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INOIJIAA HA ITIPOBJIEMY

LLIKIPHUX YepBOHUM BOBYaK:
Ccy4acHI larHOCTUYHI
| TepaneBTUYHI Nigxoau

J1.A. BonoTtHa', A.M. Binoeon', O.l. CapiaHn', B.C. Mywok?

'XapkiBCbkui HaLliOHaIbHWIA MeaNYH YHIBEPCUTET
2TepHoninbCbKnii AepXXaBHWIA MeaNYHNI YHIBEPCUTET

Pesiome.

MeTa poboTu — Or/isig Cy4acHUX BITYNHSIHUX | 3apyOiKHUX My6ikaLiii OCTaHHIX POKIB 3 MTaHb NaToreHe3y, KiiHi4HUX nposiBiB, AiarHOC-
TUKW Ta JiKyBaHHSI LLKIPHOIro 4epBOHOro BoB4aka (4B).

Marepiann ta meroaun. [poaHasi3oBaHO 3 BUKOPUCTAHHSIM KJTKOYOBYIX CJTIB «LLKIPHWUIA YePBOHWI BOBYaK», «[1aToOreHes», «knacugika-
uisi», «aiarHo3», «JiKyBaHHSI», «K/iHI4Hi HACTAHOBW» Ta iX aHasIoriB aHIrivicbko MOBOKO HayKoBY JlitepaTypy 3 6a3 aaHux HavuioHanbHOI
6ibnioteku Ykpainuu im. B.l. BepHaacekoro, PubMed, Web of Science ta Scopus.

Pe3ynbTaTv Ta 06roBOpPeHHs. Po3r/isiHyTO NTaHHS LL0AO0 rnaToreHesy 3axBopioBaHHs, knacudgikauivi wkipHoro Y8 (LLI4YB). lNigkpecneHo
KJiHIYHY reTepOoreHHIiCTb LUKIPHUX popm 3axBoptoBaHHS (roctpuii LLIMB, nigroctpuii LLIYB, xpoHiyHui LLIYB, iHTepmityounii LLIYB).
HaBeneHo xapakTepHi LLKIPHI MposiBY, riCTONOrYHI Ta ceposioriyHi 0cobamBoCTi ycix nigTunis LLUIYB. lNoka3aHo, Lo AiarHOCTUKa rpyHTY-
€TbCS Ha XapaKTePHIii KNiHIYHIV KapTyHi, BU3Ha4eHHi cTyneHs TsxkocTi 3a CLASI (Cutaneous Lupus Disease Area and Severity Index),
pesynbTarax iMyHO0r4Horo i naToMopgoaoridHoro aHanisis. HaseneHo npuHumny tepanii nigtunis LLIYB (¢poTo3axucTt, micLese Jiky-
BaHHs1 KOPTUKOCTEPOiaamm, CUCTEMHE JliKyBaHHSI MPOTUMAanSPIiiHiMy 3acobamu). Po3rnisHyTo JikyBaHHs pegpaktepHux ¢popm LLIYB.
HaseneHo npuHumnu Tepanii nigtunis LLIYB — ¢poTo3axucT, MicLieBe nikyBaHHsI KOPTUKOCTepoiaamu 1a iHribitopamu KaibLUnHEBPVHY,
CUCTEMHE JliKyBaHHS POTUMaNSPIviHUMKY 3acobamu, HecrneundiyHuMm iMyHOCYnpecuBHUMY abo iMyHOMOAY IIOIYMY rpernapaTamm
3rigHO KNiHIYHUX HACTaHOB.

BucHoBkn. Baxnnso koxeH nigtvn LLIYB cnig po3risaaty OKpemo, BpaxoByo4u ix BapiabesibHiCTb KIiHIYHOT KapTyHY, MPOrHo3 3axBo-
ploBaHHS Ta BinoBiAb Ha ikyBaHHs. 3HaHHS LWoAo natoreHesy LLIYB cyTTeBO normbuanch, LLO Cripusisio yAOCKOHAIEHHIO 3aCTOCY-
BaHHs1 TPaANLIVIHVX | PO3POoLIi HOBUX 3acobiB Teparii.

Knroyosi cnoBa: LLUKIpHWI YepBOHWI BOBYaK (FOCTPUNA, MIAroCTPUM, XPOHIYHUY, IHTEPMITYIOYNI), NaTOreHes, KaiHiYHi NposiBu, NPuH-
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Beryn

Uepsonwuii BoB4yak (UB) € MmyabTudakTOpHIM aBTOI-
MYHHUM 3al1aJIbHUM 3aXBOPIOBAHHSM CIIOJIYYHOI TKAHUHHU,
TIPE/ICTABIEHNM PI3HUMH TIPOSTBAMY — Bi/ TOOPOSKICHIX
(IIKIpHUX) BapiaHTiB JI0 TSIKKUX CUCTEMHUX (MYJIbTHOP-
ranuux ) nopymens [12, 30]. Mix kriHiYHUMET BapiaHTaMu
€ maToreHeTH4Ha OJIM3bKICTDb (y 2—7% BUMAIKIB MOXKIIIBA
Tpancdopmariig mKipHoro B cucteMunii YB).

YpakeHHs WKipW — o/lHA 3 HAWBaKJMBIIIUX 3 Jia-
THOCTUYHOI TOUKH 30y 03HaK UB, BusHavaeThest y 6i1b-
nrocti XBopux. Y 23—-28% BUIAIKIB MIKIiPHUI CUHIPOM
€ TIepIINM MTPOSTBOM 3axBopioBanHs, y 50—60% mnartien-
TiB PO3BUBAETHCS Ha PisHUX eranax ii nepebiry [1, 14].
Xponiyanii mkipanii UB (IIIYUB) ypaxae mkipy i can-
30Bi 000JI0HKH, 3pifika — BHyTpintHi opranu. [IIYB mosxe
MPOSIBJISITUCS KibKoMa mipruamu (29% mnaiienTiB Mmain
JBa miaTunm, 3% — Tpu miaTum) abo 3MIiHIOBATH iX TIPO-
TSATOM XBOPOOH.

Juckoiguuii UB e naitnomupenimoio dopmoio (80%),
piamie Busnavaerses nigrocrpuii HIYUB (15%) i menie 5%
CTaHOBJIATD Ginbwt pigkicHi Tunu IIYB, Taki ax UB rm-
6okwuii i YB 3a Tummom oOMOpOKeHHs. Y CTPYKTYPi Jep-
MaToJIOTiuHOI 3axBoptoBaHocTi xpoHiuHuit [ITYB 3aiimae

0,25-1%. KiHku XBOPIifOTh Ha AMCKOIAHUI 1 IIrOCTPUI
[ITYB BTpuyi yactitre, Hixxk 9omoBiku [11].

IIaTorenes

[Tatorenes IIIYB € 6ararodakTopHUM, CLIALKOBA CXUJIb-
HiCTh Ma€ BaskynBe 3Havennsd |7, 12, 30]. [lokazom poi re-
HeTUYHUX (PAKTOPIB € BUIUI PiBEHb 3aXBOPIOBAHOCTI ce-
peit poanuiB marieHTa. XBopoba 4acTo 3’IBISIEThCS Y CiM'sIX
3 TEHETUYHO OOYMOBJIEHUM AeDIIIUTOM OKPEMUX KOMIIO-
nentis cucremu komitementy (C,, C,), NK-kiitum, no-
PYIIEHHAM KJIIPEHCY IMyHHUX KOMILIEKCIB, 361IbIIEHHSIM
yactrotu HLA-A11, B8, B35, DR2, DR3, oco6imBo A1B8.

CyTTeBe 3HAYEHHS MalOTh TOPMOHAJbHI PO3JajH,
IITBEPIKEHHSIM € TepeBakHe ypakeHHs Kinok UB. Y mi-
BUATOK-ITI/ITIITKIB [TOYATOK 3aXBOPIOBAHHS YACTO ACOIiI0-
€TbCS 3 HACTAHHIM MeHapxe, aKTUBHICTD MPOIleCy MOCH-
JIOETHCS TiJ/l Yac BariTHOCTI, mics mosoris [21]. Bigomo,
110 CTaTeBi TOPMOHM, a CaMe eCTPOTEeH, TPOTECTEPOH i TECTO-
CTEPOH, BIJINBAIOTh HA IMYHHI peakiIlii Ta ayTOiMyHiTeT.
CraTeBi rOpMOHHU TaKOK BILUIMBaOTh Ha masxu Toll-
NOAIOHKUX PeLEnTOpPiB, a mepejada CUTHAJIB PEeLenTopiB
ectporeny 6epe y4acThb B aKTHBAIIT 1 TOJIepaHTHOCTI IMYH-
HUX KJIITHH.
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Daxropami, 110 TPOBOKYIOTh PO3BUTOK Pi3HUX (HOpM
UB, € TpaBMa, yBeJIeHHSI CUPOBATOK, Pa/licaKTUBHUX 130-
TOIIB, PEHTTeHIBChbKE OITPOMiHEHHH, BaKKi MeTasu, Xi-
MiYHI PEUOBUHM — JIIOKCUHU, TTOJIIUKIIYHI apOMaTUYHI
ByraeBoxdi [18]. Kypinua acorifioBane 3 pI3suKoM po3-
BUTKY KipHUX GopMm UB i TskumnM mepebirom 3axBopro-
BauHs [14]. [cHytoTh HepaMi MiATBEPKEHHS €TiONOoTid-
HOI («TpHUrepHoi») poJii GakTepiaibHOi, BipycHOI iHMeKIil
(xopy, KpacHyXH, IUTOMeTaIoBipycy, Bipycy Emmrefin-
bapp, rpurny) nepeBaskHo 1pu cuctemaomy YB. Bauzbko
1/3 Bcix Bumazkis miaroctporo [IIYB, piamre xporignoro
[ITYB inaykoBaHo NpUiOMOM MeJMKAMEHTIB — aHTUTI-
TepTeH3uBHUX (TiZpasIa3wH, KaTONPUJI), aHTHAPUTMIU-
Hux (IpokaiHaMiz, XiHiguH) 1 IPOTUTPUOKOBUX 3aC00iB
(Tepbinacdin), anTHO6I0TUKIB (MIHOIIMKITIH, 130Hia31), 1H-
ri6iTopis IpoTOHHOI HoMIIK (OMe3), XiMioTepaeBTUYHIX
(moxcopyoitH, Takcanu, 5-ropyparut, 6oprezomiod) i 6i-
OJIOTIYHKX IpenapaTis (eranepcent, induikcumab, agai-
Mymab) [16, 23].

