Yntamte Hac Ha caunTi: http://med-expert.com.ua

YK 616.34/.35002053.3/.5

O.M. OxotHikoBa', A.A. PomaHuyk', O.M. IpuwyeHko?

XpoOHidyHa KpONUB'sAHKA i 3anasibHi 3aXBOPIOBaHHSA
KULLeYHUKa — 4YM BapTO wykKkaTtu gani?

'HauioHanbHui yHiBepcuTeT 0XOpoHW 3A0poB'a Ykpainu imeHi N.J1. LWynuka, m. Knuis
*HaujoHanbHa gutaya cneujanisoaHa nikapHs «OXMATOUT», M. Kuig, YkpaiHa

Modern Pediatrics. Ukraine. (2021). 6(118): 55-60. doi 10.15574/SP.2021.118.55

For citation: Okhotnikova OM, Romanchuk AA, Grishchenko OM. (2021). Chronic urticaria and inflammatory bowel disease — is it worth looking further?
Modern Pediatrics. Ukraine. 6(118): 55-60. doi 10.15574/SP.2021.118.55.

XPOHi4HA KPONMB'AHKA € NOLUMPEHOI0 XBOPOOOHO, LLIO MOXKeE 3pifKa 3yCTpivaTCs Npu 3anafibHIUX 3aXBOPIOBaHb KULLEYHIKA. Liei BUNagoK npusepTae yBary Ao Chifib-
HOrO NaToreHe3y MiX ayToiMyHHUMM Ta ayTo3anaibHAMN 3aXBOPIOBAHHAMM Ta HEOOXIAHOCTI PeTeNbHOI AMMEPEHLAHOT BiarHOCTMKM | NOAANbLUNX AOCAIMKEHD, LU0
MOXYTb 3Ha4HO BIJIMHYTU Ha BUGIP TaKTUKN NiKYBAHHS.

KniHiynuit Bunagok. [1iB4nHKa, 9 pokis, 3 XPOHIHHOK KPOMWB'SAHKOIO Bif HAPODKEHHS | NepiofNYHUMU eni3oamn NIMXOMaHKMN 1 KOH'IOHKTUBITY 06CTEXXeHa B nefja-
TpU4HOMY BifAineHHi HauioHanbHoi anTa4oi cnevianizosatoi nikapHi «OXMATLWT». Ha nigcTasi HeraTUBHUX pe3ynbraTiB BU3HAYEHHS CUPOBATKOBOIO PiBHS iMYHO-
rNo6ynNiHiB A [0 rMiaguHy Ta eHAOMI3it0 BUKKOYEHO LieMiakito, @ TakoX 3a JOMOMOTOK Cy4acHUX METOZIB aneprogiarHoCTKL (LUKIpHi Npik-TeCTU, X01040Ba Npooba,
MOJIEKYNAPHA aneprofiarHocTuka, enimMiHauiiHa AieToAiarHoCTUKA) BUKIOYEHO BMIMB PISHOMAHITHUX anepreHis. Y [iBYNHKW BUSBIEHO XPOHIYHY igionatnyHy
KPOMMB'SHKY i3 3anaibHAM 3aXBOPHOBAHHAM KMLLEYHNKA 3 NPU3HA4eHHSAM NMPOBHOr0 NiKyBaHHs KeTaTUdeHOM, 6inacTMHOM i MecanasuHoM. Yepes ckapru Ha nepio-
JVYHUIA BUCUN Ta NIMXOMAHKY Ha TNi 3a3Ha4eH0i Tepanii NOBTOPHO NPOaHaNi30BaHO aHaMHe3 XBOPO6 U i BiNpaBeHo Martepian Ha reHeTUYHe CEKBEHYBAHHS, ke fano
3MOry 3MIHWTM AiarHo3 Ha ayTo3anajibHe 3aXBOPIOBAHHSA i NPU3HA4eHO Tepanito — LIOLEHHe BBEAEHHS aHaKiHpW. BiaToai B AUTUHN Ginblue He 6Yn0 NepioanyHoI
(he6purbHOI IMXOMaHKK 260 KPOMUB'AHKM, @ PiBeHb MApKepiB 3ananeHHs HopMarisyBaBcs.

BucHoBKM. Llein KniHi4HWI NpuKnag, Likasuii CKNagHuM LiarHOCTUYHUM MOLLYKOM, KOMW NOESHYBANacs XpoHiYHa KPOMMB'AHKA | 3anarnbHi 3aXBOPIOBAHHS KILLEYHNKA
6e3 ehekTy Ha Tepanito, L0 NPUMYCUNO NepernsHyTyH fiarHo3, AKUA BUSBUBCA LLe BiNnbLL PiAKICHUM | 6YB 0CTATOYHO NMiATBEPMKEHUIA METOAOM CEKBEHYBAHHS FEHO-
My — ayT03anasnbHe 3aXBOPHOBAHHA — KPiONipUH-acoLii0BaHWIA NEPIOANYHNA CUHAPOM. ANe HE3BaXKAK4M Ha Te, LU0 AiarH03 CTaB iHLWUM, LiKaBo, L0 Ha T/i 3acToC-
YBaHHA Mecaia3uHy CTaH [iBYMHKN BCE XX TPOXW NOMINWKBCA: piaLle TypbyBann ypTUKapHWA BUCKA i IMXOMaHKa Ha (DOHI Bucuny. Lie Moxe CBIif4UTh Npo AeskKi
CRiNbHi NaToreHeTNyHi 0co6MBOCTI Nepediry 3ananeHHs B KMLWIEYHWUKY i XPOHIYHOT igionaTUYHOT KPONMB'AHKY, L0 Mae 6e3nepeyqHnini HayKOBUIA i NPAKTUYHWIA iHTe-
pec.

[locnigpKeHHs BUKOHAHO BiANOBIAHO A0 NpUHLMNIB [eNbCiHCLKOI Aeknapauii. Ha npoBefeHHs J0ChimKeHb OTPUMAHO iHCHOPMOBaHY 3rofly 6aTbKiB AUTUHW.

