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BCTYN

CuHppom KoraHa — pigkicHe ayTOiMyHHE 3axBO-
PIOBAHHA FPynmM CUCTEMHUX BACKYNITIB, LLLO Xapak-
TEPUIYETHLCA 3anasibHUM ypaXeHHAM o4en (iHTep-
CTUUianbHUI KepaTuT, YBEIT, ENICKIEPUT) Ta opraHa
cnyxy (HEMpOCeHCOpHa TYroByxiCcTb, BECTUOYNSAP-
Hi nopyweHHs). Bneplwe ue 3axBOplOBaHHSA Onu-
caBy 1945 p. amepukaHcbkuin odptanbmonor David
Cogan gk noegHaHHa HecneundiyHoro (Hecunodi-
NITUYHOr0) IHTEPCTULIaNbHOrO KepaTuUTy Ta ayaio-
BECTUOYNAPHMX CUMMATOMIB, LLLO HAaragytTb XBOPO-
6y MeHbepa (Cogan D., 1945). 3rigHO 3 0CTaHHbLOIO
(Chapel Hill Consensus Conference, 2012) mixHa-
POOHOIO0 KNnacunodikauieo CMCTEMHUX BACKYITiB, CUH-
apom KoraHa HanexuTb go rpynu «Backynitu, wo
YPaxyTb CyAMHN pPi3HUX po3MipiB» (Jennette J.C.
et al., 2013). Y MixHapoaHin knacudikauii xBopobd
10-ro neperngaay Le 3axBOpPOBaHHS Nif, Takol Ha-
3BOIO He dirypye, Hanbnmxunin 3a 3Ha4YeHHSIM 019
Hboro koa — H16.3 — «iHTepcTuuianbHUn (CTpO-
ManbHWU) i TNMOOKNIA KepaTUT», OCKiNlbKW camMe
Len KiHiYHNI NposB (IHTepCTuLianbHU KepaTuT)
€ roJIOBHOI MaHidecTaLlielo 3axBoptoBaHHA. CUH-
Apom KoraHa HanexmTb A0 opdaHHUX 3axBOPIO-
BaHb, noro (Cogan syndrome) kop B orphanet —
1467.Y 2017 p. ue 3axBOPIOBAHHS Mg HA3BOIO «IH-
TepcTulianbHUI (CTpOManbHUA) i rIMGOKKIA KepaTuUT
(cnHppom KoraHa)» BHeceHO fo Nepeniky piakiCHUX
(opdaHHMX) 3axBoptoBaHb i B YkpaiHi (Haka3d MO3
Ykpainum Big, 29.06.2017 p. N2 731).

CunHpgpom KoraHa po3BMBaAETLCS Hacammnepen,
B 0Ci6 mMonopgoro Biky, 6€3 6yab-AKNUX reHaepHUX
ocobnueocTeli. CepeHili Bik No4aTKy 3axBOPIOBaH-
HA — 29 pokiB, PiAKO ONMUCYETLCS Y AiTeln Ta ocib no-
XUnoro Biky. MNonynauinHux gocnigXeHb WoaA0 3a-
XBOPKOBAHOCTI Ta NOLLIMPEHOCTI LibOro 3aXBOPIOBAHHS

BV Ta Cy4acHi nigxoam Ao JiKyBaHHS nauieHTIB i3 cuHapomMmom KoraHa. Onuv-
CaHo KJIHIYHWV BUNaaokK JliKyBaHHS cCuHAPoMY KoraHa y BaritTHOI 3 ypaxeH-
HSIM BHYTPILLIHbOIO Byxa Ta 04€Vi i3 3aCTOCYBaHHSIM iMyHOBIO0ri4HOI Tepartii.

Hemae, fiarHo3 BCTAHOBIIOETHLCS PiAKO, HaBiTb Y Cche-
uianisoBaHmMx megun4Hux ueHtpax (McCallum R.M.,
St. Clair E.W., 2012). OgHieto 3 HaMBigoOMiLLMX 0CO-
éucTocTelt, ska xBopina Ha cuHgpom KoraHa, 6yB Bu-
noaTtHui komno3unTop Jlioagir BaH betxoseH (Larkin E.,
1971).

ETionoris Ta natoreHe3 HeBigomi. CrnoyaTtky ic-
HyBasna iHdekuinHa rinote3a BUHUKHEHHS CUHOPO-
My KoraHa. JocnigHukn HauioHanbHOro iHCTUTY-
Ty 300POB’A BUSABUIIN, LLLO XBOPI 3 LLIEIO NATONOrIED
MaloTb BULL TUTPW aHTUTIN o Chlamydia tracho-
matis (Haynes B.F. ta cnisaBT., 1980). Y 1997 p.
L. Ljungstrom Ta cniBaBTOpPM onmcanu BUNagoK CUH-
npomy KoraHa y xBoporo 3i 36inbweHnmmn y 4 pasu
TuTpamu aHTuTin IgG no Chlamydia pneumoniae
y cupoBaTLi KpoBi. Pe3ynbTaTn iHWKWX OOCIOXEHb
NepeKoHINBO CBigYaTb NPO ayTOIMYHHUI MEXAHI3M
pPO3BUTKY LIbOro 3axBoptoBaHHa (Haynes B.F. et al.,
1980; Vollertsen R.S. et al., 1986). Tak, Busasne-
HO nimdonnasmMmounTapHy iHdINbTpaLito B pasin-
Ky Ta POriBLUi, aHTUTINIa 40 aHTUIeHIB BHYTPILWHbLOIO
ByXa i POriBK1, a TAKOX NPOAEMOHCTPOBAHO edek-
TUBHICTb M1IOKOKOPTUKOIAIB | LUTOCTATUKIB NPU CUH-
anpowmi Korana (Grecoa A. et al., 2013). MoxnueicTtb
PO3BUTKY a0OPTUTY 41 BACKYNITYy apTepPIin cepeHboro
Kaniépy natoMopdonoriHHo Habnxae Len CUHAPOM
L0 apTepiiTy Takasicy Ta By3/IMKOBOro nosiiapTepii-
Ty. BusBneHo anTtutina oo «<nentnay KoraHa» B cMpo-
BaTLi KPOBIi nauieHTiB i3 cuHapomom Korana. licns
MacuUBHOrO TPAHCNOPTYBAHHS aHTUTIN A0 «NenTuay
KoraHa» y MuLien aHTUTiNa nokanisytoTbCs B paBnm-
Ky, TOAi K iHLWIi aHTUTINa He 3B’A3YI0TbCS 3 Koxeap-
HUMM KniTnHamun (Lunardi C. et al., 2002).

