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Pestome. Hasedeno dani npo cyuachi kainiuni nposieu cucmemrnoeo 4epeorozo eosuarxa (CUB) y dimeii ma nionimkie
3 ONUCOM NOAIMOPPIZMY OKPEMUX CUMNIMOMIB YPAJICeHHS WKIPU, KICMK080-M 930801 cucmemu ma 6HympiuHix opeatis,
SKI € CKAQOHUMU W000 panHboi diaeHocmuKu 3axeoproéants. Buceimaeno numanns kaacugixauitinoeo ananizy C4B,
AKUeHMOoBaHo yeazy Ha MoMy, o Kaacugikauiiini kpumepii He 3a82cou 00cmamui 015 pauHbOi 0iaeHOCIMUKU 3aX80PH-
8aHHs 8 OUMAYOMY Gili, W40 8 OKPEMUX BUNAOKAX NPU3BOOUMb 00 «GUNAOAHHS» X8OPUX i3 HENOGHICMIO COPMOBAHUMU
cuHopomamu ma,/abo Hemunosumu gopmamu 3axeoprosanus. Aiaenocmuuni kpumepii C4B SLICC (2012) € docmam-
HbO IHPOPMAMUBHUMU, AAe 80HU He 3HALWAU WUPOK020 8NPOBAOICEHHS 8 KAIHIYHIL npakmuyi oumsa4oi peemamonoeii.
Hageodeno kaacuixayiini kpumepii ACR/EULAR (2017). Ilodani pesyassmamu OuHamivH020 MOHIMOPYBAHHSA CIMAHY
22 nauienmie, saxi npomseom ocmannix 10 pokie aikyeanucy y oumsauiii kainiyi incmumymy. Iokazano, wo y 28 % xeo-
pux diaenos 6yn0 éepupikoeano auuie npu Noemoprux cocnimanizayisx, y 10 % — maiioce uepes 6 pokie nicas oebiomy
xeopobu. Hasedeno onuc okpemux kainiunux eunaokie CY4B: y nayienma 3 nepeuHHo-xXporiuHum nepebdicom (YpajiceHHs
WKIpU ma Kicmkogo-m 430801 cucmemu) i Oumuru 3 ni020CMpum mAiCKUM nepedieom xXeopoou 3 YpalceHHsM HUPOK.
Buceimaerno moscaueocmi ix diaenocmuxu 6 debromi 3axeoprosants npu 3acmocysani 3anponornosanux ACR/EULAR
(2017) kaacughixauitinux xpumepiie C4B. 3acmocy8ants cyuacHux KAIHIMHUX Ma IMYHOA0TMHUX Kpumepiie diaeHoc-
muxu CYB 3debinvuioco 0o36oasc 6cmanogumu 0iazHo3 y panui MepMiHU 3aX60PIOBAHHS MA CE0EUACHO POZNOYAMU

namoceceHemu4Hy mepani}o.

KiouoBi cioBa: cucmemnuii uepsonuii 6osuax; diaenocmura; dimu

Cucremnuii yepBonuit BoBuak (CUB) — xponiune
aBTOIMyHHE 3aXBOPIOBAaHHSI HEBM3HAYEHOI €TiOJIOTil, 110
PO3BUBAETHCS TTijl BILIMBOM YMCJIEHHUX €HJIOTEHHUX i eK-
30reHHUX (PaKTOpiB HA OCHOBI I'€HETMYHOI CXWJILHOCTI,
XapaKTePU3YEThCS TiMePIPOAYKIIE€IO IIIMPOKOIO CIEKTpa
aBTOAHTUTLI Ta IMYHHUX KOMILIEKCIB, 1110 BUKJIMKAIOTh
iMyHO3amnajbHi ypakeHHsI BHYTpillIHix opraxis [1, 13].

Ha CYB xBopiloTh mepeBaxkHO HiBuata abo ocobu
JKIHOYOI CTaTi; XJOMYMKU i YOJOBIKM CTAHOBJSATH JIUIIE
5—10 % Bin 3araypHOI KiIBKOCTI XBopuX. [TinBuIeHHS 3a-
XBOPIOBAHOCTI Y JIiTell MOYMHAETHLCS 3 9-piyHOrO BiKY, MiK
i npunanae Ha 12—15 pokiB, TOOTO Ha BiKk MAKCUMAaJIbHOTO
HanpyXeHHsT (i3ioJoriyHUX MPOoIeCiB B OpraHiami y my-
OepratHoMmy mepioi [2, 15].

VY ne6rori CUB xiiHiuHa KapTHA XBOpOOU MOXe OyTH
MoJiMOp(HOIO Ta BKJIIOYATH Pi3HOMAHITHI CUMITTOMU — Bifl
HE3HAYHUX JI0 TSKKUX MPOSIBiB, 3aXBOPIOBAHHS MOXE MaTh

XBWIETIOAIOHWIT abo Oe3nepepBHO TPOrpecylouunii mepe-
0ir. 3 ypaxyBaHHSIM IIMPOKOTO CIIEKTPa KIIiHIYHUX IPOSIBIB
CYB y mutsgyomy Ta mimIiTKOBOMY Billi Tpo0eMa paHHbOL
MIaTHOCTUKM 3aXBOPIOBAHHS i MpPM3HAYEHHS CBOEYACHOL
aZieKBaTHOI Tepallil 3aJIMIIAEThCA aKTyaJabHOIO, IIOTpedye
IOCTIHOI yBaru MneaiaTpiB i IUTSYMX peBMaTOJIOrIB |3, 14].

Haituactimymuy kiiHiuHuMmu niposssamu CUB y niteit
€ JIUXOMaHKa, ypaXeHHs IIKipu, CYrJIOO0BUIi, M’ SI30BUIA,
CyAMHHUI, LepedbpaqibHUl, reMaToJOTIYHUI CUHIPOMHU,
CEPO3UTH, MOJiBiCUEPUTH (KApAWT, MyJIbMOHIT, HedpuUT,
rernaTo- i CrijieHOMeTastist) Ha TJIi IaToJIOTiYHOTO 3arajJbHO-
TpO(hiYHOTO CUMIITOMOKOMIUIEKCY: Pi3Ke CXYIHEHHS Y I10-
€IHaHHI 3 po3ianamu Tpodiku (TiABUIIIEHE BUMTAMiHHS Ta
JIaMKiCTh BOJIOCCSI, ajlomellist, TUCTpOodiuHi 3MiHU HIITiB i
mKipwu) [5, 16].

Knacuuni nposisu CUB — tak 3BaHa BoBYaKoBa Tpia-
na (mepMaTUT Ha oOIMYYi y opMi MeTeIKa, HeePO3UBHI
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apTPUTHU, TIOJTICEPO3UTHU) CIIOCTEPIra€ThCs NAIEKO HE B YCiX
Hali€eHTiB. Y HU3LI BUMAAKiB BUCHUII HA IIKipi Ma€ HACTiIb-
KM Hecrelu@iyHuii Xxapakrep, 110 WOro mpupoja Moxke
OyTM OCTAaTOYHO BM3HAU€Ha JIMLIE 3aBASKW Pe3yJbTaTam
MOPGhOIOTIYHUX TOCTiIKEHD.

Ho uncna panHix cumrroMmiB CUB BigHOCSTH JIMXoO-
MaHKy, 3arajbHe HesmyxaHHs (37—100 % malieHTiB),
BTpaty Macu Tina (21—-32 %), nimpanernonatito (13—45 %).
Bin 60 mo 90 % mawienTiB 3 10BeHiNbHMI ne6rotom CUB
MaloTh YpaXkeHHS HIKipHUX MOKPUBIB i CIM30BUX 000JIO-
HOK. «BisuTtHOI0 KapTKO10» CUB € epuTemMaTo3Ha BUCHUITKA
0e3 cBepOexKy, 110 3JIeTKa ITiAHIMAETbC Hal PiBHEM IIKi-
pH, TIOLIMPIOETHCS HA TepeHiccs i Haramye 3a (OpMOIO
KpuJjia MeTelrKa, croctepiraetbes y 60—85 % niteit [4,
10]; BucMIiKa MOXe 3axOILTIOBATH Iid0Opimas, BYIIHI pa-
KOBUHHU, aJie He MOIIMPIOETHCS Ha HOCOTIYOHI CKIaaKu i
HE MPU3BOAUTH OO0 PYOLIOBaHHS. Y OiJibllle HixXX TPETUHU
XBOPUX IOJi0OHA BUCUIIKA (DOTOUYT/IMBA i B pa3i 3arOCTPeH-
HsI XBOPOOU € TMepeBiICHUKOM CUCTEMHUX MposBiB. Kpim
TUIIOBOI €pUTEMHU Ha O0JIMYYi, IPU IOBEHIIbHOMY J1€0I0Ti,
Ha BiIMiHY Bil TOPOCIUX MaLli€HTIB, Y MiTel MOXYTh CITO-
cTepiraTucsl pi3HOMaHITHI LIKipHi TTPOSIBU 3aXBOPIOBAHHSI.
JIns1 miTeid i mifUTiTKiB GBI XapaKTepHE TOCTPe YpaXKeHHsI
Kipu. XpoHiyHi, IMCKOIHI YpaKeHHs B [iTeil, 32 TaHU-
MM BEJIMKOTO MTPOCIEKTUBHOTO NOCIIIKEHHSI, TPOBEIEHO-
ro L. Hiraki Ta ciiBaBT., craHOoBIATh He Oinbiie 10 %, aie,
Ha BiIMIiHY BiIl TOpOCINX, BOHU AY*KE YaCTO CYIIPOBOIKY-
I0ThCSl CUCTEMHMMU MIPOsiBaMU XBopoOu. Pusuk rporpecy-
BaHHS 32 HAsSIBHOCTI IMCKOITHOTO BOBYaKa 3HAYHO BUIIIE Y
aiTeit, HixX y nopocaux (23,5—26 npotu 5—10 %).

