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CUHAOPOM LUHIUIEP: BHAUOMA
KPONMUB’AHKA NMPU HE3HANOMMX
AYTO3AMNAJIbHUX SAXBOPIKOBAH-
HAX. 4O0oCBIA JIIKYBAHHA AUTUHUA
IS CUHOPOMOM LUHILJIEP
YNEAIATPUHHOMY BIAAUJIEHHI
KHIN «OKAJ1 KOP»

M. KPOMMMBHULIbKUA

CuHapom LUHiunep (CLL) — e ayTo3anasibHe 3axXBOPIOBAHHS, acoLirioBaHe
3 MOHOKJI0HaJ1bHOO ramanarieto IgM ( pigrue IgG), Lo rnposiBASETLCS XPOHIYHVM
YPTUKEPHMM BUCUIMOM, O3HaKaMy CUCTEMHOIO 3arasieHHS Y BUrISAi IMXOMaH-
Ku, apTpasnrieto 1a/abo 60s1eM y KICTKaXx, a TakoX MifABULLIEHHSIM 3arasbHuX ro-
Ka3HWKIB KpOBI. HeaBaxkaro4m Ha Te 110 3axBOPoBaHHS BiaoMe 3 1972 p., ko
BOHO Oys10 BriepLue orcaHo JliniaH LLIHiLiep, List naTos1oris Piako 4iarHOCTYETbCS
y cBITi[1]. HaviBuyiLLia eEKTUBHICTb JIiKYBaHHS1 BUSIBJIEHA PV 32CTOCYBAHHI iHri0I-
TopiB iHTepnevikiny-1(IL-1) [2, 3], npoTe, Ha Xasb, Cif 3a3Ha4YNTH, LLIO HA POHI
MPUMMHEHHS MPUAOMY JTIKIB BiZIMIYa/10CS MOBEPHEHHSI CUMITTOMIB [4], TOMY XBO-
i noTpebyroTb A0BIYHOrO /likyBaHHs. MeTa: niaBuLLmTY 00I3HaHICTb MeaNYHOI
CrifIbHOTY LLIOAO KITIHIYHMX MPOSIBIB, METOAIB AiarHOCTVKYU Ta NikyBaHHS] CLLI.
O3HarioMUT 3 KIIHIHHMY PEe3Y/ibTaTaMu 3aCTOCYBaHHS iHribiTopis IL-1 y siky-
BaHHI JaHOro CUHAPOMY Y AINTUHU B negiatpudHomMmy siaaineHHi KHIN «Obnac-
Ha kniHiYHa auTtsaya nikapHs (OK/J1) Kiposorpaacekoi obnacHoi paau (KOP)»
M. KporvBHuLbkuii. O6’€KT i meToamn: 06pobsIEHO CyHacHi liTepaTypHi AaHI.
lNpeacraBneHo kniHiYHWY Bunaaok CLL y antvHu, giarHOCTOBaHWI Ha rigcra-
Bi CTpacbyp3bkux kputepiis, Ha 6a3i OK/J1 KOP. NpoaHanizoBaHO e¢pexkTnB-
HicTb ntikyBaHHs1 CLL iHriGiTopom IL- 1 Ta nobGidHi peakwujii mpoTsrom poky Tepariii.
Pe3ynbratu: Ha ¢OHi nikyBaHHs iHribiTopom IL-1 npoTsarom 1 poky y navieHTku
BIAMIYa/1I0CSs1 BHA4YHE rOKPALLIEHHS 3arasibHOro CamMoroYyTTs: BMEHLLEHHS BUpa-
XKEHOCTI LLIKIPHVIX MPOSIBIB &X 40 NMOBHOIO IX 3HUKHEHHSI, BICYTHICTb JINXOMaHKU,
apTpaJirivi/ocairiv, siki 6y 4acTVIHOK CUMITOMOKOMIT/IEKCY HA MOMEHT BCTa-
HOBJIEHHS giarHo3y. Ha ¢oHi BBeeHHs npenapary Bia3Ha4yamcs Taki nooidHi
peakuiii: MicLeBI'y BUIrisiAi MOYEPBOHIHHS Ta YLLIIbHEHHS MICLST iH €KUji, ABOpa-
30B0 — CUCTEMHI MPOSIBU Y BUJISII IaPUHIOCria3my B MOEHaHHI 3 BUPaXXEHOIO
KpPOMUB STHKOIO, SIKi KYipyBasIcs: aHTUricTamMiHHUMKY ripernaparamy. BucHo-
Bku: CLLI € piakicHVM 3axBOPIOBaHHSIM, LLIO BUSIBIISIETHCS HEAOCTATHLO. Brco-
Ka HacTopoxeHicTsb 1oa0 CLL HeobxiaHa rpm 06CTEXEHHI NaLEHTIB i3 XPOHIY-
HYMY iepMaTo3amu, NOAIOHUMU 10 KPOMUB STHKW, NepioamnYHO0 JIMXOMaHKOO
Ta apTpasnriaMu. s yTOYHEHHS AiarHo3y CJif rMpOBECTV A0AATKOBI aHasli3nN —
e/1eKTpogopes cupoBaTkoBuX BINKIB 3 iMyHOGIKcaLlieto. 3axBOpPIOBaHHS BaX-
JIMBO B4aCHO po3rii3aHaty, ockinibkv CLLI acouivioBaHWA i3 rosiBOKO 3/105IKICHNX
HOBOYTBOPEHb. Y 65in3bko 20% naLlieHTiB B cepenHboMy Yepe3 7,6 POoKy ricss
r10s1BV CUMITOMIB PO3BUBAETLCS JIMPONpostichepatnBHu poanas. Takvum 4u-
HOM, BOHU MOTPEBYIOTH MNOCTIHOro Ta TPUBAJIONO CIIOCTEPEXEHHS. IHribiTopyu
IL-1 Haa3BmMYariHO eEeKTVIBHI B BMEHLLIEHHI BUPAXEHOCTI CUMITOMIB | BBaXa-
I0TbCS Tepariiero NepLIoi JliHii.

Cungpom WHiunep (CLU) — ue piokicHe HabyTe  apTpanriamu Ta/abo 6onem y KicTkax, a Takox nigsu-
ayTo3anasibHe 3aXBOPIOBAHHS, WO MPOSABSETLCA XPO-  LLEHHAM 3anajibHUX MOKa3HVIKIB KPOBIi, aCOLiIOBaHVM
HIYHUM YPTUKAPHMM BUCUMOM, O3HaKaMu CUCTEMHOIO 3 MOHOKJ/I0OHabHO ramanartieto IgM (pigwe 1gG).
3ananeHHs y BUrnaai nmxoMmaHkm ta nimbageHonarii,
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Eninemionoria: CLU € piakicHUM 3aXBOPIOBaHHSAM,
sIKe BUSIBNFETbCSA HEAOCTAaTHLO. Ha niacTasi HAsgBHMX
OaHKnX BiAOMO, L0 B CEPeaHbOMY HYOMOBIKN XBOPIOTb
y 1,5 pasa yacrTiwe, Hix XiHku [1, 5], 6inbLlicTb BU-
naakis Nnpunanae Ha ocid eBponeoigHoi pacu [6]. Me-
[iaHoI0 BiKy MOYaTKy 3axXxBOPKOBAHHS € B CEPEOHLOMY
51 pik (Ha nigcTasi pocnigxeHHa 174 naujeHTis), a Bia-
TEPMiHYBaHHS Yy BCTAHOBJIEHHI NPABUBLHOMO OjarHO3y
3a3Buyar nepesullye 5 pokis [6]. Bik Hanmonogwo-
ro naujenTa 3 CLU, aknii onncaHniny npoaHani3aoBaHnx
pecypcax, — 13 pokis [7].

Etionorisa Ta naTtoreHes. [1poBigHy posby narore-
He3i CLU BigirpatoTb 3ananbHi Ta npo3ananbHi LMTOKi-
HW, FONOBHUM YNHOM iHTepnenkiH-1b (IL-1b), aknin Bu-
pobnseTtbes nig snansom iHdnamacomu NLRP3 (NLR
family pyrin domain containing 3), Takox BiZOMOro sik
kpionipuH [8]. Takox y naujenTis i3 CLU y kpoBi BUsiBNe-
HO NiaBULLIEHHS piBHA IL-1a, IL-1b, IL-6, IL-18 Ta dak-
Topa Hekpo3y nyxnuHn (TNF) NopiBHAHO 3 KOHTPOJIb-
Hoto rpynoto [6, 9, 10]. NpoTe came IL-1b Bignosigae
3a 3ananbHi nposieu CLL, Taki sk nnxomaHka Ta nigsum-
LLEHHS 3anajbHUX MapKepiB — WBUAKICTb OCiAaHHS
eputpoumTie (LLUOE) Ta C-peaktmBHoro 6inka (CPB).

Mopi6HicTb kNiHiyHOro peHoTuny CLL Ta kpionipuH-
acoLuinoBaHoro nepiogmyHoro cuHapomy (CAPS) i xo-
polua TepaneBTMYHa BiANoBiap Ha iHribiTopu IL-1 cBia-
4nTb NPO akTueBaujto iHdnamacomu NLRP3, sika moxe
OyTu BiANOBIAANBHOK 32 HAAMIPHE BUPOOHMLTBO IL-1.
Mpwn CAPS us rinepnpoayKuis BAHUKAE 3a PaxyHOK My-
TaLiiHMX 3MiH Yy OgHOMMeHHOoMY reHi (NLRP3). Ha nia-
CTaBi LbOro BUCYBaNuUcs NpunyweHHs, wo i npu CLU
OynyTb BUSIBNEHI reHEeTUYHI 3MiHK. OgHak Taki MyTa-
uii B reHi NLRP3 He BigMiyeHi y naujeHTiB i3 knacuu-
Hum CLL [11, 12].