Y 1abn. 1 npeacTaBneHO rosioBHi KAiHiYHI NposiBK
cuHgpomy Korana (McCallum R.M. et al., 2002). Y Bcix
nawuieHTiB Big3Ha4Yal0Tb 3anasibHi 3aXBOPIOBAHHSA 04en
Ta BeCTUOYN0-CNyxoBy ANCPYHKLIIO, AyXe YacTo —
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BTPATy C/yXy Ta BEPTUro (3anamMopoyeHHs). HacTu-
MW MPOSIBAMU NPU YPAKEHHSX O4EN € iHTepCTULLiab-
HU KepaTuT, a Npu ypaxeHHi Byxa — A3BiH y Byxax,
HynoTa, 6nioBaHHA, Aello piglwe — atakcia. Y TpeTtu-
HN XBOPUX BUHMKAE KOH’IOHKTUBIT, ipUAOUVKIIIT, eni-
CKJIEPUT, CKNEepUT, a Takox Hictarm. Y 15% xBopux
Bi3HA4al0Tb OCLMIIONCIIO (iNt03ito 06epTaHHA HaBKO-
NNWHBLOro cepeposuLLa abo HepyxomMoro o6’ekra)
Ta cuctemMHuin Backynit, y 10% — aopTtuT i3/6e3 He-
[OCTaTHOCTI KlanaHiB aopTu. Taki ypaxeHHs o4en, K
naninit, 3afHin yBeiT, peTUHaNbHUIA BaCKyNIiT, BITPUT
i ek3odTanbMm, BUSBAAIOTbL 4OCUTb PiaKO.

Tabnuug 1
FonoBHi KniHiyHi nposBu cuHppomy Korana
MposiBu ‘lacrf(a MposiBu Hacrf(a
BUNagkie, % BUNaAKiB, %
YpaxeHHs ouein YpaxeHHs Byxa
3ananbHi xBopobu Bectubyno-
oyeit 100 cnyxosa 100
ONChYHKLiA

IHTepCTULIHNIA 70 Brpara cnyxy 95
Kepatut
KOH’lOHKTUBIT 35 Bepturo 90
Ipupouuknir 30 [13BiH y Byxax 75
Enickneput/ckneput Hypora

30 Ta 6/110BaHHs 65
Maninit 5 Arakcis 45
3apHiit yeeit 5 Hictarm 30
PeTVIHEI.ﬂbHVIl‘/'I 5 Ocuunoncis 15
BaCKyniT
Bitput 5 CuctemHuii 15

BACKyNiT

Ex3odTansm Aoptut 3/6e3

<5 HELOCTaTHOCTI 10

K/1anaHis aopTu

Y xBopwux i3 cnHapomMmom KoraHa Hepigko cnocrte-
piraloTbca HecneundiyHi cMcTemMHi npossu (Tabn. 2),
Taki 9K NigBULLLEEHHS TeMnepaTypu Tina, BToma, BTpa-
Ta mMacu Tina, apTpuT, apTpanris, mianria. OnmcaHo
BUNaaku 6050 B XNBOTI, LUTYHKOBO-KULLIKOBUX KPO-
BOTeM, NiMmdageHonarii, renato- Ta crnjeHomerarnii.
MoXyTb BUHMKATV PO3Naan LEHTPAIbHOI Ta nepude-
PU4YHOT HEPBOBOI CUCTEMMU, LLKIPHI BY3/INKW, MIEBPUT,
Bucun, we pigwe — nonixoHaput (McCallum R.M.
etal., 2002).

Tabnuug 2
CuctemHi nposeu cuiapomy Korana
MposiBu ‘lacT!(a
BUNapKiB, %
Jluxomarka 25
Broma 20
ApTtpanrig/mianris 15
ApTput 15
Brpara macwu Tina 15
Binb y xuBoTi 10
LLInyHkoBO-KMLIKOBA KPOBOTEYA 10
JNlimbageHonaris 10
l'enatomeranis 10
CnneHomeranis 10
Po3nagy LeHTpanbHoi HepPBOBOI CUCTEMM 5
LLKipHi BY3AMKN 5
lMnesput 5
Bucun 5
Po3nagun nepudepnyHoi HepBOBOI CUCTEMM 5
TonixoHpput <5

BJTACHI CNOCTEPEXEHHA

JTabopaTopHi BiaxnneHHa, saKki Bia3HavalTb
npu cuHapomi KoraHa, HaBegeHo B Tabn. 3 (McCal-
lum R.M. et al., 2002). HanyacTiwummMmu nposieamu €
NEenKoumTOo3 Ta NigBULLLEHHS LUBUAKOCTI OCIAaHHS epu-
TpouuTiB (LUOE), y 50% BMNaakie BUSBNSAETLCS HE-
Tpodinida, y UBepTi XBOPUX MOXMBI BigHOCHa niMdo-
NeHis Ta 3MiHW Y CMMHHOMOS3KOBI PigViHi, BKIOYao4mn
N1eounTos, NigBULLLEHHS PiBHA Binka Ta y-rnobyniHis.
TakoX MOXJNBI 3HUXEHHSA aKTUBHOCTI KOMMnie-
MeHTy C3, C4 Ta 3arasibHOro reMosliTM4HOro KOMri-
nemeHnTty (CH50), kpiornobyniHemis, neikounTos
>24 000 kn/mn.