ABTOPM 325BNIAOTL NPO BiCYTHICT KOH(NIKTY iHTEPECIB.

Knio4oBi cnoBa: Kponue'aHKa, 3anasbHi 3aXBOPIOBAHHA KMLLEYHWUKA, ayTo3anasbHi XBOPOOW, KPiOMipUH-acoLiN0BaHNA NepiognYHNA CUHAPOM, iHTEpenKiH-1,
6ionpenaparu, aHakiHpa.
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Chronic urticaria is a common disease that also occurs against the background of inflammatory bowel disease. This case draws attention to the common
pathophysiology between autoimmune and autoinflammatory diseases and the need for careful differential diagnosis and further research, which can significantly
influence the choice of treatment tactics.

Clinical case. An 9-year-old girl with chronic urticaria from birth and recurrent episodes of fever and conjunctivitis was examined at the pediatric ward of the National
Children's Specialized Hospital «<OKHMATDYT». On the basis of negative results of determination of serum level of immunoglobulins A to gliadin and endomysia
celiac disease is excluded, and also by means of modern methods of allergodiagnostics (skin prick-tests, cold test, molecular allergodiagnostics, elimination dieto-
diagnostics) influence of various is excluded. The girl was diagnosed with chronic idiopathic urticaria with inflammatory bowel disease with trial treatment with
ketatifen, bilastine and mesalazine. Due to complaints of recurrent rashes and fever on the background of this therapy, the anamnesis of the disease was re-analyzed
and the material was sent for genetic sequencing, which allowed to change the diagnosis to auto-inflammatory disease and prescribed therapy —
daily administration of anakinra. Since then, she no longer has recurrent febrile fever or urticaria, and the level of markers of inflammation has returned to normal.
Conclusions. This clinical example is interesting for a complex diagnostic search, when a combination of chronic urticaria and inflammatory bowel disease was
observed without effect on therapy, which forced to reconsider the diagnosis, which turned out to be even rarer and was finally confirmed by genome sequencing.
But despite the fact that the diagnosis was different, it is interesting that on the background of taking mesalazine the girl's condition still improved slightly: became
less likely to bother urticarial rash and fever on the background of the rash, which may indicate some common pathogenetic features of inflammation in intestines
and chronic idiopathic urticaria, which has an indisputable scientific and practical interest.

The research was carried out in accordance with the principles of the Helsinki declaration. The informed consent of the patient was obtained for conducting the studies.
No conflict of interest was declared by the authors.
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Xpouuqecxaﬂ KpanuBHULia U BOCNanuTeNbHble 601€3HM KUILIEYHUKA — HYXHO 11 UCKATb nanbme?
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XpoHu4eckas KpanuBHULIA — pacnpocTpaHeHHas 60M1e3Hb, PeaKo PasBUBAtOLLIAACS NPU BOCNANMTENbHbIX 3a60MeBaHNAX KULLEYHIKA. [aHHbIA Cryvaii npuBnexKaet
BHUMaHME K OOLUMM 3BEHbSM NaTOreHe3a PasfinyHblX MO 3TMONOTWN NPOLECCOB — ayTOBOCMANUTENbHbLIX U ayTOMMMYHHbIX 3a60/1€BaHNi U HEOOXOAMMOCTH
TLLATeNbHON AnddepeHLManbHON ANarHOCTUKN C FTeHETUYECKIMI MCCIEA0BAHNAMM, KOTOPbIE MOTYT 3HAYUTENIbHO NOBAUATL HA BbIOOP TAKTUKM fIEHEHNS.

Knuxuyeckuit cnyyaii. [leoyka, 9 ieT, cTpajaroLlas XpOHNYECKONM KpanuBHULEN C POXAEHUA 1 NEPUOANYECKUMM 3MU30AaMU NIUXOPALKM N KOHBIOHKTUBITA, B asb-
Hellem 6bina o6cneaoBaHa B NeAMaTPUYECKOM OTAeNeHUM HaunoHanbHoi AeTCKOIA cneuran3anpoBanHoil 60nbHMLbI «OXMATLET». Ha 0CHOBaHWUW HeraTUBHbIX
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Pe3yNbTaToB CbIBOPOTOYHOIO YPOBHS UMMYHOTNIO6YNMHOB A K IMUafnHy 1 3HOOMU3MIO UCKMIOYeHa Lenuakus. bnarogaps npUMeHeHN0 COBPEMEHHbIX METO0B
NNeProAnarHoCTUKN (KOXHbIE NPUK-TECTbI, MONEKYNAPHAs anneproamarHocTika, X0N0408as Npoba, SNMMUHALMOHHAS AUETOAMArHOCTUKA) UCKIOYEHO BAUSHME
anneprexoB. C y4eTOM CO4ETaHNS XPOHUHECKON NANONATUHECKON KPanuBHULbI M BOCNIANUTENBHOIO 3a60/1€BaHNS KULLEYHMKA Ha3HA4YEHO NPOGHOE NeYeHIe Ketatu-
(hbeHoM, 61UnacTHOM 1 Mecania3uHoM. B cBA3M ¢ 0TCYyTCTBMEM 3h(heKTa JaHHOI Tepanii NOBTOPHO NPOaHaNN3MPOBaH aHamMHe3 60J1e3HM, 4TO NO3BOSIMIIO 3aN0A03-
pUTL ayTOBOCMANNTENbHbIA NPOLIECC 1 MPOBECTU FeHETUYECKOe MCCNea0BaHIe (CEKBEHNPOBAHIE), KOTOPOE NOATBEPAMIO narHo3 BapuaHTa ayToBOCNanUTeNbHOI
60Ne3HN — KPUONUPUH-ACCOLNUPOBAHHOIO NEPUOAMHYECKOr0 CUHAPOMA — 11 U3MEHWIIO Tepanuio — eXXeAHEBHOE BBEAEHUE aHakuHPbI. G Tex nop Yy 1eBOYKY 601b-
LLe He 6bI0 NEPUOANYECKON (eBPUNbHON NNXOPAZAKI UK KPanuBHWLbI, 8 yPOBHU MapKepOB BOCMANEHNs HOPMan30BanuCh.