OpHak rinepnpoaykuisa IL-1 i nepeBaxHuin Tepa-
NeBTUYHNIN edEKT 3aCTOCYBaHHS iHribiTopis IL-1 Bka-
3yl0Tb Ha Te, Wo ayTo3ananeHHs npu CLL onocepen-
KOBYETbLCS FOJIOBHUM YMHOM came 3aBasku IL-1. lMo-
raHo BUBYEHO, L0 € OCHOBHUM KNITUHHUM XXEPEoM
IL-1, ane oouinbHO BBaXaTtu, WO HeNTpodinu Tarnaa-
Ki KNITUHW B NOLUKOOXKEHIN LLKIPi MOXYTb 3yMOBJIIOBA-
TV HagMipHe BnpobneHHs IL-1 [13].

OpHak ToyHa npuyrHa rinepnpoaykuii IL-1 npu kna-
cmnyHomy CLL Bce we HeBigoma.

MapanpoTeiHeMiay BUrnsa4i MOHOKTOHasbHOI rama-
naTii — ue gpyra BaxsivBa cknagosa y po3sutky CLU.
MoHoknoHanbHi ramanarii (MIN) — ue rpyna 3axBopto-
BaHb, LLIO XapaKTEPU3YI0TbCS 3POCTAHHSM OAHOMO KJ10-
HY MIa3MOLNTIB, KM BUPOOSIE FOMOreHHUI, TO6TO
MOHOKJIOHaNbHUI Binok (M-npoTeiH abo napanpoTe-
H), L0 ckNagaeTbecs 3 Ljifol MoNekynm iMmyHornobyi-
HY (2 BaXXKMX TAHLLIONIB TOrO X KNacy i 2 Nerkmx faHLo-
riB TOro X T1ny) abo 3 caMmoro Nerkoro naHura Lpo-
ro X Tuny, piawe — TiNbKn 3 TSXKKNX NIAHLIOMB Takoro
camMoro Tuny (Big, LbOro 3anexmTb NigT1N ramanatii —
nambpaa, kanna i T.iH.)

HesBaxatoum Ha Te wo Ml € 060B’A3KOBUM KpU-
Tepiem gng BctaHoBneHHs aiarHody CLU, poci marixe
HI4YOro HEeBIZAOMO NMPO POJb NapanpoTeiHeMil y naTo-
reHesi uboro cmHgpomy. LikaBum € Te, Lo NikyBaHHS
iHribiTopamu IL-1, ke Nnpn3BoanTb 0,0 3HAYHOIO 3MEH-
LUEHHS BUPAaXEHOCTi 3anafneHHs Ta KNiHiYHOi CMMATO-

matmku CLL, XOAHUM YNHOM He BMJMBAE Ha ramana-
Tito [12, 14], oTxe, MOXHa NpunycTuUTK, Wwo IL-1 He Big-
noBigae 3a KJIOHyBaHHSA rnobyninHie. NMpoTe Ha ue
MOXYTb BMAMBATK iHWI dakTopw.

Taknum pakTopom Moxe 6yTu IL-18, iHWnii YneH ci-
merictea IL-1. Y gocnigxenHi P. Migliorini Ta cniBas-
TopiB (2019) y nauieHTis i3 CLU BUABNEHO NigBuULLLEH-
H$ piBHS IL-18 nopiBHSAHO 3 KOHTPOBHO rpynoto [10].
OTxe, MOXHa NMPUNYCTUTU, WO NEBHUIA CTUMYS/CTU-
MyJIM OQHOYACHO akTuBYIOTb iHpnamacomy NLRP3 i
B-knitnny (puc. 1).

3a ponomorot NLRP3 aktuByeTbcs kacnasa-1
(BOHa X iHTepnerikiH-1-nepeTBOpOBaNbHUI dep-
MEHT), BuBINbHAOTLCS IL-1b Ta IL-18. Toai gk IL-1b
BUK/IMKAE CUCTEMHe 3ananeHHs, IL-18 gie Ha akTu-
BOBaHi B-kniTvHWM Ta iHILIIOE Y HUX KNIOHYBAHHS F10-
OyniHiB, Wo i npn3BoaAnTb A0 MIT HEBM3HAYeHOro 3Ha-
yeHHs (Monoclonal gammopathy of undetermined
significance — MGUS). MNpogemoHcTpoBaHa posb IL-
18 y 3pocTaHHi B-kniTuH i BUpOBNEHHi aHTUTin — naTo-
reHcneunodiyHoro IgM [15]. Takox BaxnnBO BigMiTU-
T, Wwo IL-18 6epe 6e3nocepeaiHo y4acTb Y PO3BUTKY
nponidpepatnBHmx podnaais B-knituH [16].

KniniyHi nposisn CLL:

1. WkipHmin BUCKN y BiNbLIOCTI NALIEHTIB 3a3B1Yan
BiAMIYAETBLCS FK NepLmin KNiHiyHuia cumntom CLLU Ta
MOXe Ha JekKinbka pokiB nepeaysaTy NosBi TIMXOMaH-
k1 [6]. BidyanbHo BiH Mae 6nigo-poxeBunii abo YepBo-
HU KOMIp, CKNaJaeTbCs 3 MaKyn (NJOCKI ypaxeHHs)
abo 3nerka nigBULLEHNX HA, MOBEPXHEID LUKipWU Na-
nyn i 6nawok. Moro 4acTo xapakTepuayioTb K ypTu-
KapHWI, NpoTe Chif 3a3Ha4uTn, WO FiCTONONYHO BiH
HanNexmTb 0O HENTPOodiNbHMX aepmaTtosis. Mpu Gio-
Mcii TUMOBOrO €N1eMEHTY Ha BiAHOCHO paHHiln ctanii
y AepMi BigMiYaeTbCa HEMTPODINbHUI iHDINbTpaT [17,
18]. HenTtpodinbHuin ypTukapHuii nepmatos (HYO) —
Le obos’askoBui kputepin ana CLU, BiH mae BigMmi-
4YaTUcs y BCiX NauieHTiB. 3a YMOBM HASABHOCTI iHLUMX
o3Hak CLL, ane 6e3 wkipHOro Bucuny, giarHo3 nawi-
€HTa MOXxe ByTn oxapakTepundoBaHuii sk LLHiunep-
noAioHuin cuHgpom [19].

3asBuyaii BUCUN BiAMIYAETLCS Ha LUKipi Tynyba Ta
KiHUIBOK, piaLwie — B AinsHui ronosu. Okpemi ypaxeH-
HA 36epiratoTbcs MeHLe 24—-48 roa. Jivwe B 21% Bu-
NaakiB ypaxeHHs 3 4acoM BUKNKAE cBepbix, yac-
TO YPaXeHHS LKIpW NOB’A3aHi 3 BigYYTTAM MeYiHHS,
a He cBepbexy. AHMOHEBPOTUYHUIN HABPSK BUSABIISA-
I0Tb PigKo. [4] HacToTa 3arocTpeHb Bapiloe: y naujieH-
TiB MOXYTb BUHUKATW LLOOEHHI criafiaxm NpoTarom Mi-
csuiB abo pokiB abo pemicia Bif, AHIB A0 TUXHIB. Of-
HaK y XBOPUX, LLO HEe OTPUMYIOTb JliKyBaHHS, nepioam
6e3 BMCcHny BKpaw pPiaKo NepeBuLLyioTh MiCsiLb.

Mpn npoBeneHHi IMyHODNYOPECLEHTHUX AOCHII-
IKeHb y 6113bko 30% nauieHTiB MOXHa BUSIBUTY Bifl-
KNageHHs ayToOaHTUTIN, FONOBHUM YMHOM IgM, HaBko10
NoBEPXHEBUX CyauH Lwikipu [20, 21, 22]. Ponb umx aHTu-
TiN 3anmMwaeTbCs He3’ACOBAHOI0, X04a BUCIOBOBaNN
MPUNYLLEHHS, LLLO BOHW MOXYTb BUK/IMKaTX MiCLIEBY 3a-
nasibHy peakLito, sika 3yMOBJIIOE YPaXXeHHS Lwkipu [23].

2. JlnxomaHka € Apyrnm 3a NOLUVPEHICTIO CUMMNTO-
MOM Ta BiaMiYaeTbcs BinbLue Hix y 70% nauieHTiB. BoHa
He Mae YiTKOi NepioanyHOCTI, a 4HacToTa Hanaais Bapiloe
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Puc. 1. Cxema ogHouyacHoi aktusauii IL-11a IL-18 npu cungpomi WHiunep (opurinan: Cong-Qiu Chu: Schnitzler syndrome and Schnitzler-like
syndromes. Chin. Med. J (Engl)). MGUS — MoHoknoHanbHa ramanartisi HeBU3HaY€HOr0 3HaYEHHS!

BiJ, LLOAEHHMX A0 OEeKiNbKOX pasdiB Ha Pik, MOXe carati
BuLe 40 °C. BiguytTa 03HO6Y OyBae piako, npoTe 3a-
rajsibHa cnabkicTb 4acTO BiaMi4aeTbCA Mif Yac cnasiaxis
NMxoMaHku. Y nitepatypi onucaHi Bunagkm po3BuTKy
JINXOMaHKM Yepe3 NpoMiXKOK Yacy 1-14 pokiB Bifg, BU-
HUKHEHHS LUKIPHWX NPOSIBIB, X04a YacTille BOHU BigMi-
4yaloTbCA MamXxe ogHo4YacHOo. Y Oesakmnx NauieHTiB JINXO0-
MaHKa pearye Ha HecTepoifgHi npoTn3ananbHi npena-
paTtu (HM3M) Ta/abo ctepoinw, i 3a3Buyali NOBHICTIO
KOHTpoNtoeTbes IL-1 iHribiTopamu [4, 24].