BasksiiBe 3HaueHHS SIK POBIJHUI TPUTEP Y POZBUTKY
xponiunoro [ITYB mae yapTpadionerose onmpominenus: [8],
1o amiHtoe anturennicts JIHK, migsuirye excrpecito 6i-
KiB, acotiifoBanux 3 mpoitecamu arnontosy (pd3, Fas ta Fas-
airanga, TRAIL) i ctuMysitoe 3arnGesib KepaTuHOIUTIB,
[IPU3BOJUTD /10 €KCIIpecii BHYTPIIIHbOKJIITUHHUX aBTOAH-
tureniB (Ro/SSA) Ha HOBepXHi KJIITUH, CIIPUSIE YTBOPEHHIO
ABTOAHTHUTIJI 1 PO3BUTKY aBTOIMYHHUX peaKLiil, CIPUYNHIIE
nucperysnio T-niMponnTiB, 1eHAPUTHUX KIITHH, TIOPY-
HIeHHS IPOAYKIiI IIUTOKIHIB.

[Ipu YUB BcTaHOBJIeHA HAAJIMIIKOBA TPOAYKILisl iHTEP-
deponis (IOH) I tumy, axi yepes crumyanio Thi-
KJIITUH BIUTMBAIOTh Ha aKTUBHICTb T- i B-mimdornuris [7].
Keparunonuru npoaykyiors IOH ki IOH A (IOH tuny
I ra III), gki masaxomM ayTOKPUHHOI ceKpellil 10[aTKOBO
IHIYKYIOTh CUHTE3 KEPATUHOIIMTAMI MTPO3aNaJbHUX I1-
TOKIiHiB, BK/touatoun iHTepaeikin (1JI)-6, Ta xemoxinu
(CXCLY, CXCL10 Ta CXCL11). Bigmosias na IOH,
KPIM iHIITUX, OTIOCEPEIKOBYETHCS Uepe3 TPAHCIYKTOP CUT-
nay Anyc-kinasu (JAK) i curnamisarito akTHBaTOpa TpaH-
ckpuriii (STAT) [19]. XeMokiHU B3aEMOIIOTD 3 IUTO-
tokcnyanMu T-kimitnnamu gepes CXCR3-38’a3yBanns,
TaKO’K CIIPUAIOUN 3arubesi Kkeparunouutis. [Ipu xponiu-
HoMy TKipHOMY UB BifdHauaeThest ToCTabaeHHST CyTIpe-
COPHOTO BIIUBY peryJsiTopHux kiaitud Ha CD4+ i CD8+
T-nmimdomuru. [Ipn iMmyHOTiCTOXIMIYHOMY AOCTi/XKEHHI
MIKipW TAIi€EHTIB 3 XpOoHIYHUM mKipHuM YB Bussieni
Th17-xmituan, sxi npoaykyiors 1JI-17, 1J1-21 ta 1J1-22
i 06yMOBIIIOIOTH/TIOCUJTIOIOTh PO3BUTOK Y TKAHUHI aBTOi-
MYHHOrO 3anajubHoro npouecy. [Ipu UB y kposi Ta mikipi
XBOPUX BUSIBJISIIOTH BUCOKI KOHIIEHTPAIlil aKTUBHUX CIIO-
JIYK KHUCHIO Ta a30TY, SIKi, B3AEMOJII0OUN 3 GiTKAMHU KIITHH,
MOKYTb ITPU3BOJUTH /10 iX aHOMAJIbHUX TOCTTPAHCIISIIN-
HUX MoAu(iKaIliii, mepeTBOPIOIOYHN B MillleHi /7T iMyHHOI
cucTeMu. JHUKEHHS aKTUBHOCTI MTPOILieCy aronTo3y Mpu-
3BOJINTH 10 HAKOTIMYEHHs (hparMeHTiB KJIITHH, SIKi TIpe/-
CTaBJISIIOTh ABTOAHTUTEHU, 1 TTOSIBYU eheKTOPHUX JIiMDOITH-
TiB, aTPECUBHMUX /10 BJACHNUX TKAHWH, III0 CTBOPIOE OCHOBY
U151 PO3BUTKY aBTOIMYHHOTO 3allajleHHs y 3B’43Ky 13 BTpa-
TOIO0 IMYHHOI TOJIEPAHTHOCTI.

[Tpore auiie y cupuiHATIMBUX 0Ci6 PO3BUBAIOTHCS
TIPOSIBU 3aXBOPIOBAHHSA, 1[0 3HAYHOIO MiPOIO 3aJI€KNThH
Bi/l TEHETUKH, eIITeHEeTUKN Ta IHIINX MOKa3HUKIB, TAKUX
SIK TOPMOHM, MIKpo6GioM MmiKipu Ta Kumeurwnka [21, 25].
IIporsrom ocTaHHIX POKIB 3'sIBUJIMCS JIOKAa3U TOTO, 1110,
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OKpIM ayTopeakTuBHUX T-KJIITUH i M1a3MOIUTOIIHUX JI€H-
JIPUTHUX KJIITUH, B-KJIITHHYU BiZirpaloTh BaXKJIUBY POJIb
B OpTaHi3arii 3amajabHOl BIAMOBI/I MIISIXOM BUPOOTEHHS
ABTOAHTUTIJ IPOTU S/IEPHUX KOMIIOHEHTIB Ta iX CKJIaJHOT
B3aemoii 3 T-kaiTnHaMu. OCHOBHY POJIb IPAIOTh AHTH-
tiza 1o JIHK (iMyHHI KOMILIEKCH BiIKJTaat0ThCs B CyOeH-
JOTeTaTbHOMY Trapi 6a3albHIX MeMOpaH CyIIMH OpPTaHiB
i TKAHUH), CHPUYMHSIOTH 3allalbHy PeaKxilito, aKTUBAIIII0
KOMILTEMEHTY, Mirpartito HeiTpobiiB, cuHTes 6ioI0TivHO
AKTUBHUX PEUOBUH 1 B KiHIIEBOMY MiZICYMKY YITKO/SKEHHS
TKaHUH.

Kracudgikamisa

Ha nizcrasi KiiHIYHUX 0COOIUBOCTEH, TICTONOTIUHUX
3MiH Ta BiJIXUJIEHb MOKa3HUKIB KPOBI BU3HAYAIOTH /IEKiJIbKa
migTuniB mkipHoro YB, moB’si3aHuX SIK i3 MIKipHOIO (J10-
KaJTi30BaHOIO), TaK i cucTeMHOI0 (hopmoio. BaaeMo3B’ a3k
Mik pisaumu migrunamu YB nokaszano Ha puc. 1.

Kracudixaris [IIYB € ckiaanoio i 3amryTanoio, 3ampo-
noHosana y 1979 poiii aMepuKkaHCbKUMU I€PMATOJIOTAMU
J. Gilliam, R. Sontheimer na mizcTasi ricromarosoriyHux
3MiH, sika OTPUMAaJa Ha TOW yac mupoke BusHanus [10].
Ypaskenus mkipu mopizeno Ha LE-crmenndiumni (Taba. 1)
i LE-necnienndiuni npostsu. Crenndivni aas UYB mkipHi
MPOSIBY OXOTLTIOIOTH pisHi cybrumu: roctpuii 1IYB,

7 Knacuunnin
i \ ayB

Cxema. 3o06paxeHHs niaTunis LLIYB Ta'ix BigHOCKH 3 cuctemHum 4B (CYB):
rocTpuii wkipHuii 4B (FLUYB), auckoiguuii YB (AYB), niaroctpwuii WKipHWii
YB (MLUYB), xpoHiuHui wKipHuii YB (XLU4B).