Bb1BOAbI. [JaHHbIN KIMHUYECKIIA CIly4ait MIHTEPECEH COXHBIM ANarHOCTUHECKUM NMOUCKOM B CBA3M C PEAKOCTHBIM COYETaHeM XPOHWYECKOI KpanuBHNLb! U BOCNa-
NIMTENBHOrO 3a60/1eBaHNS KWLLIEYHIKA, YTO COMPOBOXAANOCh HU3KMM 3chchekToM Tepanun H1-6nokatopamu rucTamMminHa 1 Mecanasita 1 3acTaBuio NepecMoTpeTb
AuarHo3. C nomoLLbio METOLA CEKBEHMPOBAHUA TEHOMA OKOHYATeNIbHO YCTAHOBIEH AMArHO3 KpUMMUPUH-acCOLMUPOBAHHOMO NEPUOANYECKOr0 CUHAPOMA. TeM He
MeHee, UHTEPECeH TOT (PaKT, 4TO Ha (OHE Nprema MecanasmHa CoCTOSHINE AEBOHKI BCE XKE HEMHOIO YNYYLUUNOCh: CTany pexe 6eCrnoKonTb 3NN30Abl KpanuBHULIbI
11 INXOPaKK, 4T0, BO3MOXKHO, 06YCNOBIIEHO HEKOTOPbIMM 0BLMMM MeXaHN3MaMy BOCMANMTENBHOMO MPOLIECCa B KMLLEYHMKE 1 KOXKE, YTO NPEACTAaBASAET HECOMHEH-
HbIA HAy4HBI U NPAKTUYECKWIA NHTEPEC.

ViccnenoBanne BbINOSIHEHO B COOTBETCTBUM C MPUHLMNAMKU XeNbCUHKCKON feknapaunn. Ha npoBefeHne UCCnefoBaHuii nony4eHo MHGOPMUPOBaHHOE cornacue

poauteneit pebeHka.
ABTOPbI 3a5BAAOT 06 OTCYTCTBUM KOH(NKTA UHTEPECOB.

KnioyeBble cnoBa: KpanvBHULA, BOCNANNTENbHbIE 3a00/1eBaHNS KULLIEYHUKA, ayTOBOCNANUTENbHbIE 60/1€3HM, KPUOMUPUH-ACCOLMMPOBAHHDBIA CUHAPOMUHTEpIEN-

KnH-1, 61onpenaparbl, aHakuHpa.

Beryn

ponuB'gHKa (Bij JaT. urtica — KpommBa) —

3arajbHa Has3Ba TPYNH 3aXBOPIOBAHD,
OCHOBHUM KJIIHIYHUM CUMIITOMOM SIKUX € TPAH3M-
TOPHI cBepOJIsTUi MyXUPi PI3HOTO PO3MIPY BijT KisTh-
Kox Mmimimerpis o 10 i Gisbuie caHTUMETPIB,
10 YiTKO KOHTYpPOBaHI Ta 3AilMaloTbCs Hal
MoBepxHeo MKipu. EjreMeHTH BUCUIY MOKYThb
MTONIMPIOBATUCSL HAa BCIO MMOBEPXHIO Tijia. Bamiiu-
BUMU BJIACTUBOCTSIMH TTyXUPS, IO MAIOTh /liarHO-
CTUYHE 3HAYEHHS, € OT0 MIBU/IKA, 1HO/[I MUTTEBA,
10SIBa, KOPOTKOYACHICTh ICHYBaHHS (/10 24 TOm)
i 3BOpOTHICTH 6€3 3asmKoBux 1posiBiB [18]. Kpo-
MUB'STHKA MOKE BUHHMKATH OKpeMO (TMpUOINU3HO
y 40% xBopux) abo B IOE€AHAHHI 3 aHTIOHEBPOTUY-
HuM HaOpsikoMm (pubausno y 50% airteit) [18].
AHnrioHabpsk (rocTpuii aHrioHaGpsik, HaOPSK
KBiHKe) BBakalOTh OJHUM i3 BapiaHTiB KpoO-
MUB'STHKM, TIPU SIKOMY HaOPSIK TIONIMPIOETHCS Ha
rmbmn mapy gepMu abo MiAmKipHy ocHoBY. Bin
XapaKTepu3yeThest HAOPSIKOM (iHKOJIUM penunB-
HUM) OKPEMUX JIJISTHOK MIKIPH i CIU30BUX 000JI0-
HOK, 1[0 TOCTPO BWHWKAE 1 CIIOHTAHHO 3HUKAE
[2,18]. oro moiJsiioTh Ha CHAIKOBHIA, HaOyTHi,
IIOB'sI3aHUI 3 aJIEPTiYHUMM PEaKI[isIMHA Ta imiora-
TuuHuil. Jlerpanysisailig i BUBLIbHEHHS TiCTaMiHy
OMACHCTUMU KJITHHAMU (MacTOIUTaMn) Ta 6a3o-
(bisamMu TPU3BOIUTH /10 epUTEMU T HAOPSKY, sIKi
XapaKTepHi JJIT KPOIIUB'SHKUA Ta aHTIOHEBPOTUY-
HOTO HaOPSIKY.