3. YpaxeHHs1 OnopHO-PyXOBOro anaparTy € Lie of-
Hi€EI0 OCHOBHOIO 03HAKO 3aXBOPIOBAHHS | BiAMIYaETb-
csa maixe y 80% nauieHTis [4, 6]. HaltyacTiwe BusBns-
I0Tb OCarii, NPOTe MOXYTb BUHUKATW i apTpanrii, iHO-
Oi — MOBHICTIO PO3BUHEHU apTPUT. PyiHYyBaHHSA Ta/
abo pnedopmadiji cyrnobis He Bigmivanocs. binb ne-
peBaxHo TypOye B kKiyOOBMX Ta rOMISIKOBUX KiCTKax,
piowe — y CTerHoBux KicTkax, xpeOTi, nepeanniyyi Ta
kntoumui [25]. Mig vac Bidyanisauii opraHiyHe ypaxeH-
He KicTok BusiBneHo y 30-40% nauieHTiB [26]. OcTeo-
KOHAEHCauiq € HaM4acCTILLO PEHTIEHONOMNYHOIO 3Ha-
XigKO0, a HAMMNOLLUMPEHILLOK PEHTIEHONONYHO Kap-
TUHOIO € CKJTIEPOTUYHE YPaKEHHS KiCTKOBOIFO MO3KY
3 KOPTUKaJIbHUM FiNepOCTO30M ANCTaNbLHOIO Bio4iny
CTerHa ta npokCMManbHOro Bioainy BeMKOromMisikoBoi
KiCTKM, @ TaKOX BiACYTHICTIO O3HaK 3/105IKICHOCTi [6].

JNnwe 38% kicTKOBUX aHOMani BUSIBNEHi 3a J0Mno-
MOrOt0 3BUYaiHOi pEHTreHorpamu, a pelwiTta noTpedy-
BaJsI BUKOPUCTAHHS iHLLNX METOAIB (AEPHOI CLMHTIO-
rpadii, MO3UTPOHHO-EMICIIHOIO CKaHYyBaHHS, CKaHy-
BaHHS raito, MarHiTHo-pe3oHaHCHOT ToMmorpadii abo

KOMM’t0TepHOI ToMorpadii). 3 ornaay Ha BUCOKY YyT-
NNBICTb 9aepHa cuuHTUrpadia Moxe BUKOPUCTOBYBA-
TUCSH K MOYATKOBUIA METO[, CKPUHIHIY [27].

4. NlimponponidbepaTUBHUIA CUHAPOM: 36iNblLLEH-

HS niMdaTUYHMX BY3NiB BiaMivaeTbesa y 6n13bko 45%
nauieHTiB, a 30iNblIeHHsa neYviHkn abo cenesiHkn —
NPUOGAN3HO Yy TPETUHU nauieHTiB [7, 20]. ManbnyoTb-
cs 30inbLeHi niMdoBy3NN B NaxBOBMX i NaxoBUX fi-
NSIHKaXx, iHOAI B LUMMHOMY Bigaini. Lii nimgaTtnyHi By3num
MOXYTb 6YTU MHOXWUHHUMM/, NOCTIHUMM Ta PO3MiPOM
[0 2-3 cM, TOMY 4acTo ANGEPEHLINHUIA AiarHO3 Npo-
BOOMTBLCS 3 Nimdpomoto, npoTe Gioncia y Bunaaky CLLU
nokasye HecneundiyHe 3ananeHHs.

5. Heliponarisa TakoxX iHOAj BigMIiYaeTbCS y NaLi€H-

TiB i3 CLU, B cepenHboMmy ii yactoTa 65113bKo 7%, Npo-
ABNSETLCS 3a3BMYaN Y BUrNA4i CUMETPUYHOI CEHCOP-
HOi noniHenponarii [6, 28].

6. 3MeHWeHHa Macu Tina, Wo BigMiYaeTbcsa

y 65113bko 15% Bunaakis.

3MiHM nabopaToOpPHUX NOKABHUKIB:

° Malxe 3aBXAu BiAMIYaETbCS MiABULLEHHS CUPO-
BaTKOBMX MapKepiB CUCTEMHOIO 3anasieHHs, Ta-
kux gk LLUOE i CPB;

® IeiKOLMTO3, 3a3BMYaln HeMTPOQisib03, BUABNS-
E€TbCSA Y % XBOPUX, a aHEMIA — Y %5 [6];

¢ napanpoTeiH (a6o MIN) € e ogH1M 060B’ A3KOBUM
KpuTepiem onsa BCTaHoBeHHs aiarHo3dy CLLU. Mig-
TN IgM-kanna BusBnsioTb Y 85% XBOpPUX, Kinb-
KicTb BunagakiB lgG-ramanatii — 3Ha4HO MeHLua
(6n113bko 7%) [6]. Cnig 3a3Ha4MTK, WO B YCiX A0-
cnigpxeHHax oo 2013 p. IgG He OyB BKIOYEHN
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00 KpuTepiis giarHocTtnku CLL i B3arani He 6paB-
CS1 40 yBarvi Npu CTaTMCTUYHUX NigpaxyHkax. Tox
yacTka nauieHTiB i3 ramanaTieto IgG moxe 6yt
Buwoo [1, 6]. LlikaBo, W0 y AeAKNX MaLEHTIB Bif-
Midyanacs 6iknoHanbHa ramanartis (y 7 Bunagkax
3281 pocnipxeHunx, wo nposeaeHi Heleen D. de
Koning [6]). Y 2 i3 unx Bunagkie BusisneHa MrI" IgA
Ha nopaTok Ao ramanartii IgM kanna. Y 1 nauieHTta
BiaMiyeHo 3 pisHux M-6inka IgM. Y 89% Bunap-
KiB kanna 6yB NiaTUNOM Nerkoro naHutora. binkm
BeHc-IxxoHca y kpoBi abo y cevi BusiBNeHi B 23%
BUNAAKIB, Y KX BOHW Oy OLHEHI;
NigBULLEHHSA KiCTKOBO-YXHOT docdaTtasn sk
Mapkepa ypaeHHSs KiCTKOBOI TKaHVHW;

aHeMis, ska iHo4j MoXe OyTU AyXe TAXKO Ta
cumnTomatumyHoto [20, 21], po3BMBaAETLCA 3a pa-
XYHOK XPOHI4YHOIO 3anafibHOro npoLecy y 61mn3b-
ko 60% nauieHTiB [6].

Ha gaHmini MOMEHT y CBITi HarbiNbL MacLTabHUM
CTATUCTUYHUM Ta aHaNITUYHUM O0CNIOKEHHAM OAHO-
ro cnHgpomy € orngagosa ctarta Heleen D. de Koning,
y ki npoaHanisosaHo 281 sunagok CLU [6], niacy-
MOBaHi KJliHi4Hi 0COBNMBOCTI cMMNTOMaTUKN, edek-
TUBHICTb Tepanii.

Yci nauieHTn gng BMLLLEONUCAHOro AOCAIAXEHHS
BignoBinann CtpacOyp3bkuM KPUTEPISM AjarHOCTU-
kn (Tabn. 1) CLU [29], aki po3pobieHi Ha OCHOBI KpuTe-
piiB, 3anponoHoBaHux D. Lipsker Ta cnisasTopamm [20]
y 2001 p. €EguiHolo BiAMIHHICTIO € Te, Wwo CTpacbyp3b-
Ki KpuUTeEpii € BiNbLL PO3LLMPEHNMU, OCKISIbKA Y HUX BYB
popaHnin IgG-acouiioBaHmii Bapiadt CLU (2013 p.).

Baxnneo BigMiTnTK, Wo y gocnigxeHHi Cong-
Qiu Chu onucaHi 3 BMnaaku, y skux nawieHtam 3 yci-
Ma o3Hakamu knacuyHoro CLL, 3a BuHATKOM napa-
npoTeiHeMii, BCTAHOBMIEHUI OiarHO3 «XPOHIYHUN yp-
TUKapHUIA BUCUN 6€3 MOHOK/IOHAJbHOI ramanarii» [9].
[MpoTe yepes neBHUI Yac y H1Ux possuHynacsa Ml IgM,
L0 BignoBiaano yciMm HeobXiaHMM KpUTepism Oisi BcTa-
HoBNeHHs giarHody CLU [30, 31, 32]. Ui Bunaaku nia-
KPECIOKTh, WO YPTUKAPHUIA LUKIPHUIA BUCUN Ta iHLWI
KJiHIYHI GEeHOTUNN MOXYTb NepeayBaTn Ppo3BuUTKy M.

TaGnuug 1

CrtpacObyp3abki KpuTepii AiarHocTuku
0608’53k0Bi KpuUTEPIi Jlonatkosi kputepii
XPOHIYHMI ypTUKaPHWiA BUCUN* MoBTOpHA NMXOMaHKa*
MonoknonanbHa ramanaris IgM 06’€KTMBHI 03HaKN aHOMaNbHOro
abo IgG pemopenioBanHs KicTok 3/6e3 ocan-
it
HentpodinbHi indinbTpatn
npw WKipHiii 6ionciit
JleiikoumTo3 Ta/abo nigBuLLEH-
Ha CPBY
BiporigHwii giarHo3
€ 2 060B’3K0BUX KpUTEPIi Ta FK
MiHiMyM 1 10AaTKOBUIA KpUTEPIiA
(akwo IgM), abo 3 popatkoBux (saKwo IgM), abo 2 poparkoBux
kputepii (skwo IgG) kpuTepii (akwo I1gG)
*Kputepiii BBAXaeTbCs AiiCHMM 3a YMOBU 06’€KTUBHOTO BUMiPIOBAHHS.
Mae 6yTn >38 °C 6e3 iHwux MOXAMBMX NpUYnH. BuHnkae 3a3Buyain — npo-
Te He 000B’43K0BO — Pa3oM i3 WKipHUM BucunoM. TOLiHIOETbCS Ha NiaCcTaBi
KicTkoBoi cumHTiorpadii, MPT abo nigsuLLeHHs KiCTKOBO-NyXHOI docdata-
3u. ¥3a3Buyaii onMCcyeTbCs K «<HEUTPODINBHNIA YPTUKAPHUIA LepMaTo3», Bif-
MIYa€eTbCS BifCYTHICTb GiOPMHOIAHOIO HEKPO3Y Ta 3HAYHOrO HABPSIKY LLIKIpK.
SHeittpodinu >10 000/mmé Ta/abo CPB >30 mg/I.