V nutsgdyomy Billi TaKoX dacTille (PiKCyrOTbCsS 3Mi-
Hu, cneuudivni mist CYB, Tonmi gK y mopociaux vacriiie
CIIOCTEepIiraloThcsl HecrenueiuHi mposiBu XBopodu (de-
HoMeH PeitHo — 45 % y mopocnux i 12 % y miteii, livedo
reticularis — 35i 12 % BinmosinHo) [6, 12].

Hocutb yacto MaHidecTallisi 3axgoptoBaHHs Ha CUB
MOYMHAETHCS 3 YpaXKeHHSI OJJTHOTO OpraHa 4u OJHi€l cucre-
MU Ta/abo 3ajJlyyeHHs 10 MaTOJOTiYHOIO MPOIEeCy oapasy
NIEKiIbKOX OpPraHiB i ccTeM 0e3 IMeBHOI MOC/IiIOBHOCTI, He-
3aJIEXKHO OJIMH BiJl OMTHOTO Ta B Pi3Hi TEpMiHU Bil 1eOIOTY.
B okpemux xBopux tunosi mis CUB cumnroMu mBUaKO
3HUKAIOTh, a B KIHIYHIN KapTUHI TOMIiHYIOTb CUHIPOMU,
no030aByIeHi HO30JIOTiYHOI crenudigHocTi. TpuBammii yac
nauieHTy 3 CYB MOXyTh MaTu OKpeMi IIPOSIBU 3aXBOPIO-
BaHHsI, 30KpeMa AMCKOIIHOTO BoBYaKa, cuHIApoMy PeiiHo,
aBTOIMYHHUX Te€MAaTOJIOTIYHMX IOPYIIeHb a0 eITiIenTh-
(GOPMHOI0, CyIrJI000BOrO UM CYIrJI000BO-M’SI30BOIO CHH-
npowmis [2, 7].

IToniMopdi3zM KIiHIYHUX TIPOSIBiB, HETUIIOBICTb OKpe-
MUX CUMITOMIB y 1€0I0Ti 400 HasgBHICTh CHUIbHUX KJIiHiU-
HUX O3HAK 3 iIHIIMMU PEBMAaTUYHUMU XBOPOOAMU 0OYMOB-
JIIOIOTh TPYAHOIII Ta TPUBAJIiCTh BCTAHOBJEHHS JiarHO3Y
CYB, 3 oryisiy Ha 11€ B CBiTi MPOAOBXYIOTHCS TOCTiIKEHHS
3i craHmapTu3alii MiaXoiB A0 paHHbBOI AIarHOCTUKM 3a-
XBOPIOBAHHS y JIITEH, 1110 € HEBiJI’EMHOIO YMOBOIO CBO€YAC-
HOTO TIpM3HAYEHHS MATOTEHETUYHOI Tepartii, ika BU3BHAUYa€
nepedir i mporHo3 XBopoou.

IIpo6nema ximacudikaniiinoro anamizy CUB 3i crpo-
0010 BUIIUIATH TPYyIU XBOPHUX, MOMIOHUX 3a KITIHIYHUMU
nposiBaMM, IepediroM i HacjaiZKaMW 3aXBOPIOBAaHHS, 3a-

BX/IW 3aJIMIIAJIach B LIEHTPI yBaru AUTSYMX PEBMATOJIOTIB.
VYroponoBx octaHHiX pokiB maiarHo3 CYB BcTaHoBmIOBaIM
Ha MiACTaBi JaHUX KJIiHIYHUX, JJaOOpaTOPHMX Ta iHCTPY-
MEHTaJIbHUX HOCJIiIKEHb BiIMOBIAHO 10 KJacu@ikaliiHuX
KpUTEPiiB AMepUKaHChKOi Kouerii peBmatojoriB (ACR,
1997), 3a skoro mnsa Bepudikalii BiporimHoro miarHosdy
CUYB BpaxoBywThcs 4 i 6ibine 3 11 kputepiiB [8]. OgHak
CJIiJT BUBHATH, 110 3aCTOCYBaHHS 1IMX AiarHOCTUUHUX KPU-
TepiiB HEe 3aBXIu 103BoJiste aiarHocTyBatu CUB y nebGroTi
3aXBOPIOBAHHS B IUTSYOMY Billi.

CyBope IOTpMMaHHSI KiTbKIiCHOI BiIIOBIZHOCTI KpHU-
tepisM ACR mpu3BoauTh 00 «BUITaIaHHSI» XBOPHUX i3 paH-
HiMM, IIIe He IIOBHICTIO C(OPMOBAaHMMHM CHUHIPOMAaMU
Ta/ab0 HETUIIOBOIO (hOPMOIO XBOpoOHW. PizHOMAaHITHICTBH
KJIiHIYHUX IIPOSIBIB i pi3Hi CTyIEHi IX BUPaXXeHOCTi, a BilIlo-
BimHO, i BUOip TepanmeBTUYHOI TAKTUKKM MOXYTb BM3HaAYa-
THUCS MIPOSIBAMU, SIKi He YBIMIIUIM B KpUTEPii, 1110 0COOIUBO
aKTyaJIbHO JJIS1 AUTSYOTO BiKy. Y HU3II BUMAAKiB XBUJIEIIO-
nioHicTh nepebiry CUB mis minTBepakeHHsT BipOriTHOIo
JliarHO3y BUMMAra€ CIOCTepeKeHHsI Talli€eHTIB y AMHAMIIIi.
3rimHo 3 mociimkeHHsIM, TipoBeaeHUM S.M. Benseler Ta
E.D. Silverman, tepminu Bepudikailii aiarHo3y MoOXyTb
ctaHOBUTH Bin 1 micsiist no 3,3 poky [3]. Ha repminu BcTa-
HOBJIGHHSI JiarHO3y BIUIMBAE TaKOX MOXKJIMBICTb MOHO-
opranHoro ae6ioty CUB, gkuit cmocTepira€tbes B OiJibIlie
HixX 20 % BumazakiB. Taki MalieHTH MPOTITOM TPUBAJIOTO
yacy CITOCTepiraloTbcsl y reMarosioriB, HedpoJioriB, He-
BpOJIOTiB Ta iHIIMX (axiBLIiB 3aJeXXHO Bil YpaXkKeHHS THUX
Yy iHIIUX OpraHiB i cucteM. Ha erami BcraHOBIeHHS Iia-
THO3Y HEIOCTaTHbO BUBUYEHOIO, ajie TIPOTHOCTUYHO 3HAYY-
LIOI0 3aJIMIIAETHCS MpobieMa «HeIIOBHOIO» BOBYaKa (pre-
SLE, preclinical lupus, incomplete lupus erythematosus,
latent lupus, lupus-like, probable lupus, undifferentiated
connective tissue disease) 3 HasIBHICTIO Y XBOPUX JiarHOC-
TUYHUX TUTPIiB aBTOAHTUTLI i KIIHIYHUX O3HAK, XapaKTep-
nux g CYB, ane HemocTaTHIX 3a KiJIBKICTIO JIJIsI BCTa-
HOBJIEHHsI AiarHo3y (MeHie yotupbox 3a ACR, 1997), a
TaKOX Yy OCi0 i3 MiABUILEHUM TeHETUYHUM PU3UKOM PO3-
BuTKy CUB, ajne 6e3 Oynb-sIKMX KpUTEPiiB 1ist Bepudikariii
nmiarHosy [3, 9]. ¥ mocnimkenni G.S. Alarcon Ta criBaBT.
MIPOAEMOHCTPOBAHO, 110 Bix 15 10 80 % mauieHTiB TUTS-
YOTO BiKy 3 «HEITOBHUM» BOBYAKOM Y TTOAJIbIIOMY MalOTh
BipOTiTHO BCTaHOBJIEHMI JiarHO3 Il 10 MEePeXoay y J0-
pocnuii cta [4]. HaliuactimmMuy nposiBaMu TIpU «HETIOB-
HOMY» BOBYAKy € apTpuUTH, DOTOCeHCHOiTi3allisa, BUCHUIT
Ha BUIMILSX, (peHOMeH PeitHo, neiiKomneHist, MO3UTUBHUM
anTuHykineapHuii ¢axkrop (ANA). Taki mamieHTd morpe-
OYIOTb PETeJIbHOTO KJIiHiKO-J1abOpaTOPHOT0 MOHITOPUHTY,
BUKJIIOUEHHS [ii MOXKJIMBUX MPOBOKYIOUMX YUHHUKIB Y BU-
IJISIAI iHCOJISILLT, CTPEeCOBUX CHUTYyallill, BaKIIMHALIil i, TTpu
BUCOKMX TUTpax ANA, NMpu3HauyeHHsSI aMiHOXiHOJiHOBUX
npenapartiB. [1py po3BUTKY B MOAAJIbIII MEPIOAM KUTTS Bi-
porigHux o3Hak CUB Taki maimieHTH MaroTh OLIbII TSKKI
HEOOOPOTHI 3MiHM 3 OOKY XXUTTEBO BaXJIMBUX OPTaHiB i
CHCTEM Ta OiIBII TSKKWI IPOTHO3 3axBopioBaHHs [10, 15].

