 3 HUX He Bif]3Ha4MB PO3BUTKY IOB A3aHMX 3 YB
HaTOJOTiil (ITyX/IMH, XBOPOO CIIOMY4YHOI TKAHMHY Ta iH).
PasoM 3 TMM crioBimanoca mpo OKpeMi BUIIaJKM €BOJIIO-
uii YB y CUB [7] i cunppom lllerpena [3].

HasasuicTp rimokommneMenreMiunoro YB, CI'YB i
CUB-acouiitoBanoro YB moripiuye nporaos, oco6mu-
BO IIpU PO3BUTKY XPOHIYHOTO acTMa-IOAIOHOTO JIere-
HEBOTO CUHJPOMY i ToCTporo HaOpsKy ropraHi Ta
HUPOK, 110 OyBae NpUIMHOI cMepTi xBopux [13]. Ilpu
BUABJIEHHI IIaTOJIOril, AKa CTajla MOXX/IVMBOK IIPUYN-
HoIo YB, mepe6ir i MporHo3 BacKyIiTy 3anexaTb Bif
ocobmBoOCTel! nepebiry i pe3ynbraTiB Tepanii OCHOB-
HOTO 3aXBOPIOBaHHA. PasoM 3 TuM Tripmmii IpOTrHO3
B)Ke Ha PaHHIX CTafliAX C/IijJ O4iKyBaTu y JiTei 3 rimo-
KOMIUIEMeHTeMiYHMM YB depes dacre i TaXKe ypa-
>KeHHsI HMpOK [13].

Bucnosku. Hespakaroun Ha IeBHi CyMHiBU cepef
crieniasticTi, uu noTpibHO Knacudikysatu YB Ak opHy
3 GOpM KpOIVB’AHKY depes3 HesKY CXOXICTb y marore-
He3i Ta KIiHIYHMX IpOABaX, Ha CbOTOMHI iCHY€E lOoCTaT-
HBO KpUTepiiB /i1 audepeHuianii ogHiei XBopobu Bif
iHIII01. 3 HMX IO ABOX HaMBa>K/IMBIllIMX BifHOCATh HasIB-
HICTh XapaKTEepPHMX TiCTONATONOrIYHMX O3HAK i K/IiHi4-
HUX OCOOIMBOCTEl IIKIPHOTO IPOIIeCy, IO J{03BOJIAE
HAaBITh IIPpM CKIAAHIN IX JIarHOCTULI BCTAaHOBUTU Bip-
Huit fiarHos. Oco6muBy yBary y xBopux Ha YB crin
npupinaT pudepeHLiiHii fiarHocTuIi Mi>XX HOpMO- i
rilOKOMIUIEMEHTEeMIYHOI (opMaMy, HassBHOCTI / Bifj-
CYTHOCTi CHCTeMHMX IPOSIBiB Ta iX yCKTa/jHeHb, edek-
TUBHOCTI i 6e3meni Tepamii. CepitosHi nposisu CI'YB
BYIMAraloTh 3aCTOCYBaHHA Pi3HUX IOTEHIITHO Hebe3-
HeYHNX 3aco6iB iMyHOCynpecuBHOI i, ITOSUTMBHUI
edeKT Bifi IKMX He 3aBXKAV OYEBMIHII, @ HABIIAKU JesKi
3 HUX MOXXYTb IIPU3BOANTH HaBIiTh O 3aTOCTPEHHS XBO-
pobu (30kpema, MeToTpeKcaT). [IOiIbBHO B KOXXHOMY
BUIAZIKy peTe/IbHO 3Ba)KyBaTU KOPUCTb / PUSMK Bif
NpU3HAYEHHA JKApPChKMX 3ac06iB 3 ypaxXyBaHHAM iX
noBefieHOI epeKTUBHOCTI i Oesmeku. Tomy BemeHHs
niteit 3 YB noTpebye 0b6epesxHOro MiXoAy i crocrepe-
JKeHHA PISHMX CIIelliasicTiB, 30KpeMa y pasi nosaBu
My/JIbTUCUCTEMHIX O3HAK XBOPOOM. 3 TaKMM XBOPUM
MO>Ke CTUKHYTHCSA Oy/Ib-AKWil JIiKap, 110 BUMarae 6ib-
moi 06i3HaHOCTi y MuTaHHAX YB AK WA YHUKHEHHA
XMOHOI JIIarHOCTUKM K XPOHIYHOI KPOIUB AHKU ab0
IHIIIOI TSKKOIL XBOp06I/I, Tak il TOMY, IO IX Tepamid
PaAuKanbHO Bipi3HAETbCA OfHE Bif ogHOro: ¥YB BuMa-
rae IpuUsHaYeHHA iIMyHOCYIIPECaHTIiB, HAC/TiKOM YOIo
OyBae 1mob6iyHa ajiepriyHa peaxiiis Ha JiKapcbki 3aco6u
Y BUTIAL Ti€l )K KPOIVB THKM.