ToYHwii piarHo3
€ 2 060B’13k0BMX KpUTEPIi Ta K
MiHIMyM 2 10LATKOBUX KpUTEPIi

O060B’13KOBMMU € TPMBAJIe CNOCTEPEXEHHS Ta Nepio-
On4YHe 0OCTEXEHHS Ha raMmanarTilo NMaLLEHTIB 3 BUCOKOIO
nigo3poto Ha CLLI.

AVUDEPEHLIAHUNA OIATHO3

OundepeHuinHa agiarHoctuka CLU npoBoanTtbcsa
3 LWUMPOKNM CMEKTPOM 3axXBOPIOBAHb i FPYHTYETbCS
Ha NOEAHaHHI KJiHIYHMX, BI0NOriYHUX | PEHTreHono-
FiYHMX OAHNX, & TAKOX HA BUKJTIOYEHHI iHLLOI MPUYMHN.
Hwux4ye HaBeaeHo OCHOBHI HO3on0rii, 3 akumum CLL mae
OyTn andeperuinosaHnin (tabn. 2).

Cnip 3a3HauunTw, Wo y gocnigxxeHHi Gilson ta cnis-
aBTOPIB 3aNpPONOHOBAHO BBaXaTun BUPaAXEHUN Ta
LUIBUAKUIN TEPANEBTUYHUIN ePEKT NiC/sg BBELEHHA aHa-
KiHPpW We oaHUM kputepieM Ha kopucTb CLU npn an-
depeHLuinHin giarHocTuui [34].

JNNIKYBAHH4A

Mpenapatom Bubopy ans nikysaHHa CLL € iHribiTop
peuenTopis IL-1 (IL-1Ra) aHakiHpa. Ti Bucoka edek-
TUBHICTb Bigmivanacs y 94% naujeHTiB [6], a pocnTb
BUpPaXeHa BignoBigb Nicns neplioro npumnomy npe-
napary 3adikcoBaHa Bxe B nepwi 48 rog, [9]. Bucoky
edEeKTUBHICTb NPOAEMOHCTPYBaB KaHakiHymab (aHTu-
IL-1B aHTuTING) (edbexkTnBHUM Y 91% navjieHTis). MeHww
nieBum BusIBUBCS Toumnisymab (aHTun-1L-6 aHTuTina):
Xopolla TepaneBTUYHa BiOMoOBiAb BiAMiYanacs nuwie
y 75% xBopwix [6].

PekomeHpoBaHa ctaptoBa fo3sa IL-1Ra ctaHo-
Butb 100 mr/poby [3, 6, 7, 12, 24, 29, 33, 34, 39]
3 NoganbLWMM MOXINUBUM ii SHUXKXEHHAM. [1oTiM MOX-
Ha cnpobyBaTn 3HNXYBATU J03Y A0 MiHIManbHO MOX-
JNINBOI, 9Ka KOHTPOMOE cuMNTOMU. LIbOoro moxHa no-
cartu, BBoasym 100 mr yepes aeHb abo, SKLo 03Ha-
K NMOBTOPIOKTLCS, HACTYMHOrO AHSA, BBOASYN KOXHi
36 rog, abo nuLle YacTUHY LWNnpuua WOoOHS (SHUXYHO-
4yn BBeAeHy 0o3y) [29]. Cnig 3a3HaumTw, LWO aHakiHpa
e 3MEHLUYE BUPAXEHICTb 3anasieHHs, ane He Ji-
Kye xBopo6y. CMMNTOMW HE3MIHHO MOBEPTAOTHCS
y TepMmiH Big, 1 0o (piako) 6 gHiB nicnsa BigMiHM npena-
paty. OCHOBHMM MOBIYHUM edEeKTOM € epUTEMATO3-
Ha peakLisi B MicLi iH’eKLii, TakoX BigMivatoTbCA BifbLu
yacTi iHekLii BEPXHiX amxanbHUX wnaxis. OckKinbku
Ha GOHI NPUINOMY aHaKiHPU MOXE BUHUKATN HENTPO-
MeHisl, PEKOMEHAYETLCH LWOKBAPTASIbHUA PO3rOpHY-
TUI aHani3 NenkoumnTiB 3 KOPOTLLINMM iHTepBanamm
NPOTArOM MEePLUMX TUXHIB NiCAS NO4aTKy JliKyBaHHS.
Y nitepatypi onncaHo 2 BUNagku, Konam nicnsg BUHNK-
HEeHHS HeTponeHii Ha GoHi nikyBaHHs Tepanis IL-1Ra
Oyna npu3ynuHeHa, a B NogasnblloMy — YCMilLIHO pe-
iHoykoBaHa [35]. Ockinbku aHakiHpa noTpebye 6oto-
4YMX WOAEHHUX iH’eKLUin, HeobxigHi npenapaTu GinbLu
TpuBanoi aii. KaHakiHymab BUSIBMBCS e DEKTUBHOIO Ta
6e3neyHot0 anbTEPHATUBOIO, afle He ByB 3anpPOMNOHO-
BaHWUn onga nikysaHHa CLU [36].

Hwxuye HaBenoeHO cxemy nikyBaHHsa CLLU 3anexHo
Bif, BUP&XXEHOCTI KNiHIYHNX CMMATOMIB, 3anponoHoBa-
Hy A. Simon Ta cniBasTopamu (2013) (puc. 2).

NEPEBIT XBOPOBU TA YCKJIAOHEHHSA

CLU — ue xpoHivHe 3axBOPIOBAHHS, BUPAXEHICTb
CUMMTOMIB SIKOFO 3a5ieXUTb Bif, HANexHOoi Tepanii.
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Tabnuusa 2

Ho3onoris, 3 1k010 NpoBOAUTLCS
avdepeHnuiiiuii giarios

CxoXi 03HaKK

BiaMiHHi 03HakK

CAPS (kpionipuHacouiiioBaHuii nepiofnyHuin CUH-
Epom)

[OBEHINbHMIT aPTPUT 3 CUCTEMHUM NOYATKOM/XBOPO-
6a Ctinna y mopocnnx

CuCTEeMHMIA YePBOHNIA BOBYAK

PekypeHTHa nnxomaHka, apTpanrisi, ypTukapHuii- Xonoa03anexHi nposisu, HasiBHa MyTallis reHa
xapakTep BuUcuny, NiABULLEHHS MapKepiB 3ana-
NIEHHS Ta NEiKOLMTO3, XOPOLLa BiANOBiAb Ha Te-
panito iHri6itopamu IL-1

PekypeHTHa nuxomaHka, apTpanris, nigsu-
LLIEHHS MapKepIB 3anasneHHs Ta NekoLmTos,
nimbazeHonaris, renatocnaeHoMeranis
PekypeHTHa nuxomaHka, apTpanris, ypTUKapHuii - XapakTepHWii BUCKN Y BUTNALI «<MeTenunka», napa-
xapakTep BuCUNy, MiABULLEHHS MapKepiB 3ana-

NLRP3, napanpoTeiHeMmis BiaCyTHsI, 3a3Bnyaii po3-
BWUBAETHCA Y AUTAHOMY BiLli

Bucwun 3a3Bnyail MakynonanynspHuii, BUCOKi piB-
Hi GpepuTrHY y CMpoBaTLL KPOBi, NapanpoTeiHe-

Migl BiACYTHS

NpoTEiHeMIq BifCYTHS, apTPanrii He BiAMIYAOTLCS

NIEHHd Ta NeikoumnTo3, nimdaneHonaris

Makpornobyniemis BanbaeHcTpema

XpOHiyHa CNOHTaHHA/iHAYKOBAHA KPONWB'SHKa
(CSU/CIU) (6e3 moHOKNOHabHOI ramanarii)

HasiBHa napanpoteiHemis

YpTukapHwii xapaktep sucuny

PiBHi MOHOKNIOHANbHWX rNOOYMIHIB 3HAYHO BULL
(3a3Bmyaii >10 000 mr/n), nimponponidpepatmsHi
3MiHM Npy Bioncii KicTKOBOro Mo3ky

Binblw BupaxeHuii cBepbix, HeBUPaXeHi 3anab-
Hi 3MiHUW, BUCMN HECUMETPUYHWIA, TPUBAE MEHLUNIA
MPOMIXOK Yacy, ricToNOoriYHo — BiNnbLu BUPaXEHNIA
JepManbHnit Habpsik, napanpoTeiHeMis BifcyTHs

Mpun WoAeHHOMY OTPUMAaHHI iHriGiTopiB IL-1 MOXHa
OOCArHyT\ Ta NiATPUMyBaTU OOBroTpuBany Meamka-
MEHTO3HY peMicito. 3a3Bunyai nicnsa NPUNUHEHHS Te-
panii aHakiHpPO CMMMNTOMU NOBEPTAIOTLCHA MPOTATOM
1-6 ni6 [6].