BonHouac y KJIiHiYHIl MpakTUIli aKTyaJdbHOK 3aJlh-
maeTbes mpobiema rinepaiarHoctuku CUB, oGyMoBiieHa
HEIOCTaTHIMM 3HAHHSIMU 1100 CHeUU(MIYHUX KITTHIYHUX
MPOSIBiB 3aXBOPIOBAHHSI, MEXaHIYHUM MiIXOA0M 10 HabO-
Py CUMIITOMIB, YaCTO PO3Pi3HEHMX 32 YaCOM, — TillepeMis
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IIKipy 00JMYYsl, MoJiapTpanirii, cyodedOpuiiTeT, BTpaTa
MacH TiJla, KapaiaJrii, JelKomneHis, JeAKOLUTYpisl, 0iT0K
y ceui, HasiBHOCTI y mauieHTiB ANA B HU3bKUX TUTpax. Ic-
TOTHUM HenoikoM KputepiiB ACR € BiacyTHiCTh cTaHmap-
TM30BaHUX BUMOT JI0 TIEBHOTIO HAaOOPY JiarHOCTUYHUX Ta-
paMeTpiB; HAIPUKJIAd, BCi YOTUPU KPUTEPii MOXYTh OyTU
TUTBKY KJIIHIYHUMM, a iIMyHOJIOTIYHi — BiJICyTHi.

Hiarnoctuuni kputepii CUB SLICC (2012) [9, 11] ne-
pendavyaroTh HassBHICTh Y XBOPOTO KJIIHIYHUX Ta iMyHOJIO-
TiYHUX KpUTEPiiB (OyIb-IKUI 3 HACTYITHUX JIAOOPATOPHUX
noKa3HUKiB: anTutiza o HatuBHOI JIHK, ANA, antn-Sm
aHTUTIA, aHTUGOCOOIINIHI aHTUTIA: KapmioJiMmiHOBI
aHTUTIJIa, BOBYAKOBUI aHTUKOATYJISIHT, aHTUTiJIa TIPOTU
DIKONPOTEiHy- 2, Ta 3HMXKEHHS BMICTY B CUPOBATIIi KpO-
Bi C3, C4 — OinKiB KOMIIEMEHTY), ajie BOHU He 3HANIILIN
IIMPOKOTO BIIPOBAIKEHHS B MPAKTUYHIN TiSIbHOCTI IUTSI-
YHX peBMaTOJIOTiB.

3anponoHoBaHi ACR Ta EULAR (2017) HoBi kputepii
st aiarHoctuku CUB ocTtaToyHO He 3aTBEp/KEHi Ta To-
TpeOYIOTh MOAAIbIIOT Baligallii.

3a UUMU KpUTEPiSIMU TALiEHTU, KiIacugiKoBaHi K
TaKi, 110 MalOTh CUCTEMHUII YEPBOHUI BOBYAK, MOBUH-
Hi MaTM CUPOBATKOBUIN TUTP AHTUHYKJIEAPHUX aHTU-
Tin woHaiiMeHe 1 : 80 Ha JIOACHKUX emiTeTiaIbHUX-
2-no3utuBHuX (Hep-2) kiitmHax abo eKBiBaJIeHTHUI
MO3UTUBHUM TecT. KpiM TOro, mauieHT i3 migo3poro Ha
CYB mnst Bepudikallii aiarHo3y ITOBMHEH MaTH IIOHAM-
MeHie 10 6aiB 3a KJIiHIKO-iMyHOJIOTIYHUMM KPUTEPISIMU
(tab6u. 1). Kputepii He BpaxoBYIOTbCS, SIKIIIO BOHU MOXYTh
MaTH OiIbIII BipOTiIHE iHIIEe MOSICHEHHSI, HiXK 3aXBOPIOBaH -
Hst CUB. HasiBHiCTh OKpeMOTro KpUTEpito JuIle OOUH pa3
B aHAMHE3i JOCTaTHbO AJIs1 TOTO, 11100 IMiIpaxyBaTH BiaIo-
BimHi 0any, a yac, KOJU TAIli€EHT MMO3UTUBHUI 3a OJHUM
i3 KpUTEpieM, He MOBUHEH TEepPETUHATUCS 3 YaCOM, KOJIU
TMalieHT MO3UTUBHUI 3a iHIIMMU KPUTEPiSIMU. 3a3HaueHa
knacugikanis CUB Bumarae BpaxyBaHHS OaJliB I1IOHAM-
MEHIIIE 32 OMHUM KIiHIYHUM IOKa3HUKOM. SIKIII0 MmalieHT
MMO3UTUBHUI 3a Oi/IbIIIE HI3K OAHUM ITOKa3HUKOM 3 IOMEHY,
TO TiApaxyHOK IMPOBOAUTHCS 3a TUM, SIKMI Ma€ HalOiIbIIIe
3Ha4YeHHs (Tabm. 1).

Ta6nuus 1. Knacudgikauivini kputepii C4B ACR/EULAR (2017)

KniHiYHi noKa3HUKKn banu

KoHCTUTYLiHWIA JOMEH
JlnxomaHKa 2
LLIKipHMi goMeH
bes3pybLeBa anoneuis 2
Bupasku NnopoXKHMHM poTa 2
MigrocTpmn WKipHUM ab0 OANCKOIAHWI BOBYaAK 4
[OCTpMI WKIpHUI BOBYaK 6
JlomeH apTputy
CHUHOBIT He MeHLUe ABOX cyrnobisB abo 60/1104iCTb HE MEHLLE ABOX CYr106iB, He MeHLlwe 30 XBUWH BPaHilLHbOI 6
CKyTOCTI
HeBponoriyHnit joMmeH
[Oenipin 2
Mcuxos 3
Cyoomu 5
JlomeH cepo3uty
MneBpanbHWUit abo NepuKkapiianbHU BUNIT 5
[ocTpuin nepukapaut 6
FemaronoriyHuin JoMeH
JlenkoneHia 3
TpombouuToneHis 4
ABTOIMYHHWUI remMoni3 4

IMyHONOri4Hi MOKa3HUKKN banum
HomeH aHTugochoninigHNx aHTUTIN
AHTUKapgaioniniHogi 1gG > 40 GPL, a6o aHTU-B2GP1 IgG > 40 O[], a6o BOBYaKOBUIA aHTUKOAryNsHT 2
JomeH KomnaemeHTy
Hu3bkunin C3 abo HM3bkun C4 3
Hu3bkun C3 i HM3bKKUM C4 4
JlomeH BucoKkocneynpiyHUX aHTUTIN
AHTUTINa Ao aHTU-aBoNaHutorosoi AHK (anti-dsDNA)
AHTUTINA Ao aHTU-Smith (anti-Smith)
HupkoBuit gomeH
Mpoteinypis > 0,5 r/24 rof, 8
Knac Il abo V BoB4akoBOro Hedputy 10
Knac lll a6o IV BoB4aKoBOro HebpuTy 10
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3a octaHHi 10 poKiB y AUTSYMI KJIiHilli iHCTUTYTY Te-
pebyBanu 22 nauient 3 CUB, GinbliicTh 3 HUX OyIU mIi-
Buara (81,8 %). TpuBaticTh CIIOCTEPEKEHHST CTAHOBMJIA Bil
2 10 6 POKiB, KpaTHICTh TOCTiTai3allil B KJIiHiKy — Bif 1 10
3 paziB Ha pik. [leOl0T 3aXBOpIOBaHHS Bil3HAyaBCs y Billi
11—17 pokiB, TOOTO y Tepio BIKOBOTO ITiKa, XapaKTEpHOTO
s po3Butky CUB. Ocratounuit miarno3 CUB BcTaHoB-
JieHo 13 xBopum yepe3 1—3,5 poky miciisa 1e01oTy 3aXBOPIO-
BaHHS TP TepLIOMY 3BEPHEHHI B KIIIHIKY iHCTUTYTY, a 7
(28,0 %) maiieHTaM — TIpW TTOBTOPHUX TOCHITATi3allisIX B
KJTiHIKY iHCTUTYTy a00 B MEIMYHI 3aKJIaaM 3a MiCIIeM IIPO-
KMBaHHSI, Y OBOX HiTEH TEPMiH Bim OeOIOTY OO MOMEHTY
BCTaHOBJICHHS IiarHO3y cTaHOBUB 6 pokiB. Y 12 (54,4 %)
XBOPHUX MPOTITOM IEKIJIBKOX THXKHIB (2—4) 3 MOMEHTY I10-
SIBU TEPIIMX CHUMIITOMIB (opMyBajacs IOJiCMHIAPOMHA
KJIiHiYHA KapTUHA i3 3aJIy4eHHSIM ypaKeHb IIKipu, CYIJI0-
0iB, CEpO3HUX 000JIOHOK, TTeprdepUIHOI HEPBOBOI CUCTE-
MH, Y 2 XBOPUX — HUPOK, Y | — MEUiHKU Ta KULICYHUKA.