Pesysbratn nocmipzkens [2,18] mokasamnm, 1mo B
MeXaHi3Max PO3BUTKY KPOIUB'SHKU Ta aHTiOHe-
BPOTUYHOTO HaOpsIKYy 3HAYHEe Miclle II0CiZaloTh
aytoimynHi mporiecu. [li cranu mos's3ani 3 iHIIN-
MU ayTOIMYHHUMW 3aXBOPIOBAHHAMU, TaKUMHU
SIK ayTOIMyHHE 3aXBOPIOBAaHHS IIMTOINOMIOHO]
3an03u i nemiakiga [2,18]. XpoHiuHa KponuB'sSHKA
Ta aHTIOHEBPOTHYHMIT HAOPSIK MOXKYTh 3YMOBJIIO-
BATHUCS PEaKIisIMU Ha 1KY, iKW, aHTUTEHU JIOBKiJI-

a5t ta indekuito Helicobacter pylori, ane etiosoris
JUIst OL/IBIIOCTI XBOPUX 3aJIMIIAETHCS HEBIIOMOIO.
Opmnak HaBiTH U1 UX iionaTUIHUX (GopM Xpo-
HIYHOI KPOTHWB' STHKW BBAYKAETHCS, M0 OCHOBHUM
MeXaHi3M — 1ie ayToiMmyHHi mporecu [12,18,20].

Jlo 30—50% xBOpUX HA XPOHIUHY KPOIUB' THKY
MalOThb ayTOAHTHUTIJA JI0 C-JaHIllora pelerntopa
Bucokoi criopigHenocti 10 IgE (FceRIa). Braxa-
€ThCS, 1110 11i AyTOAHTUTLIA 31TUBAIOTH PEIENTOPU
IgE, Tomy akTtuByioTh iHbIiABTPYIOUi Gazodian
Ta MaCTOITUTH IIKipH, 1O i MPU3BOAUTD J0 BUBLJTb-
HeHH4 rictaminy [12,18,20].

Kpim Toro, iHIII HUPKYJOIOY MeaiaTopu
MOKYTbh Bif[irpaBaT¥l poJib B aKTUBAIlii MacTOIM-
TiB, a IOCTiKEHHSI BUBLIIbHEHHS TiCTaMiHy TTOKa-
3aiu  30iTbIIEHHsT TPO3anajbHUX IUTOKIHIB,
takux sk 1L-1B, 1L-12p70, TNF-o, IL-6, I1L-10
ta 1L-17, npu XpOHIUHIN ifloNATUYHIN KPO-
nuB g1 [6,10].

3arnayibHi 3aXBOPIOBAHHS KUIIIEUHUKA, /10 SKAX
HaJIeKUTh XBopoba KpoHa i BUpaskoBuil KOJIT, —
PEIUINBHI XBOPOOH, MPH SIKUX CIIOCTEPIrac€ThCst
XPOHIYHE ayTOIMyHHE 3allaJieHHs Pi3HUX BiJUIIJTiB
nryHkoBo-kutikosoro tpakry (IITKT). XBopoba
KpoHa € 3axBOpIOBaHHSIM 3 ayTOIMYHHOIO 1, 3a
NEeSIKUMU JIAHUMU, ayTO3alalbHOIO YYaCTIO; € JaHi
PO 3MiHY cepejloBUIlla ITUTOKIHIB, 1O TPU3-
BOJIUTDH JIO 3aMaJIeHHsT CJIM30BOI 000JIOHKM, X0oua
TOYHUI MexaHi3M xBopobu Kpona ii oci ocratod-
HO He BU3HAUYEHUI, OCTaHHI JIOCJI/JKeHHS TI0Ka3a-
Jiv, 1O POAYKIlig T-KIITUH TeBHUMM ITUTOKIHA-
MU BiJirpa€ 3Ha4Hy pOJIb y HaToreHe3i XBopoOu
Kpona [1,3,11,19,21].

Perespnuii origa jitepatrypu BUSBUB [Iy:Ke
MaJIO TIOBiJIOMJIEHb PO BUIAJKU KPOIUB'SHKU
abo aHrioHeBpOTHYHOTO HAOPSIKY, MOB'si3aHi i3
3alaJibHUMU  3aXBOPIOBAHHSMM  KUIIEYHUKA.
Cromu BXOATH BUNA/IKU CIIAJIKOBOTO aHT1OHEBPO-
TUYHOTO HaOPsKy, acOIiHOBAHOTO 3 XBOPOOGOIO
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Kpona [7,8], anrionespornynmii HaOpsSK TOHKOI
KHUINKW, M0 MacKyeThcst Mg xBopoby Kpona
[4,13], 1 okpeMuil BUTIaZIOK XPOHIYHOT KPOIIUB'STH-
ki Oe3 aHTiIOHEBPOTUYHOTO HaOPSIKy B MAIli€HTA,
B SIKOTO 3TOJIOM jiarHoctyBaiu xBopoOy KpoHa
[14]. Bysu Takox MOBiJOMJIEHHS TIPO BUIAIKU
XPOHIUHOI KPONMUB'SIHKU 1 BUPA3KOBOTO KOJITY
[16]. A Takosx BioMUii BUIIQJJOK XPOHIYHOI i/1ioma-
TUYHOI KPOIIUB'IHKU 3 aHTIOHEBPOTUYHUM HaOPsI-
KOM, II[0 CYIPOBO/UKYBaBcsi xBopoboio Kpona,
SAKWI  YCINIIHO BHUJIIKYBaJu 3aco0aMu IIPOTH
TyMop-HekpotuuHoro (akropa TNF-o [9].

OmHi€lo 3 MOXKJIUBHUX 3arajbHUX MPOOGIEM
y [aToreHe3i XpoHIYHOI 1/110IaTUYHOI KPOIIUB SIH-
ki Ta XBopoOu Kpona € mopyiienHst piBHsI 1IUTO-
KiHiB, 30kpeMa, [[.-17 Ta TNF-o. IL-17. Ile uuro-
KiHW, oTpuMaHi 3 T-KJIITUH, 9Ki CTUMYJIOIOTH
Pi3HI KJIITUHU MO0 CEeKPellii IIUTOKIHIB 1 XeMOKi-
HiB, TOMY BiJirpafoTh BasKJIMBY POJib y OaraTbox
ayroimyHHux 3axsopioBanHsx [1]. Thiz CD4+
T-KJTITUHU TPOAYKYIOTH OKPeMHUil Habip MUTOKi-
niB (IL-17A, IL-17F IL-6, IL-22 Tta IL-26), aki
nocusoloTh iMmyHHuit 3axuct. [L-17A Bigirpae
POJIb Y PO3MIMPEHHI Ta PEKPYTUHTY BPOKEHUX
iIMyHHUX KIiTUH (HelTpodiniB) 1 B3aeMoie
3 JriraHAamu, TOMIOHWUME 10 [AaBAJbHUIBKUX
pertenitopiB, 1L-1f ta TNF-o ans nocusienus
anaspHux peakiiii. 1L-17F iagykye cexpertito
IHIMUX 3alajJbHUX IUTOKIHIB, Takux gk 1L-6,
IL-8 ta LIF (neiikemieinribiBuuii paxrop). [Toka-
3aHO, IO KiIbKiCThb mo3uTuBHUX kaithH [L-17A
30iTBIIYETHCST B 3amajieHiil Cau30Biit 060I0HII
XBOPUX Ha 3allaJibHi 3aXBOPIOBAHHS KUIIEYHUKA
[11], a excrnpecia MPHK TL-17F miaBuiyerbes
y can30Bii 060J10HII 0cib i3 xBopo6oio Kpona [3].