Ta6nuusa 3
JlaGopaTopHi BigXuneHHs,
AKi Big3HauyaloTb npu cuHapomi Korana
Mposieu '-IacT!(a
BUNagkie, %

JleiikounTo3 75
Heittpodinis 50
BinHocHa nimdoneHis 25
Jleiikounto3d >24 000 kn/mn 10
LLIOE >20 mm/roa 75
3MiHN y CMIUHHOMO3KOBIN PiguHi 25
Kpiorno6yninu 17-23
3HUXEeHHs komnnemeHTy C3 21
3HUXeHHs komnnemeHTy C4 17
SHWXEHHS 3araibHOro reMosIiTU4HOr0 KOMMIEMEHTY 17

KpimM OUiHKM KAIHIYHMX NposBIB | Manocneundgiy-
HUX, HE3aKOHOMIPHMX 1abopaTopHUX BiOXWUNIEHb, Ae-
AKi aBTOPW AN NOKPALLEHHS AiarHOCTUKM CUHOPO-
My KoraHa nponoHyoTb Bu3HadaTtu aHTu-Hsp70 (6i-
JNIOK TEeMNNOBOro Woky macoto 70 k[la) aHTuTina, TuTpm
AKX NigBuLLEeHi y 92,9% xBopwux i3 TMNOBUM nepe-
6irom cnHgpomy KoraHa ta nuwe y 5,2% ocib rpy-
nm KoHTposto (5,2%). NMo3nTuBHICTb 3a aHTU-Hsp70
BU3HAYEHO Yy 52,7% XBOPMX 3 ayTOIMYHHOIO CEHCO-
HeBpasibHOIO TyroByxicTio Ta 'y 16,6% xBopux 3 aTu-
nosumMmu dopmamu cuHgpomy KoraHa. Tomy aHTU-
Hsp70-aHTuTina MoXyTb PO3rnaaTnCh sk CEPOOTiy-
HUIM Mapkep cuHapomy KoraHa 3 Tmnosum nepebirom
(Bonaguri C. et al., 2014).

PaHaomi3oBaHMX KAiHIYHUX A0CAIAXEHb OLHKN
edEKTUBHOCTI Pi3HMX NiKapCbknx 3ac0obiB Npu CUH-
apomi KoraHa Hemae. JlikyBaHHS FPYHTYETLCS Ha ce-
pigx KNiHiYHMX BUNaakiB abo 6yayeTbCHA LWASAXOM
TpaHchepy NikyBasbHOI TAKTUKM iHLLMX ayTOIMYHHUX
XBOPOO 3i CXOXMMWN MexaHi3amamm po3BuTky. CTpa-
Teria Tepanii 3anexumTb Bif TSXKOCTi 3aXBOPIOBAHHS:
NOKasbHi FMIOKOKOPTUKOIAM 3aCTOCOBYIOTbL NpU ypa-
XXEHHI 04Yer Nerkoro CTyneHs TAXKOCTi, CUCTEMHI
iIMyHOCYNpecaHTN BUKOPUCTOBYIOTb MNPU MNOPYLUEH-
HSAX CIYXY, TSKKUX 3aXBOPIOBAHHAX o4ell abo 3a Ha-
SBHOCTIi CUCTEMHUX NPOSBIB. Y pasi HeehEeKTNBHOIO
NiKyBaHHA 3 HE3BOPOTHOIO | TAXXKOIO BTPATOK CIyXYy
HACTYMNHMM KPOKOM € KoxfieapHiimnnaHtaTtu (Tayer-
Shifman O.E. et al., 2014). Y 2009 p. J.G. Orsoni
Ta cniBaBTOPW NpoaHanidysanu BAACHUNA 8-piyHUN
[OCBIf, 3aCTOCYBaHHS MOKPOKOBOI (00 OTPUMAHHSA
MOBHOIO KOHTPOJIIO HAaA 3ananeHHAM) KOMOiHOBaHOI
iIMyHOCYNpecuBHOI Tepaniiy 76 nauieHTiB i3 3anab-
HYMW 3aXBOPIOBAHHAMM O4€EN, BKJIIOHAI0YN CUHAPOM
KoraHa, B sskux He 6yno aaekBaTHOI Bianogiai Ha Mo-
HOTepanito rKOKOPTMKOIiAaAMU B MaKCUMabHUX
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posax. NNpooemMoHCTPOBaHO BMCOKY e(DEKTUBHICTb
KOMOIHOBaHOI iMyHOCYynpecuBHOI Tepanii (rnoko-
KOPTUKOIAWN + UMKIOCMNOPUH A; rOKOKOPTUKOIAN +
LMKIOCNOPUH A + aHTMMeTaboniTn (nepLovepro-
BO — METOTpekcaT, MoTiM — a3aTionpuH); roKo-
KOPTUKOIAM + LUKIOCNOPUH A + aHTUMeTabonitn +
unknodocdamia; rnoKoKOPTUKOIAM + LUKITOCMNOPUH
A+ aHTnmeTabonitn + unknodocdamig + iMmyHorno-
OyniHW): MOBHUI KOHTPO/b 3anafieHHs 4OCAraBcs
y 86% nauieHTiB. [eBHi Haaii NoB’A3yl0Tb i3 3aCTO-
CYBaHHSIM Me3eHXiManbHUX CTOBOYPOBUX KJITUH.
PesynbTatyu npoBeaeHux AOKIHIYHUX OOCNIOXEHb
in vitro Ta in vivo paloTb NiACTaBM po3rngagaTtn MOX-
JINBICTb BUKOPUCTaHHS Me3eHxiMaslbHUX CTOBOYpO-
BUX KJIITUH NPY OKPEMUX IMYHOJIOTIHHO ONoCcepenKo-
BaHUX CTaHax, BKJKOYaAKO4YM peakuiio «TpaHcnnaHTar
npoTu xassgiHa», xBopoby KpoHa, po3cisiHuin ckne-
po3, pedppakTePHUN CUCTEMHUM YEPBOHWNIM BOB-
yak Ta CUCTEMHUI CKNIepo3. IX BNANB 3yMOBAEHMI
HE e MyJbTUNOTEHLIIOYO0I0 Oi€E0, ane i npo-
TusananbHUMU, TPODIYHUMKN Ta pereHepaTuBHUMU
edektamu (Figueroa F.E. Ta cnisaBT., 2012). B po-
60T7i E. Ben-Ami Ta cnisaBTopiB (2011) onucaHo, wo
Me3€eHXiMabHi CTOBOYPOBI KNITUHU MalOTb NMOTYXHi
iIMYHOPErynaTOPHi BNAaCTUBOCTI T2 MOXYTb MOLYJIO-
BaTU NPUPOLXEHUI Ta HABYTUI iMyHiTeT. Tak, cuc-
TeMHe BBeeHHS Me3eHxiMaslbHUX CTOBOYPOBUX KJli-
TUH B eKCNEePUMEHTANIbHUX MOENSX ayTOIMYHHUX 3a-
XBOPIOBaHb (PO3CiAHMI CKNepo3, MiacTeHiq, aiabeT,
peBMaToigHNI apTPUT | CUCTEMHUIA YEPBOHWUIA BOB-
YyakK) NMPOLEMOHCTPYBANO KOPUCHI KIiHIYHI edekTn
Ta BIAHOBNEHHS iIMYHONOTiYHUX DYHKLIN. [TpoTe He-
00XigHI Nnoganblui AOCNIAXEHHS Ana 3’ACyBaHHS iX
crneumdiyHoOro MexaHiamy Aii, LOBrocTpoKOBOi 6e3-
neku, eekTUBHOCTI Ta AOUINbHOCTI KAIHIYHOro 3a-
CTOCYBaHHS Npu JlikyBaHHi cnHapomy Korana.

