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XPOHi4HA KPOMMB'IHKA € NOLLMPEHO0 XBOPOOOHO, LLI0 MOXKE 3piaKa 3yCTpivaTncs npu 3ananbHuX 3aXB0pioBaHb KULLEYHKa. Lieit Bunagok npusepTae yBary o Chifib-
HOrO NaToreHe3y Mix ayToiMyHHUMM Ta ayTo3anasbHUMM 3aXBOPIOBAHHAMM Ta HEOOXIAHOCTI PeTenbHOi ANKEPEHLINHOT AiarHOCTUKM | NOAANbLUNX AOCHIIMKEHb, LU0
MOXXYTb 3HaYHO BIJIMHYTW Ha BUOIP TaKTUKM JTiKyBaHHS.

Kniniynuii Bunagok. []iB4nHKa, 9 pokiB, 3 XPOHIYHOK KPOMUB'AHKO Bifl HAPOLKEHHSA | NEPIOANYHUMM eni30amm IMXOMAHKM 1 KOH'OHKTUBITY 06CTeXeHa B nefia-
TPUYHOMY BifZineHH HauioHanbHoi auTa4oi cneujanizosaHoi nikapHi «OXMATIWT». Ha nifcTasi HeraTMBHUX pe3ynbTarTiB BU3HAYEHHS CUPOBATKOBOIO PiBHS iMyHO-
rN06YNIHIB A 4O rMiaduHy Ta eHA0MI3it0 BUKKOYEHO LieMiaKito, a TaKoX 3a JOMOMOrOK Cy4acHUX METOZAIB aneprogiarHoCTUKY (LUKIpHI NpiK-TeCTI, X0N040Ba Npooba,
MOSEKYNAPHA aneprofiarHocTuka, eniMiHauinHa AieToAiarHoCTKa) BUKMOYEHO BIJIMB PISHOMAHITHUX anepreHis. Y [iBYNHKN BUABMEHO XPOHIYHY idionatnyHy
KPOMMB'AHKY i3 3ana/ibHAM 3aXBOPIOBAHHSAM KMLLEYHWKA 3 NMPU3HA4EHHAM NPOBHOro NikyBaHHS KeTaTugeHoM, 6inacTUHOM i MecanasmHoM. Yepes ckapru Ha nepio-
JWYHWIA BUCKUN Ta NIUXOMAHKY Ha T/li 3a3Ha4eHOi Tepanii NOBTOPHO NpoaHasii30BaHO aHaMHe3 XBOPOOM i BiANPaBeHo MaTepian Ha reHeTUYHe CEKBEHYBaHHA, SIKe fano
3MOry 3MIHUTY AiarH03 Ha ayTo3ananbHe 3aXBOPHOBAHHA i NPU3HAYeHO Tepanito — LLOJEHHe BBEAEGHHS aHaKiHpW. Biatogi B AUTUHN Ginblue He 6yN0 NepioanyHoI
(he6bprIbHOI NNXOMaHKI 260 KPOMWB'AHKM, @ PiBEHb MapKepiB 3ananeHHsa HopManisyBascs.

BucHoBku. Liei KNiHIYHWIA NpUKNag LikaBuid CKNagHUM AiarHOCTUYHUM MOLYKOM, KON NOEAHYBaNacs XPOHiYHA KPOMUB'AHKA i 3anainbHi 3aXBOPIOBAHHSA KNLLIEYHMKA
6e3 echekTy Ha Tepanito, L0 NPUMYCUIO0 NEPErnsHyTU AiarHo3, AKMA BUSBIUBCA LLE 6iNnbLL PiAKiCHAM | 6B 0CTaTO4HO NiATBEPIKEHNIA METOAOM CEKBEHYBAHHS FeHO-
My — ayTo3ananbHe 3aXBOPtOBaHHA — KPionipyH-acoLiioBaHuiA NepioANYHMI CUHAPOM. Are HE3BXKa04M Ha Te, LU0 AiarHo3 CTas iHLUMM, LiiKaBo, L0 Ha TNi 3acToC-
YBaHHA MecanasuHy CTaH AiBYMHKI BCE X TPOXW NONINWMBCA: piaLle TypoyBanu ypTUKApHWIA BACUN | NUXOMAHKa Ha (POHi Bucuny. Lie MoXe CBig4MTh Npo aeski
CNifIbHI NATOreHeTUYHi 0CO6/MBOCTI Nepediry 3ananeHHs B KULWEYHUKY i XPOHIYHOI igionaTnyHOT KPOMMB'AHKK, L0 Mae 6e3nepeyHnii HayKoBUIA i MPaKTUYHWUIA iHTe-
pec.