MoaungikosaHo 3 Walling H. W., Richard D. Sontheimer R.D. [29]

Ta6nuug 1. LE-cneuundiyHi WwWKipHi nposien
(mopudikosana Bepcia Gilliam’s knacudikauii)

TocTpwii WKipHMiA YyepBoHuii BoByak (MLUYB) (15%)
¢ JlokanisoBanuii 'LUYB (MansipHuid BUCUn, BUCUN Y BUrNA4i
«MmeTenuka» (90-95%)
¢ TeHepanizoanui MNUYB (Mop6inidhopmHuin Bucun) (5—-10%)
¢ [LUYB, wo Harapye TOKCMYHWIA enifgepmanbHUA HEKPONi3 (ByXe
piaKo)
MiarocTpwuii wWkipHuii 4epeoHuii BoB4ak (MLUYB) (8%)
o AHynapHui (kinbuenopi6Huin) NLUYB (42%)
¢ [Manynocksamo3aHwuii/ncopiadonofi6Hmi MNLUYB (39%)
¢ Besunkynobynbo3nuit anynapxuii MLUYB
o [LLUYB, wo Haragye TOKCUYHWI enigepManbHUn HEKPONI3 (ayxe
piAKo)
XpoHiyHuit wkipHuii YB (XLUYB) (73%)
¢ [NnckoigHuin 4B (80—85%) — nokaniosaHuii (70%)
i reHepanizosanuii (30%)
o TinepTpodiuHuit/BepykosHuin 4B
¢ 4B rnu6okuit/naHikynit
¢ 4B nyxnuHonoAi6HUi/nanynoMyLMHO3HUA
¢ Y4B cnm3oBMx 060M0HOK (pOTa, HOCA, KOH'IOHKTUBW, FeHiTanii)
* Y4B 3a TINOM 06MOPOXEHHS
* JlixeHoigHui YB: Haragye Nnockmii nuwan (CMHAPOM NEPEKPUTTS)

MoaungikosaHo 3 J. Gilliam, R. Sontheimer [10]
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Ta6nuua 2. MigTunm WKIPHOro 4epBOHOro BOBYaKa

TocTpwii LWKipHUIA YepBOHMIA BoBYaK (FLLIYB)
* JlokanizosaHa chopma
* [eHepanizoBaHa hopma

MiarocTpuii WwWKipHUii 4epeoHuii BoeYak (MLUYB)
e AHynspHa (kinbuenogicHa) popma
* [lanynocksamo3sHa opma
XpOHiuHWi1 WKipHWIA YepBOHMit BoBYaK (XLLIYB)
e [INCKOIOHWUIA YEPBOHMI BOBYAK
* JlokanizosaHa chopma
* [ucemiHoBaHa opma
*  YepBOHWI1 BOBYaK FNMBOKMIA (BOBHAKOBUI NaHIKyniT)
* YepBOHMWI1 BOBYaK 3@ TUMOM 06MOPOXXEHHS (03HOGNEHHS)

IHTepMiTyI0uMiA LIKIPHWIA YePBOHUIA BOBYAK
¢ YepBOHWI BOBYAK MyXIMHONOAIGHMI

Moaungikosaro 3 Kuhn A., Landmann A [15]

nigroctpuii IITYB, xpouiunuit ITYB. LE-necnerudivni
WKIPHI IPOSBU MOKYTH OYTH MPUCYTHIMU U 1P IHIIUX
3aXBOPIOBAHHAX, MICTATh CYy/JIMHHI 3MiHU MIKipH, TaKi
SIK HABKOJIOHITThOBA TeJsleaHTieKTasis, JIiBe10 PeTUKYJISIPHE,
TpoMbodediT, peHomen PeitHo Ta BacKyJonarisi, Kajib-
[IMHO3 MIKipH, HepyOileBa anomnellis, My IbTiu(opMHa epu-
tema Ta in. [1, 20]. LE-necnenudivni mkipHi nposiBu mnpu-
cytHi y 43% xBopux, LE-crenudivyni — y 23% narienris
3 cuctemanm UB [11].

¥ 2004 porii yrocKoHATEHO IO KIacH(piKaIliio 3 METOTO
3abesnedeHHs HOBUX IIAXOAIB [0 pisHux npossis [ITYB
(tabu. 2) [5]. 3rigno «/liocenbropdebkoi Kiracuikarii»
ITYB noxginsgerbcs Ha YOTUPHU Pi3HI KaTEropii: KpiMm ro-
crporo HIYB, nixrocrporo HIYB, xponiunoro HHIYB, €
inrepmitytounii ITYB (myxmuronoxiGHuUi, lupus erythe-
matosus tumidus). /ludepenmiariis Mixk TUMH MTATHTAMA
6a3y€eThCs Ha KIIHIYHIX 0COBIMBOCTSX 1 cepeHiii TprBa-
JIOCT] ypaskeHb IIKipU, MOKYTb BPaXOBYBaTUCH 1 TiCTOJIO-
riuni 3Miny GioNTaTiB MWKIpK Ta BigxuieHHs gabopaTop-
HUX TTOKA3HUKIB, I€PMAaTOCKOMIYHNX O3HakK [12, 23, 31].
Kpim Toro, 114 miaTBep/sKeHHS [IiarHo3y B OKPeMUX BUTIA/I-
KaX 3aCTOCOBYIOTBCS TPsIMa iMyHO(DIIIOOpecieH s Ta ¢o-
TOITPOBOKAIIiS.

IIpu rocrpomy HHIYB iMOBipHICTb PO3BUTKY CUCTEMHOTO
YB cranoButb 10 90%, migrocrpomy HIYB — 25-30%, nuc-
eminoBaHiit opwmi auckoigroro YB — 6m3bko 20%, j0-
KasizoBaniit popmi auckoinnoro UYB — He Gisbine 5% [25].

Y 2004 p. 3acHoBane €Bporeiicbke TOBaPUCTBO 3 BU-
BuenHst [IIYB s nmoganbiioi XxapakTepUCTUKN pi3HOMA-
HITHUX THATHITB XBopoou. Y 2013 p. mpoBeseHo 3-10 Mixk-
HapOJHY Hapady 3 METOI0 PO3POOKH €IMHOIO BUSHAYECHHS
[ITYB, a Takok KOHCEHCYCY TIOJ0 KPUTEPIIB AIarHOCTUKHA
Ta Kiaacudikartii.

KiiniuHi nposasu

T'ocmpuii IITYB yacto € nposiBoMm cuctemuoro 4B,
KU MaHi(beCcTye ypaskeHHIM IIKIpU y riepeBakHill 6ib-
IIOCTI BUTAZIKIB 3a3BUYAll MMIC/IsT TPUBAIOTO NepeOyBaHHs
Ha COHIN. Moke BUHUKATHU 10 TIOSIBU MYJIbTUCUCTEMHOTIO
3aXBOPIOBAHHS 32 THKHI 200 Micslli. AKTUBHICTD IIKip-
HUX IPOSIBIB MAa€ TEHJIEHIIIO /IO 3aroCTPEHb MapajesibHO
CHCTEMHUM TIPOSiBaM XBOPOOH. 95% HAlli€HTIB 3 rOCTPUM
[ITYB matoTh NO3UTHUBHI AaHTUHYKJIEAPHI aHTUTIJIA.

Jloxanizoeana ¢popma roctporo IIIYB xapakTepusy-
€ThCsT PO3BUTKOM Ha IIKipi 00IMYYS Y 30HI BUJIMIIb, MK
i HOCa CHMETPUYHUX €PUTEMATO3HUX BUCHITIB 3 HAGPSIKOM
i 6€3 TaKOro, MOXKYTh TIOIIUPIOBATICS Ha MIKipy 1004,
miaGopias, BITHHOTO Kpaio BYITHOT pakoBUHM. Baskinse
JiarHOCTUYHE 3HAUYEeHHSI MAa€ HAgBHICTb BOBYAKOBOTO
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«MeTejiiKay B cepentiil 3oHi 00mmyus. Y 30-70% xBopux
JIOKaJII3yE€ThCS Ha 1OKaX i CHUHIN HOca, MoXkKe OyTH 4o-
THPBOX THUIIIB: CyANHHA («BaCKyJIiTHA» epUTeMa); Bi/llleH-
TpoBa eputeMa biera; quckoinna gpopma; «criiika Germmxa
Kamommi». Enrementn Bucumny 3a3Budail iCHYIOTD KiJlbKa
JIHIB YU THIKHIB, PEIPECYIOTh, 3aJIUIIAI0YM CIA0KO rirep-
MTMEHTHI TIJISMU.

T'enepanisosana ¢popma mictuthb MopOimihopmui abo eK-
3aHTeMaTo3Hi BUCHTN (puC. 1), BUABIAIOTHCS, SK MPABUJIO,
Ha BIIKPUTHX JiISAHKAX MIKIpH: Ha 00114y, B 001aCTi BepxX-
HBOI TPETHHU TPyZeil i ciuHN (30Ha AEKOIbTE), Ha PO3-
FMHAJIBHUX [TOBEPXHAX PYK, Ha/l JIKTbOBUMHU, KOJTIHHUMU
cyrirobamu. MoKIUBe ypaskeHHsT 4ePBOHOI OOJSAMIBKA
ry0, cin30B01 060JIOHKY TIOPOKHUHE POTA, TBEPAOTO TTiji-
HeOIHHS, HOca 3 YTBOPEHHSIM €po3iii Ta BUpa3ok. Y moo-
muHoKuX Butajkax (0,5—1%) kiiHiuHa KapTUHA TOCTPOTO
[ITYB imiTye CXOXKICTb 3 TOKCUYHUM ellilepMaibHUM He-
KPOJIi30M, KU ITPOSABJISETLCS BEJUKUMU J1/ISTHKAMU epU-
TEMY Ta OTOJIEHOI TIMTKIPH BHACITIZIOK OYTHO3HOTO YPasKeHHsI.