OnuncaHo cepii BuNagKiB 3acTocyBaHHS iMyHOOIO-
JIOTiYHMX NpenapaTiB Npu LbOMY BackyniTi. 3okpe-
Ma, NPOAEMOHCTPOBAHO ePEKTUBHICTb 3aCTOCYBAH-
HS iHdnikcumaldy B 9 3 10 BUNaakiB pe3nCTEHTHOroO
cuHgpomy KoraHa (Tayer-Shifman O.E. et al., 2014).
B akTyanbHMX KNiHIYHMX peKOMeHAaLIfX 3 NiKyBaHHSA
cuHgpomy KoraHa (Tayer-Shifman O.E. et al., 2014)
HaBeeHOo NoKa3aHHs 40 3aCTOCYBaHHS iHpikCcuma-
Oy (Tabn. 4). 3okpema, aBTOpPW BBaXaloTb, WO PO3-
rnagaTyv 3acTOCyBaHHSA iHbikcumaby gk Tepanito
nepLwoi NiHii cnig y XBOpuX i3 TAHKKUMU yYPaxKeHHSIMN
o4en, i3 3arpo30to0 BTpaTn 30py, LWBUAKOK BTPATOO
cnyxy, Npy 0QHO4YaCHOMY 3aJly4eHHi 060X O4elt, 3a Ha-
SIBHOCTIi BACKYJiTy BENIMKUX CYAVIH, 3aJly4EHHS cepus,
HMPOK Ta HEPBOBOi CMCTEMM, NPU 3arajibHOMY CTaHi,
LLLO YHEMOXJIMBIIIOE 3aCTOCYBAHHSA MIOKOKOPTUKOI-
OiB Y BUCOKNX O03ax.

EdekTUBHICTL eTaHepuenTy AOCnigXyBanm
Yy MPOCNEKTUBHOMY A0CHIAXEHHI 3a y4acTto 23 XBO-
pux i3 4BOBIYHMMM iIMYHOONOCEPEAKOBAHUMM KOX-
neoBecTnbynapHuMn posnagaMmu abo cuMmnTtomMa-
MU XBOpPOOW MeHbepa, y TPbOX i3 HUX OYB CUHOPOM
KoraHna (Matteson E.L. et al., 2005). Y gBox i3 TpbOX
XBOpUX i3 cuHapoMom KoraHa BUABAEHO NOJin-
LUEeHHN ayaiorpamu, ane eTaHepuenT He 3anobiraB
BTpAaTi Ciyxy. Takox onncaHo oanH BUNanok edek-

TUBHOI0 3aCTOCYBaHHSA pUTyKCMMaby Ons nikyBaH-
He nauieHTiB i3 cuHgpomom Korana (Orsoni J.G.
etal., 2010).

Ta6nuus 4
PekomeHpauii wopo 3acTocyBaHHs iHdnikcumaly ans nikyBaHHs
nauieHTiB i3 cungpomom Korana

A. 3acTocoyBatu iH¢pnikcumab cnin;

+ 3a BifICYTHOCTI BifiNOBIfi Ha FNIOKOKOPTUKOIAW Npn 2—3-TUXHEBOMY 3a-
CTOCYBaHHI

* Y pa3i HEMOX/IMBOCTi 3HU3UTM [03Y MOKOKOPTUKOILIB HUXYE

10 mMr/no6y, 3a HasiBHOCTi NPOTUNOKA3aHb [0 3aCTOCYBAHHS

(miabeT, HekepoBaHa apTepianbHa rinepTeH3is) i TAXKUX NoBiYHNUX
edekTiB

B. Po3rnspaty 3actocyBaHHs iHdikcumaby sk Tepanito nepLoi niwii cnig
Y XBOPMX 3:

* TKKMMU YPAKEHHSIMU OYeld, i3 3arpo30io BTpati 30py (pyOLioBaHHS
Ta NiBULLEHHS BHYTPILUIHHO0YHOrO TUCKY)

* LWBMAKOIO BTPATOIO CAyXy (Ha pieHi 50 I'y)

* Mp¥ OFHOYACHOMY 3ajly4eHHi 060X oyeit

* 32 HasIBHOCTI BACKYMITy BEJIMKMX CYAMH, 3aTy4EeHHS CEpLsi, HUPOK

Ta HEPBOBOI CUCTEMN

+ 3aranbHUM CTaHOM, L0 YHEMOXIIMBIIOE 3aCTOCYBAHHS IMIOKOKOPTMKOI-
LB y BUCOKMX [,03aX (TSKKa CepLeBa HefoCTaTHICTb, HEKOHTPONbOBAHMIA
njiaber yn aprepianbHa rinepreHsis)