[locnifKeHHs BUKOHAHO BifNOBIAHO [0 NPUHLMNIB [enbCiHCbKOI Aeknapaulii. Ha npoBefeHHs AOCHIMKeHb OTPUMAHO iH(hOPMOBaHY 3rofly 6aTbKiB AUTUHU.

ABTOpPU 3a8BNAKOTbL NPO BiACYTHICTb KOH(AIKTY iHTEPECIB.

KntoyoBi cnoea: Kponue'sHKa, 3anasnbHi 3aXBOPIOBAHHA KWLLIEYHWKA, ayTo3ananbHi XBOPOOW, KPiOMipUH-acOLii0BAHUIA NEPIOAVYHWNA CUHLAPOM, iHTEpnenKiH-1,
6ionpenaparu, aHakiHpa.

Chronic urticaria and inflammatory bowel disease — is it worth looking further?
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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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Xpouuqeckaﬂ KpanuBHULIA U BOCNaJIUTENIbHbIE 60/1€3HM KMLLIEYHUKA — HYXHO NN UCKATb nanbme?
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XpoHuM4eckas KpanuBHuLLA — pacnpocTpaHeHHas 60Me3Hb, PeaKo Pa3BMUBAIOLLIASCS NPY BOCMANUTENbHbIX 3a00MeBaHMAX KULLIEYHNKA. [laHHbIA Cryyaii npuBnekaeT
BHUMaHME K OOLUMM 3BEHbSM MaToreHe3a pasfiyHbIX MO 3TUONMOTUMN NMPOLECCOB — ayTOBOCMANMUTENbHbLIX U ayTOMMMYHHbIX 3a60/1eBaHN 1 HEOOXOAMMOCTH
TLATENbHOI A depeHLManbHON AUArHOCTUKN C TeHETUYECKUMU UCCEA0BAHNAMM, KOTOPbIE MOFYT 3HaYUTENbHO MOBAMATL HA BbIGOP TAKTUKMN NIEYEHNS.

Knunndeckuit cnyyai. [leBoyka, 9 net, CTpafatoLLas XpoHUYecKoii KpanuBHULEN C POXXAEHUS 1 NEPUOANHECKUMM 3NN304aMI INXOPALKMA U KOHBIOHKTUBIT, B asib-
Heiiem 6bina 06CNefoBaHa B NeAUaTPUYECKOM OTAENeHMM HaumoHanbHo AETCKOIA cneuynanna3npoBaHHoi 60nbHULbI «OXMATIET>. Ha 0CHOBaHWUN HeraTMBHbIX
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pe3ynbTaToB CbIBOPOTOYHOTO YPOBHS MMMYHOTTOGYNMHOB A K FUAMHY N 3HAOMU3NI0 UCKIKOYeHa Lennakus. bnarogaps npyMeHeHMI0 COBPEMEHHbIX METOZI0B
NNeprofnarHoCTUKN (KOXHbIE NPUK-TECTbI, MOMEKYNAPHas anneproamarHocTika, Xono408as npooa, SNMMUHALMOHHAS AUETOANATHOCTMKA) UCKNIOYEHO BNUSIHUE
annepreHos. C Y4€eTOM COYeTaHnsA XpOHVHeCKOI7I I/IAI/IOI'IaTI/HeCKOVI KpanueHWLbI 1 BOCNANNUTENIbHOro 3a060M1eBaHNA KNLLEYHIKA Ha3HAYeHO npoﬁHoe Jle4eHne Ketatn-
dheHom, 6UNacTHOM 1 MecanasnHoM. B CBA3M ¢ 0TCYTCTBUEM 3(DCDEKTA JaHHO Tepanum NOBTOPHO NPOAHANIN3MPOBAH aHaMHE3 60N1e3HN, 4TO NO3BONIO 3an0A03-
pUTb ayTOBOCMANMTENbHbINA NPOLECC W NPOBECTM FeHETUYeCKOe UCCNeA0BaHINe (CEKBEHNPOBAHIE), KOTOPOE MOATBEPANIO0 AMArHo3 BapuaHTa ayToBOCNanuUTeNbHOI
6011€3H1 — KPUONMUPUH-ACCOLMMPOBAHHOIO NEPUOSNYECKOr0 CUHAPOMA — 1 U3MEHWIO0 TePanmio — eXXeHEBHOE BBEAEHUE aHakuHpbI. G Tex nop y f1eBo4KM 601b-
LUE He 6bIN0 NepUOANYECKO PEOPUNLHON NMXOPAAKI UMK KPanuBHULI,  YPOBHU MapKePOB BOCMANEHNs HOPManU30BaInCh.