[Tepiognunuii CUHAPOM, acOIiiOBAaHUN 3 KPio-
mipuaom (CAPS) — 1ie cmexTp ayrosamaibHUX
3aXBOPIOBaHb, 00yMOBJIEHUIT ~ ayTOCOMHO-
JoMiHaHTHUMHM MyTanissmu B TeHi NLRP3,
10 HPU3BOAUTH 10 HajaMmipHoi cekpemii Il-1.
CAPS xapakTepusy€eThcsl CUCTEMHUM Ta OpraH-
HUM 3allajieHHSM, 110 Ma€ PU3UK HETOMpaBHUX
MONTKO/PKEeHb, y TOMY YHCJi CEHCOHEBPAJbHY
BTpaTy CJIyXy, HIPKOBY HEIOCTATHICTH, Ti/polle-
dauito Ta gedopmartito ckesnera [23].

Jlng piarnoctukn CAPS 1. Tyity Ta 1. AkcenTi-
€BUY 3aINPOTIOHYBAJIN TPU MEPEyMOBU T'e€HETUY-
HOTO TecTyBaHHS: |) 10Ka3u cucTeMHOTO 3araJieH-
us (migsunienns C-peaktusHoro 6iika — CPB),
mBuaKicTb ociannst eputponutis (IIHOE) Ta ami-
goig cupoBatkn A (SAA)); 11) imoBipHE MOHOTEH-
He 3axpopioBarng; 111) npasaonogiOHUi IpUYNH-
HUI TeH-Kanauaar. XBopobu 3 6araroGakToOpHOIO
CITQJIKOBICTIO MAIOTh 4YHCJeHHI (haKTOPH, y TOMY

yucsai (pakTopu HaBKOJUITHBOTO CEPEOBUIIA,
YUHSATh HAKOMWYYBAJbHUI BIUIMB Ha XBOPOOY.
Tomy renernyHe TecTyBaHHS He MOXKe BUSHAUUTH
6araToakTOPHUX 3aXBOPIOBaHb. Y OiJIbIIOCTI
BUIIAJIKIB ayTo3anajbHi XBOPOOU MAIOTh CUJIBHMIA
reHeTUYHUN (OH i3 MyTallisIMU OKPEeMHUX TeHiB.
OzHaK BOHM MOXKYTh MaTH IoJiireHHe abo Garato-
(bakTOpHE TOXO/KEHHST 3 BIJINBOM HABKOJIWIII-
HBOTO CepeIOBUIIA Ha MOYJIAI0 (heHOoTUIy [22].

HwxkuenaBe/ieHuil BUIIAJIOK IIPUBEPTAE yBary
JI0 CIIIJIbHUX MeXaHi3MiB MaToreHe3y ayToiMyHHUX
i ayrosamajJbHUX 3aXBOPIOBaHb Ta HEOOXiJHOCTI
peTenbHOl U epeHITiitHOT JIaTHOCTUKY I TI0/IaJb-
MMUX JIOCJI/KEHb, TII0 MOXKYTb IIPU3BECTH 10 3MIHU
JarHO3y 1 3HAYHO BIUIMHYTH Ha BUOID TaKTUKM
JIIKYBaHHSI.

Kniuiyuuii BUnnaaox

JliBunnka, BikoM 9 poxkiB, rocmiTami30-
Ba"a gm0 mnemiatpuunoro Bigmigenas HICJI
«OXMAT/IUT» 3i ckapramMmu Ha yPTUKApHUU
BUCHII Ha IIKipi Tija i 06JuYYs], 1epiogndHuit
6i1b y KOJIHHKX cyro0ax, IMiIBUIIEeHHS TeMIepa-
Typu Tifa 10 39°C, yacti enizonu 1MOYepBOHIHHSA
oueil. 3a pesysbraTamu 360py aHaAMHe3y BijMiue-
HO TIOJIIIIIEHHS CTaHy 1 3MEHIIEHHS MePioJIMIHO-
CTi BUCHITY Ta JINXOMAHKHU BJITKY.

ocuikeHHsT BUKOHAHO BiJIIIOBIAHO /10 IIPUH-
muniB lenbeincebkoi aexmapartii. Ha nposenenns
JIOCJIKEHb OTPUMaHO iH(OPMOBaHY 3roy 6aTh-
KiB JIUTUHU.

Jisunnaka wapomunacs Big III BaritaOCTI,
[T nosioris va 39-my TrxHi (11 BariTHiCTb 3aKiHYM-
Jlacsl BUKHJIHEM Ha 2-micssuHOMY TepMini). Maca
Tisa pu HapoKenni — 2850 r, noBxkuHa — 49 cm.
¥ nepiity 100y TiC/Is HAPOKEHHS 3'IBUBCS YPTH-
KapHuii BUcUI 110 BcboMy TiJii. Ha nepinomy poiti
KUTTST — (DYHKIIIOHATBHI PO3JIail KUIICYHHKA,
aTOMIYHUN JIePMATUT.