HaBoanmo KNiHiYHMI BUNagoK PO3BUTKY CUHOPO-
My KoraHa y >XiHkm MOn040ro Biky Ta MOro ycniwHo-
ro NikyBaHHS i3 3aCTOCYBaHHAM iHPikcumaby. XBo-
pa ., 25 pokiB, 3BepHyNnacs 40 PEBMATOJIOTIB Y CiYHi
2016 p. 3i ckapramm Ha 3HMXEHHS CNyXy Ha obuaea
Byxa (binbLue 3niBa), WyM Yy Byxax, 3anaMoOpPOYEHHS,
NMOpYyLUEHHS KOOPAMHALT, HYAO0TY, 6N0BaHHS, MoYep-
BOHiHHSA Ta 6inb y niBOMy ouji. 3 aHaMHe3y BifgoMO,
wo B atoToMy 2015 p. nauieHTka BnepLue Bia3Ha4ynna
enisop 3aranbHOi cnabkocTi, roaoBHOro 6onio, nia-
BULLEHHS TeMnepaTypu Tina, WyMm y niBOMy BYCi Tpu-
BasicTio 1 TMX. 3a MEAMYHOIO A OMOMOrOI0 He 3BEpP-
Tanacs, caMOCTIMHO po3mnoyana npumnom napaue-
Tamosy Ta pumMaHTaauHy. Y kBiTHI 2015 p. wBMako
PO3BUHYNCS 3aMNaMOpPOYeHHs, 3arasbHa cnabKicTb,
HypoTa, O/t0BaHHS, NOPYLLUEHHS KOOpAMHaLUii pyxiB,
WwyM Yy BYCi 3/iBa. 3aranbHuiA aHania KpoBi, BKJIO-
yatouun LLIOE, Ta piBeHb C-peakTuBHOro 6inka 6ynm
B Mexax Hopmu. lMpn npoBeaeHHi KOMN’tOTEPHOI TO-
Morpadii ronoBHOro Mo3ky, peoeHuedanorpadii,
YyNbTPA3BYKOBOrO AOCIAXEHHSA CYANH FON0BM Ta LUK
naTtonorii He BUABUAN. AyaiOMeTpPia: 3HUXEHHS CNy-
XYy Ha BUCOKMX YacToTax y niBoMy Byci. XBopa byna
KOHCY/NbTOBaHa OTONIAPUHIOIOrOM, SSIKUA BCTAHOBMB
niarHo3 «focTpuii niBoGiYHMI NaBipUHTUT BiPYCHOT
eTionorii» Ta Npu3Ha4YnB gekcameTas3oH 16 Mr BHy-
TPiLWHbOBEHHO, PypOCEMI, Ta OHOAHCETPOH Mep-
opanbHO. 3a JaHMMK NOBTOPHOT aygiorpaMmn 3Hu-
XEHHS CNyXy MOBHICTIO perpecysaso, NpoTe LWym
y ByCi 3anuwascs. Y sepecHi 2015 p. wym y niBomy
BYCi MOCUJIMBCS, OTONAPUHIOMOr 3anifo3punB XBO-
poby MeHbepa, ane, 3Baxatoum Ha BiACYTHICTb 3MiH
3a naHumu aygiorpamu, 6yno pekoMeHZ0BaHO CMNo-
CTepexeHHs B AnHamMili. Hepes 4 mic xBopa Big3Ha-
ymna piske NOYepBOHIHHA NiIBOrO OKa, Big4yTTs CTO-
POHHBOrO TiNna B HbOMY, CNbo30Tedy. CaMOCTINHO
BMKOPWUCTOBYBasna Kpanii 3 aHTUBioTUKoM Ta riio-
KOKOpPTUKOTAOM. KniHiYHi NposiBK 3ananeHHs NiBoro
OKa 3HUKIN, ane WwymMm y niBOMy ByCi nocunmecs. He-
pe3 2 TUX y XBOPOIi BUHUK APYrnii eni3on 3ananeHHs
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TOro X OKa, 3acTocoByBasna AnKIopeHaK 10KanbHO.
HacTynHoro gHq BinbyBCcs peumamB rocTporo niBo-
OiyHOro NabipnHTUTY. 3a AaHMMK aynioMeTpii BUSB-
JIEHO 3HUXEHHS CNyXy HA BUCOKNX Ta HU3bKNX Yac-
TOTax y niBOMY BYCi.

OTonapuHronor npM3Hayne gekcaMmeTa3oH 16 mr
BHYTPILHLOM’A30B0O. Yepes3 2 Tux, Konn 0o3y aek-
cameTasoHy 6yn0 3HMXEHO 40 4 Mr, Yy XBOPOi PO3BU-
HYBCS TPETIN eni30A 3ananeHHs niBoro oka. Odrans-
MOJIOr BCTAHOBMB AiarHo3 «J1iBoBi4YHNIA BUPa3KOBUIA
iHTepCTULiaNnbHNN KEPATUT, MOXIIMBO, FEPNecBipycC-
HOT eTioNorii» Ta NPU3HAYMB IOKANbHO FAHLUKIIOBIP
Ta iHTepdepoH. Hepes Kisibka AHIB CTaH XBOPOi No-
ripwuBecs, 3'ABMBCS BUPaXEHWI LWyM B 060X Byxax
i3 BTpaToto Cryxy, 6JIl0BaHHSAM Ta SBMLLLAMUW BEPTUTO.
Y ciuHi 2016 p. xBOpy Oyno rocnitanisoBaHo B IHCTuU-
TyT otonapunronorii im. O.C. Konominnyenka HAMH
Ykpainn. MocnigoBHICTb PO3BUTKY CUMMNTOMATUKN
[0 rocnitanidauii y cneujianizosaHy yctaHOBY HaBe-
LeHo Ha puc. 1.
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Puc. 1. [Junamika OCHOBHUX CMMNTOMIB XBOPOi [l. 4O BCTAHOBNEHHS
niarHosy

Mig yac rocniTanisauii oTpuMaHo Taki pesynb-
Tatn o6cTexeHHsa. KniHiyHniA aHania KpoBi: remo-
rnobiH — 126 r/n, eputpount™ — 4,61 « 102, re-
MaTtokput — 39,1%, nenkoumtn — 17,06 - 109,
HenTpodinm — 80,8%, nimbountn — 14,2%, mo-
HOUMTN — 4,4%, eo3nHodinn — 0,4%, 6aszodinn —
0,2%, TpombouuTn — 307 - 10°, LLUOE — 22 mMm/rog.,
9k BUOHO 3 HaBeeHUX OaHuX, PEECTpyBanu nen-
KOUMTO3 i3 HenTpodinbo3om Ta nigsuueHHs LLOE.
B G6ioximiyHOMY aHanisi KpOBi Ta 3arasbHOMY aHasli-
3i ceyi — 6e3 BiaxMNeHb. AHTUCTPeNTONiI3NH-0 —
110 Og., C-peakTuBHUiA 6inok — 1,18 mr/n, peema-
ToigHun daktop <10 MO/mn. He BusaBNeHO niggu-
LEHHS pPiBHS aHTUTIN ao Bipycy renatuty C (HCV),
Treponema pallidum, Chlamidia trahomatis, Borrelia
burgdorferi, Bipycy npocTtoro repnecy (HSV) %2 tn-
nie, Bipycy Varicella zoster (3-11 Tun repnecy, VZV);
3 BUKOPUCTaHHAM MeToAy NojiiMepasHoi NaHLIoro-
BOI peakuii He BuaBneHo y kposi AHK BipyciB npo-
ctoro repnecy 1-ro tuny (BII 1), npocToro rep-
necy 2-ro tuny (BNl 2), Varicella zoster, repnecy
6-ro Tuny. 3a pe3ynbTaraMum iMyHOJNOTNIYHNX 00-
CNnigXXeHb HEe BUSBMEHO NiABULLEHHS PIBHA aHTUTIN
0o mienonepokcuaasu, npoTteiHasn-3, 6asanbHoi
MeMOpaHu rNoMepynsapHOro anapaTty, aHTUHYKe-
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apHUX aHTUTIN, aHTUTIN 00 OAHO- Ta ABOJIAHLIOIO-
Boi OHK, aHTudocooninigHMX, aHTUKapAioniniHO-
BUX, aHTUdoCcPaTnanncepuHoBmux Ta aHtndocoa-
TNONNEeTaHONaMiHOBUX aHTUTIN.