BbiBOAbI. [JaHHbIi KTMHNYECKMIA CyHail NHTEPECEH CTIOXKHBIM AMArHOCTUYECKM NOMCKOM B CBA3N C PEAKOCTHBIM COYETAHNEM XPOHUYECKOI KpanyBHWULbI 1 BOCMA-
NIUTENBHOrO 3a60M1eBaHNS KMLLEYHIKA, YTO COMPOBOXAANOCH HU3KMM 3chchekToM Tepanun H1-6nokatopamu ructamiHa n MecanasuHa v 3acTaBuio NepecmMoTpeTb
uarHo3. G noMoLLbio METOfa CEKBEHMPOBAHMS FEHOMA OKOHYATENIbHO YCTAHOBEH AMArHO3 KPUMUPWUH-aCCOLMMPOBAHHOMO NMEpPUOAMYECKOro CMHAPOMA. Tem He
MEHee, NHTePEeCceH TOT akT, YTO Ha (DOHE NpreMa MecanasiHa COCTOSHNE AEBOYKN BCE XK HEMHOO YAYYLIMIOCh: CTanm pexxe 6eCNOKOMTb aNU30AbI KpanuBHULb!
11 INXOPagKK, 4TO, BO3MOXXHO, 06YCIOBMIEHO HEKOTOPbIMY OBLMIMM MeXaHU3MaMm BOCMANUTENBbHOO NPOLIECCa B KULLEYHUKE W KOXE, YTO NPELCTaBNAET HECOMHEH-
HbI Hay4HbIil N NPAKTUYECKNIA MHTEpeC.

ViccnefioBaHme BbIMONHEHO B COOTBETCTBMM C NPUHLMNAMM XeNbCUHKCKOIA AeKnapauun. Ha npoBefeHne UCCneoBaHni noy4yeHo UHGOPMUPOBAHHOE Ccornacue

poauTenei pebexka.
ABTOpbI 3a9BNAOT 06 OTCYTCTBUM KOH(DNNKTA UHTEPECOB.

Knto4eBble cnoBa: KpanuBHNLA, BOCNANNTESNbHbIE 3a60M1EBAHNS KWULLIEYHNKA, ayTOBOCNANMUTENbHbIE 60M1E3HNU, KPUOMMPUH-ACCOLNNPOBAHHBIA CUHAPOMUHTEPNEN-

KuH-1, 6ronpenaparbl, aHakuHpa.

Bceryn

poruB'dHKa (Bif jaT. urtica — Kpornmsa) —

3arajbHa Ha3Ba TPYNU 3aXBOPIOBAHb,
OCHOBHUM KJIHIYHUM CUMIITOMOM SIKUX € TPAaH3M-
TOPHI cBepOJIstUi IyXUPi Pi3HOTO PO3MIPY BiJl Kijib-
Kox MijgimeTpiB g0 10 i Oiibiie caHTUMETPIB,
MO0 4YiTKO KOHTYPOBaHI Ta 3AiMMaOThCS Hal
MOBEPXHEI0 IMKipU. EjieMeHTH BUCUILY MOXKYTb
MOIIMPIOBATUCS] HA BCIO 1TOBEPXHIO Tija. Baxkiu-
BUMMW BJIACTUBOCTSIMU TTyXUPS, IO MAIOTD J[iarHO-
CTUYHE 3HA4YeHHSsI, € MOro IIBU/KA, 1HOJI MUTTEBA,
MosIBa, KOPOTKOYACHICTh icHyBaHHS (710 24 TOM)
i 3BOpOTHICTH 6€3 3amiKoBuX posiBiB [ 18]. Kpo-
IVB'SIHKA MOK€ BHUHHMKATH OKpeMO (MpuOIN3HO
y 40% xBOpUX) ab0 B TIOEHAHHI 3 AaHTIOHEBPOTHY-
HuM HaOpskoMm (1pubausno y 50% aiteit) [18].
AnrioHabpsik (rocTpuii aHTiOHAOPSAK, HaOPSK
KBinke) BBakaloTb OAHUM i3 BapiaHTIB KpoO-
[VB'STHKU, TIPU SIKOMY HaOPSIK TIONIMPIOETHCST Ha
rubIi mapu gepmu abo HiAmKipHy ocHOBY. Bin
XapaKTepU3y€eThCst HaOpsAKOM (1HKOJIM PeIuInB-
HUM) OKPEMUX [IJISTHOK MIKIPH i CIU30BUX 06010~
HOK, I[0 TOCTPO BUHUKAE i CIIOHTAHHO 3HUKAE
[2,18]. Voro mozinsaioTh Ha clagkoBuii, HaOyTHil,
ITOB'sI3aHUI 3 aJIEPTiYHUMM PeaKIlisiMU Ta ijgiorna-
TuuHui. /lerpanysidiis i BUBLJIbHEHHS TiCTaMiHy
ONACHCTUMK KJITHHAMU (MacTOIMTaMu) Ta 6a30-
(diaMu IPU3BOANUTH /10 epuTeMu i HaOPSKY, SIKi
XapaKkTepHi A KPOMUB SHKU Ta aHTiIOHEBPOTUY-
HOTO HaOPSIKY.