B ne6roti CUB y nux miteit mepeBaXkaau IiAroCTpuii
a00 rocTpuil MOYaTOK XBOPOOU 3 BUCOKOIO YACTOTOIO JIMXO-
MaHKM, YpaXKeHHs IIKipu, CyTa00iB, y 6araTboX BUITaaKax
y MAaTOJOTIYHUI TpOLEC 3aTy4yaIlCh CEPO3Hi OOOJOHKH,
ceplie, HUPKM, CyIMHHA i mepudepryHa HepBOBa CUCTEMU.
Crioctepiranuch MoOAMHOKI BUMAIKU YPaKeHHS MEUiHKU,
IIIJTYHKOBO-KHUIITKOBOTO TPaKTy, PO3BUTOK aHTHGOchOITi-
ITTHOTO CUHIPOMY.

V8 (36,4 %) niteit B To4aTKOBOMY TTEPiofIi Ta MPOTITOM
JOCHUTDH TPUBAJIOrO Yacy B mopambinomMy (1—2,5 poky) mo-
MiHyBaJid 03HAKM TUJIBKM OJHOTO 3 CHMHIPOMIB: IIKipHOTO
(2 miTeit), mpeacTaBiaeHOro y opmi MeTeanKa Ha 00JIMY-
4i, SIKWi1 TTOCWIIOBABCS Y BECHSHO-JITHI Tepiod Ha Ti
iHcousILii, Ta/abo cynuHHoro cuHapomy (PeiiHo), cyrio-
60oBoro cuHapoMmy (6 miteit) 3 ypaxkeHHSIM MepudepuIHnX
CyIJ100iB i3 HasIBHICTIO OOJILOBUX i CTIHKMX €KCYIaTUBHUX
nposiBiB. ¥V 3 (13,6 %) miByat B neOIOTi XBOPOOM CITOCTE-
pirajauch 31e0ibII0r0 HKiPHO-CYTJI000BO-M’SI30Bi CUMII-
TOMM, KOPOTKOYAaCHa JICHKOIIEHis, He3HaYHO BUpPaXeHi
03HaKU 3aJly4eHHsI B ITaTOJIOTUHUI Mpoliec nepudepruuHoi
HepBOBOi cuctemu. [Ipu Takomy neGrOTi XBOPOOU JOCUTH
YACTO BCTAHOBJIIOIOTHCS MOMUJIKOBI 1iarHO3U (aJlepriuyHuit
NEpMaTUT, CUHAPOM PeitHO, IOBeHUIbHUI peBMaTOITHUI
apTPUT, peaKTUBHUI apTpUT) ab0 HeaudepeHLiioBaHOTO
3aXBOPIOBaHHS CITOJIyYHOI TKAHWHU, IO BiATEPMiHOBYE
MTOYATOK MaTOTeHETUYHOTO JIIKYBaHHSI.

HaBomuMmo KITiHIYHI CIIOCTepeXEeHHSI ITalli€HTIiB, SIKi
MaJii OCOOJIMBOCTI IeOIOTY i TPYIHOIII BCTAHOBIEHHS 1ia-
rHo3y 3 CUB.

Kainiynuit éunaoox 1. Xsopuii xmonuuk K., 15 pokis,
CIIOCTepiraBcs B iHCTUTYTI MPOTITOM 5 POKiB. AHaMHeE3
KUTTSI 6e3 ocobysmBocTeil. Pic Ta po3BuBaBCs BiAIOBiTHO
no Biky. [IpodinakTuyuHi 1IerieHHs 3TilHO 3 KajleHaa-
peM I1eruieHb. MeanKaMeHTO3HY Ta XapyoBY ajieprilo y
IUTUHU 0aTbKU 3arepeuyioThb. [lepeHic BiTpsHY Bicmy y 3
poku. I3 cimeitHOTO aHAaMHe3y: y 06adyci peBMaTOiTHUIA ap-
TPUT. 3 aHaMHe3Y 3aXBOPIOBAHHS BiJOMO, 1110 TTPOTSTOM 6
MICSIIIIB XJIOITYMUK CKApXKUBCs Ha OiJib Y JIKTHOBUX CYIJIO-
0ax, HaOpsIK Ta JIOKAJIbHE MiIBUIIEHHSI TeMIIepaTypH, 110
OyJI0 PO3LIHEHO SIK ITicIsITpaBMaTU4YHe ypaxkeHHs. [licisa
MiIBUIIEHOI iHCOJISLII 3’IBWIMCS BIIepIle TillepeMoBaHi
TUISIMM, 110 BUCTYTIAIM HaJ TTOBEPXHEo MIKipyu Ha 00I1Y-

4i, MOBiKax, IjIevyax, CIIMHI Ta 3HMKAJIM Ha KOPOTKUI Jac
ITiCJIs1 3aCTOCYBaHHSI TOPMOHAIBLHOTO KpeMy. Y TUTUHU Ta-
KOX MEepioANYHO BiA3HAYaIUCh MiAiiOMM TeMIlepaTypu 10
cyodeopuibHuX nudp. Ipu cramioHapHoMy oO0CTeKeHHi
3a MiCLEM MPOXWBAHHSI BCTAHOBJIEHO JliarHO3: «CUCTEM-
Huii BacKyJiT, ANA no3utuBHuii». OTpuMyBaB aeKcame-
Ta30H, PO3IIOYATO Teparlito MIaKBEHIJIOM, ITiCJIs YOTO CTaH
IUTUHU TToKpanuBes. Yepes 3 Micsiii miciist caMmocTiitHOT
BiIMiHY TTPU3HAYEHOTO JIIKyBaHHS Y AUTUHU OyJia ToMide-
Ha BHUpaxkeHa CJIa0KiCTh, MOCUIMIMCH apTparii, 00JIbOBI
KOHTPaKTYpPH JIiIKTbOBUX CYTJI0O0iB, MiaJTii, 3’IBUBCSI BUCHTT
Ha 00JIMYYi, EpUTEMATO3Hi TUISIMM Ha KiHLiBKaX. XBOPHUiA
CXyIHYB Ha 2 KT. JI711 yTOUHeHHS AiarHO3Y XJIOITYKNK OyB Ha-
MpaBJIeHUI B iIHCTUTYT i3 1iarTHO30M «CHUCTEMHE 3aXBOPIO-
BaHHS CIOJIYIHOI TKAHUHU (IepMaTOMiO3UT?)».

I[Ipr HagxomXKeHHi 3araJbHUN CTaH CEePEeIHbOTSIK-
Kuii. BinzHavanuch ckapru Ha apTpasrii, MiaJrii, apTput
i 3rMHaJbHI KOHTPAKTYpH JiKThOBUX Cyrjo06iB. Ha Bepx-
HiX i HUDKHIX MOBiKax, Ha IpaBoOMYy IUIedi Bizyalli3yBalucCh
€pUTEMaTO3Hi IUISIMU OKPYTJa0i (hOpMU, MiABUILEHI Hamg
MOBEPXHEI0 WIKIpU, 3 JYLIEHHSIM, ITOJOHHUI KaIiJspuT,
O3HaKW XeWIiTy, 30i1b1IeHI IUIAHI perioHaIbHi JiM(aTny-
Hi By3nmu. ToHU cepls 3BY4YHi, pUTMi4Hi, SICHi, BUCIYXO-
ByBaBCsl M’IKMii cucrosniyHuii mym. [IpoBoaunacsk aude-
peHILiaJIbHA JiarHOCTUKA MiX IOBEHUIbHUM iTiOTIaTUYHUM
apTpuToM, nepmaTomiosuroMm, CUB.