Onucanu eanHni BUNagok knacmuyHoro CLU, akuini
BiaMivanu NpoTarom GinbLue 8 pokiB 6e3 oTprUMaHHS fi-
KapCcbkux 3aco6iB, a B NoAanbLLIOMY NePENLLOB Y CMOH-
TaHHy pewmicito [4, 37].

Pu3nk BUHMKHEHHSI OHKOreMaTosIori4HMX 3axXBO-
ptoBaHb y nauieHTis i3 CLL € nocuTtb BUCOKUM 3a pa-
XYHOK napanpoTteiHeMmii. Basdyo4mcb Ha LOCNIAKEHHAX
de Koning [6], nimdonponidpepaTBHi 3axBOptOBAHHS

po3suHynucsa y 35 naujeHTiB i3 281 gocnigxeHux Bu-
napgkis CLU (12,5%), y cepegHbomy 4epes 8 pokis cro-
CTEPEXEHHS 3 MOMEHTY NMo4YaTKy XBOpobu. Y %5 3 BULLE-
onMcaHux NauieHTiB BUSIBIEHA MakporaobyniHemis
BanbaeHcTpema, ay GinbLUIOCTi iHLLNX BUMAAKIB — J1iM-
doma. MpoTe kinbkicTb NauieHTis i3 CLU, y akmnx pos-
BUHYNocs nimponponidepartmBHe 3axBOPIOBAHHS,
Mo>e B6yTr BinbLLIO, OCKiNbKM 6araTo BUNaaKiB onm-
CaHO NPOTArOM KOPOTKOIrO NepioAy nicnis BCTaHOB/EH-
HS aiarHo3dy CLL, ToX BaXkko pobuT BUCHOBOK LLIOA0
MOXJIMBUX BiATEPMIHOBaHMX Hacnigkis. MNMpoTe uikaso,
LLLO 3 YCiX MaLeHTIB, SKi OTPMMYBanun aHakiHpy, 3rigHo

Cungpom WHiunep

MNavjiexTn 3 BiporigHum/
0CTaTO4HIUM [liarHO30M

BifCyTHICTb BUP@XEHOro
3HUXEHHS SIKOCTI XUTTS,
HEeMae nocTiNHOro
MiAABULLLEHHS MapKepiB
3ananeHHs (CPb6<30 mr/n)

BupaxeHe 3HMXEHHS
AKOCTi XMTTs Ta/abo nocTiiHo
NigBMLLEHI Mapkepu
3ananetns (CPb>30 mr/n)

JlikyBaHHs
TMocTilHwWiA Harnsaga
Konxiumn 1-2 mr/poby
HM3M npu 3ananeHHi
cyrno6is Ta/abo ocanrisix

Anakinpa 100 mr/po6y’

Mopanblue BegeHHS
3AK, CPB: kKoxHi 6—12 mic
MGUS: 3rigHo 3 pekoMeHaaLismm2

JlikyBaHHS

lppokeuxnopoxin 200 mr 2 p/noby

Mopanblue BepeHHS
3AK, CPB: koxHi 3 mic
MGUS: 3rigHo 3 pekomeHaaLisMu
IHWe: enekTponiTH, KPeaTuHiH,
Kanbuiii (npu IgM) NIAT, 6inok cevi

Hemae Bignogiai Ha aHakinpy
lMepernsHyTu giarHos +++

Jliarno3 npasunbhmit — T o3y

aHakinpu: 100 mr 2—3 p/noby
[onatu Konxiumu
PoarnsHyTi Toumnizymat

Puc. 2. 3anponoHoBana cxema nikysanHs CLLU (opurinan: A. Simon et al., 2013).
9K Tinbky cTaH Oyne KOHTPONbOBAHUM, CAif, 3HAITU HaliHUXYy epekTUBHY 403y ab0 LWSXOM NpUiloMy Npenapary aHakiHpa yepe3 AeHb, abo wns-

XOM 3HUXEHHS [1000BOi J03U.

24acToTa 3anexuTb Bif, piBHS KNOHIB y nnasmi kpoBi (1 p/pik 3a ymosu <10 r/n, Agiyi Ha pik npu 10-30 r/n, KoxHi 3 mic, akuio >30 r/n).
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i3 pocnigxeHHsam de Koning nuwe y ogHOro naujieHTa
pO3BUHYnacs MakpornobyniHemia BanbaeHcTpema [6].

AMINoigo3 9K yCKNnagHEHHS BUHMKAE O0CUTb pia-
KO. Y BULLLE3a3HAYEHOMY OOCHIOKEHHI 3 281 naujieHTIB
nuwey 6 Bunaakax (2%) po3suHyecs A-aminoigos [6].
Cnip HaragaTtu, Wo aminoig-A B cupoBaTLi KPOBI
(SAA) — ue 6inok rocTpoi dasm 3ananeHHs. Tepa-
nis iHrieiTopamu IL-1 koHTpontoe 3ananeHHs npm CLL,
a 0TXe, MMOBIPHO 3YMOBJIIOE 3HUXEHHS PUSNKY BUHVK-
HEHHS aminoigoay.

Hwuxye HaBeaoeHun KNiHiYHWI BUMNagokK nawieHTa
3 CLU, akni nikyBaBcH y neaiaTpM4HOMY BiALiNIEHHI
N2 2 KHIM «OKAJ1 KOP» M. KponnBHULBKWIA.

Lisunna [., 2004 p.H. 3 aHaMHe3y BiAOMO, LLIO 3a-
XBOpPIOBaHHA no4vanocs y 2019 p., KoAn y NauieHTkn
BrepLLe 3’IBUBCS YPTUKAPHWUIA BUCUM HA TiNi, WO Binb-
e noKasnidyBaBCs Ha KiHLjiBKaxX, MeHLLe — Ha Tyny0bi Ta
Xu1BOTi. BoceHn 2019 p. y 3B’A3Ky 3 BULLEONNCAHNMU
cKkapramm 3BepHynacs Ao aneprosiora, 3Haxoaunacs
Ha CTauioHapHOMY NiKyBaHHI y BioAiNIeHHI aneprono-
rii KHM «OKOJ1 KOP» 3 giarHo30M «anepridyHmin gep-
MaTuT. XpPOHIYHMI racTpoa4yoAeHIT». B aHanidax kpo-
Bi BigMmivaBcsa nekoumtos (14 r/n), nigeuiieHHs LLIOE
(59 mm/ron) Ta CPE (48 mr/n). Y nogansiomy npoTs-
rom 2020 p. ckapru Ha HasiBHICTb YPTUKAPHOIro BUCK-
ny Ha TiNi Ta KiHLiBKax Habynm NOCTIMHOrO XapakTepy,
npoTe y 3B’A3KYy 3 YMOBHO 330BifIbHVUM 3arajibHUM
CTaHOM AMTVHA 332 MEANYHOKO OOMOMOrol0 He 3BEp-
Tanacs, nikysanacs CUMMATOMATUYHO (QaHTUTiCTaMIiHHI
npenapatu). Y ciyni 2021 p. cTaH AUTUHU NOTiPLUMBCS:
nigeuwmnacs Temnepatypa tina no 38,5 °C, 3’asunucs
6inb y M’a3ax, cyrnobax, HabpsiK MixxdanaHroBux cy-
rnobiB nasnbLiB Pyk, iX NOYEPBOHIHHA, IOMOTA B Tifli
Ha OHI NMXOMaHKK, BUpaxeHa cnabkicTb, 30epiras-
CS YPTUKAPHUIM BUCUN HA KiHLiBKaX Ta Tifi, WO 3MiHIO-
BaB CBOE MiCLLepO3TallyBaHHS, BE3UKYISPHUI BUCKN
Ha niBii NONOBUHI HOCA Ta HaA, BEpPXHbOO ryboto, Bifl-
MiYaBCS NepioanyHnn kawenb. Y 3B’93Ky 3i ckapramu
XBOpa rocnitanidoBaHa B iHpekuinHe BigaineHHsa KHI
«OKOJ1 KOP», ne 6yna Ha cTauioHapHOMY JliKyBaH-
Hi 3 11.02.2021 no 01.03.2021 p. 3 giarHo30oMm «rep-
netnyHa iHbekuia. AtoniyHnii gepmatut. XpOoHiyHa
KponuB’siHka». B aHanisax KpoBi BigMivyanocs nigsu-
weHHa LLIOE 55 mm/roa, CPB 24mr/n. Byna KOHCyNb-
TOBaHa KapAiopeBMaTosioroM, A5 BUKITIOYEHHSA PeB-
MaTOoJorivyHOI NaToNorii NPU3HaAYeHO A00OCTEXEHHS:
aHTuHykneapHi aHtutina (ANA) metogom IFT — Hera-
TUBHO, aHTUTINa Ao AgocnipanbHoi JHK — Heratus-
HO. BununcaHa 3 noninweHHsM CTany aas nogasbllioro
amMbynaToOpHOro Harnsay Ta nikyBaHHs, NPoTe Ha MO-
MEHT BUMUCKN 3a CNOBaMU OUTUHU YPTUKAPHWIA BU-
cun 36epirascs.

Y 3B’A3KY 3i 30€pEXEHHSIM CKapr HAa NePIOANYHY n-
XOMaHKy 00 GebpunbHUX UMdpP, HEMNPUEMHI BigyyTTS
y M’i3ax, cyrnobax, Habpsik MixdanaHroBux cyrnobis
nanbLiB PyK, iX MOYEPBOHIHHS, JIOMOTY B Tifli HA QOHI
JINXOMaHKW, BUpaxKeHy cnabKiCTb, yPTUKAPHWIA BUCUN
Ha KiHLiBKax Ta Tifli, WO 3MiHIOE CBOE MiCcLepOo3TaLLy-
BaHHs, 05.05.2021 p. NOBTOPHO rocnitanisoBaHay ne-
npiatpuyne BigaineHHsa KHIM «OKAJ1 KOP», m. Kponus-
HULLbKNNA.