Pesyabratu nocaimkens [ 2,18] nokasasnu, 110 B
MeXaHi3MaxX PO3BUTKY KPOIWB'IHKU Ta aHTiOHe-
BPOTUYHOTO HAOPSIKY 3HA4YHE MicIe I10CiJaioTh
aytoimyHnHi npottecu. [li ctanm nmos'si3ani 3 iHMN-
MU ayTOIMyHHUMW 3aXBOPIOBAHHSAMU, TaKUMU
SK ayTOIMyHHE 3aXBOPIOBAHHS MIMTOIMOMIOHO]
3aj103u 1 memaxkist [2,18]. XpoHiuHa KponuB'stHKA
Ta aHTIOHEBPOTUYHUIT HAOPSK MOXKYTb 3YMOBJIIO-
BaTHCS PEaKIliIMU Ha 1KY, JIIKW, aHTUTEHU JI0BKiJ-

a5t Ta indexiito Helicobacter pylori, aje etiosoris
ISt GITIBIITIOCTI XBOPUX 3aJIUIIAETHCST HEBIZIOMOTO.
Opanak HaBiTH U1 X iioNATUYHUX (HOPM Xpo-
HIYHOI KPOTMB STHKW BBAYKAETHCS, 10 OCHOBHUU
MeXaHi3M — e ayToiMyHHi mporecu [12,18,20].

Jlo 30—50% XBOpHX Ha XPOHIUHY KPOIUB'SHKY
MalOTh ayTOAHTHUTIJIA JI0 O-JIaHIIoTa pelernTopa
BucoKoi criopiHenocTi 10 IgE (FceRIa). Braxka-
€THCS, 1110 1l AYTOAHTUTIJIA 3ITUBAIOTH PEIETTOPU
IgE, Tomy aktuBytoTh iHMiIbTpyIOUi OGazodinn
Ta MACTOIMTH TIKIPH, 110 1 IPU3BOIUTD JI0 BUBIJIb-
HeHHd rictaminy [12,18,20].

Kpim ToOTO, 1HNII HUPKYJOIOYI MemiaTopu
MOKYTb BiflirpaBaT¥ poJib B aKTUBaIlili MaCcTOIU-
TiB, a JOCJTiKEHHSI BUBLIbHEHHS TiCTaMiHy TTOKa-
3aiy  30LIbIIEHHS IIPO3aNaJbHUX IUTOKIHIB,
takux sk [L-1B, 1L-12p70, TNF-a, IL-6, I1L-10
ta IL-17, npu XpoHIUHIN imiomaTUYHIN KpO-
nuB'sHT [6,10].