IIpu o6cmexncenni: Hb — 128 r/m, ep. — 5,0 x 102/,
nek. — 5,6 x 10°/m, poM6. — 310 x 10°/m1, LIOE — 10 MM/
rog,e. —4 %, m. —3%,c. —50 %, 1. — 37 %, m. — 6 %.
bioximiuHe mochimkeHHsI KpoBi: 6i10K — 64,4 1/11, anboy-
MiH — 52,4 1/11, 0 -r100ynin — 9,3 %, o, -rnobynin — 9,3 %,
B-rmo6ymnin — 12,6 %, y-rmooynin — 18,6 %, A/T koed. —
1,12, CPb — 14 mr/n, 6inipy6iH — 8,2 MKMOJIb/J1, TUMOJIO-
Ba rpo6a — 2,6 On., JI® — 200,0 On/n, AJIT — 15 On/n,
ACT — 18 On/n, ceyoBuHa — 4,38 MKMOJIb/J, KpeaTH-
HiH — 66 MKMOJIb/J, KpeatuHdocdokiHaza — 82 Om/n
(HopMa), (ibpuHoreH 3aranbHuii — 4,42 r/n, Gpi6puHOreH
B (+), rmoko3a — 4,06 MMosb/, Bitamin D — 52,6 Hr/miI.
ImyHosoriude nochuimkenHs kposi: IgG — 17,2 r/n (Hop-
ma 7,7—-15,1 r/n), IgA — 1,47 r/n (vopma 1,0—3,3 r/n),
IgM — 0,45 r/a (Hopma 0,7—2,0 r/n), LHIK — 0,013 r/n
(Hopma < 0,025 r/n), AHA — (3+), tutp — 1 : 320,
TUN — ToMoreHHMil, Sm-anTtutina IgG > 8 (Mo3uTUBHUI
pesynsraTt), Sm/RNP, anturina IgG-7 (mo3utuBHUil pe-
syawratr); RNP, anturina IgG > 8 (1Mo3uTUBHUIA pe3ysib-
TaT), Smith-aHturen — 65,5 (Hopma < 15,0); anTuTiIa 10
onHosanitorosoi JIHK — 1,2 (Hopma < 1,1), aHTUTiNA 10
nBosaHioropoi JJHK — 0,9 (Hopma < 1,0); anTukapmi-
onininosi IgM GPL — 12,0 (Hopma < 10), antudocda-
tunwii-cepuHoBi IgM — 22,3 U/ml (Hopma < 10 U/ml),
antudocharuaui-eranosaMinosi IgM — 14,0 U/ml (Hop-
Ma < 12 U/ml), P® i ACCP HeratusHi. IuTuHiI poBeieHa
enekTpomiorpadiss (EMI'): mBuAKicTb mpoBeaeHHS 30y -
JIMBOCTI IO HepBax BEPXHiX KiHIIiBOK, CUJa CKOPOUYEHHS
IUCTaJbHUX M’sI3iB y Mexkax Hopmu, EMI'-o3Haku 3HU-
KeHHsT (pyHKUii nepudeprnyHux HepBiB (IOJiHEeBpoOIaTii,
CYITyTHi TYHEJbHi CUHAPOMM) HE BUSIBJIEHO. 32 JaHUMU
roqyactoi EMIT moTouHuX rocTpux AeHepBalliiHUX 3MiH
HE BUSIBJICHO. Y MPOKCUMAaJIbHUX M’s13aX BEPXHIX KiHIIIBOK
BiI3HAYAETHCS MOMipHE 3HWUKEHHS MapaMeTpiB MOTEHILi-
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aJliB PyXOBUX OJMHUIb Y BUIJISIAI 3MEHIIEHHS CepeaHbOl
TPUMBAJIOCTI, Noidazisl moTeHLialiB (IepeBaXkKHO B IpaBoO-
My AeabTanonioHoMy). BucHosok: BiICyTHI O3HAKU MOTOY-
HOTO 3aMajbHOTO MpPOoLecy B M’s13aX, 3HUXKEHHSI CepeTHbOT
[TIE B npokcuMaibHUX M’s13aX i nmepedynoBa MoTeHia iB
MOXe OyTH MPOSIBOM MiOT€HHUX 3MiH.

EKT: cuHycoBa apuTmisi, HemoBHa OJoKajga IpaBoi
Hixku rryuyka [Mica. ExoKI: TIMK I ct., reMonrHaMiuHO He-
3HauHui. Crnipoepaghis: GyHKILisSI 30BHIITHBOTO TUXAHHS HE
rnopyliieHa.

Y3JI aikmvosux cyenobie: CUHOBIT JIIKTbOBUX CYTJIOOIB
crpaBa He BU3HAYAETHCS; 371iBa — HE3HAUHUIA; BUCOTA 110
nepenHiii moBepxHi 3 MMm. He3HayHa KiTbKicTh eKcCyma-
Ty 110 JaTepaJbHUX IMOBEPXHSIX 000X JIIKTHOBUX CYIJIO0IB.
I1o 3amHiil MOBepXHi JiKTHOBOIO Cyryio0a eKcyaaTy He BU-
3HavaeTbcs. Backynsgpuzaliss He mocuiaeHa. JlaTepaiabHa
Ta MeJiajbHa KojaTepajbHi 3B’SI3KU 0e3 0COOJIMBOCTEl 3
000x 60kiB. Cyri000Bi IOBEpXHi IUIEUOBOI Ta JIIKThOBOI
KicTOK 0e3 ocobauBocTeii. ToBIIIMHA XPSIIIIOBOIO 1Iapy —
no 1—3 mm, 6e3 medekTy. Y3-03HaKu BilMOBiIalOTh €KC-
YIaTUBHOMY CUHOBITY JIiBOrO JIiIKTbOBOTO cyrioba. MPT
Cyrj00iB: O3HaKM XPOHIYHOTro OYypCUTy MiAIIKIPHO CIW-
30BO1 CYMKU JIiIKTBOBOTO BiZIpOCTKY 3J1iBa; CUHOBIT JIiIBOTO
JIIKTBOBOTO CYIVIO0A; 30Ha HAOPSIKY B JIIKTOBOMY Bipoc-
TKY JIiBO1 JTiIKThOBOI KiCTKH.

IpoBeneHe namoeicmonoeiune docaioxncenns bionmamy
wKipu: B emifepMici siBMIlla BOTHUIIIEBOTO TilepKepaTro-
3y i rimoTpoii, TOMipHOTO aKaHTO3Y, 110 YePIYIOThCS 3
MITHKAMU MOTOHILIEHHST HaICOCOYKOBUX JiJSTHOK MaJlb-
MirieBoro mapy; B 0a3aJbHUX KJIITHHAX BOTHUIIEBA BaKy-
oJibHa AUCTpo(dis. ¥ COCOUYKOBOMY Ta ciTUacTOMY IlIapax
JIepMU SIBUIA Ae30praHizallii CrioJyqyHoi TKAaHUHM, Ipi0-
HOBOTHMILEBI JiMpo-MakpodaraibHi iH}iAbTpaTH, Mo-
MipHi sSIBUIIa MiKpOBacKyJiTy. BindHauaeTbcst BOTHUIIE-
Ba arpodist NpUIATKIB WIKipu. BucHosok: mopdosoriyHa
KapTMHA B HaJaHUX Mperaparax BifAIOBigae CUCTEMHOMY
3aXBOPIOBAHHIO CIIOJIYYHOI TKAHUHU 3 HasIBHICTIO BACKY-
JITY.

Ha ocHoBi maHux aHamHe3y (Cyrio0OBHUil CUHIPOM,
doToceHcuObinizallist), kiiHiyHOro (¢ikcoBaHa epure-
Ma, epUTEeMaTO3HUI BUCHUI, KAIJISIPUT, XCHIIT, apTpuT) i
JT1abOpaTOPHOTO OOCTEXKEHHS (30iTbIIICHHS piBHS aHTU-
JHK, mosutuBHuit Tect Ha ANA, HasgBHICTh aHTU(hOCHO-
JIMiTHUX aHTUTLUT, SM-aHTUTII) Ta pe3yJIBTaTiB MaTOTiCTO-
JIOTIYHMX IOCJIIKEeHb OioNTaTy IIKipyM XBOPOMY BIEpIIe
BCTAHOBJICHO [iaTHO3: «CHUCTeMHHUI 4YepBOHMII BOBYaK,
XPOHIYHUI Mepedir: CUHAPOM AMCKOITHOIO BoBYaKa, Gho-
TOCeHCUOiTi3allisl, apTPpUT JiKTHOBUX CYIJI00iB, aKTUBHICTb
1 (SLEDAI — 29 6aniB)». [IpusHayeHo JiKyBaHHS: T1aK-
BEHLJI, MOBaJIiC, TOPMOHAJIbHI Ma3i Ha €JIeMEHTU BHUCHUILY,
omenpasoi; KanblieMiH. CTaH OTUTMHU HOpMai3yBaBcs,
TOCITHYTA KJIiHiKO-7TabopaTopHa PeMicisl.

Lleit mpukian meMoHcTpye, o miarHo3 CYB 6y
BCTAHOBJIEHUII XBOpoOMY JIMIlle yepe3 9 MicsAliB Binm 1mo-
YyaTKy XBOpoOM, He3BaXkalouM Ha HEyXWJbHE Iporpecy-
BaHHSI CYrJI00OBOTO CUHIPOMY, TPUEMIHAHHS MIKipHUX
MposiBiB BOBUaKa Ta (poroceHcuOinizaii. BinnosinHo no
HOBUX MiaTHOCTUYHUX KPUTEPiiB Y AUTUHU BXKeE ITiJ 4ac
MepIIol TOCIiTai3amii 3a MiclieM HpPOXMBAaHHS MOXHa
HapaxyBatu g0 10 0aiiB, 110 HO3BOIMIO O 3aIlimO3pUTH

CUYB Tta nmpusHauutu crneuugiyHe iMyHOJOTiYHe 1000-
CTEXXEHHSI.