Y Bini 1 pik — roctpuii niesoHepUT i3 AU3Y-
pi€to (Juraratisi CE90BOIY ) 3 YACTUMU 3arOCTPEH-
Hamu. 1li3Hie ypoJsioraMu BCTaHOBJIEHO [liarHO3
«/IBoGiuHmit Tigponedpos». 3 6 pokis emizonn
BUCHUITY Tepebirajii 3 JUXOMAHKOK TPUBATICTIO
3—5 HIB i3 Pi3HOIO MEPIONYHICTIO, apTPAITIAMU
i TBOGIYHUM KOH'IOHKTUBITOM i 4acTHMU O3HAKa-
MW 3anajieHHsd B repucepuyHiil KpoBi: JIEHKO-
1uto3, npuckopena HIOE. ¥V 3B'a3ky 3 unm mpo-
BEJ/ICHO CTalliOHApHE JIIKyBaHHS Yy TPAaBMaTOJIOI Y-
HOMY Bi/i/liJIeHHI 3 TPUBOAY apTpaJITii JIiBOTO
KYJIBIIIOBOTO CyTJIo0a, HesicHOTO reHe3y. JluTuHi
npusHadyeHo Hi-anTurictaminbi npenaparu, ase
BOHU He i Oyib-siKoro edekry. Y 8 pokiB [iB-
YUHKY OTJISHYTO IUTSYUM Kap/AioJoTOM, SKUM
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BUSIBUB TaxiKap/ito i MPU3HAYUB JIEHO3UH Y /1031
0,01 mr. ¥ 8,5 poKy IuTHHI TPOBEIEHO CIIOCTEPE-
JKeHHS B iH(eKITIfHIH JIiKapHi 3 TPUBOLY BITPSIHOI
BiCTTM CepeIHbOI TSKKOCTI, PEAKTUBHOTO TeraTu-
Ty, €eHTepo0io3y, PeIUJNBHOT KPOIUB THKU.
3arposauBa MO0 CUCTEMHOTO 3aXBOPIOBAHHS
CTIOJIY9HOI TKAHWHH, HEe YTOUHEHOTO.

Y 9 pokiB aiBuMHKY BHepine oOcTexe-
HOo B mexaiarpuunoMy BiggimenHi HJCJI
«OXMAT/INT». Ha mMomeHT rocuiTajisaiii
BUABJIEHO JnXoMaHKy 0 39°C, Ha mKipi — epu-
TEeMaTO3HUN IJISIMUCTUI BUCHUI i3 HEPiBHUMU
KpasgMH II0 BCbOMY Tiji, CKJIepUT 000X OuYeil,
apTPUT KOJIIHHUX CYTJI00IB.

JluTvHi IPOBEIeHO MOBHE KJIiHIKO-1abopaTop-
He oOcTeskeHHsI. 3a pe3yJbTaraMu JabopaTopHUX
JIOCJTI/IPKEHb BUSIBJIEHO JIEMKOIIUTO3 3 HEUTpPOdi-
spo3oM, nipuckoperts IOE, nigsumenns CPB,
JIMCTIPOTEIHEMIIO 3 TABUIIEHHSM ramMMa-(paxiiii,
nigsumienns 1gG i IgE. Mexanpamii KaTbIIPOTEK-
tuH — 751,4 MKr/r (HOpMajibHI 3Ha4YeHHS —
1o 50 mMxr/T). [TpoBeneHo ob6cTesKeHH s, Pe3yJibTa-
TH SIKOTO TaKi:

AnTturtiiia 10 Taiauny (Jle3aMiHOBaHi TENTH-
) IgA — 9,0 oquHMIE /M — CyMHIBHUI.

AnTHuTina mo rmiaauHy (/1€3aMiHOBaHI TENTH-
1) I[gG — 0,6 onuHMIE/MI — HETATUBHUI.

Anrurina 1o engomisito [gA — 10 oguaMI/MIT —
HeTaTUBHUM.

Anrurina o enomisito [gG — 10 omuaMIb /M —
HETaTUBHUML.

dibpoesodaroractpoayonerockorist (DELC)
Ta 1JIEOKOJIOHOCKOITiST — Bi3yaJIbHO CJIM30Ba 000JIOH-
Ka iHTakTHa. biomciss — o3Haku HecnemudiuHoro
3amasieHns y Beix Biygiiax [ITKT.

KoncysproBana  JUTSYUM  aJepProJIOTOM,
K.MeJI.H., lolleHToM Kadenpu nemiaTpii Ne 1: mpo-
BeJIEHO TPOOW 1 BUKIIOYEHO BILUIUB XapPUYOBUX
aJIepreHiB Ta ajiepreHiB HaBKOJIUITHBOTO CepPeio-
BUIIA.

¥Yci kiHIYHI TPOSIBU 3HUKJIN Yyepe3 2 JIHi Tepe-
OGyBaHHS B JIiKApHi.

[iarHos npu Bunuciii: «XpoHivHa iionatuyHa
KPONUB'dHKA. 3amajbHe 3aXBOPIOBAHHS KHUIIIEY-
HUKa, HekyiacudikoBanes. [IpusHayeno JikyBaH-
Hs: esiMiHaIiiHaA Ji€Ta 3 BHUKJIIOYEHHSIM OiJIKiB
KOPOB'SIUOTr0 MOJIOKA 1 TJIIOTEH-BMICHUX TTPOIYKTIB
Ha 3 micsit, 6imactun — 10 Mr 1 pas Ha 100y 11po-
tarom 1 micsai, ketoruder — 1 mMr 2 pasu Ha 100y
npotsiroM 3 micsiis, Mecasasua — 50 mr/kr 1 pas
Ha 7100y TPUBAJIO.