3arayibHi 3aXBOPIOBAHHS KUIIEYHUKA, /10 SKUX
HaslekuTh XBopoba KpoHa i BUpaskoBuii KOJIT, —
PEIMMBHI XBOPOOU, MPU AKUX CIIOCTEPIra€ThCst
XPOHIUHE ayTOIMyHHE 3allajJeHHs Pi3HUX BiJIiIiB
mryHkoBo-kutikoBoro tpakty (IITKT). XBopoba
KpoHa € 3axBOproBaHHSM 3 ayTOIMYHHOIO 1, 3a
JIeSIKUMU JTAHUMU, ayTO3alaJIbHOIO YYacTIo; € JlaHi
Ipo 3MiHY cepejloBUINla IUTOKIHIB, IO TPU3-
BOJIUTD JI0 3amajieHHsi cn30Boi obosmonkn. Xoda
TOYHMIT MexaHi3Mm xBopo6u Kpona ii goci ocrarou-
HO He BU3HAUEHUH, OCTaHHI JIOCJI/PKeHHS IToKa3a-
Jid, O TpOoAYKIlig T-KIITUH MeBHUMU ITUTOKIHA-
MU BiJliTpa€ 3HA4YHY POJIb y THATOreHe3i XBOpoOu
Kpona [1,3,11,19,21].

PerenbHuil orsisiji JjlitepaTypu BUSBUB [ly:Ke
MaJIO TOBiJIOMJIEHb PO BUNIAJKU KPOIUB SHKU
ab0 aHTiOHEBPOTUYHOTO HAOPSIKY, TOB'si3ami i3
3alaJIbHUMHU  3aXBOPIOBAHHSIMM  KHUIICYHUKA.
Croin BXOATh BUIA/IKU CIIQJIKOBOTO aHTiOHEBPO-
TUYHOTO HaOPsIKY, acOIHOBaHOTO 3 XBOPOGOIO
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Kpona [7,8], anrioneBpoTuuynmii HaOPsSK TOHKOI
KWIIKW, 0 MacKyeThcss mig xBopoby Kpona
[4,13], i okpemuil BUTIa/IOK XPOHIYHOT KPOITUB'SIH-
ki Oe3 aHTIOHEBPOTUYHOTO HAOPSIKY B MAIli€HTA,
B SIKOTO 3TO/IOM JiarHocTyBaiu xBopoOy Kpoma
[14]. Bysnu Takox MOBIZOMJIEHHS TIPO BUIIQIKU
XPOHIYHOI KPOIMB'SIHKM 1 BUPA3KOBOIO KOJITY
[16]. A Takosk BioMMiT BUIIQ/IOK XPOHIYHOI i/ioma-
TUYHOI KPOIIUB'IHKY 3 aHTIOHEBPOTUYHUM HaOPsi-
KOM, II[0 CYIIPOBO/KYBaBcsi xBopoboio Kpoma,
SKHMil YCIIIIHO BMJIIKYBaJu 3aco0aMu IPOTH
TymMop-HekpotuyHoro (akropa TNF-o [9].

OzHI€ 3 MOXKJIMBUX 3arajbHUX MpoOseM
y IaToreHesi XpoHi4HOI 1/II0OIIaTUYHOI KPOIIUB SdH-
K1 Ta XBopoOu KpoHa € mopyIieHHs: piBHST IIUTO-
KiHiB, 30kpema, IL-17 Ta TNF-o. IL-17. Ile muTo-
KiHW, oTpuMaHi 3 T-KJITUH, dKi CTUMYJIOIOTH
Pi3HI KJIITUHU OO0 CEKPeIlii ITUTOKIHIB 1 XeMOKi-
HiB, TOMY BIZirpaloTh BasKJUBY POJb y 0araTbox
aytoimynnux saxsopioBanusx [1]. Thiz CD4+
T-KTTUHU TPOAYKYIOTH OKPeMUil Habip MUTOKi-
i (IL-17A, IL-17F IL-6, IL-22 Tta IL-26), axki
nocuyoloTh iMyHuuin 3axuct. [L-17A Bigirpae
pPOJIb Y PO3IMIUPEHHI Ta PEKPYTUHTY BPOKEHUX
IMyHHUX KJITUH (HeUTpodiniB) 1 B3aeEMoi€
3 JlraHgaM¥, TOAIOHUMHN 10 AaBaJbHUIIBKUX
penienitopiB, IL-1B ta TNF-0 aist nocusenus
ananpHux peakiin. [L-17F iapykye cekpertito
IHIIUX 3alaJbHUX IUTOKIHIB, Takux gk 1L-6,
IL-8 ta LIF (neiikemieinribiamii axrop). IToka-
3aHO0, [0 KiIbKiCTh mo3uTuBHUX KiuituH 1L-17A
30LIbIIYETbCA B 3allajeHiil cau30Bill 000JIOHII
XBOPUX Ha 3arajibHi 3aXBOPIOBAHHS KHUIIEYHUKA
[11], a excnpecia MPHK 1L-17F miaBurniyetbes
y cm30Bii 06oJoHII 0cib i3 xBopo6oro Kpona [3].