Kainiynuii sunadox 2. Xsopa nipunnaA., 17 pokis, cro-
CTepIra€Thcsl B iHCTUTYTI MPOTSATOM OCTAHHIX IBOX POKiB.
Je6roT 3axBOproBaHH4 y Billi 15 poKiB po3noyaBcs 3 BUCUII-
KU Ha o0imnyyi, TysyOi, KiHIiBKax Ta ¢GoToceHcuOimi3aliii.
3a MiclieM MpoXXMBaHHS BCTAHOBJICHO [iarHO3 aJieprivHO-
TO IepMaTUTY, TPU3HAYEHO eJIiMiHALlIIHY Ti€TY, aHTUTICTa-
MiHHIi MpenapaTtu, eHTEPOCOPOCHTH; MO3UTUBHOTO e(PEKTY
He Oyno mocsarHyto. Yepe3 3 Micslli BIITKY ITiC/IST TpUBa-
JIOI iHCOJISIIIT CTaH MPOTPEeCUBHO TOTIPIINBCS, 3’ IBUTNCS
nmxomaHka (1o 39 °C), roloBHUiA Oilb, MiABUILEHHS ap-
TepiaabHOro TUCKY 10 160/120 MM pT.CT., mepiognyHa Ha-
OpSIKIIiICTh OOJIMYYSI, TOMIJIOK, MPOTrpecyBaHHS BMCUIIKU
Ha 1IKipi, OyJIbO3HUI NepMaTUT LIKipW Ha TPYAHIN KT,
BUITQIiHHST BOJIOCCSI, CTOMATUT, XEMJIIT, apTPUT KOJiHHUX i
NPiOHUX CYTJI00iB KHUCTEA, CTOIT, BTpaTa Macu Tijia 10 10 KT
Yepes 5 Mics1iB Bil MOYaTKy MEPIIMX CUMIITOMIB 3a Mic-
1IeM TpOXMBaHHS B KpoBi BusiBieHo: LLIOE — 77 mm/ron,
nevikonieHist (2,55 x 10°/m), aHemist (epUTpOIUTH —
2,85 x 10'%/m, reMorno6iH — 76 T/11), TPOMOOLIUTOTIEHIST
(145 x 10°/m), mo3uTHBHI aHTUHYKJIeapHi aHTUTIa (AHA),
a"Tutina a0 asocripanbHoi JJHK, Sm-anTuTina ta 3miHu B
aHajizax ceui (MiKpOEpUTPOLIUTYPisi, MiKPOIIPOTEIHYPis).
Ha migcTaBi cyKynmHOCTI pe3y/bTaTiB KJIiHiYHOTO Ta Ja0o-
paTtopHoro oocrexxeHHs giarHocroBaHo CUB, npuzHaueHo
npenHizonoH 60 Mr Ha 100y. He3Baxkaroun Ha MpuU3HAYEHY
Teparniio, BiA3HaUaI0Ch MPOrpecyBaHHs XBOPoOH, i uepes 6
MiCSILIIB Bil MOYATKy 3aXBOPIOBaHHS IUTHUHA OyJia HampaB-
JIeHa 10 iHCTUTYTY.

3 aHaMHe3y XUTTS BiIOMO, 1110 TUTUHA HAPOIUJIACh Bill
Mepinoi HOpMaJbHOI BariTHOCTI, (Pi3i0JOTIYHMX TMOJIOTIB,
noHoieHa. lenneHHs 3a kaneHaapeM. Yacto xBopina Ha
3acTynHi 3axBopioBaHHs. CriaKoBUII aHAMHE3 Ma€ TeB-
Hi 0co0IMBOCTI, a came: 6adycs 1o JiHil MaTepi XBopie Ha
TOPMOHO3aJIeXKHY OpOHXiaIbHY acTMY, Y MaTepi — po3cisi-
HUIA CKJIEPO3.

CraH npu rocmitanizauii Tsokkuii. Temmepatypa — oo
39 °C, YCC — 120 yuo/xB, YJI — 26 yn/xB, apTepiaTbHUI
tucK — 160/120 MM pr.cT. [liBunHa GJtiga, MIIsIBa; BUpaXxe-
Ha ¢JIaOKicTh, CKapXXUThCS Ha Miajrii, 0iJib B TOMiJIKOBO-
CTOITHUX, TPOMEHe3arn ICTKOBUX, JIKTbOBUX, IJICYOBUX,
CKPOHEBO-HIKHBOIIEIEITHOMY cyriiobax. Ha mkipi o06-
JIn4usl, Tpynei, HajJ cyriodaMu — epuTeMaTo3Ha BUCUII-
Ka 3 eJleMeHTaMU HeKpOo3y, BUpa3KaMu, KPOB’SIHUCTUMU
Kipkamu, cuHApoM PeiiHO, BOTHUIIEBA ajomellis, XeniT.
Ha ciau3oBiit 000JI0HIII MOPOXXHUHUA pOTa — IIPOSIBU ad-
TO3HO-HEKPOTUYHOIO Ta aHTYJISIPHOTO CTOMATUTY, TiHTiBi-
Ty 3 eJIeMeHTaM1 KaHJIUI03HOTO ypaxeHHs. MaloTb Miciie
HaOPSIK i Aedirypallis KOJiHHMX, IPiOHUX CYrI00iB KMCTEM
i cTom, HeBUpaxkeHa MacTO3HiCTh ToMinok. [loniHelpona-
Tisg. [lepkyTopHO Han JiereHsIMM BiA3HAyaBCsl JIET€HEBUM
3BYK i3 IPUTYIUICHHSIM Y 3aIHbOHMXKHIX BillIijIaX, ayCKyJb-
TaTMBHO — KOPCTKe NuXaHHs. Mexi BiTHOCHOI cepleBoi
TYMOCTi PO3LIMPEHi B MONEPEUHUKY, ayCKYJIBTATUBHO CEp-
1IeBi TOHU MPUIIYyLIEHi, apUTMiuyHi, BUCTYXOBYEThCSI CUC-
TOJIIYHMIA ITyM Ha BepXiBLi, B V Toulli. 2KUBIT ITpM maybIa-
11ii 6€300J1iCHUI, TACTO3HICTh MEePeAHbOI YEPEBHOI CTIHKU,
MyNoK TOMITHO 3rjakeHuid. [lediHka BucTynama 3-Trig
Kparo pebepHoi myru Ha 3,5 ¢M, cene3inka — Ha 1,5 cM. Bu-
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MOPOXXKHEHHS 3i CXWIBHICTIO 10 3aropiB. Jdiypes mo 1000 ma

Ha J100y.
Ilpu obcmescenni: B 3araJibHOMY aHalli3i KpoBi —
aHemig (eputpouutd — 2,81 x 10'%/m, remMorniobiH —

80 r/m), neiikorenis (3,55 x 10°/1), TpoMOOLUTOMEH S
(125 x 10°/m), LIOE — 58 mMm/rom. Yac Ta TpWBaIiCTh
KpoBoTeui: moyatok — 41°05”", kiHeub — 540", TpuBa-
qicte — 17357 Petukynomutu — 40,00 % (Hopma 2,0—
12,0 %), deputH — 142,1 ar/mn (Hopma 20—200 Hr/mi),
3ai30 cupoBatkoBe — 17,30 Mxmonb/n (Hopma 5,90—
18,30 MKMosb/m), 3aranbHe 3amizo — 26,60 MKMOJb/N
(mopma 41,0—77,0 MKMOJb/11), KOeDilliEHT HACUYEHHS
tpaHcepunom — 0,05 r/n (Hopma 0,10—0,40 t/n). bio-
Ximiune docaiodcenHs Kpoei: 3aTalbHUI OiToK — 56,4 1/71,
6inipy6in — 7,0 MKMOJIb/J1, XosecTepuH — 4,98 MMob/11,
TuMosioBa npobda — 1,2 On, AJIT — 19 Ox/n, ACT —
24 Op/n, ceyoBuHa — 8,95 MKMOJb/M, KpeaTUHiH —
0,115 MKMoJdb/1, miwokKo3a — 5,44 MMOJb/J, KpeaTu-
HiHkiHaza — 154,0 On/n (Hopma 15,0—123,0 Ogn/n),
TporioHiH T (Bucokouytiausuii) < 0,003 Hr/ma (Hopma
0,00—0,03 ur/mi), 25(OH) — 27,13 Hr/mn (HempocTaTHiit
piBeHb). Koaeyaoepama: diopuHoreH — 4,42 r/n, npo-
TpoMmbiHOBHMit iHaeke — 71 %, ¢piopun — 32 mr, MHO —
0,91 %, diopunoren B (++). [lpomeinoepama: 3araabHUIA
oinox — 57,3 r/n, anpbymin — 36,55 r/1, o, -1J100yIiH —
7,49 %, o.,-rnobynin — 13,42 %, B-rnodynin — 15,30 %,
y-rinobynin — 27,25 %, A/T koedinient — 0,6. Tupeoioni
eopmoru: TTI — 3,1 MMO/n (Hopma 0,17—4,05 MMO/n),
T4 — 98,9 umonb/n (Hopma 60—160 HMONB/NT), aHTH-
TIIO — 77,2 MO/mi (Hopma 1o 20 MO/m).

IIpu mocmimkeHHI 3araJJbHOTO aHaIi3y cedi B TWHaMi-
i BCTAHOBJEHI KojiMBaHHs muTomoi Baru (1015—1022),
oinka (0,5—0,7) r/n, neiikouutiB (12—15 B momi 30py),
3MiHEHMX Ta BUWJIYXEHUX EpPUTPOLMUTIB (BCe ToJjie 30Dpy),
riamiHoBux wWIiHApiB (2—3 B moji 3opy). Kpeatnnin y
cedi — 2,2 MMOJIb/J1, IIBUIKICTh KIIyOOUKOBOI (ijbTpartii —
109 mu1/xB. AHami3 cevi 3a 3SMMHULbKUM: KOJMBAHHS JIEHHOI
KiapkicTi — 220—600 M, HiyHOi — 320—420 M1, muTOMOI
Baru — 1010—1020. B mo6osiii ceui: 6inok — 0,5—0,7 r/m.
Amnari3 ceui 3a Heunnopenkowm: nerikorutu — 12500—8000
B 1 MJI, epUTPOLIUTH — BCE MOJIe 30pY, 3MiHEHi Ta YaCTKOBO
BuiyxeHi. I1ociB cedi Ha 1opy — pOCTY HEMae.