O6’ekTBHO: HA MOMEHT rocniTanidadii 3arasbHuin
CTaH CepeaHbOro CTyrneHs TSXXKOCTI 3a paxyHOK INXO-
MaHKU, 3arasbHo3ananbHMX 3MiH, apTpanrii. Ha wiki-
pi — BMCYN YPTUKAPHOIO XapakTepy, Oinblie — Ha Ty-
ny6i, pykax, romMminkax Ta cterHax, cronax, 6,i0o-po-
XEBOIr0 KONbOpPY (puc. 3), NepioanYHO 3HMKAE, BUCUT
30iNbLUIYETLCA HA BeYip, Mae TeHOEHLj0 A0 Mirpadii,
TakKoX BigMi4aloTbCsa HABPAKNICTb Ta NOYEPBOHIHHSA
MixdanaHrosux cyrnobis nanbuiB pyk. ManenyoTb-
CS MHOXWHHI 36inbLUeHi NepeHbOLUNIAHI Ta 3a4HbO-
LWNIAHI Nim@OoBY3KM cnpaea, PO3MipoM 40 2 CM, PyXo-
Mi, He 3’eHaHi 3 HaBKOJIMLLHIMW TKaHUHaMn, 6e360-
NiCHI Npwy Nnanbnaduii.

B ananizax kpoBi 36epiranvcsa BupaxeHi 3anasnb-
Hi 3MiHN:

Nara

05.05.2021 14.05.2021 09.06.2021 22.06.2021
Hb 104 T/n 96 I'/n 109 /n 90 /n
Jleiik. 14,5T/n 11,3T/n 8,7T/n 8,21/n
LWOE 64 mm/rop, 57 mm/rop, 42 mm/rop 46 mm/rop
Eos. 0% 6% 4% 0%
Man. 1% 11% 3% 2%
Cerm. 7% 65% 71% 87%
nar 606 Oa/n 770 Oa/n - -
K®K 42 Op/n 350g/n - -
CPBb 96 mr/n 48 mr/n 12 mr/n 48 mr/n

MepiognyHO BigMiYanmMcsa TOKCUYHA 3E€PHUCTICTb
€pPUTPOLINTIB, aHi30- Ta MNOMKINOUNTO3.

MpoBopuBcsa Takun andepeHuinHnii aiarHos:
CUCTEMHUI YEPBOHMIN BOBYAK, IOBEHIIbHUN igionaTny-
HUI apTpuT (cuctemMHa popma), OHKOreMaToNoriYHi
3axBoptoBaHHs, BIJ1-iHdekuida, CLLU, CAPS.

ZloaaTkoBi MeToau AOCIAXEHHS:

® yNbTPa3BYyKOBE AoChimkeHHs (Y3) nimbaTtny-

HUX BY3MiB LUNi: MHOXWHHI 36inbLUeHi nepeaHbo-
LUWIHI Ta 3a4HBbOLLNKHI J1/B CNpaBa;

e Y3/1 HMPOK: BE3 OpraHivyHNX 3MiH;

e MynbTUCHipasnbHa KOMM'lOTepHa Tomorpadis
(MCKT) opraHiB rpyaHOi KiTK1, OpraHis 4epeB-
HOI MOPOXHWHU, Manoro Tasa: KT-o3Hakn reHe-
panisoBaHoi nimpageHonartii. [lomMipHa cnaeHo-
mMeraniqa. NnogeHcnBHe BOrHULWE y S3 nediHkn
(kicta?). KictononibHe yTBOpPEHHS NiBOro SEYHU-
Ka;

® cTepHasibHa NYHKLUiA: NaToNoriyHUX 3MiH He BU-
SIBNIEHO;

® roniMepasHa naHurosa peakduis (MJ1P) (Bipycu

repnecy 1-ro, 2-ro, 6-ro TMniB) — HEraTMBHO;

e exokapaiorpadia (exoKIl): opraHiyHoi natonorii

HE BUSIBJIEHO.

KoHcynbTtauii paxiBuiB:

® OHKOJI0I: OHKOMNATOJOrii HA MOMEHT OrfIsifly He BU-
SIBNIEHO;

® remartosior: 3anizogediunTHa aHEMist CUCTEMHO-

ro reHesy;

® a51eproJior: XPOHiYHAa KPOMMB’SHKA;

® FEHETUK: FeHETUYHUX BiOXWUIEHb HE BUSIBNIEHO;

® eHOOKPUHOMON: aNiMEHTapHO-KOHCTUTYLINHE

OXMPIHHS;

e imyHonor: CLU?

Mig yac nepebyBaHHSA y BiodiNeHHI NnpoBoamnacs
Tepanis HM3IM, BHYTPILWHBOBEHHO MIIOKOKOPTUKOIAA-
MW, @HTUFICTaMiHHUMM NpenapaTamu.
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Puc. 3. LWipHi 3mim nauientku [1. npu CLU

Y 3B’A3KY 3 TUM, L0 CUMATOMOKOMIMEKC Y BUTNS4j
1) NigBULLIEHHS 3ananbHUX MapKepPIB KPOBI, 2) BUCKNY
(3a TMNOM ypPTMKApPHOTo), 3) CKENETHO-M'A30BUX 3MiH
SIK HENPUEMHMX BiOYyTTiB y M’A3ax, cyrnobax Ta KicT-
Kax Bignosigas sk kputepiam CAPS (kpionipnHacouiio-
BaHOMY Nnepiogn4yHOMYy CUHOPOMY), TakK i BiporigHOMY
niarHosy CLU, 6yno npuitHATO pilueHHS 000CTEXNTI
OUTUHY MEeTO0M iMyHoenekTpodopesy dppakuiin 6in-
KiB KPOBI 3 iMyHO®IKCaL€lD.

MeTopn iMmyHOodIKcaLii NiaTBepamB HasiBHICTb Napa-
npoTeiHeMii y BUrnsai MOHOKIOHaNbHOrO KNoHy IgG,
NIerkoro naHura kanna.

Ha nigcTasi Toro, wo npu CAPS-cuHgpomi napa-
npoTteiHemia He BigmivaeTbea [38], y nunHi 2021 p.
Ha nigcTaBi CTpacbyp3bkmx KPUTEPIiB BCTAHOBIEHUIA
BiporigHwi piarHo3: CLU, IgG-acouiiioBaHunii.

[nga To4HOro BCTaHOBNEHHS AiarHO3y, BPaxOBYKO4U,
WO Yy NauieHTkn BusBneHun came lgG-acouinoBaHmin
BapiaHT MOHOKJIOHaIbHOI ramanarii, 6yna HeobXigHICTb
y we 04HOMY KpUTEpIi, OCKiIbKM Mpu JaHOMY BapiaH-
Ti 3aXBOPIOBAHHSA HEOOXiIAHO MaTu 2 060B’A3KOBUX Ta
3 Manux KpuTepii.

Y AKOCTi 10AATKOBOr0 METOAY AOCNIIKEHHSA 0OpaHa
CuMHTUrpadis, OCKibKK, IK 3a3Ha4anocs BuLLe, caMe
LLe METOL, Ma€E Ay>Ke BUCOKY YYTNNBICTb AJ19 BUABJIEH-
HS KiCTKOBMX 3MiH npu CLLI.

Mpu cumHTUrpadii BUABNEHO BOrHuLLE rinepodikca-
Lii ocTeoTponHoro pagiogapmnpenapatyy 2-my peod-
pi 3niBa nonepeny oo 247%. (puc. 4).

Ha nigctaBi HassBHOCTI 2 060B’A3KOBUX KpUTEpPi-
iB (XPOHIYHWI YPTUKAPHUI BUCUN + MOHOKJ/IOHANIbHA
ramanaris IgG) Ta 3 nooaTKoBMX KPUTEPIIB (PEKYPEHT-

Ha IMxomMaHka, 06’ EKTUBHI 03HaKN aHOMaslbHOIrO PEMO-
[esioBaHHA KiCTOK 3 ocarigMu, Lo BUSBIIEHO 3a 40-
NOMOrOI0 CUMHTUIPadii, a TaKoX HAABHOMY JTENKOLM-
TO3y Ta niasuLeHHo CPB) BCTaHOBNEHWIA 3aKJTIOYHNV
niarHos: CLU, IgG-acouijiioBaHuii.

3rigHo 3 pekoMeHaaUiaMn OANTYHI MPU3HAYEHO cre-
umdidyHy Tepanito aHakiHpoto (iHribiTtopom IL-1) [2, 3,
6, 39]. Y ciuHi 2022 p. 3a paxyHOK Aep>XXaBHUX NyOiy-
HUX 3aKyrniBesb fikapHelo npenapat OTPpUMaHun, ouv-
TWUHa po3roYasa naaHoBy Tepanito aHakiHPO y A03Y-
BaHHi 100 Mr WOAEHHO Y BUrNAAi NMiOLWKIPHUX iH’ EKLINA.

Ha ¢oHi npuinomy npenapaty BiaMiYanocs 3Ha4yHe
NOKpPAaLLEHHS 3arasibHOro CaMornoYyTTS: BXE NPOTArom
NepLUOro TUXHS y ANTUHN 3MEHLLMBCS BUCUN A0 Mali-
K€ MOBHOI0 3HNKHEHHS, 3HN3MNACS IHTEHCUBHICTb HE-
NPUEMHMX BiA4yTTiB Yy cyrnodax, Kictkax, mokpaLiuim-
cs nabopaTopHi NokasHukK (tTabn. 3).