Bucunu tipu roctpomy [ITUB 3a3Buuail sHukaoTh 6€3
atpodii MKipw, oHaAK Ticag3amaabHa TilepirMeHTaIlisa
YK TIOTIrMEHTAIlisT MOKYTh 30€piraTucs IOBro TicIst aK-
THUBHOTO 3aMajeHHs], HafiOibIT MOMITHA ¥ TEMHOITKIPHX
TMaIiE€HTIB.

ITioeocmpuii IITYB posTisimaeThest IK OKpeMa TiArpyma
3 1979 poky, Mae nepexiHy KJIiHIYHY KapTUHY MiX TO-
ctpuM i xponiunum [TY B, Mmoxe neperunaTucd 3 iHmmmn
ayTOIMYHHUMM pozJafamMu (Sjogren’s CHHAPOM, PEBMaTOI/I-
umit aprput, Hashimoto’s tupeoinut). Hattuacrimnre po3su-
BA€ETHCA Y JKIHOK MOJIOJIOTO Ta Cepe/IHbOTO BiKy. BisbmiicTsb
TIATTIEHTIB XapaKTePU3YIOThCS BICOKOIO CBITIOIYTINBICTIO,
YPaKeHHsIMU Ha JISTHKAX, SKi MiIal0ThCs BIIUBY COHIIS:
U, TPYAN, BEPXHSA YacTUHA CIIMHH, TIJIedi, THIbHA TT0-
BEpXHsI KUCTEH, PA30M 3 TUM 00JIMYYst 3aIYIAETHCS PIIKO.
Croyatky 3'sIBJAIOTHCSA CUMETPIYHI epUTeMaTO3Hi MaKy I
a6o mamyJiu, sSIKi epeTBOPIIOTHCS Ha IAIYJI0CKBAMO3HI
(ticopiasomozi6Hi) ab0 KimbIenomioHi GAAIIKN. Y paskeHHs
npu migrocrpomy [TYB 36epiratoThest 0BIIE, HiK BUCHITH
rpu roctpoMy IHITYB. Bucunu MoxxyTh perpecyBaTu 10CT-
3aIaJIbHOIO Tinep-/rinomirMeHTalie 6e3 pyoiis abo Gop-
MYBaTH TIOBEPXHEBY PYOIEBY aTpodiio.

[Migrocrpuii IITYB y 60—-80% XBOpUX acOIOETHCS 3 10~
3UTUBHUMU aHTH-RO/SSA anTtuTiamMu ta anTUHyKIeap-
HUMM aHTHUTIIaMu, pigiie — antu-La/SSB anturisamu.
[Tanientu 3 mikapcbko-inaykoBanuMm nijgroctpum HIYB
3a3BUYall MalOTh CTapIINii BiK [TOYATKYy 3aXBOPIOBAHHS,
IHII1 IMYHOJIOTIYHI BIIXUJICHHS.

Xponiunuu IITYB victuth Tpu GOPMU 3aXBOPIOBAHHSI:
muckoigauit UYB, YB rambokuii/BOBYaKOBUI MAHIKYJTIT

T

Puc. 1. locTpwii wikipHuii YB (reHepanizoaHa popma)
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i UB 3a tumom obmoposkenns (chilblain lupus erythema-
tosus). Xpouniunuii [IIYB, mo ypaxkae BUAUMI JiJISHKU
MKipH, CIPUINHSAE 3HAYHUH TTCUXOCOTiaJIbHUHN BIJINB
Ha TAI[iEHTIB, @ TAKOK BTPATY MpodeciiiHoi mparesaaTHo-
cti. ¥ 50% martientis 3 auckoiannm YB BuznaueHo HU3bKi
TUTPU AHTUHYKJI€APHUX aHTUTIIL.

luckoionui YB BunmKae sk mokamizoBaHa Gopma (80%)
3 ypakeHHsaM 06uaust (Hic, moku) (puc. 2), BYUIHUX pa-
KOBHUH 1 IIKipu rosioBu abo gk auceMinoBana (opma UB
(20%) 3 ypaskeHHsIMHU HIKipu Bulle i HIDKYe 1l (puc. 3).
[Tepmoto o3nakoto anckoigrHoro YB € HeBennka poskeBa
a0 uepBOHa, 3JIerKa HaOPSKJIA OKPYTJIa TIJIsIMa 3 YiTKIMU
MesKaMH, 110 MOCTYNOBO 30LIbIIYEThCs, Halajli BOTHUIIE
HabyBa€ BUTJISILY OKPYTJIOL 3JIerKa YIiJIbHEHOI OJISIIKI
SICKPABO-Y€PBOHOTO KOTHOPY 3 MATEHHKUME achHecTormo-
JIOHUMM JIyCOUKAMU, HA HUKHIN OBEPXHI € MUTIOTOAiOH]
BUCTYIIH, 3aHypeHi y GoiKyIapHi BycTs ((HoiKyasap-
HUII rinepkepaTos), Mpy MOMKPAOYBaHHI JyCOUOK BUHU-
kae GomouicTh. B 3aksmouniii, arpodivniii crazii y nentpi
dopmyerbest raaakuii 6imuit arpodiunuii pyo6err, nari Bu-
3HAYAETHCA 30HA TilTepKepaTo3y Ta iH(iIbTparii, 330BHI —
BY3bKUI BiHUMK TirepeMmii.

[uceminoBana ¢opma auckoinnoro YB cymposo-
JUKYEThCS Y YaCTUHU XBOPHUX YPaKEHHSM CJAU30BOI 060-
JIOHKH poTa (IIOKN ), HOCA, KOH TOHKTUBH, CTaTEBUX Opra-
HiB, 3araJlbHUMK CUMIITOMAMH Ta 3MiHaMu J1aGOPaTOPHUX
nokasnukis (cybdebpuiteT, apTpanirii, aneMis, JedKo-
nienisi, mpuckopena HIIOE ra in.). Tpancdopmaitist xpo-
niunoro [ITYB y cucrtemuy ¢hopmy MOKINBA BHACTITOK
Gi3uuHOI TpaBMU, HAAMIPHOI COHSTUHOI 1HCOJISIIT, TTICUXO0-
eMOIIIITHOTO HaBaHTAKEeHHS, BaTiTHOCTI Ta iH.

YB 2auboxuii € pigkicuum BapianToMm xponiyroro [ITYB
(1-3%), yacro nmpoBokyerbes TpaBmoio [19]. Jlionyc-
nanikyit Briepire onvcanuit M. Kaposi 'y 1883 porii i Has-
Banmii S. Irgang y 1940 poui UB rim6oxum (lupus erythe-
matosus profundus). IIpeacrasaenuii oHUM a60 KiJTbKOMa
Pi3KO BiZIMEKOBAHWMU TIITBHUMU PYXOMUMU GOTIOUIMMI
migmkipaumy Byasiamu 1-5 M B giamerpi. Bucurin joka-
JH3YIOTHCS ACHMETPUIHO Ha OGN, TITHT, TPOKCUMATHHIX
Bi/UIiIaX KiHI[IBOK, MOJIOUHHX 3aJ103, CTErHaX 1 CIAHUIIX,
HIKipa HaJl By3JIaMU Ma€ 3acTiiiHe BUIIHEeBe 3a0apBJICHHS.
Ha mikipi 06muus y 1/3 XBopux 3 MaHiky1iTOM BU3HAYa-
T0TBCST BOTHUIIA €PUTEMH i TiTlepKepaTo3y, XapaKTepHi s
nuckoinnoro YB. ITicst po3pillieHHs By3J1iB 3a/IMITAI0THCS
MsTHKY aTpodiil miAmKipHOl KIiTKoBUHN (fTimoaTpodis),
SIKI IPOSIBJISTIOTHCS TIIMOOKMMU 3anafaHHsamMu. B okpemMux
BUTIA/IKAX BY3JIM MOXKYTh BUPA3KyBaTHCh, YTBOPIOIOYH ITPH
3aro€HHi Tpy6i BTATHYTI pyoIIi.

Binpnricts manientis 3 ran6okum YB maioTh crpust-
JsmBui nporuos. Y 2—40,9% naiienTis 3 cucreMaum UB

Puc. 2. fAuckoigHuii YB
(nokanisoBaHa ¢popma)

Puc. 3. AuckoigHuii YB
(amcemiHoBaHa popma)
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INOIJIAA HA ITIPOBJEMY

BUSBJIIOTH JIIOMYC-TIAHIKYJIIT, ale OCTaHHiil BBAKAETHCS
MapKepOM MEHII TSKKOI (hopMu XBOPOOH.