Ilepiopnunnii cuHAPOM, acoIliioBaHUl 3 Kpio-
mipuaom (CAPS) — 1e cnektp ayTo3amaabHUX
3aXBOPIOBaHb, 00OYMOBJIEHUII ~ ayTOCOMHO-
JoMiHaHTHUMM MyTanisimu B rTeHi NLRP3,
[0 HPU3BOAUTH 10 HajaMmipHoi cekpemii Il-1.
CAPS xapakTepusy€eTbcsl CUCTEMHUM Ta OpraH-
HUM 3alajeHHaM, 1[0 Ma€ PU3UK HEMOMPaBHUX
MONIKO/[’KE€Hb, Yy TOMY UYHCJi CEHCOHEBPAJbHY
BTPATy CJYXy, HUPKOBY HEIOCTATHICTb, TiZpolie-
amito Ta redpopmartito ckesera [23].

g piarnoctuku CAPS 1. Tyity ta I. Akcenri-
€BMY 3aIIPOIIOHYBAIN TPU IEPEyMOBU I'eHeTHY-
HOTO TeCTyBaHHS: |) 710Ka3u cMCTEeMHOTO 3arajieH-
us (nigsumenns C-peaktusHoro 6inka — CPB),
mBuAKicTh ociganus eputporuTiB (ILIOE) Ta ami-
goig cupoBatku A (SAA)); IT) iMmoBipHE MOHOTEH-
He 3axBoptoBantst; 111) npaBronogiOHMii MpUYIH-
HUIT reH-KaHauaat. XBopobu 3 baratodakTopHOO
CIIAJIKOBICTIO MAIOTh YUCJEHHI (haKTOPH, § TOMY

yucsi (pakToOpyu HaBKOJHUNIHBOTO CEPeOBUIIA,
YMHATH HAKOMUYYBAJbHWII BILIMB Ha XBOPOOY.
Tomy reHeTnuHe TeCTyBaHHS HE MOKE€ BUSHAUUTH
6araToakTOPHUX 3aXBOPIOBaHb. Y OiJbIIOCTI
BUIIAJKIB ayTo3alajbHi XBOPOOU MaIOTh CUJIbHUIA
reHeTHYHUN (HOH i3 MyTallisIMU OKPEeMHUX TeHiB.
OzHaK BOHM MOXKYTh MaTH I0JIireHHe abo Garato-
(hakTOpHE TIOXO/KEHHST 3 BIJIMBOM HaBKOJIWIII-
HBOTO Cepe/IoBUIIa Ha MOYJIAIi0 (peHOTHITY [22].

HwxuenaBesieHnii BUIIaJIOK IIPUBEPTAE yBary
JIO CIIJIbHUX MeXaHi3MiB MaToreHe3y ayTOiIMyHHUX
i ayrosamaJbHKX 3aXBOPIOBaHb Ta HEOOXiIHOCTI
peTebHol G epeHIliitHol JIarHOCTUKY 1 TI0/1aJTb-
IITUAX JTOCTIIPKEHb, TII0 MOKYTH IPU3BECTH 710 3MiHT
Miarno3y i 3HAYHO BIUIMHYTH Ha BUOID TaKTHKH
JIIKyBaHHSI.

Koriniyauii BUniaiox

JliBumnka, BikoM 9 pokiB, rocmiTanizo-
BaHa o mnemiarpuynoro Bimmimenns HJ[CJI
«OXMAT/UWUT» 3i ckapramu Ha yPTUKApHU
BUCHUII Ha IIKIpi Tija i1 obimMyds, TepiogudHuii
6iJIb y KOJIHHMX Cyri00ax, IMi/IBUIIEHHS TeMIIepa-
Typu Tina 10 39°C, yacTi emni3ou 1MOYepBOHIHHSA
oueil. 3a pesysbraTamu 360py aHaAMHe3y BiaMiue-
HO TIOJIIIIIEHHS CTaHy 1 3MEHIIeHHS MepPioJIMYHO-
CTi BUCHUITY Ta IUXOMAHKH BJITKY.