[ToBTOpHa rocmiTaizalis yepe3 7 MicsIIiB: eJi-
MiHaliiiHa gieTa, 6isacTut i keroruden edexry He
MaJTi, Ha TJIi JiKyBaHHA MecaJla3uHOM CTaH JIUTH-

HU TPOXH MOJIMIIUBCS — YPTUKAPHUI BUCHUII CTaB
piammM, ajie He 3HUK MOBHICTIO, 3HU3WIACS YaCcTO-
Ta JIMXOMAHKW Ha TJi Bucuty. /luTuHa mpoiiia
nofaTkoBe JabopatopHe U iHCTpyMeHTaJbHE
00CTEREHHSI.

YabTpasBykose pocmimkenus (Y 3/1) opranis
YepeBHOI MOPOKHUHU: KaJiKO3 JIiBOI HUPKHU.

Y 3]1 uutonogibHOI 3a/1031: 3a/103a pO3MillleHa
TUTIOBO 3 YiTKUM PIBHUM KOHTYPOM, CepPe/HbOI
€XOTeHHOCTI 3 OJJUHUYHUM TilI0OeXOTeHHUM, YiTKO
BizmeskoBanuM By3sioM 1,5x1x3 mm. O6'em 3am03u —
HOpMaJIbHUH.

Exo-KTI: [ToposkaunM, CTIHKY CEPIIST — Y HOPMI.
Daza BUKHU/IY JIiBOTO NMIIYHOUKA — 64% — CKOpOT-
JIMBiCTh MiOoKap/a xopoirna. Ha kjama#i jiereneBoi
aprepii — disionoriunnii 3BopotHuii Tik. Kposo-
TiK YepeBHOI aopTu — TyJabcyitounil. /lomatkosa
Xop/la B TOPOKHUHI JIBOTO IIJIYHOUKA.

3araJbHUN aHaMi3 KpOBi: JEUKOIUTU —
25,6x10°/m1, nmimormtu — 14%, cerMmeHTOsIIEPHI
HeirTpobiam — 74%, namnykosiiepHi HenTpodiim —
8%, tpomborut — 431x10°/71, epurporutn —
5,07x10" /11, remorsio6is — 129 r/J1, reMaTOKpUT —
0,395, ITOE — 31 mMm/ToO.

IMyHOIOTiUHE HOCHIKEHHS CYOMOImyIsaiiit
gimponuTiB mepudepiitHoi KpoBi: HA Tii JiMbo-
IIUTO3Y 301JIbIIEH] BCi OCHOBHI CyOITOMyIstilii JiiM-
dorutiB — 06e3 TOPYIIEHHST CIiBBiAHOIIEHHS
CD4+/CD8+. 3uauno 30iJIbIlIeHUI BMICT HaTy-
pasnbhux Kinepis (0,7x10° /).

[Tporeinorpama: Albumin — 54,2% <, Alpha —
13,4% >, Alpha2 — 11,9%, Beta — 11,2%, Gamma —
19,3% >.

PiBenp imynorsio6yminis: IgA — 2,31 r/n >
(mpu BiKOBiit HOpMI 0,53-2,04), IgM — 1,33 /1
(0,31-1,79), IgG —-16,90 /1 > (upu BiKOBIii
Hopmi 6,98—15,60).

[Mpoxkanpiuronin — 0,037 ur/ma, CPb —
37,9 mr/a, SAA — 149 mr/n (Hopma — 10 10).

Ayniorpama (02.07.2020): 1BobiuHe cumeTpuy-
He ypakKeHHSI 3BYKOCITPUIMAIBHOTO 1 MPOBIIHOTO
amapary.

Y 3B's3Ky 3 BIICYTHICTIO JOCTaTHBOTO eheKTy
BiJl cTaHmapTHOI Teparii, HasSBHOCTI BHUCOKUX
3alaJIbHIX MapKepiB, 30iblleHHs B 15 pa3 amisio-
imHoro OiMka A, JaHWX ayaiorpaMu 3arijo3peHo
ayTosarnajbHe 3aXBOPIOBAHHS 1 3aIIPOIIIEHO HA KOH-
CyJBTAIlI0 JUTSYOTO iMyHOJIOTa, TIpodecopa,
JL.MELH, 3aBimyBada Kadeapu ANTSINX iHEKITii-
HUX XBOpoO Ta autstaol imynosiorii HY O3 Ykpaiau
imeni [LJI. Illynuka Bonoxy A.I1., 3a cipusiiHs sikoi
Marepias CIpsSIMOBAHO Ha FeHeTUYHE CeKBEHYBaHH:.

Uepes 2 wmicarii micsigd aHajizy TeHIB MOBTOpHE
CTaIfioOHapHe JIKyBaHHA B TIe/IiaTPUYHOMY BiJTiICH-
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KATHIYH BUITAAOK

Puc. TopiBHANbHA KapTUHA YPTUKAPHOTO MOLUMPEHOr0 BUCK

Hi HICJT «<OXMAT/INT>. /liaraos: «Aytoszamnaib-
He 3aXBOPIOBAHHA: KPiOIiPUH-ACOIIIHOBAHUI TIEPIO-
mmunuil cunzipom (CAPS), myrariiss NLPR3-rena.
JIBOGiuHA CEHCOHEBPAIbHA TPUXIYTYBATICTh>.

KoncyssroBana nosropso imynosiorom 10.C. Cre-
MAHOBCHKUM, SIKHIT IPU3HAYMB GIOJIOTIYHY Tepartiio —
anraronict penentopa IL-1 kinper (aHakiHpa):
1 iH'eKITisT TMIKIPHO MOHS JIOBIYHO. 32 MOXKIUBO-
CTi 1 HASIBHOCTI TIpernapaTy MOyKHa IepeiT Ha i1apic
(xanakinymab) 1 pas Ha 8 TWXKHIB MiLIKIPHO,
110 OiTbI 3pydHO Ui mamienTa. Ilicas 1-1 in'exiii
CTaH TUTWHA MUTTEBO TIOMITIIIABCST: 3HUKJIA BUCHIT i
smxomanka. Ha oto (puc.) — pe3ysbraT liKyBaHHS
Bi/[pa3y Iicssl BBe/leHHS aHakiHpu ((oTo HazaHi
31 3rO/IM MAIEHTKY i GATHKIB).