MarHiTHo-pe3oHaHCcHa ToMorpadisi: BOrHULLLEBUX
Ta 06’EMHUX 3MiH Y MOCTO-MO304KOBUX KyTax, CTPYK-
Typax 3aZHbOi YHePENHOT AMU Ta CTPYKTYPax BHYTPILL-
HbOr0 Byxa He BM3Ha4yaeTbCcHA. 3a AaHMMN BECTUOY-
nomeTpii — aBobivyHa apednekcia nabipuHTIB, CTaAis
nekomneHcauii. CnipanbHa koMn’i0TepHa ToMmorpa-
dis opraHiB rpygHoOi KNiTKM i3 BHYTPILLHBOBEHHUM
KOHTPACTYBaHHSM: HE BUSIBNIEHO NATOJIONYHUX 3MiH
3 00Ky NereHb Ta opraHiB cepenoCTiHHS.

BpaxoByioum rocTpuin pO3BUTOK Yy XBOPOi MOJ1I040-
ro Biky aCUMETPUYHOr0 3HMXEHHS CNyXy Ha obuaBa
Byxa 3 MeHbeponoibHUM CUHAPOMOM, OAHOBIYHO-
ro iIHTEPCTULaNbHOIr0 KEpPaTuUTy, HAsIBHICTb NIENKO-
unToly Ta nigsmuweHHsa LLOE, BUKIOYEHHS Bipyc-
HOI, CUINITUYHOI Ta IHWOT cneun@ivyHoT iIHpekL,T,
CUCTEMHMX 3aXBOPIOBAHb CMOJTYYHOT TKAHWHU, aHTU-
docooninigHoro cuHgpomy, AHLIA-acouinosaHoro
BACKY/iTy, OHKONATONOrii, HAABHICTb TUMYaCOBOIr0
edekTy BiJ KOPOTKMX KYPCiB NiKkyBaHHA fekcamMeTa-
30HOM, 6yN0 BUCNOBAEHO Nifo3py Ha cuHapom Ko-
raHa i Hanpas/iiEHO XBOPY A0 PEBMATOJOrNIB, AKUMUN
nigTBepaXeHo aiarHo3: cuHapom KoraHa, roctpui
nepeoir, 3 ypaxeHHAM BHYTPILLUHbOMO Byxa (3HMXEH-
HS cnyxy, MeHbeponoaibHW CUHAPOM) Ta OYeli (Ni-
BOOIYHUI BUPA3KOBUI iIHTEPCTULANIbHUIA KEPaTUT).
Byno npuaHayeHoO nikyBaHHA: MeTUNMNPELHI30I0H
125 Mr BHYTPILLHBLOBEHHO KpanesibHO 3 AHi nocninb,
noTiM MeTunnpeaHisonoH 64 mr/oody nepopanb-
HO, AKWUI Mni3Hiwe O6yNo 3aMiHEHO Ha NpeaHi30J10H
(60 mr/po6y), 3 NOCTYNOBUM 3HUXEHHSAM 03U Nic-
51 NOKpaLLLeHHs pe3dynbTaTiB aygioMmeTpii 4o nigTpu-
MyBaJibHOI (MiHiManbHO — 5 Mr/no6y). BpaxoBytoun
TUMYacoBUn ePEKT Bif MONepenHix KOPOTKNX KYPCiB
rNIOKOKOPTUKOIAIB, LWBUAKE MPOrpeCyBaHHS 3aXBO-
PIOBAHHA 3 ypaXKeHHSM OpraHa 30py Ta i3 3arpo3oto
BTpaTuM CNyXy Ha obuaBa Byxa, ogHo4YacHo 6yno npu-
3Ha4YeHO MeToTpekcaT y No4yaTkoBil f03i 10 Mr/Tnx
Ta iHpnikcumab (BHYTPILLHbOBEHHA iHOY3ia B J03i
5 mr/kr macwu Tina, noTiMm — Ha 2-1 Ta 6-1 TUXAeHb
nicng nepwoi iHdysii, gani — KoxHi 8 Tnx). Tectn
Ha BipycHi renatutu B i C Ta Ha BariTHiCTb Oynu He-
raTmBHMMU. NpoTArom NikyBaHHs XBOpa Bia3Havana
MOCTIMHY HYAOTY Ta 3MEHLUEHHS Macu Tina Ha 2 Kr.
Micna TpeTboi iHdY3ii iHdnikcumaby NnosSBUAUCS He-
3HaYHI KPOB’SAHUCTI BUAINEHHS 3i CTaTeBUX LUSXIB.
YnbTpa3BykoOBe O0CNIOXEHHS OpraHiB Masoro tasa
BCTaHOBMO dakT BaritTHoCTi TepmiHoM 10 Tx. Tep-
MiHOBO BY10 NpOBEAEHO KOpeKLLto Tepanii. Bignosia-
HO #o pekomeHpauin EULAR ong npuiiHATTS pilleHb
040 3aCTOCYBAHHA NPOTUPEBMATUYHNX Npenapa-
TiB Nepen BariTHICTIO, Yy Nepiog BaritTHOCTI Ta rogy-
BaHHS rpyabmu (Gotestam S.C. et al., 2016), 6yno
BiAMIHEHO METOTpPEKCcaT; NPUAOM FTIOKOKOPTUKOI-
niB (NpeaHisonoH 45 mr/poby 3 NOCTYNOBUM 3HU-
XEeHHAM 103u 0o 5 mr Big Il TpumecTpy BaritHOCTI)
Ta iHpnikcnmaby npoaoBxeHo. CxeMy nikyBaHHS,
sIke NpoBOAVAM A0 Ta'y Nepio BariTHOCTI, Binobpa-
>XEHO Ha puc. 2 Ta 3.
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Puc. 3. MennkameHTO3He NikyBaHHS peBMATONOramMu