HocaigxenHs BUKOHAHO BiJIOBIAHO 10 MPUH-
nuniB lenbcincebkol aexmapartii. Ha nposenennsa
JOCTIIKEeHb OTPUMAaHO iH(GopMOBaHy 3roay OaTh-
KIiB UTUHU.

Hisunaka wapommnacs Bix III BaritHOCTI,
IT nosoris na 39-my Twoxkni (11 BariTHicTb 3aKiHUN-
Jlacs BUKUJIHEM Ha 2-MicsiuHOMY TepMiHi). Maca
Tita ipu HapopkenHi — 2850 r, qoBkuHa — 49 cM.
Y neputy 106y Tic/Ist HAPOKEHHST 3'IBUBCS YPTH-
KapHuUii BUCcHUII 110 BcboMy Tijii. Ha nepiomy porti
KUTTA — (DYHKITIOHATBHI PO3JIaI KUIIETHUKA,
ATOTIYHUI JIEPMATUT.

Y Bini 1 pik — rocrpuii mienonedpur i3 au3y-
pi€lo (uiatallis ce40BO/Y ) 3 YACTUMMU 3arOCTPEH-
Hamu. Ili3Hinie yposoraMu BCTaHOBJIEHO [[iarHO3
«JIBoOiunHMit Tizporedpos>. 3 6 pokiB emizonn
BUCHITY Tepebirajn 3 JUXOMAHKOI TPUBATICTIO
3—5 aHiB i3 Pi3HOIO MEPIOANYHICTIO, aPTPAITIsIMU
i TBOGIYHNM KOH'IOHKTHBITOM i YaCTHMHU O3HAKa-
MU 3anajieHHsa B repudepuyHiil KpoBi: JIeHKO-
1uro3, npuckopera HHIOE. ¥V 3B'a3ky 3 uum mpo-
BEJICHO CTalliOHAPHE JIIKyBAaHHS Y TPABMaTOJIOI U~
HOMY BIiJi/liJIeHHI 3 TPUBOAY apTpaJiTil JIiBOTO
KYJIBIIIOBOTO CyTJI00a, HescHOro TeHesy. [lutuHi
npusHayeno Hi-anturictaminni mpemaparu, aje
BOHU He gajiu Oyib-sKoro eexry. Y 8 pokiB miB-
YUHKY OTJISHYTO JUTSAYUM KapiioJioroM, SKui
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BUSIBUB TaxiKap/lito i MpU3HAYMUB aJIeHO3UH Y /1031
0,01 mr. Y 8,5 poKy AuTHHI TIPOBEIEHO CIIOCTEpe-
JKeHHST B iH(eKIIHHIN JiKapHi 3 TPUBO/LY BITPSHOI
BiCTIM cepeiHbOl TSKKOCTI, PEAKTUBHOTO TelaTh-
Ty, eHTepo0io3y, PEeIUANBHOI KPONUB SHKH.
3arposjimBa IOJ0 CUCTEMHOTO 3aXBOPIOBAHHSI
CTIOJIYYHOI TKAHUHH, HEe YTOUHEHOTO.

Y 9 pokiB AiBUMHKY BIepime obcTexe-
Ho B unexpiarpuunomy Biggisenni HJCJI
«OXMAT/INT». Ha mMomeHT rocmitanisarii
BUABJIEHO JIMXOMaHKY /1o 39°C, Ha miKipi — epu-
TEeMaTO3HUN TJIAMUCTUI BUCUT i3 HEPIBHUMU
KpasgMH 110 BCbOMY TiJi, CKJIepuUT 000X OuYeii,
apTPUT KOJIHHUX CYTJIO0IB.

JluTuHi IpoBeIeHO MOBHE KJIiHIKO-1a00paTop-
He oOcTeskeHHs1. 3a pesysbraTaMu JabopaTOpPHUX
JIOCT/IKEHb BUSBJIEHO JIEMKOIUTO3 3 HEUTpOdi-
sabosom, nipuckopensst [IIOE, migsunienns CPB,
JVCTIPOTETHEMIIO 3 TiABUIIIEHHSIM raMMa-(paxiiii,
nigsumienns 1gG i IgE. Mexanpanii KATBIPOTEK-
i — 751,4 MKr/r (HOpMasibHi 3HAYeHHS —
1o 50 Mkr/T). [IpoBeneHo obcTeREH ST, Pe3yIbTa-
TU SIKOTO TaKi:

AnTtuTiiia 10 Tiaauny (/le3aMiHOBaHi TENTH-
m) IgA — 9,0 ogmHUI/MJT — CYMHIBHUI.