Cnig, 3a3Ha4ynTK, WO Y NAUiEHTKX BigMidanncs no-
OivHi peakuii Ha poHi Tepanii:

® MiCcLUeBO — MOYEPBOHIHHS, YLLiNIbHEHHS Y MiC-

Li BBeAEHHS, GinbLue Oyno BMpaxeHe NpoTarom
nepwux 3 Mic NikyBaHHS;

® CUCTEMHO — [BOPa3oBO NpoTarom 1 poky

NiKyBaHHS — NPOSBU Yy BUTASAI NAPUHIO-
cnasmy, WO CynpOBOOXYBa/INCH BUPAXKEHOIO
KPOMUB’SAHKOIO Ta KyripyBasiMcs OgHIED 003010
aHTUricTaMiHHOro npenaparty B OMAaLUHIX YyMO-
Bax.

Y nopanswomy npotarom 2022 p. nauieHTka He-
OZIHOPA30BO NMPOXoamsia 06CTEXEHHS, MAaTONOMYHNX
3MiH KJiHiYHO Ta B 1abopaTopHMX NOKA3HMKax He Bif-
Miyanocs.
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Puc. 4. CuuHturpadis nauieHTku [1.: BorHuLe rinepdikcalii octeotpon-
Horo pagiodapmnpenapaty y 2 pebpi 3nisa nonepegy fo 247%.

Ta6nuusa 3
JlaGopaTopHi noka3Huku nauieHTku [l. Ha ¢oHi Tepanii npenapaTtom
aHakiHpa

20.01.22 (3a peHb

25.01.22 (4 pHi 19.04.22 (3 mic

A0 NoYyaTKy . !
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npunomy npuiiomy) npuiomy)
aHakiHpwm) p
LIOE, 50 36 6
MM/XB
CPB, 96 HeratusHuit Heratuehuin
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Y BepecHi 2022 p. nauieHTka nicns 4OCArHEHHS BiKy
18 pokiB nepeBegeHa Ha CNOCTEPEXEHHS [OPOCOro
peBmarosiora Ta CiMenHoro nikaps.

Ha nouatok ciyHg 2023 p. (pik 3 MOMEHTY no4aT-
Ky Tepanii iHribitopom IL-1) anTrHa nodvyBanacs 3a-
JOBINbHO, HE BiAMIYeHO BucKny, 6onio y cyrnobax/
KicTkax/m’a3ax, nabopaTopHi Mapkepu 3ananeHHs
(LLIOE Tta CPB) 6ynu B Mexax HopMu.

Ha xanb, 3 20.01.20283 p. nauieHTka npena-
paTy He oTpUMyeE Yy 3B’S3KY 3 MOro BiACYTHICTIO.
21.01.2023 p. cTaH AUTUHKM MOriPLWNBCS, 3’ABUIACS
ocanrii, ypTMKapHuiA BUCUN Ha Tini, cBepoixX.

BUCHOBKMU

CLU e pigkicHMM i HEQOCTATHBLO AiarHOCTOBAHUM
posnagom. Bucoka HacTtopoxeHicTb woao CLU mae
OyTV NPV BUSIBNIEHHI MALLEHTIB i3 XPOHIYHUMUM OepMa-
TO3aMu, NoAibHUMKM A0 KPONUB’SHKK, NEPiIOANYHOLO
JINXOMAHKOI0 Ta apTpanriaMmu. TakMm nauieHTam He-
06XigHO NPOBOANTU O00OCTEXEHHS Y BUrNSAAI enek-
Tpodopesdy cUpoBaTKOBUX BiNKiB 3 iMyHOdIKCaLEO.

OndepeHuinHmin giarHo3 Mae npoBOANTUCS 3:

1) iIHWKXMK IMYHONOMYHMMM 3aXBOPIOBAHHAMM, Ta-
KUMW SIK PEBMATOIAHUA apTPUT 3 CUCTEMHUM MNo4arT-
KOM, CUCTEMHUIN YEPBOHWI BOBYAK;

2) remMaTonoriyHMMM 3axXBOPIOBAHHAMMU, @ CaMe:
MOHOKJIOHaNIbHAa ramaraTia HEBIAOMOro reHesy, ma-
KpornobyniHemia BanbaeHcTpema, iHwi nimpomun, mie-
JIoMHa xBopoba;

3) ayTo3ananbHMMU CUHAPOMAaMM (TakKMMU SIK Kpio-
nipyHacouinoBaHui nepioanyHnin cuHgpom — CAPS);

4) iIHDEKUIMHUMN 3aXBOPIOBAHHAMMU, LLO MOXYTb
CyNpOBOAXYBATMCS BUCUMOM Ta NimdaaeHonartielo,
Ta iHLWi.

CT1pacbyp3bKi kpuTepii € OCHOBHUM iIHCTPYMEHTOM
ONs BCTaHOBNEeHHs aiarHo3y CLL.

[iarHo3 BaxnmBoO po3ni3Hatu, ockinbku CLU
MOB’A3aHU i3 3N0SKICHMM HOBOYTBOPEHHSAM. Jlimdo-
nponipepaTnBHUI po3naz PO3BMBAETLCS Y 6IU3b-
K0 20% nauieHTiB B cepeaHboMy Yepea 7,6 poky nicns
nosieu cumntomie. Came TOMy nauieHTn NnoTpebyoTb
MOCTIMHOIr 0 Ta TPMBAIOro CNOCTEPEXEHHSA reMaToso-
rOM [J151 CBOEYACHOIO BUSIBNIEHHS 3/109KiICHMX HOBO-
YTBOPEHb.

IHriGiTopu IL-1 BBaxXalOTLCA Tepanieto NepLUOi NiHii,
OCHOBHUM 3aBAaHHAM AKUX € MPUTrHIYEeHHS 3anasneH-
HS1, NPOTE, Ha XaJlb, C/if, 3a3HA4YMTH, WO Ha POHI Npu-
MUHEHHS NiKyBaHHS BiAMi4a10Csa NOBEPHEHHS CUMIMTO-
MiB, TOX MNaLEHTV MaloTb OTPUMYBATM Npenapar npo-
TAMOM YCbOIO XUTTS.

CMUCOK BUKOPUCTAHOI NITEPATYPU

1. Jain T., Offord C.P., Kyle R.A. et al. (2013) Schnitzler
syndrome: an under-diagnosed clinical entity. Haematologica, 98: 1581—
1585. doi: 10.3324/haematol.2013.084830.

2. Benitez Gutierrez L.M.P. S, Tutor de Ureta P., Yebra
Bango M. (2013) Schnitzler's syndrome: a case report and literature
review of the response to treatment with anakinra. Med. Clin. (Barc),
140: 427-428. 10.1016/j.medcli.2012.09.003.

3. Billey T., Beldjerd M., Popa L. et al. (2010) Schnitzler
syndrome: a dramatic improvement with anakinra. Presse Med., 39:
1338-1339. 10.1016/j.Ipm.2010.07.009.

4. Lipsker D. (2010) The Schnitzler syndrome rewiew. Lipsker
Orphanet Journal of Rare Diseases, 5: 38. 10.1186/1750-1172-5-38.

5. Schnitzler L. (1972) Lésions urticariennes chroniques
permanentes (érytheme pétaloide?). J. Dermatol. Angers. 10.1186/1750-
1172-5-38.

6. de Koning H.D. (2014) Schnitzler’s syndrome: lessons from
281 cases. Clin. Transl. Allergy, Dec 5; 4: 41.10.1186/2045-7022-4-41.

7. de Koning H.D., Bodar E.J., van der Meer J.W., Simon A,
Schnitzler Syndrome. Study Group (2007) Schnitzler syndrome: beyond
the case reports: review and follow-up of 94 patients with an emphasis
on prognosis and treatment. Semin. Arthritis Rheum., 37(3): 137-48.
10.1016/j.semarthrit.2007.04.001.

8. Manthiram K., Zhou Q., Aksentijevich I. et al. (2017)
The monogenic autoinflammatory diseases define new pathways in human
innate immunity and inflammation. Nat. Immunol.; 18(8): 832—-842.
10.1038/ni.3777.

9. Cong-Qiu Chu (2022) Schnitzler syndrome and Schnitzler-
like syndromes. Chin. Med. J. (Engl.), May 20; 135(10): 1190-1202.
10.1097/CM9.0000000000002015.

10. Migliorini P., Italiani P., PratesiF. et al. (2019) Cytokines and
soluble receptors of the interleukin-1 family in Schnitzler syndrome. Scand.
J. Rheumatol., May; 48(3): 235—238. 10.1080/03009742.2018.1550210.

11. Pathak S., Rowczenio D.M., Owen R.G. et al. (2019)
Exploratory study of MYD88 L265P, rare NLRP3 variants, and clonal
hematopoiesis prevalence in patients with Schnitzler syndrome. Arthritis
Rheumatol.; 71: 2121-2125. 10.1002/art.41030.

12. Rowczenio D.M., Pathak S., Arostegui J.l. et al. (2018)
Molecular genetic investigation, clinical features, and response
totreatment in 21 patients with Schnitzler syndrome. Blood; 131: 974—
981. 10.1182/ blood-2017-10-810366.

13. Bonnekoh H., Scheffel J., Maurer M. et al. (2018) Use
of skin biomarker profiles to distinguish Schnitzler syndrome from chronic
spontaneous urticaria: results of a pilot study. Br. J. Dermatol.; 178: 561—
562. 10.1111/bjd.15705.

14. Takimoto-Ito R., Kambe N., Kogame T. et al. (2021)
Refractory serum immunoglobulin M elevation during anti-interleukin (IL)-

YKPATHCbKUM PEBMATOJIOTIYHWUW XYPHA o Ne 1 (91) » 2023



1- or IL-6-targeted treatment in four patients with Schnitzler syndrome.
J. Dermatol.; 48: 1789— 1792. 10.1111/1346-8138.16124.