Cybnonynsauii  aimpouyumis: nimbouutn — 29,36 %
(Hopma 35-55 %), 2450 mxna (Hopma 1100—5900 mki);
T-nimporuutis — 81,9 % (Hopma 55—75 %), 2005 /MK (HOp-
ma 700—4200/mkn); T-xennepu (CD3+, CD4+) — 47,18 %
(Hopma 30-55 %), 1156/mxn (Hopma 300—1800/mMKi);
T-mmutorokennu (CD3+, CD8+) — 34,42 % (HopMma
12-30 %), 843/mxn (mopma 200—700/mxim); Tx-Ti-
cuiBBigHoweHHsT — 1,37 (Hopma 1,0—2,5); B-nimdomutu
(CD19+) — 15,74 % (Hopma 10—25 %); NK-mimpoumT —
1,54 % (nopma 5—17 %), 38/mxn (Hopma 90—900/MK).
HCT-T1ect: ciontanumii — 7 % (Hopma 5—12 %), ctumy-
apoBaHuii — 14 %, dyHKuioHanbHMit pesepB — 7 %. Pa-
2oyumo3: akTuBHicTh — 15 % (Hopma 50—90 %), iHTeHCHB-
Hicth — 5,0 (Hopma 4—15). Imynoepama: 1gG — 12,4 v/n
(nopma 7,7—15,1 r/n), IgA — 2,9 r/a (Hopma 1,0—3,3 1/1),
IgM — 1,7 r/n (wopma 0,7—1,5 r/n), HIK — 0,150 r/n
(Hopma < 0,025 r/n). Kommuiement C3 — 0,57 r/n (Hopma
0,90—1,80 r/n). Aumughocghoninioni anmumina: aHTUKAp-

nionininosi aCL IgG — 20,8 U/ml (Hopma < 10 U/ml),
antudocharuauia-cepurosi aPS IgG — 22 U/ml (Hop-
ma < 10 U/ml), antudocharuami-eraHonraminoBi aPE
IgG — 14,1 U/ml (Hopma < 12 U/ml). AHTUHYKJIeapHi
antutina (AHA) — 1 : 1000, aHTHTINIA 10 OMHOJAHITIOTOBOT
JHK — 2,6 (Hopma no 1,1), aHTuTiIa 10 ABOJIAHLIIOTOBOI
AHK — 1,9 (nopma o 1,1). BoBuakoBuii aHTHMKOAry-
JISTHT — TIO3UTUBHU.

EKT: cunycoBuii puTM, HEITIOBHA 0J10KaIa MpaBoi HiXKKHU
myuka ['ica, MetaboiuHi 3MiHu miokapaa. ExoK[I: xnanaH-
HU1 anapaT 0e3 0CO0IMBOCTEN, pO3MipU MOPOKHUH CEePLIst
He 30i7blIeHi, rinepTpodii CTIHOK MioKap/aa He BUSIBICHO,
CKOPOTIUBICTh MioKapaa moMipHo 3HmkeHa (DB — 51 %),
pinuHa B nepukapai. Y3/ opeanie uepesHoi nopojcHuHu:
nudy3Hi 3MiHU TApEHXIMU MEYiHKU, PEaKTUBHI 3MiHU i/~
IIJTYHKOBOI 3aJ7103U, MiHiMaJbHa KiUTbKICTh BUTbHOI PiTUHNA
B TUIEBPAJIbHIl MOPOXHWHI, B AUISIHII Majoro Tasa. Y3/
cyenobie: eKCynaTUBHUN CHUHOBIT KOJiHHUX, TOMiJIKOBO-
CTOTTHUX, KYJIBIIOBUX, JIKTHOBUX CYTJI00iB, MixkdaslaHTO-
BUX CyrJ100iB KucTeil Ta cton. Y3/ wumonodionoi 3air03u:
mudy3He 30UTBIIEHHS PO3MIpiB IIMUTOIIOLIOHOI 3a103:.
Penmeenoepaghis opearie epy0Hoi nopodscHuHu: POIIUPEHHS
MeX Ceplisl B IOMEePEYHUKY, TOCUJIEHHS iHTePCTUIliaIbHO-
rO PUCYHKa JIET€Hb.

3 ypaxyBaHHSIM CITafKOBOro aHaMHe3y (HasBHICTh pO-
IUYiB [0 MAaTePUHCHKIl JIiHil 3 aBTOIMYHHUMHU 3aXBOPIO-
BaHHSIMU), aHAMHe3y 3aXBOPIOBaHHs, JaHUX KJIiIHIYHOTO
Ta J1abOpaTOPHOTO OOCTEXXEHHS Y AUTUHU AiarHOCTOBAHO:
CYB, ninrocrpuii repebir, 3 ypakeHHSIM LIKipH i CIM30BUX
000JIOHOK («METEJIMK», ajomnellis, apTO3HUN CTOMATHT,
OyJIbO3HMI JepMaTUT, MaHiKymiT); cuHIpoM PeiiHo; ypa-
>KEHHSI CYTJIO0iB (MoJiiapTpuT), JereHb (IyJbMOHIT), ceplist
(kapauT), HUPOK (BOBYAKOBUIA TIIOMepyJIOHe(PUT), HEP-
BOBOI cucTeMu (TTOJIiHEWpOIIaTist); TOJiCepO3UTH; JIEHKO-
TMeHi0; TPOMOOLIMTOIEHI0; aBTOIMyHHUI TeMOJIi3 Ta iMy-
HOJIOTiYHI TOpyIIeHHS (TiIBUILEHHS aHTUTLT 10 HATUBHOT
JHK, mo3utuBHi Sm-anTurina, ANA, 3HIDKEHHST KOMII-
nemeHTy C3); Bucokuii cryminb akTuBHOCTI (SLEDAI —
65 Gais).

byna mpoBeneHa iHoykiiiliHa Tepamis, 10 BKJIOYaaa
BUCOKOJO3HY IIIOKOKOPTUKOIAHY (COIYMEIpoia) i LUTO-
cTaTMuHy (1uKiIogochamin) Teparniio, — myabc-Tepartis 1
pa3 Ha MicSLb IPOTATOM 6 MiCALIiB, AaHTUKOATYJISTHTH, 13-
arperaHTu, 61okaropu AII®. ITicist 3aBeplleHHS TYJIbC-
Teparmii AiBYMHa MpoaoBxkyBaia orpumyBaTu ['K-Teparmiio
per 0s 3 TIOCTYMOBOIO BiIMiHOIO A0 MiATPUMYIOUOI 103U,
eHJO0KCaH, Ji3WHOMNpPWJI, IUIaKBeHia, BiTamiH D. Y craHi
MeIMKAMEHTO3HOI cTabii3amii XBopobu nepemaaHa i Ha-
[JISII TOPOCIMX KapliopeBMaTOoJIOTiB.

Y uboMy BuUnaaky miaroctpuit pozsutok CUB ne6ro-
TyBaB 3i LIKipHOTO CUHIpOMY, hoToceHcuOimizaiii. OnHak
HAaBITh TIICJISI MPOTPECYIOYOro MOTIPIIeHHS CTaHy AUTUHU
(BTpata Macu Tina, (peOpmabHA JIMXOMaHKAa, TOJOBHUI
OiIb, MABUILIEHHS apTePiaIbHOTO TUCKY, 301IbIIIEHHS BOT-
HUII BUCUIKHU Ha LIKipi 3 OyJIbO3HUM IePMATUTOM, BUIIA-
IiHHS BOJIOCCS, CTOMATHUT, XeMJIIT, apTPUT KOJIHHUX i Api0O-
HHUX CyI/100iB KMCTEl, CTOIT) AiarHO3 He OyB 3aMiT03peHUM,
a JIMILIE ITiCJIs1 3aIy4eHHs 10 TaTOJ0T YHOTO IIPOLIECY XKUT-
TEBO BaXXJIMBUX OpraHiB (HUPOK, ceplis), MOSIBU MOKa3HU-
KiB J1Jab0OpaTOpPHOI aKTUBHOCTI Yepe3 5 MicCsLIiB Bi MEPIIUX
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CUMITOMIB TIPOBEAEHO iMYHOJIOTIYHE MOOOCTEXEHHsS Ta
niarHoctoBaHo CUB. BiamoBigHo 10 HOBMX KpUTEPIiiB dia-
THOCTUKU BXe uepe3 3 Micsili Bil 1e010Ty 3aXBOPHOBAHHS
y Mali€eHTKA MOXHa OyJi0 HapaxyBaTu 16 GaJiiB TiTbKM 3a
KJIiHiYHUMU KpuTepisimu Ta Bepudikysatu CUB. biabin
paHHS iarHOCTUKA Ta JiKYBaHHS JO3BOJWIM O 3amo0irT
MpOTpecyBaHHIO I TeHepati3allii XBopoOu i3 3allydeHHSIM
JIO TIaTOJIOTIYHOTO TIPOIIECY KUTTEBO BAXKJIMBUX OpraHiB
(HMpOK, JieTeHiB, ceplisi), 11O MOTPeOyBaJio arpecUBHOL
Teparlii, Ta YHUKHYTH TSKKOTO HEOOOPOTHOTO OPTaHHOTO
VIIKOIKEHHS i TOCITTU B OLIBII KOPOTKi TepMiHU HEaK-
TUBHOI (ha3y 3aXBOPIOBAHHSI.