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URTICARIAL VASCULITIS IN CHILDREN
O. M. Okhotnikova, O. A. Oshlyanskaya
Shupyk National Healthcare University of Ukraine, Kyiv, Ukraine

Abstract. Different autoimmune diseases can present with organs malfunctioning and chronic urticaria symptoms in particular
such urticarial vasculitis. This variant of vasculitis can be a separate nosological form, which includes a rare disease as
hypocomplementemic urticarial vasculitis syndrome. In addition to chronic urticaria symptoms, hypocomplementemic urticarial
vasculitis syndrome is characterized by severe systemic manifestations in different organs, decreased serum level of complement
components, and appearance of specific markers, such as anti-C1q-antibodies. The diagnosis is confirmed by the results of skin
biopsy, which is the «gold standard» of diagnosis. The condition often requires combined treatment with two immunosuppressive
drugs. Hypocomplementemic urticarial vasculitis syndrome is a very rare disease, but, because of the multisystem manifestations,
it can be encountered by any specialist (pediatrician, general practitioner, allergist, rheumatologist, ophthalmologist, dermatologist,
nephrologist, etc.), therefore doctors should consider this condition when dealing with such patients in order to reduce the risk
of hypocomplementemic urticarial vasculitis syndrome misdiagnosis as the variants of chronic urticaria or another
immunopathogenetic disease. That is why doctors should be well aware of the features of the course of this disease, not only to
reduce the likelihood of erroneous diagnosis of urticarial vasculitis as chronic urticaria or another disease of immunopathological
genesis, but also because modern therapy of these conditions is radically different from each other: chronic idiopathic urticaria
requires adherence to a modern patient management algorithm with the initial use of H1-antihistamines with a possible increase
in the dose (up to a 4-fold increase), and with their low efficiency — the transition to the use of cytostatics, monoclonal antibodies
against immunoglobulin E —omalizumab, and is extremely limited and only for short-term use of glucocorticosteroids.
Key words: urticarial vasculitis, its forms, hypocomplementemia, chronic urticaria, children.
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YPTUKAPHUI BACKYJIUT YV JETEN
O. H. Oxommnikoea, O. A. Ownancoxa
Hauyuonanvnvtii ynusepcumem 3opasooxpanenus Yxpaunot umenu IL. JI. Illynuxa, Kues, Yxkpauna

Pestome. PazHooGpasHble ayToONMMyHHbIe 3a007IeBaHIIS JOCTATOYHO YacTO HPOSIB/ISIOTCS IIOPAKEHNEM MHOTIIX OPTaHOB I CHC-