3araJlbHUN aHaJi3 KpOBi: JEUKOIUTU —
10,2x10° /1, mimdorutu — 61%, cermeHTosIIEPHI
HeirTpodimm — 22%, namndkosiiepHi HeiTpodigim —
1%, eosuHodpimm — 7%, TpomboruTH «—
539x10°/a1, epurporutt — 5,26x10" /11, TemorJio-
6in — 117 r/n, remarokpur — 36,7%, IIIOE —
14 mm/ron. 3aranbhuii 6imox — 79 r/n, CPB —
7,2 Mr/1.

Ha meil MOMeHT quTHHA OTPUMYE IOCTIHHY
Tepariio aHAKIHPOIO 1 Beje HOPMAaJbHUIL CIociO
JKUATTS, 3 4acy BBEJIEHHS TEPINOi iH'€KITIT MPOsSBU
3aXBOPIOBaHHs OiJibIie He TYpOYIOTb.

OO6roBopenHst

Xoya iCHYIOTb YiTKi BiZIMIHHOCTI MiX ayTo3a-
MaJbHUMU Ta ayTOIMYHHHUMHU 3aXBOPIOBAHHSIMU,
ajie Taki IaroJsiorii MaiTh OaraTo CIHiJIBHOTO.
[Tpu 06ox rTpymax XBOpoO OCHOBHI IATOJIOTIYHI
MIPOIECH CIIPSIMOBAHI MPOTH BJIACHOTO OPTaHi3My.
Bonu cuctemHi, BKIIIOYAIOTh OTIOPHO-PYXOBUH aria-
par, oOu/Ba BKJIOYAOTh MOHOIE€HHI Ta IOJITeHH]
3aXBOpIOBaHH4. BpojpkeHa iMyHHa cucrema Bijii-
TPa€ poJib B aKTUBAIII1 alallTaIliifHOI IMyHHOI CHCTe-
MU KJITUHAMHU, W0 MPEeACTaBJASIOTh AHTHUTEH.
TakuM 4MHOM, BpOJ/KEHA IMyHHa CHUCTEMa MOKe

My Ha HWXKHIiX KiHLiBKaX Ta CMWHI Ta il 3HUKHEHHS Ha T/1i BBEAEHHSA aHaKiHpn

BUKJIMKATH peakiiifo B- i T-kiituH, a a8Ha abo Tpu-
BaJla aKTUBAIIiST BPO/PKEHOTO IMYHITETY — TIPU3Be-
CTU JI0 ayTOIMYHHUX 3axXBopioBanb [17,24,25]. 1lle
OJTHIEI0 BaKJINBOIO JJAHKOTIO MK JIalITUBHUM 1 BPO-
mxernM imyriteroMm € IL-1f. Ile omHa 3 ocHOBHUX
MOJIEKYJT e(heKTOpa, IO CTUMYJIIOE 3aTajbHi poIie-
CH, a TAaKOX [Ii€ Ha KJIITUHU-e(EKTOPH aallTUBHOI
imynnoi cucremu, B- i T-kaitunn [5]. TlogiGHocTi
Ta 3B'43KU MiK HUMU BUKJIUKAJH JUCKYCII0, YU CJIiT
po3rigatu ayTosanaibHi q ayTOIMyHHI 3aXBOPIO-
BaHHS SIK €MHY TPYIy XBOPOO, MO CKJIATAIOTHCS
3 TPUBOKHOTO CIIEKTPa IMYHOJIOTTYHUX BiJIXWUJIEHD
i3 3aMaJbHUMU CUHAPOMAMU HAa OJHOMY KIiHIl
Ta ayTOIMyHHMMHU XBOpoOaMU — Ha IHIIOMY.
VY 1iit Mojiesli KOHTUHYYMY iIMYHOJIOTIYHI ITPOIecH
3IpPYIIOBaHi 32 IIEBHUM CIIEKTPOM i3 Pi3HUM CTYyIIe-
HeM 3aJTy4eHHS aJIallTUBHUX 1 BPOKEHUX KOMIIO-
HeHTIiB iMyHiTeTy. BoHn kiacudikyioTbcs 3a crek-
TPOM $IK ayTO3alaJibHI 3aXBOPIOBAHHS, TOJITE€HHI
ayTO3aIaIbHi CTaH!, XBOPOOHU 3MIIIIAHOTO XapaKTe-
py abo ToJlireHHi ayTOiMyHHI CTaHM Ta ayTOIMYHHI
xBopobu [15].

BucHoBku

Hagenennit Bumagiok 1mikaBuil CKJIQIHUM Jliar-
HOCTUYHUM TIOTIIYKOM, OCKLJIBKM HaBiTh MTPU BifI0-
MUX PIJIKICHUX BUIQ/IKaX TOEAHAHHS XPOHIUHOI
KPOIIMB'STHKM 1 3allaJIbHUX 3aXBOPIOBAaHb KUIIIEY-
HUKaA JIOBEJIOCS TITYKaTH IHIINH, HOBUH, 11te GiJIbIin
PiZIKiCHUI [1iarHO3, MiAITBEPXKEHU METOJIOM CEeK-
BEeHYBaHHs reHOMY. AJle He3BasKalo4yM Ha 1ie, 11iKa-
BO, IO Ha TJIi Teparlii Mecajla3uHy CTaH JIiIBYNHKU
JIeI0 MOJIIIITUBCS — Ppijiie TypOyBaau ypTu-
KapHUil BUCHUII i JMXOMaHKa Ha TJIi BUCHUILY, 1€
MOJKEe CBITUUTU TIPO [I€SIKI CITIJIbHI MeXaHi3Mu
3araJieHHs] B KUIIEUHWKY 1 TIPY XPOHIYHIN iiomna-
TUYHIN KPONWB'SHIL, TOMY BUKJUKAE HAYKOBUUN
iHTepec i morpebye MoAaNbIIMX HOCTIIKEHb.

Aemopu 3asensioms npo eiocymuicmv KOHQLIK-
my inmepecis.
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