BMCHOBKMU

Hocsin autsyoi  kiiHiku Y «ITTAI iM. akan.
O.M. Jlyk’sHoBoi HAMH VYkpainu» i HaBeneHi BUManku
CBimyaTh Tpo Te, 1110 CUCTEMHMI YepBOHUII BOBYAK Y [li-
Tell — 3aXBOPIOBAHHS 3 TETEPOreHHOIO KJTIHIYHOIO KapTh-
HOI0, 0OCOOIMBOCTSIMU 1€0I0TY, MPOTPECYBAHHS Ta MMPOTHO-
3y, 110 TOTpedye BCeOIYHOTO KJIiHIYHOTO, JIAOOPATOPHOTO,
IHCTpYMEHTAJIbBHOTO OOCTEXEHHsI XBOpHUX, KBajiikoBa-
HOTO Ta MePCOHi()iKOBAHOTO ITiIXOIIB 0 OLIIHKK OT0 pe-
3yJIBTAaTiB 3 METOIO OLIbII paHHBLOI HIaTrHOCTUKM Ta CBOE-
YacHOTO MPU3HAYEHHS aIeKBaTHOTO JIiIKyBaHHSI.

binbmr arpecuBuuii nepedir CUB y miteit i mimmiTKiB
SIK y caMOMYy Je0I0Ti, Tak i 3 INIMHOM 4Yacy NPU3BOAUTH 10
OL7IbIIIOL YACTOTU OpraHHMX YIIKOMXKeHb. CBo€UacHa mia-
THOCTHMKA 3 BUBHAYEHHSIM aKTUBHOCTI i1 BapiaHTy mepeoiry
XBOPOOU Ta NMpU3HAYEHHSIM aJeKBaTHOI Tepallil CIpusie 3a-
nobGiraHHIO reHepaJizallii poLecy i3 3aTy4eHHSIM XUTTEBO
BaXKJIMBUX OpraHiB, MiHiMi3allil yCKJIaIHEHb Y Malli€HTIB, 1X
iHBaTiIM3allii, 30UIbIIEHHIO TPUBAJIOCTI Ta MOJIIILIEHHIO
SIKOCTI XKUTTSI.

Hiarnoctuka CUB y neGroTi B miTeii 10 1IbOTO Yacy rnes-
HO0 MipOI0 € CKJIAJHOIO SIK JIJIsI CiIMEHOTrO JIiKapsi, Mmei-
arpiB, Tak i Ui JUTSIYUX PEBMATOJIOTIB. 3aCTOCYBaHHS
HOBUX [iarHOCTUYHUX KPUTEPIiiB 10O3BOJISIE BCTAHOBUTU
MiaTHO3 y OUTBII paHHI TePMiHU 3aXBOPIOBAHHS Ta PO3IIO-
YaTy MaTOreHEeTUYHY Tepartito.

KonduikT inTepeciB. ABropu 3asBIsIIOTH PO BiACYT-
HiCTh KOHQJIIKTY iHTepeciB Ta BjacHOi (hiHaHCOBOI 3alli-
KaBJICHOCTI IPU MiATOTOBII JaHOI CTATTi.
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Myksund E.H., OmenbyeHko A.U., beanbsckas E.A., Ayaka W.B., Nroasuk T.A., Mavkesud A.H.
'Y «MIHCTUTYT NeamnaTpuy, QkyLLIEPCTBA U TMHEKOAOTUM UM. AKAA. E.M. AykbsiHosovi HAMH YikpauHs», 1. Kues, YkpauHa

CAOXHbIe BONPOChI PAHHEN AUArHOCTUKU CUCTEMHOMN KPCOCHOM BOAYOHKU Y AeTeN

Pe3iome. TpuseneHbl maHHbIE O COBPEMEHHBIX KIMHMYECKMX
MPOSIBJIEHUSIX cucTeMHOl KpacHoii BomyaHku (CKB) y meteit u
TMOIPOCTKOB C OMUCAHKUEM MOIUMOpGhU3Ma OTAETbHBIX CHUMIITOMOB
MOPaXeHUsI KOXU, KOCTHO-MBILIEYHON CUCTEMbl M BHYTPEHHUX
OpraHoOB, MPEACTABJISIIOIINX TPYAHOCTY B paHHEN TMarHOCTUKE 3a-
O6oneBaHusa. OcBeleHbI BOTIPOCHI KITaCCU(PUKAITMOHHOTO aHATN3a
CKB, akiieHTUpOBaHO BHUMaHUE Ha TOM, UYTO KJIaCCU(UKALIMOH -
Hble KPUTEPUHU HE BCErna JOCTATOYHBI JJIs1 PaHHE! JTUarHOCTUKU
3a00J1€BaHusI B IETCKOM BO3PACTE, UTO B OTAEJBHBIX CIIyJasix Mpu-
BOJIUT K «BBITIAACHNIO» OOJTBHBIX C TIOJTHOCTHIO C(POPMUPOBAHHBI-
MU CUHIPOMaMHU M/WIM HETUIMYHBIMU (hopMaMu 3a00JIeBaHMUs.
HMuarnoctuueckue Kputepuu CKB SLICC (2012) mocratouHo
MH(POPMATUBHBI, OJHAKO HE HALIUIM IIMPOKOTO BHEAPEHUSI B KU~
HUYECKOI MPaKTUKe IeTCKOl pemaronoruu. [IpuBeneHs! kiaccu-
dukaumonnsie kpurepun ACR/EULAR (2017). TpeacraBieHbl
pe3ysbraThl JMHAMUYECKOrO MOHUTOPUHIA 22 MalueHTOB, KOTO-

pble B TeyeHue nocieaHux 10 Jiet jeunnmuch B JeTCKOM KIMHUKE
uHctutyTa. [TokazaHo, uto y 28 % GoJbHBIX AMArHO3 ObUT Bepudu-
LIMPOBAH TOJILKO MPH MOBTOPHOI rocnutanu3auuu, y 10 % — mou-
TH yepe3 6 JieT mocJie ne6rota 6oe3Hu. [IpuBeaeHo onrucanme K-
Huyeckux cirydaeB CKB: y mairyieHTa ¢ nepBUYHO-XPOHUYECKUM
TeUeHUEeM (MOPaXKEHUEM KOXHW M KOCTHO-MBIILIEUHON CUCTEM) U
pebeHKa ¢ MOAOCTPBIM TSLKEIbIM TeUeHUEM OOJIE3HU C IMopaxe-
HueM rouek. OOCYXIAoTCsl BOIPOCHI UX AUArHOCTUKU B JIe0OI0Te
3a00J1eBaHMsI TIPU MMPUMEHEHNUHN KIacCUDUKAIIMOHHBIX KPUTEPUEB
CKB, npemnoxennbix ACR/EULAR (2017). TlpumeHenue co-
BPEMEHHBIX KITMHUYECKUX U UMMYHOJIOTUUECKUX KPUTEPUEB IMa-
rHoctiku CKB B OOJBIIMHCTBE CyyaeB MO3BOJISIET YCTAHOBUTD
JIMarHO3 B paHHUE CPOKU 3a00JieBaHUSI U CBOEBPEMEHHO HayaThb
MaTOreHETUYECKYIO TePATHIO.

KiroueBbie clI0OBa: cucremHas KpacHas BOTYaHKA; JMarHOCTH-
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Complex issues of early diagnosis of systemic lupus erythematosus in children

Abstract. Data on the current clinical manifestations of sys-
temic lupus erythematosus (SLE) in children and adolescents are
presented with a description of the polymorphism of individual
symptoms of skin lesions, musculoskeletal system and internal
organs, which are difficult for early diagnosis of the disease. The
questions of classification analysis of SLE are highlighted, atten-
tion is focused on the fact that classification criteria are not always
sufficient for early diagnosis of the disease in childhood, which in
some cases leads to the “loss” of patients with not fully formed
syndromes and/or atypical forms of the disease. The diagnostic
criteria for SLE of Systemic Lupus Collaborating Clinics (2012)
are quite informative, but they have not been widely adopted in
the clinical practice of pediatric rheumatology. American Col-
lege of Rheumatology/European League Against Rheumatism
(ACR/EULAR) classification criteria (2017) are provided. The

results of dynamic monitoring of 22 patients who were treated
in the children’s clinic of the Institute over the past 10 years are
presented. It is shown that in 28 % of patients the diagnosis was
verified only with repeated hospitalizations, in 10 % — almost 6
years after the onset of the disease. The clinical cases of SLE are
described: in a patient with a primary chronic course (lesions of
the skin and musculoskeletal systems) and a child with a subacute
severe course of the disease with kidney damage. The issues of
their diagnosis in the onset of the disease are discussed using the
classification criteria for SLE proposed by ACR/EULAR (2017).
The use of modern clinical and immunological criteria for the di-
agnosis of SLE in most cases allows you to establish the diagnosis
at an earlier stage of the disease and to start timely the pathoge-
netic therapy.
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