Mynbc-Tepanis IK: 125 mr cony-meapon 3 fHi; 4-i ieHb: METUNNPEHI30-
NOH 32 Mr 3 MOCTYNOBUM 3HUXEHHSIM 031 (MiCNs NOKPaLLeHHs ayaioMeTpii)
[0 niaTpuMyBanbHoi — 4—8 mr. 2IHdnikcumab: 5 Mr/kr, noTiMm — Ha 2-ii, 6-it
TUXAEHb, @ flani — koxHi 8 Tux. *3rigHo 3 EULAR 2016. Y3/ — ynbTpassy-
KOBE JOCNIIKEHHS

YnbTpasByKOBUI CKPUHIHT N104A Y BCIX TPbOX TPU-
MecTpax 6yB 6e3 naTonoriyHnx 3miH. XBopa Hapoau-
na 300poBy OOHOWEHY AnTUHY (Maca Tina — 3060,
3picT — 52 cm), rogyeana ii rpyaHum Mmonokom. No-
BTOPHUX 3aroCTPeHb 3axBOPIOBaHHA He 6yno, no-
CTYNOBO NOKpawmnacs KoopaMHaLis, MOBHICTIO 3HUK
LYM Yy MPaBOMY BYCi Ta 3HU3MBCS PiBEHb LLYMY B NiBO-
MYy, @ TaKOX MOKPaLLMBCSA C/yxX Ha NpaBe Byx0. 3apas3s
XBOpa OTPUMYE MOHOTepanito iHpnikcumabom y nia-
TPUMYBaJIbHOMY PEXMMI, CKapr He Mae, akTUBHO npa-
LIIOE, BIOXWUNEHHS Y CTaHi 340P0B’A Ta PO3BUTKY OUTU-
HU BiOCYTHI.

HaBeneHu KniHivHWIM BUNagoK AeMOHCTPYE CKaa-
HOLLI B AiarHOCTULI cMHapomMy KoraHa (miarHo3 BCTa-
HOBJIEHO Yeped 11 mic Big noyaTky po3BUTKY CUMMATO-
MiB), WO, 30KpeMa, CIIPUINHEHO HE3HAYHMMM i Ni3HIMIN
NabopaTopHUMM BiIOXUNEHHAMUN (NENKOLMTOS i NOMip-
He niguweHHs LLIOE nuwe Ha 10-My mMicsui xopobu),
BiACYTHICTIO CUCTEMHUX NPOSBIB i crneumndiyHmnx aja-
FHOCTUYHUX NTabopPaTOPHO-IHCTPYMEHTaIbHUX MapKe-
piB 3axBOPIOBaHHSA. BooHo4ac 3aBOsikv akTUBHOMY Jli-

KYBaHHIO MALEHTKM i3 3aCTOCYBAHHAM iHDNiKCUMaby
BOAN0Cs 3anobirtT pO3BUTKY HE3BOPOTHUX MOPYLLEHb
dYHKLUji opraHiB. [iaKpecnMmo BaXnBICTb | KOHCTPYK-
TUBHICTb Y UbOMY pasi MiXancumniiHapHoi B3aemMogii
daxisuis. OcobNMBICTb LbOro BMNaaKy nonsiraey npo-
LOBXEHHI NiKyBaHHS rIIOKOKOPTUKOIigaMu Ta iHpAikCn-
MaboM y nepiof BariTHOCTI Ta rpy4HOr0 BUrO40BYBaH-
HA, WO 3a0e3ne4ymnsno JOCATHEHHSA CTIMKOro KNniHiYHO-
ro pesynbTaTty Ta BusBuIocs 6e3nevyHnm ans matepi,
nnaoga Ta HOBOHAPOOXKEHOI AUTUHN.
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KJIMHUYECKWUA CNTYYAN

JIEYMEHUS CUHAPOMA KOlrAHA

C UCMNOJIb3OBAHUEM UHDJIMKCUMABA
B NEPUOA, BEPEMEHHOCTU BEOJIbHON

O.b. SipemeHko, A.J1. @enbkos, 10.J1. LLnHbKapyk,
A.M. T'Hunopsi6os, M.U. Cutyxo

Pe3lome. B craTtbe npeacraBieH 0630p AaHHbIX
JINTEPATYPbI O KIIMHNYECKMX, J1a60PaTOPHbIX MPO-
SABJIEHUSIX U COBPeMEeHHbIX rnoaxoaax K JiedeHuro ra-
LUNeHTOB C CUHAPOMOM KoraHa. OnucaH KanHu4e-
ckuii cny4ari nedeHuns cuHapoma KoraHa y 6epe-
MEHHOW C rnopaxeHnemM BHYTPEHHEro yxa v rnas
C NMPUMEHEHNEM MMMYHOOWOI0rNYEeCKO Teparnmu.

KnioueBblie cnosa: cnHopom KoraHa,
VMHTEPCTMLUMANBHBINA KepaTuT, NabUPUHTUT,
ayauorpamma, nHenmkcnumab, 6epeMeHHOCTb.

BJTACHI CNOCTEPEXEHHA

TREATMENT OF COGAN’S SYNDROME
BYUSING INFLIXIMAB IN PATIENT DURING
PREGNANCY: A CASE REPORT

O.B. Yaremenko, D.L. Fedkov, Y.L. Shynkaruk,
A.M. Gnylorybov, M.lI. Situkho

Summary. There is an overview of data about clini-
cal and instrumental manifestations and modern ap-
proaches to the treatment of Cogan’s syndrome.
A case report of the Cogan’s syndrome treatment
in pregnant woman with lesion of the inner ear and
eyes by using immunobiological therapy is described.