YB 3a munom 06mopodicenis NPEACTABIISAE PIAKICHY (hopMy,
BUHUKAE B XOJIOHY TIOPY POKY i YACTKOBO TOTiPIIYEThCS
y BoJlorux ymoBax. Ilepumii ommc Hagas J. Hutchinson
y 1888 porii miciist criocTepeskeHHs 32 YPaKeHHSIMU PYK,
HIT i BYX, 1[0 BUHUKJIN B PE3yJIbTATi BIUIMBY HI3bKUX TeMTIe-
paryp y naiienris 3 cucremunM UB. Criopamiynmii BOBYaK
3a THIIOM OOMOPOIKEHH S 3a3BUYAli PEECTPYETHCS Y KIHOK ce-
PEIHBOrO BiKY, MOKE ITOETHYBATUCH 3 TUCKOITHUM BOBYA-
KoM, (penomerom Peiito, citTaactuM JiBeno. Toura eTiomorisa
naHiky1iTy HeBizoma. O[Ha Teopist IPUITYCKAE, 10 HAIIU-
TIOK TIUTOKIHIB 1 MUPKYJIIOI0YNX IMyHHUX KOMIIJIEKCIB MOKe
MPU3BECTH JI0 3aIAJIBbHOI BiJIIOBI/Ii, 3PELITOI0 CIIPUUNHSIOUN
rinmoepMaIbHII HEKPO3 [4].

KuriniuHa kapTHHA XapaKTepU3yEThest GOTIOUNMH i CBEp-
GJAYUMY TIAIYJIaMU 1 HEBEJIMKUMU OJISAIIKAME CUHIOLI-
HO-YEePBOHOIO KOJBOPY HA BiIKPUTHX MIISTHKAX IIKipH
1 IUCTATPHUX Bi/liJIaX KiHITIBOK: TUJIbHA CTOPOHA JI0JIOHb,
MOIYIIEYKH TTaJIbIliB KUCTeH i cToll (pUc. 4), BYIIHI pako-
BuHH, Hic. JIokasizoBaHa epuTeMa Ta HAOPSIK, IO OXOTLIIO-
10Th aKpaJibHi AiISHKH, 30epiratoTbest Gibine 24 rox [4].
V 1eaxkux BUMaAKax ypaxkalioThCs HIITI — BTPavaloTh OJINCK,
CTaloTh JJaMKUMHU, TOTOBIYIOTHCS, HAGYBAOTh KOBTOIO
a60 GPyAHO-CIPOro KOMbopy ab0 PicT HIrThOBOI IIACTHHI
MPUTTUHSIETHCS, TIPOIIEC MOKE 3aKIHYUTHCS HABIiTh X My-
TUJIATIEI0. Bucunm icHyIOTh TPUBAJIWH Yac, MOKITIBE BU-
paskyBaHHs ab0 GOpPMyBaHHS BEPYKO3ZHUX PO3POCTaHb,
TeJleaHrieKTasii.

Jlo 2008 poky 3apeecTpoBato 70 BUNaAKiB 03HOOJEHOTO
UB, nmepeBaykHO CIOPAINTHUX, OJTHAK € BUTIAIKU TeHETHY-
HOI acorrialiii B gexinbkox poaunax. Cimeiina ¢opma UB
3a TUTTOM OGMOPOKEHHST XapaKTePU3YETHCS MYTAIisTMU
3 Brparoio dyukiii B Hykiaeazax TREX1 abo SAMHD1
[9]. ITpu criopagmunomy (CTIOHTAHHOMY ) BOBUAKY TIPOTpe-
cyBanHsi Jio cucremuoro YB 3agokymenroBano y 18% Bu-
MaJIKiB.

VY nauientis 3 UB 3a Trom 06MOPOKEHHS BU3HAYAIOTH
rinepraMmmarao6yinemiio (2/3 BUnaakiB) i BUCOKI THTpH
peBMaroinHoro (hakTopa, aHTHHYKJI€APHUX aHTUTIJI Ta aH-
t-Ro anTuTiI.

ITyxnurnonodionuil UYB € iHTepMiTyr0unM BapianToM (ca-
MOCTIWHHH MITATI 3aXBOPIOBAHHS ), TIPE/ICTABIEHUN BU-
CHUIMaMMU Ha MIKIPi y BUMVISAL IIJTBHUX YPTUKAPOTIOAIOGHIX
namy.t i GJIAIIOK Bijl POKEBOTO 0 CHHIOMIHOTO KOJIBOPY, OK-
PyrII0i, HenmpaBuIbHOI a6o KisbienoniGHoi hopmu Bucnn
MAlOTh YiTKi MesKi, OIMCKydy TIOBEPXHIO 3 BiICYTHICTIO 3a-
KyTopKy (hOJTiKyJIiB, IOKATI3YIOThCS HA iJISTHKAX, IO TTi/[-
JaioThest iHcomanii (06mrays, Tyay6). Inoai eremenT Mo-
JKYTh 3JIMBATHUCS, YTBOPIOIOUN MOJIIUKIIYHI (irypu.

Puc. 4. YB 3a TMNOM 0GMOPOXEHHS
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CBIT/IOUYTUBICTD € OMHUM 3 HaiiXapaKTepPHIX CHMITO-
MiB, TOMY 3arOCTPEHHSI 3aXBOPIOBAHHS YaCTillle CIIOCTepi-
raloThCsl Y BECHSAHO-JIITHIN 11epio/1 3 TOBTOPHOIO TTOSIBOIO
€JIEMEHTIB Ha OJIHUX 1 TUX K€ MICIISIX. 3arajoM IyXJu-
HomoziGHU UYB Mae kparuit mporHo3, HiX 1HTII hopmu
mKkipHoro UB, ypaskeHHsI MOKYTb CIIOHTAHHO perpecyBaTh
6e3 yTBOpeHHs pyOIliB Yepes KijibKa THKHIB ab0 icHyBaTH
JIOBTO, MEHIII iMOBIPHO IIPOTPECYE /10 CUCTEMHOTO 3aXBO-
prosanus [1, 15, 23].

[lesiki aBTOpHU CTABJIATH 111/l CYMHIB BOBYaKOBE [1OXO-
jokenns lupus erythematosus tumidus, 6asyroun ¢Boi ap-
TYMEHTH Ha BiJICYTHOCTI aBTOAHTUTIJN (SIK TIPABUJIO, aHTHU-
HyKJIeapHi aHTHTIiJIa HETATUBHI ), OY/Ib-SIKUX CUCTEMHUX
nposiBiB. Lli aBTOpM BBAsKAIOThH MyXJMHOMOMIOHWIT Bapi-
auT goromepmatoszoM. OFHAK € T0KA3M, IO CIPOCTOBY-
10Tb 11e TBep/KeHHsI. [To-nepiiie, 3HauHa YacTHHA BUITA/IKIB
IILOTO MIATUITY TIPE/ICTABIISIE TiCTOMOTIUHO iHTepdericHnit
nepMartur, s i ixmi ¢popmu UB. Ilo-apyre, Hu3bKa yac-
TOTA aBTOAHTUTIJ i CUCTEMHUX TIPOSIBIB CIIOCTEPITAETHCS
i mpu guckoigHomy YB.

CyIryTHi 3aXBOPIOBAHHS

[Tigroctpuit [ITYB Moske 6yTH TapaHEOTIACTUYHNM Jep-
MAaTO30M 1 IOB’I3aHUM 13 COJII/THUMU Ta HECOJIITHUMU 1y X-
JIMHAMU BHYTPINTHIX oprauis [27]. IIIBenchke qocmimkenns
110 SIKOTO 3aJ1ydyeHo Maiike 4 tuc. naiienTis 3 [IIYB, npo-
JIEMOHCTPYBAJIO MiABUIIEHIH Y 3—4 pasu pusuk JimMdomn,
HEeMeJIAHOMHOTO PaKy IIKipH Ta Jierensb, B 1,8 pasu — iHIImx
3JI0SKICHUX HOBOYTBOpEHD [13].

[TamienTn 3 UYB yacTo MaioTh CyIyTHIO XPOHIUHY KPO-
TTUB THKY, ITKiPHIH MYTINHO3, YePBOHIH TIITOCKAH JINTIIAT,
YOpHUIT akaHTO3, HAOYTHIT iXTi03 Ta iHTEpPCTUIIATBHUN Tpa-
HyJIeMaTOo3HNI epMatuT [21]

JiarHocTuKa

JliarHocTHKA TPYHTYETHCSA HA XapaKTepHil KIiHIYHIHI
KapTUHI, pe3yJibTaTaX iMyHOJIOTIYHUX TECTIiB 1 IaTOMOP-
(omoriunoro gocipkenns [ 1, 12, 15]. [lepmockoriist Mozke
OyTH KOPUCHOIO ISt oriepeinboi miarnoctuku YB. TIpu
ycix migrunax [IIYB nepeBaskaoTh nmomiMopdHi cyauHu
Ha pokeBO-uepBOHOMY (hOHI BecepenuHi BorHutl. TouKoBi
CYJIMHU B [TOE/IHAHHI 3 IHIIUMU Cy/ITUHAMM CIIOCTEPIraloThCs
yactinte 1pu niarocrpomy HIYB, Hisk npu iHmmx miaru-
nax. /lepMaTtocKomiyHi 03HAKH, TIOB’SI3aHi 3 BOJOCSHUMU
domikymamu (poserku, HOMKYIAPHI TTIPOOKH, (DOTIKYIAPHI
YePBOHI TOUKH, TIEPUMOTIKYIAPHIIT O1IHiA Opeor) un py-
Otstvu (611l 1 poskeBi OE3CTPYKTYPHI AIJISTHKN ), OLJIBII 110-
mmpeni npu xponiunomy IYB, wix inmux BapianTax [31].