TEM V1 COIIPOBOXKAIOTCST CUHAPOMOM XPOHIMYECKOI KPAIMBHULIBI, BK/IOYAs! YPTUKAPHBII BACKY/IUT. DTOT BAPUAHT BACKY/IMTA
MOXeT ObITb 11 OT/{/IBHOI HO30/IOTMYECKOIT POPMOIT, K KOTOPOIT OTHOCUTCS U CHHIPOM IMIIOKOMITIEMEHTEMIYECKOTO YPTHUKAp-
HOTO BacKy/mTa. KpoMe KIMHIYECKIX IPU3HAKOB XPOHMYECKOIT KPAIMBHMLIBL, /51 IOC/IEAHETO XapaKTEPHO TSDKENIOe TeYeHue
C CHCTEMHBIMI IIPOSIB/IEHVSIMIL CO CTOPOHBI Pas/IfYHbIX OPTAHOB, @ TAKXKe CHIDKEHNE YPOBHSI KOMIIOHEHTOB KOMIUIEMEHTA B
CBIBOPOTKE KPOBU U BBISIB/IEHNE CIIeIIIecKIX MAPKePOB 3a00/IeBaHIIsI, TAKMX KaK aHTUTENA K IIEPBOMY KOMIIOHEHTY KOM-
wiemenTa Clq (Clq-auturena). {narHos JaHHOI [ATOIOIMI OATBEPXKAAIOT PE3Y/IbTAThI OMOIICUI KOXKI, SIBJITIOIIENCS «30710-
THIM CTAHJAPTOM» AMarHOCTVKY. CHH/POM IMIIOKOMIUIEMEHTEMITYECKOTO YPTUKAPHOTO BACKY/INTa — OYeHb pefiKoe 3aboreBa-
HIfe, OFIHAKO C YYIETOM €r0 MY/IBTUCHCTEMHBIX IIPOSIB/IEHNIT C HUM MOXXET CTOJIKHYTBCS Bpad 00011 CIIelaibHOCTH (Tefuarp,
CeMeITHBIII Bpad, a/UIepProior, PeBMATOJIOr, O(Ta/IbMOJIOL, AepPMATO/Or, Hedportor u fip.). VIMEHHO II03TOMY Bpaul [JO/DKHBI
OBITH XOPOIIO OCBEOM/IEHBI 00 OCOOEHHOCTSIX T€YEHNsI ITON OOTE3HN He TOIBKO UL CHIDKEHIST BEPOSITHOCTH OLIMOOYHOM
AMATHOCTHMKY YPTUKAPHOTO BACKY/IMTA KaK BaPMAHTA XPOHIIECKOI KPAIIMBHULIBI VIV APYTOil GO/IE3HN IMMYHOIIATOTeHETIYe-
CKOTO TeHe3a, HO ¥ IIOTOMY, YTO COBPEMEHHaAsI TePAIVsl STUX COCTOSTHMIT Pa/IKIBHO OT/INYAETCSI APYT OT APYyra: YPTUKAPHBII
BACKY/IIT B HayO0/Iee TsDKEIOM BapUAHTe 4acTo TpeOyeT IpUMEHEHs ABYX IMMYHOCYIIPECCUBHBIX IIPerapaToB (ITIIOKOKOPTH-
KOCTEPOVJIOB I IMMYHOCYIIPECCAHTOB) 11 IPYTUX MEAMKAMEHTOB COIIPOBOXK/IEHYIST, ITO CaMO 0 COOe MO>KET BBI3BATb PAa3BUTIE
I0OOYHOIT TEKAPCTBEHHOI a/UIEPIMYECKOlT PeaKI{i B BIifje KPAIVBHUIBL. XPOHITYeCKas MMONATIYeCKast KPAIBHILIA TPeOy-
eT COOMIOIEeHNA COBPEMEHHOTO a/ITOPUTMA BeJleHMsI GOTbHOTO C HaYa/lTbHBIM MCIONb30BaHMeM 6okaropos H -perenrtopos
TUCTaMIHA C BO3MOXKHBIM BO3PACTaHIMeEM JO3bI B 4 pasa, a [Py UX HU3KOM 3((PeKTIBHOCTI — MEPEXOIOM Ha TEPAIINIO LIUTO-
CTaTVMKaMII, IIPerrapaToM MOHOKTOHA/IbHBIX MMMYHOITIO0Y/mH-E-anTnTen — oMammsymabom, 1 KpaitHe OTPaHIYIEHO U TOBKO
Ha KOPOTKUIT CPOK — IIPUMEHEHNE ITTIOKOKOPTUKOCTEPOVIOB.
Kniouegvie cnoea: ypruxapHbIil BACKY/IUT, er0 (OPMBI, TUITOKOMIUIEMEHTEMISI, XPOHIYIECKAs KPAIIMBHNILIA, [IETIL.
E. H. Oxomnuxosa
00KMOp MeOUUUHCKUX HAYK, npogdeccop,
3asedyrouan kageopot neouampuu Ne 1 HYO3 Yrpaunvt umenu I1. /1. lllynuxa,
04112, Kues, Ykpaura
e-mail: kafedra.pedl@gmail.com
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