Key words: Cogan’s syndrome, interstitial keratitis,
labyrinthitis, audiogram, infliximab, pregnancy.
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PE®GEPATUBHA IHOOPMALIA

3¢ PEeKTUBHOCTDb B JIEYHEHNMU NMPU TPEBOXXHOCTU
n 6051eBOM cCUHApOME

lMoarotosuna H. CaBenbeBa-Kynvk

TpeBOXHbIE PACCTPONCTBA OTHOCST K rpynne ncu-
XOreHHO 00YyCNOBIEHHbIX BONE3HEHHbIX COCTOSAHWUN
C HEQOCTATO4YHO U3YYEeHHOW aTnonormen. Tak, TpeBo-
ra MOXET CIYXXUTb peakuyven Ha LENCTBMNE PA3TINYHbBIX
CTPEeccopoB, B HaCTHOCTU Ha MEXJIMYHOCTHbIE
KOH®MKTbI. B MHbIX Cyyasx npuyMHamMm MOXET CTaTb
NMPUMEHEHNE HAPKOTMYECKMX NPenapaToB, KOPTUKO-
CTeponaoB, ceaaTmMBHbIX BelecTB 1 ap. daktopamu
pucka pa3BUTUS AAHHbIX HAPYLUEHWIA N COMPSXKEHHbIX
C HUMM 60OSIEBBIX CUHOPOMOB MOTYT ObITb HECHACTHbIE
cny4yau B paHHem Bo3pacTte. OCHOBHbIM HanpasieHN-
€M Npu TPEBOXHbIX PACCTPONCTBAX ABNSOTCA papma-
KOTepanusa npenapaTamMu rpynnbl aHTUAENPECCAHTOB
1 ncuxoTepanus.

Mo maHHbIM LleHTpa 3aBMCUMOCTEN M NCUXMNYEC-
koro 3gopoBbs (CAMH), nHransumoHHble GopMbl
AHTUTMNEPTEH3UBHbIX NpenapaTtoB MOTyT ObITb
3h@EKTMBHbI B IEHEHUM NPU ONPEeaeNeHHbIX BUaax
TPEBOXHOCTU 1 BoneBbiX cuHapomax. Kak coobLua-
10T @aBTOPbI HOBOIO ICCNEOBAaHNS, aMUiopuag, — npe-
napat B GopMe Ha3anbHOro cripes KOPoTKOro Aen-
CTBUSI — OTKPbIBAET HOBbIE BO3MOXHOCTW 41K NMPea-
OTBpaLlEHNS NPUCTYNOB TpeBOrn. PykoBoguTenb
nccnegoBaHns Mapko baTttanbs OTMETWI, YTO UH-
rangaumoHHas dopma ammnopuga MoXeT oka3aTbCs
3 PEKTUBHOM TaKXKe NPU NaHNYECKUX paCCTPOMNCTBax
C Nepnoamm ogpILLKK, CTpaxa u OLLyLLIEHUSMWN Hapac-
TaHWS YPOBHSI 6ECNOKONCTBA.

B TeyeHue pgecatunneTun ammnnopug npumMeHs-
NN B Ka4YecTBe nepopanbHON Tepanum npu aptepu-
a/lbHOW rMnepTeH3nn, a Takke B GopMe MHransum-
OHHOrO cCnpes B 3KCMEepUMEHTalIbHbIX NCCea0Ba-
HUSAX MO U3YYEHUIO NIEYEHUSA NPU MYKOBUCLMO03E.
PesynbTatbl paboTbl NpeacTaBneHsl B «Journal of

Psychopharmacology» 3 mniona 2018 r., uenb KOTO-
poli — M3y4yeHune KYEeBbIX GUINONOTNYECKUX U3-
MEHEHUN B OYHKLMOHMPOBAHNN MO3ra, CBSA3aHHbIX
C TPEBOXHOCTbIO N BONEBOWV YYBCTBUTENIbLHOCTLIO,
1 MOJIEKYNIAPHbBIV aHaNn3 npenapara aMmuiopus, B UH-
rangaumoHHon dopme. NpumeHeHne npenaparta no-
3BOJIANI0 YMEHbLNTb BbIPAXEHHOCTb (PU3NYECKUX
pecnmnpaTopHbIX NPOSIBIIEHNIA TPEBOXHOCTM 1 60NEBbIX
OLLYLLIEHNI B AOKIMHNYECKOM MOAENn naTtonormyec-
Koro coctosHus. OgHako TepaneBTUYECKUIA addeKkT
He Habnoaancsa npu npueMe ammuaopuaa BHYTPb U3-
3a MexaHV3MOB remaToaHuedanmyeckoro 6apbepa.

M. BaTtTanba cynTaeT, 4TO OCHOBaAHWEM AnS
paboThbl MOCNYXWJIO MHOFOJIETHEE MUCC/ief0BaHMeE
TOro, Kakum o6pas3oM paHHUIN OMbIT YeloBeka BUS-
€T Ha MHAMBUAYaANIbHYIO FEHETUYECKYID 9KCMPECCUIO.
HebnaronpusTHble yCIOBUS paHHEro geTcTea (no-
TEepPs UM cenapaumsa oT poauTesnen) Hapsay ¢ apy-
rMM1 HapylweHUsSMU B 300POBbE MOBLILLAIOT PUCK
TPEBOXHbIX PACCTPONCTB U CUHOPOMOB B Oyay-
wem. Ha MonekynsspHOM ypOBHE 3TW HeraTUBHbIE
>KN3HEHHbIE MEPEXNBAHUSA CBA3aHbl C UBMEHEHUSIMM
B HEKOTOPLIX reHax cemercTtea ASIC (acid-sensing-
ion-channels — KNCNOTHO-4YBCTBUTESIbHbIX MOHHbIX
KaHasnoB). [1pn aTOM HapyLlaeTca TpaekTopud re-
HETUYECKON aKCnpeccun — nyTb GYHKUMOHNUPOBA-
HUS UHOAMBUAYANIbHOIO KOAA B pe3ynbTaTe akTusaumm
SMUreHeTN4eckoro MexaHmama perynaumn. Takxe
nepekpecTHble reHeTUYeckne N3MeHeHns Habnoaa-
nn y 611M3HELO0B, KOTOPbIM Bbl1 NpennoxeH Habop
TECTOB, VHULUMMPYIOLLMX NMPOsIBAEeHNS 6eCcnokoicTBa
M TPEBOIM.

B kayecTtBe Tepanum nHransumoHHas dopma amu-
nopuaanokasana gocTtaTtouHyo addEeKTUBHOCTb HA A0~
KIIMHWNYECKOM 3Tane nccnegosaHus. Cnenyet OUeHUTb
9P PEKTMBHOCTb YCTPAHEHWSI TDEBOXHbBIX NPOSABIEHNN
B 9KCMNEPUMEHTAJTbHbIX KIIMHNYECKUX UCTIbITAHUSAX.
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