Pospobaeno inmexc o i Tskkocti [ITUB (CLASI-
$5utaneous Lupus Disease Area and Severity Index)
SK KJIIHIYHUN IHCTPYMEHT 715 KIJTbKICHOT OI[IHKU aKTUB-
HocTi Gisbinocti niarunis HITYB [27], uo go3Bodsie Bia-
CTEKYBaTU 3MiHU MPOTPECYBAHH i IOKYMEHTYBAaTH BILJTUB
JikyBaHHs Ha 3axBopioBants. CLASI o1iHioe aKTUBHICTH
TIpoIiecy Ta MOIMIKOKEHHS, CIIPUYITHEHe 3aXBOPIOBAHHIM.
AKTHUBHICTb 3aXBOPIOBAHHS BUMiPIOETHCSI €PUTEMOIO, JIY-
MEHHSM /TiTepTPOGi€io, yPaKEeHHSIM CIU30BUX 06070~
HOK, BUNaJlaHHsIM BoJjioccst 3a octanHi 30 nHiB i Hepy6-
1eBolo ajnonenico. IlomkoakenHsa BpaXxoBy€e HasBHICTb
JcirMeHTanii Ta pyoilis, BKIOYa0Un pyoIeBy ajiore-
mito. OiHKN BU3HAYAIOTHCS Ha OCHOBI aHATOMIYHOI 00-
JIACTI T2 HAWBAXKYMX O3HAK Y Iill 30Hi. 3HauenHss CLASI
Bix 0 10 9 BimOBia€ JIETKOMY CTYTIEHTO TSKKOCTI, 10—20 —
nomipHomy i 21-70 — TAXKKOMY CTYIIEHIO 3aXBOPIOBAHHSI.

INOIJIAA HA ITIPOBJEMY

JlabopaTopHi MOCTiKEeHHS KPOBI TP BCIiX MIKipHUX (hop-
max UB nmoBuHHI BKJIIOUATH KJIIHIYHUI aHAIi3 KPOBI 1 cevi;
BU3HAYEeHHS 610XiMIYHIX TIOKa3HUKIB KPOBi: amaHiHaMi-
HoTpaHcdepasy, acnapraTaMmiHoTpaschepasy, y-TIoTaMis-
Tpancdepasn, JyxKHoi hochaTazu, CCHOBUHN, KPeaTHHiHy,
C-peakTHBHOTO GiJIKa; IMyHOJIOTIUHI TECTH Ha aHTHHYKJIe-
apHi aHTHUTia, aHTUTIIA 10 HyKJIeompoTeiniB (anTu-Ro/
SS-Aiantu-La/SS-B). LE-kaiTuHu, IaTOrHOMOHIYHI /7151
cucremuoro UB, 3ycTpivaiorbest y 3—7% XBOPUX Ha JI1C-
koigarit YB. AHTUHYKIeapHi aHTUTIJIA MOXKYTb 3yCTpiva-
tucst y 30—40% xBopux na auckoignuit YB. Omuinka npo-
(ino ayToaHTUTIII KOPUCHA [171S BUSHAYEHHST HAsSIBHOCTI
cucremuoro YB, Mmae o6MekeHy POJIb y AIarHOCTHUIL JIO-
KaslisoBaHUX (hopMm 3axBopioBaHHs. [Ipu nuceminoBaniii
opmi UB Moke BUABAATHCS aHEMis 31 3HIKEHUM BMicC-
TOM TeMOTJIOBIHY Ta €PUTPOIIUTIB, JEHKOIEHis, TPUCKO-
pena IITOE, LE-kmiTunn.

[Ipsima i HenpstMa peakilis iMyHOMITI0OpeCIeHILii 103-
BOJII€ BUABIATH (ikcoBani antutiga (vactine 1gG)
i xomnonenTn kommiementy (C,) B 30mni 6asanbHoi
MeMOpaHu (TecT BOBYaKOBOI cMyrr). BoBuakoBa cMyTa
B 30HI JlepMoOeItiiepMajabHOTO 3’ €/JHAHHS Y XBOPUX JIUC-
koiguum UB BusiBastetnest y 70% BUTAAKiIB B ocepej-
Kax ypaKeHHs B cTajii indinprparii i rimepkeparosy.
[Iporte 1eit TecT He MO3BOISAE BIAPIZHUME MiK c060T0
LE-cnenudivni mkipHi nposgsu. Y npsmiii peakitii imy-
HOMJII0OPECIIEHTTIT BUKOPUCTOBYEThCS OioNCiiHUI MaTe-
piaji XBOpOro, HenpsMiil — CUpOBaTKa XBOPOTO i TeCT-CU-
creMa (IKipa JIoAuHE a0 CTPaBOXiJ| KPOJHUKA, MOPCHKOI
CBUHKH, IIypa).

[Tpu 6impimocTi hopm HITYB BusHaueno moaibHy ricto-
MATOJIOTIUHY JIIXEHOIIHY TKAHUHHY peakitito (intepdeiic-
HUW IePMaTUT, MO CKJIQAAETHCS 3 iHDIABTPATY MOHO-
HYKJIeapHUX KJIITUH Yy JilepMOelli/lepMaIbHOMY 3 €/[HaHHi,
mereHepartii KIiTuH 6a3aIbHOTO APy ), 3a7eKHY B Tpu-
BAJIOCTI ypaskeHHs, ajie BiIMIHHY NIPU eIKUX MiJITUTIaxX
3axpopioBanus [15, 24]. Iligrocrpuit IIYB nemoncrpye
HaOPSIK MKipK Ta MeBHUH cTynib aTpodii emigepmicy,
KJIacwaHi auckoigauii UYB — Bupaskeny domikyrapuy
3aKyNOPKY 1 3amajieHHs1, oMupeHe riaubiie B gepmy.
Jocmimkenns By3 i npu rimbokomy YB BusHavae aBa
MiZABUIN TTAHIKYJIITY: CeNTanbHuil i T00YIAPHMIL, 1BOMA
HaWBaKJIUBINIUMHU TiCTONATOJIOTIYHUMHI KPUTEPIIMU fTia-
THOCTUKHU € HASIBHICTBH JiiM(onuTapHuX iHDIIbTPaTIB, SIKi
OXOILIIOIOTD JKUPOBI YaCTOUKY, 1 riajliHOBUIl HEKPO3 1IUX
vyactouok [6]. [Tyxaunononi6uuii YB s3asBuuaii He aco-
MITOETHCS 3 iHTep(ENCHUM TepMaTUTOM, BUSBJISIE HABKO-
JIOTIPU/IATKOBE Ta TIePUBACKYJISIPHE 3allaJleHHs Ta BiJiKJia-
JCHHS MYTIITHY.

JIikyBaHHA

Jlikypanus [IIYB samuiaeTbest mpobaeMoro, 1o Tosic-
HIOETHCST YACTO HETepe1hauyBaHOIO PEAKITIETO Ha TEPATTIIO
PIBHUX MiATUIIB XBOPOOU 1 HEIOCTATHHOIO KLIbKICTIO JOCIi-
JUKeHb, TPUCBIUEHUX JiKyBaHHIo [1, 3, 22, 24, 30]. 3a oc-
tarui 50 pOKiB YTIPaBIiHHSAM 3 KOHTPOJIIO 32 TIPOAYKTaAMU
ta gikamu (FDA) He 6ysi0 cXBaJeHO JKOHOTO 3ac00y JIi-
KyBaHHs xBopobu. [Ipubausto 10% nanienris i3 [IIYB
€ pedpaxrepHrME 10 Oyab-sKO1 Teparii, 50% naiieHTiB
noTpeGyoTh CUCTEMHOI Tepartii i BUXO/y 3a Meski Miciie-
BOI Ta IIPOTUMAJISIPIHOI Teparlii ax 10 IMyHOCYIIPeCUBHOL
yi 6io/10riyHoI Tepaiii (MeToTpeKcar, azaTionpuH, edali-
3yMab, iIMyHOTJIOOYJIiH JIJIst BHY TPIITHHOBEHHOTO BBEJICHHS,
putykcumab Ta iH.).
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[l oITUMATBHOTO MEHEKMEHTY TAIiEHTIB 3 CHCTEM-
wuM UB, roctpum IIYB kat04oBUM € MYJIbTUAMCIIU-
TJTiHapHa KOMaH/a, 10 CKJAJAETHCSA 3 PEBMATOJIOTA,
Hedposiora, JepMaTosiora Ta JiKaps 3arajabHoi IPaKTUKH,
migroctpum i xporiuanm [ITYB — y GinbiocTi BUmaaKis
JIOCTaTHBO JIEPMATOJIOTA.