15. Kinoshita M., Shinomiya N., Ono S. et al. (2006) Restoration
of natural IgM production from liver B cells by exogenous IL-18 improves
the survival of burn-injured mice infected with Pseudomonas aeruginosa.
J. Immunol.; 177: 4627-4635. 10.4049/jimmunol.177.7. 4627.

16. Airoldi 1., Raffaghello L., Cocco C. et al. (2004)
Heterogeneous expression of interleukin-18 and its receptor in B-cell
lymphoproliferative disorders deriving from naive, germinal center, and
memory B lymphocytes. Clin. Cancer Res.; 10: 144—154.10.1158/1078-
0432.CCR-1026-3.

17. Kieffer C., Cribier B., Lipsker D. (2009) Neutrophilic urticarial
dermatosis: a variant of neutrophilic urticaria strongly associated with
systemic disease. Report of 9 new cases and review of the literature.
Medicine (Baltimore), 88(1): 23-31. 10.1097/MD.0b013e3181943f5e.

18. de Castro F.R., Masouyé I., Winkelmann R.K. et al. (1996)
Urticarial pathology in Schnitzler’s (hyper-IgM) syndrome. Dermatology,
193(2): 94-9. 10.1159/000246220.

19. Soubrier M., Dubost J.J., Jouanel P. et al. (1994) Multiples
complications d’une IgM monoclonale. Rev. Med. Interne., 15: 484—-6.
10.1186/1750-1172-5-38.

20. Lipsker D., Veran Y., Grunenberger F. et al. (2001)
The Schnitzler syndrome. Four new cases and review of the literature.
Medicine (Baltimore). Jan; 80(1): 37-44. 10.1097/00005792-
200101000-00004.

21. Berdy S.S., Bloch K.J. (1991) Schnitzler’s syndrome:
a broader clinical spectrum. J. Allergy Clin. Inmunol., 87: 849-54.
10.1016/0091-6749(91)90132-8.

22. Borradori L., Rybojad M., Puissant A. et al. (1990) Urticarial
vasculitis associated with a monoclonal IgM gammopathy: Schnitzler’s
syndrome. Br. J. Dermatol., 123: 113-8. 10.1111/j.1365-2133.1990.
tb01831.x.

23. Lipsker D., Spehner D., Drillien R. et al. (2000) Schnitzler
syndrome: heteregous immunopathologic findings involving IgM-skin
interactions. Br. J. Dermatol., 142: 954-9. 10.1186/1750-1172-5-38.

24. Besada E., Nossent H. (2010) Dramatic response to IL1-RA
treatment in longstanding multidrug resistant Schnitzler’s syndrome:
a case report and literature review. Clin. Rheumatol., 29: 567-71.
10.1007/s10067-010-1375-9.

25. Lecompte M., Blais G., Bisson G. et al. (1998) Schnitzler’'s
syndrome. Skeletal. radiol., 27: 294-6. 10.1007/s002560050385.

26. De Waele S., Lecouvet F.E., Malghem J. et al. (2000)
Schnitzler’s syndrome: an unusual cause of bone pain with suggestive
imaging features. AJR, 175: 1325-1327. 10.2214/ajr.175.5.1751325.

27. Niederhauser B.D., Dingli D., Kyle R.A. et al. (2014)
Imaging findings in 22 cases of Schnitzler syndrome: characteristic para-
articular osteosclerosis, and the «hot knees» sign differential diagnosis.
Skeletal. Radiol., 43: 905-915. 10.1007/s00256-014-1857-y.

28. Lebbe C., Rybojad M., Klein F. et al. (1994) Schnitzler's
syndrome associated with sensorimotor neuropathy. J. Am. Acad.
Dermatol., 30: 316—-318. 10.1016/s0190-9622(94)70031-1.

29. Simon A., Asli B., Braun-Falco M. et al. (2013) Schnitzler’s
syndrome: diagnosis, treatment, and follow-up. Allergy: European Journal
of Allergy and Clinical Inmunology. 09 March. 10.1111/all.12129.

30. Gladue H.S., Fox D.A., Lowe L. et al. (2014) Schnitzler's
syndrome in the absence of a monoclonal gammopathy: a report of two
cases. J. Clin. Cell. Immunol.; 5: 5. 10.4172/2155- 9899.1000265.

31. Henning M.A.S., Jemec G.B.E., Ibler K.S. (2020)
Incomplete Schnitzler syndrome. Acta Dermatovenerol. Croat.; 28: 38—
40. PMID: 32650850.

32. Mulla E., Neame R. (2015) Delayed development of the IgM
paraprotein in Schnitzler's syndrome. Scand. J. Rheumatol.; 44: 521—
522.10.3109/03009742.2015.1071421.

33. Neel A., Henry B., Barbarot S. et al. (2014) Long-term
effectiveness and safety ofinterleukin-1 receptor antagonist (anakinra)
in Schnitzler’s syndrome: a French multicenter study. Autoimmun. Rev.;
13: 1035-1041. 10.1016/. autrev.2014. 08.031.

KNITHIYHI JOCNIAXEHHYA

34. Gilson M., Abad S., Larroche C. et al. (2007) Treatment
of Schnitzler syndrome with anakinra. Clin. Exp. Rheumatol., 25: 931.
PMID: 18173934.

35. Perrin F., Neel A., Graveleau J. et al. (2014) Two cases
of anakinra-induced neutropenia during auto-inflammatory diseases: drug
reintroduction can be successful. Presse Med., 43: 319-321 10.1016/j.
Ipm.2013.06.028.

36. de Koning H.D., Schalkwijk J., van der Ven-Jongekrijg J.
etal. (2012) Sustained efficacy of the monoclonal anti-interleukin-1 beta
antibody canakinumab in a 9-month trial in schnitzler’s syndrome. Ann.
Rheum. Dis. 10.1136/annrheumdis-2012-202192.

37. Asli B., Brouet J.C., Fermand J.P. (2011) Spontaneous
remission of Schnitzler syndrome. Ann. Allergy Asthma Immunol., 107:
87-88. 10.1016/j.anai.2011.04.006.

38 Rowczenio M. et al. (2017) Late-Onset Cryopyrin-Associated
Periodic Syndromes Caused by Somatic NLRP3 Mosaicism—UK Single
Center Experience. Front Immunol.; 8: 1410. 2017 Oct 31. 10.3389/
fimmu.2017.01410.

39. Crouch R., Akhras V., Sarkany R. (2007) Schnitzler’s
syndrome: successful treatment with anakinra. Australas J. Dermatol.,
48:178-181.10.1111/j.1440-0960.2007.00375.x.

SCHNITZLER SYNDROME: FAMILIAR
URTICARIA IN UNFAMILIAR
AUTOINFLAMMATORY DISEASES.
EXPERIENCE OF TREATING A CHILD
WITH SCHNITZLER SYNDROME

IN THE PEDIATRIC DEPARTMENT
KNP «OKDL KOR» KROPYVNYTSKYI

M.V. Miroshnychenko, N.V. Shishkanova,
V.G. Ivanova

KNP «Regional Clinical Children’s Hospital
of the Kirovohrad Regional Council»,
Kropyvnytskyi

Abstract. Schnitzler syndrome (SchS) is an auto-
inflammatory disease associated with IgM (rarely
IgG) monoclonal gammopathy and is manifested
by chronic urticaria, signs of systemic inflammation
in the form of fever, arthralgia and/or bone pain,
as well as increased serum markers of systemic
inflammation. Despite the fact that the disease
has been known since 1972, when it was first
described by Lilian Schnitzler, this pathology
is rarely diagnosed in the world [1]. The highest
effectiveness of treatment was found when
using interleukin-1 (IL-1) inhibitors [2] [3], but
unfortunately, it should be noted that against
the background of discontinuation of medication,
the return of symptoms was noted [4], so patients
need lifelong treatment. Purpose: to increase
the awareness of the medical community about
the clinical manifestations, methods of diagnosis
and treatment of SchS. To acquaint the communi-
ty with the clinical results of the use of IL-1 inhib-
itors for the treatment of this syndrome in a child
in the pediatric department of the KNP «OKDL KOR>»
in Kropyvnytskyi. Object and methods: Modern
literary data were processed. A clinical case
of Schnitzler syndrome in a child is presented, which
was diagnosed by using of the Strasbourg criteria
at the Kirovohrad Regional Children’s Hospital.
The effectiveness of the treatment of SchS with an
IL-1 inhibitor and side effects during a year of use
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were analyzed. Results: Against the background
of treatment with an IL-1 inhibitor for 1 year,
the patient had a significant improvement in her
general well-being: it was noted a decrease in skin
manifestations, up to their complete disappearance,
absence of fever, arthralgia/osalgia, which
were part of the symptom complex at the time
of diagnosis. Against the background of drug
administration, adverse reactions were noted: local
manifestations in the form of redness and edema
ofthe injection site, twice — systemic manifestations
in the form of laryngospasm in combination with
severe urticaria, which were treated with 1 dose
of antihistamines. Conclusions: Schnitzler
syndrome is a rare and underdiagnosed disease.
A high vigilance regarding SchS should be observed
during examining patients with chronic urticaria-

like dermatoses, periodic fever, and arthralgias.
To clarify the diagnosis, it is necessary to carry
out additional tests — electrophoresis of serum
proteins with immunofixation. It is important
to recognize the disease in time, because Schnitzler
syndrome is associated with the development
of hematological malignancy. About 20% of patients
develop a lymphoproliferative disorder an average
of 7.6 years after the onset of symptoms. Thus,
these patients require constant and long-term
monitoring. IL-1 inhibitors are extremely effective
in relieving symptoms and are considered first-
line therapy.
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