[IpodimakTrka € Hapi>KHUM KaMeHeM y JiKyBaHHi,
OCKiJIbKU BiZloMO, 1110 yJabTpadiosieToBe ONPOMiHEHHS
BUKJINKAE YPAKEHHS Ta 3aTOCTPEHHS 3aXBOPIOBAHHA.
3anobixkHi 3aX0M MOBUHHI GYTH YaCTUHOIO 6Y/Ib-sTKOTO
rany JgikyBanHs. Heo6xigHo TpUMUHUTH TIPUHOM OYIb-
SIKUX TT1/103pI0BaHuX JiikiB 1ipu migroctpomy IYUB. Crix
3a0X0YyBaTH MAIIEHTIB BI/IMOBUTHUCS BiJl KypiHHS, dKe
MOsKe 6e3MocepeIHbO 3aroCTPUTH 3aXBOPIOBAHHSI Ta OHU-
3uTH e(heKTUBHICTH 3aC06iB TTPOTUMATSPIiTHOI Teparii [ 14].

JlikyBannst HITYB niepiioi siiHii MicTuTh hoTO3axMCT, Mic-
11eBi KOPTUKOCTEPOIAN i CHCTEMHI IPOTUMAJISPITTHI 3ac061
[24]. ITamienTam ciifi peKOMEHyBaTU YHUKATH TPUBAJIOTO
TIPSIMOTO TiepeGyBaHHST Ha COHIII, 0COOIMBO B CEPEIMHI THS
Ta BJITKY, & TAKOK IITYYHOTO OIIPOMiHEHHST, BAKOPUCTAHHS
3aXUCHOTO O7iATY (ITUPOKWH KaIesioxX 3 TOMSIMI Ta OJAT
3 IOBITUMHU PyKaBaMiu ). 3aCTOCYBaHHSI COHIIE3aXUCHUX 3a-
c0o0iB MIMPOKOTO CIIEKTPa il 3 (haKTOPOM 3aXHUCTY BiJl CO-
nsauaux npomenis (SPF) 50+, € 0608’ 13K0BUM, 3 IIOBTOP-
HIM HaHECEHHSM TTPOTATOM JTHS.

MicriieBi kopTukocTepoinu (IIOMipHi Ta CUJIbHI) € edek-
TUBHUMH B JIIKyBaHHI 0OMekeHoTo ypaskenHs mpu [ITYB,
ajie 3a3BUYAll HealeKBaTHI SIK MOHOTepAIlist Ipu uce-
MiHOBaHi# Gopmi auckoixmoro UB. Tpusasue 3actocy-
BaHHA MOTY>KHUX MiCIIEBUX KOPTUKOCTEPOI/IiB, B MEPIILY
Yepry Ha oOJMUdi, CIpUYnHsIEe mobiuni edekT (arpo-
ist, TeseanriekTasii Ta iH.) i 06MexKy€e iX BUKOPUCTAHHSL.
BuytpimmboocepenkoBe yBeleHHS KOPTUKOCTEPOiny (Cy-
CIIEeH3is1 TPIAMIIMHOJIOHY ) MOXKHA BUKOPUCTOBYBATH B JIi-
KyBaHHi JIoKaTizoBanux ¢Gopm mauckoigrnoro YB (timep-
TpodiuHOi hopMU, YpaskeHHS MKipU BOJIOCUCTOI YACTUHU
TOJIOBH).

Miciese 3acTocyBaHHsI TOIYHUX IHTIGITOPIB KabINHE-
BpuHY (Takpomximyc, mmekpoaimycy) off-label € amprepra-
TUBHOIO TOIIIYHUM KOPTUKOCTEPOifaM, epeKTUBHE y JKY-
Banui xponiunoro IIYB, nigrocrporo HIYB i Mansspuux
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sucutis roctporo HTYB. I1i mpenapatu, Sk mpaBuiio, 106pe
HEPEHOCATHCS, GE3TEeUHI TPU JTIKyBaHHI CXUJIBHUX JI0 aTPO-
bii aissHOK Ha 0014y, TOBiKaX Ta CKJIaKaX, ¢ TPUBAJIe
3aCTOCYBaHHSI MiCIIEBMX KOPTUKOCTEPOIIIB CJIiJI OOMEKHTH.

[Ipu rinepkepaToTHYHUX ypakeHHSX AucKoigHoro 4B
MOJKYTb 3aCTOCOBYBATHUCS HE 32 TPU3HAUEHHSIM TOIIYHI pe-
TUHOIN (TPETHHOIH, Ta3apOTEH ), OHAK CTIPIYMHSTIOTD 3Ha-
YHe noapasHeHHs mKipu [28]. MiciieBe JiKyBaHHS TaKOXK
€ OCHOBHIM $IK JIOTIOBHEHHS /10 CHCTEMHOTO JIIKYBaHHS.

[Tpu nommperomy un obmeskeromy ITUB, 1o He pearye
Ha MiclieBe JIIKyBaHHsI, BAKOPUCTOBYIOTbCSI PI3HOMAHITHI
CHCTEMHI 3ac00U, EPEBAKHO 3 HU3BKUM PIBHEM JI0Ka30-
BoCTi. PexomenoBanuMu npernapaTtamu [epioi JiHii npu
aKTUBHUX abo nomupennx ypaxenusx [ITYB e nporuma-
JIAPIliHI TIpenapaT 3 iMyHOMOLYJTIOI0Y0IO0 Ti€10 (XJIOPOXiH,
TiZIPOKCIXJIOPOXIiH, MENaKPUH, KBIHAKPUH ) Ta/a00 CUCTEMHI
TJTIOKOKOPTUKOCTEPOiN (TIPeHI30I0H, IeKCAMETa30H ), IKi
3a3BUYAIl MAIOTh NIMPOKUHI IMyHOCYITPECUBHUI e(eKT.

[IepopasibHi aMiHOXIHOJIOHOBI IpOTUMAJIAPIHI 3a-
cobu moBeau eEeKTUBHICTD 1 cpuaTIuBuil podinb 6es3-
neku 11pu JyikyBanni [IIYB. Peaxiia na npotumanspiiiny
CHCTEMHY Tepalliio MoyKe Oy TH Pi3HOK MikK MiATHIAMHU 3a-
XBOpIoBaHHA. MeTa-anasmis gikyBanus npotsarom 40 po-
kiB (1965—-2005 pp.) BUSIBUB 3araibHUI PiBEHb BiTIOBI/Ii
63%, npu 1tbomy 91% BiZIIOBi/Ib BU3HAYEHA IIPU TOCTPOMY
[TYB i aumie 31% npu UB 3a Tunom obmoposkerns [17,
28]. IlamienTn MOXXYTDb 3MIiHIOBATH OAWH TTIPOTUMAJISPIii-
HUIT 3aci6 Ha iHIIMH Yepes MoraHy MepeHOCUMICTh Mpera-
paty abo HeedbekTHBHICTS [17].

PannomizoBani 1ocai/izKeHHsT TOKAa3aau MOKPaIeHHT
cumntoMatuku y 50% MaiieHTiB, M0 OTPUMYBAJIN Ti-
POKCUXJIOPOXiH, MicJsd 8 TUKHIB Tepallii Ta Kpaly 1epe-
HOCHUMICTD TIOPiBHAHO 3 anuTpeTUHOM. OCKITBKHA MOK-
JIUBI PETUHONATUYHI eheKTr aHTUMAJISIPINHIX [TPENaparis,
o rambMooriute 06CTeKEHHST HEOOXIHO TIPOBECTH HA TT0-
YAaTKOBOMY €Talli, TIOBTOPIOBATH MIOPOKY JIJIsI TIAIli€EHTIB
TPYIU PU3UKY Ta KOKHI 5 POKIB IS TATIIEHTIB 6e3 yCKIaj-
HeHb. PyTuHHII J1abopaTopHUii MOHITOPUHT T€MaTOoJI0-
TIYHUX MOKA3HUKIB Ta (QYHKIlI MeYinKN 3a3BUYail BU-
KOHYETBHCS, X0Ua i PiJIKO BUSBJSIE aHOMAJI], TTOB A3aHi
3 IPUIIOMOM JTiKiB.

Ta6nuuga 3. Ornap TpaauLiiHUX CUCTEMHUX TepaneBTUYHUX NiAXOAIB Ta TX 3Ha4YeHHS B MDKHApPOAHUX PeKOMeHaaLuiax

[MIOKOKOPTMKOIAK

i Mpenapart Cnoci6 aji Ta 3acTocyBaHHA Moka3aHHsA MixHapopgHi pekomeHaauir
noriyHa rpyna
T —— ImyHOoMoayntoto4niA: npurHiverHs TLR, | Cuctemuuin Mepua nixia (GER, UK)
AHTUManNAPINAHI ApOKC| P nocunenHs Tregs; YB/wkipHnn MNepwa ninis (GER), gpyra/tpets
XnopoxiH L
BCEpeanHy 4B niia (UK)
MpepHi3onoH IMyHOoCcynpecuBHa; BcepeanHy/ CuctemMHnin Mepwa ninis (GER, UK) ansa tepanii

BCEpenHY

NekcameTasoH BHYTPIiLLHbOBEHHO YB/wkipHnit YB | 3arocTpeHb
) HancoH o [pyra ninis (GER, UK)
AHTUGIOTUKM Knodagiuin IMyHOMOAyntoto4a, BCepeanHy CuctemHuin 4B Toets nikis (UK)
MeToTpekcar |MyH00yanC!ABHa/ IMYHOMORYTIORYE, | ) cremmmii YB [pyra ninis (GER, UK)
BCEpeAnHY/MiaLWKIpHO
XBOpoByMOANGDiKyHoui A3aTionpuH, LMKNOCNOPUH IBNCI}:;)Z?quanyeCMBHa; CuctemHnin YB | He pekomeHnayeTtbea (GER, UK)
aHTpeBMaToigHi - .
3ac06U M.IKOCbeHOJ'IaTy mocpeTun/ IMyHOoCynpecusHa; CI/IF)TGMVHVII/I 4B/ Lpyra nivist (UK), TpeTs nikis (GER)
MikotheHonoBa kucnota BCEPEAUHY LKipHUiA 4B
NeHanigomig, Taninomin IMyHomopyniotoya, BcepeanHy LWkipHni 4B ‘(I'gggl)nmm (UK), oGpai eunakm
Mogynsuis pedepeHuioBaHHsA Apyra ninis (HER, UK)
PetunHoign AunTpeTunH KepaTUHOLMTIB; AN rinepTpodiYHOro TMMy LWKipHOro

4B

Mpumitka: TLR — toll-nogibHuii peuentop, perynsatopHi T-knitnHu — Tregs, GER — Germany, UK — United Kingdom
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[Tamientam, AKi He TepeHOCATh TPOTUMAIAPIHI TIpe-
naparu, abo y pedpakTepHUX BUIIAAKAX CJiJl POSTISHYTH
MOJKJIMBICTD 3aCTOCYBaHHS IHITNX CHCTEMHUX IIperapa-
TiB (MikodeHosaty ModeTu, a3aTionpuH, METOTpeKcar,
JIATICOH, TIEPOPAJIbHI PETUHOI/IN, TAJiI0MI/l/JIeHaTiI0Mi]L
Ta CUCTEeMHI KOPTUKOCcTepoinn). JIikyBaHHS APYyTOi Ta Tpe-
TBOI JIiHIT BIIITOBIHO /10 HiMeIbKUX [23, 24] i GpuTaHCHKUX
[3] HarioHaIbHUX peKOMeH/Ialliil y3arajabHeHo B Tab. 3.

Hafrgactinre BukoprucTtoByBaHi mpenapaTt (MeTOTPEK-
cat, IarcoH i Mikodenonary Mmoderui) [24] HagaoOTh iMy-
HOCYIPECUBHY IiI0 0 BUKOPUCTOBYIOTBHCS TTPU CUCTEM-
HoMYy i mkipHomy UB, Tozi sik azaTionpuH, IUKJIOCIIOPUH,
nukaodochamia, npu [HIUB He pexomMeHAYIOTDHCA.
Jlepmarosoriyni ocobmBocti rineprpodiunoro Tumy [IITYB
00YMOBITIOIOTH MOKJINBICTD BUKOPUCTAHHST alluTPETHHY,
TaiZIOMIly Ta JEHATIIOMILY Y TsSKKUX abo pedpakrep-
nux Bunajkax [IIYB. Ii npenaparu MoxHa BUKOPUCTOBY-
BaTU K MOHOTEPAIIil0, B MOEHAHHI 3 TTPOTUMAJISIPIHOIO
Teparieo abo koMbGiHarii oamH 3 oxHnM. Heobxiano mpo-
BOJMTH PETYJIIPHUI MOHITOPUHT Ha HASBHICTH crierudiy-
HUX JIJIST TIperapariB mobivHnX eekTiB, TAaKUX SIK Mi€Jo-
CyTIpeCis i rernaToTOKCUYHICTb.

JlikyBamust UB 3a TrimoM 06MOpPOKEHHST He CTaHAAPTH-
3oBaHne. [lepia JyiHig Teparnii — fyske CUJIbHI MiCIleBi cTe-
poinu (0,05% kobetasosry MPOMiOHAT), aTbTEPHATUBOIO €
MiCIIeBHH IMEKPOIiMyC ab0 TakposrimMyc. Y JesiKiX BUTIaJI-
Kax BU3HaueHa e(heKTUBHICTH OJOKATOPIB KATBITIEBUX Ka-
HauiB (Hidenumin) st TPOTUIL SIBUIILY BA30OKOHCTPUKII.
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Mok TBe BUKOPUCTAHHS XJIOPOXiHY ab0 TiPOKCHXIOPO-
XiHy, ajie BiIIOBIIb HOCATA€THCSA IPUOIUZHO Y KOKHOTO
TPETbOro XBoporo. I1oBigoMiIsI0Cs PO BULIAJKY 1HAYK-
1Iii TTOJIiNIIeHHsT yPasKeHb 32 JOMOMOT0I0 MiKO(eHOIaTy
MopeTnTy y MaIienTiB i3 KIIHIYHUM TOTipITEHHIM, He-
3Ba)KAl0UM Ha TiZ[POKCUXJIOPOXiH, TIPEHI30H Ta iHII Mic-
11eBl [penaparu.

YV mikysansi [ITYB 3actocoBytoTh i GiosoriuHi mperna-
patu. Putykenmab (MOHOKTOHATIbHE aHTUTIZIO TPOTH MOJTE-
kysn CD20) 103BOSIMB OTPpUMATH MO3UTUBHUI PE3yJIbTAT
v 42,6% xBopux Ha roctpuii [ITUB, ogHak He 6ym0 «Bifmo-
Bizti» y mamnienTis 3 xponiunum [ITYB. THimmm 6iosorivanm
TpemapaToM Jtst JikyBamHst roctporo [ITYB € 6emivymad
(MOHOKJIOHAJIbHE aHTUTIJIO, siKe iHTIOYe 1uTokiH BLyS),
i1 I0r0 BIIMBOM Bi/I3HAY€HO perpec HIKipHO-CJIM30BUX
POsIBiB (BUCHII, BUPA3KU CJIM30BOI 0OOJIOHKU Ta ajiole-
1ist). JIikyBamus todaruTrHi6oM (IHT6ITOp stHYyC-KiHa3M)
CIIPUSAJIO 3MEHIIIEHHIO GOJII0 Ta YPaKeHb aKPAIbHUX Y a-
ieHTIB 3 ciMeitnum xapaktepoM UB 3a tumom o60oMopo-
SKCHHS.

BucHOBKH

Basksmo xoxxen migarun [ITYB coig posrisaat okpemo,
BPaxOBYHOUM BapiaGebHiCTh KIIHIYHOT KAPTHHU, TPOTHO3
3aXBOPIOBAHHS Ta BiINOBIb Ha JIKYBaHHS. SHAHHS MO0
naroreHesy IITUB cyTT€BO TTOrIMOUINCE, IO CIIPHUSLIIO YI0-
CKOHAJIEHHIO 3aCTOCYBAHHS TPAAULINHNX 1 pO3POLl HOBUX
3ac00iB Tepaitii.
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CUTANEOUS LUPUS ERYTHEMATOSUS:
MODERN DIAGNOSTIC AND THERAPEUTIC APPROACHES

L.A. Bolotna', A.M. Bilovol', O.l. Sarian’, V.S. Hlushok?
'Kharkiv National Medical University
2Ternopil State Medical University

Abstract
Objective - to review modern domestic and foreign publications of recent years on the pathogenesis, clinical manifestations, diagno-
sis and treatment of cutaneous lupus erythematosus (CLE).

Materials and methods. To analyze the literature from the databases of the National Library of Ukraine named after A. V.I. Vernadskyi,
PubMed, Web of Science and Scopus.

Results and discussion. /ssues related to the pathogenesis of the disease, classifications of CLE were considered. The clinical hetero-
geneity of skin forms of the disease (acute CLE, subacute CLE, chronic CLE, CLE) is emphasized. Characteristic skin manifestations,
histological and serological.features of all subtypes of CLE are given. It is shown that the diagnosis is based on the characteristic clin-
ical picture, determination of the degree of severity according to CLASI (Cutaneous Lupus Disease Area and Severity Index), results
of immunological and pathomorphological analysis. The principles of therapy for subtypes of CLE are given (photoprotection, local
treatment with corticosteroids, systemic treatment with antimalarial agents). The treatment of refractory forms of CLE is considered.
The principles of therapy of subtypes of CLE are given — photoprotection, local treatment with corticosteroids and calcineurin inhib-
itors, systemic treatment with antimalarial agents, nonspecific immunosuppressive or immunomodulatory drugs according to clini-
cal guidelines.

Conclusions. Importantly, each subtype of CLE should be considered separately, taking into account their variability in clinical presen-
tation, disease prognosis, and response to treatment. Knowledge about the pathogenesis of CLE has significantly deepened, which
has contributed to the improvement of the use of traditional methods and the development of new means of therapy.

Keywords: cutaneous lupus erythematosus (acute, subacute, chronic, intermittent), pathogenesis, clinical manifestations, princi-
ples of diagnosis and treatment.
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