AnTuTiiia 10 Tiaauny (Jle3aMiHOBaHi TENTH-
) IgG — 0,6 onuHUIE /M — HETATUBHU.

Anturina 1o enfomisito [gA — 10 oguaUI/MIT —
HeraTUBHUI.

Anturina 1o enpomisiio [gG — 10 oguaMTE,/MIT —
HETaTUBHU.

®dibpoesodaroracrpoxyonerockorist (DELC)
Ta 1JIEOKOJIOHOCKOITIST — Bi3yaJIbHO CJIM30Ba 000JIOH-
Ka i"TakTHa. biomciss — os3Hakm HecrelmdiaHoro
3anasieHHs y Beix Biytisiax [HIKT.

KoucyspToBana  auTI4YuM  aJeprojoroM,
K.MeJI.H., olleHToM Kadeapu nemiarpii Ne 1: mpo-
BeJIeHO TPOOW 1 BUKIIOYEHO BILUIUB XaPUYOBUX
aJiepreHiB Ta aJepreHiB HaBKOJUITHBOTO Cepeio-
BUIIIA.

Yci kAiHIYHI TTPOSIBY 3HUKJITN Yyepe3 2 JiHi 1mepe-
OyBaHHS B JIKapHi.

[Hiarnos nipu Bunuciii: «XpoHiyHa ifionatuyHa
KPONMB'AHKA. 3amajbHe 3aXBOPIOBAHHS KHUIIIEY-
HUKa, Hekygacudikoanes. [IpusHayeno JiikyBaH-
HsT: ejliMiHalliiiHA J[i€Ta 3 BUKJIIOYEHHSIM OiJIKiB
KOPOB'STY0T0 MOJIOKA 1 TIIOTeH-BMiICHUX TTPOJIYKTIB
Ha 3 micsit, Gimactun — 10 Mr 1 pas Ha 106y 11po-
Tarom 1 micsais, ketoruden — 1 Mr 2 pasu Ha 100y
npotsirom 3 micsiis, Mmecasazun — 50 mMr/kr 1 pas
Ha 100y TPUBAJIO.

[ToBTopHa ToCITiTATI3alIis Yepe3 7 MicCsIIiB: eJIi-
MiHaliiiHa gieTa, 6i1acTuH i kerotudeH edekry He
MaJi, Ha TJIi JiKyBaHHS MeCaJla3uHOM CTaH JUTU-

HU TPOXHU MOJIIIIUBCS — YPTUKAPHUI BUCHUII CTaB
pimmmM, ajie He 3HUK MMOBHICTIO, 3HU3WJIACS 9acTO-
Ta JIMXOMAHKU Ha TJii Bucuity. JlutnHa mpoumnia
nopatkoBe JabopatopHe W iHCTpyMeHTaJbHE
00CTeKEHHS.

Yabrpassykose pocriimkenns (¥Y3/1) opranisB
YepeBHOI OPOKHUHU: KaJiKO3 JIiBOI HUPKHU.

V3/1 muronoai6bHoi 3a1031: 3271032 PO3MileHa
TUTIOBO 3 YIiTKUM PIBHUM KOHTYPOM, CEPelHbOI
€XOTeHHOCTI 3 OJJMHUYHUM TilIOEXOTEHHUM, YiTKO
BiMeskoBanuM ByssioM 1,5x1x3 mm. O6'eM 3a103u —
HOPMaJIbHU.

Exo-KT: [Toposkaunu, CTIHKY CEPIsT — Y HOPMI.
Dasza BUKHU/IY JIBOTO MIJIyHOYKA — 64% — CKOPOT-
JIMBICTb MioKap/a xopoira. Ha kjamani jiereneBoi
aprepii — ¢isiosoriunuit 3BopoTHuil TiK. Kposo-
TIK YepeBHOI aopTu — TyJabcylounil. /logaTkoBa
XOp/la B IOPOKHUHI JIIBOTO 1IIJIYHOUKA.

3arajbHUN aHaMi3 KpOBi: JEUKOIUTU —
25,6x10°/1, mimdorutu — 14%, cerMeHTOsIIEPHI
HelTpodi — 74%, nanmndkosiiepHi HeiTpodiam —
8%, tpombouutu — 431x10°/x1, epurpounrtn —
5,07x10" /1, remorsio6in — 129 r/J1, reMaTOKPUT —
0,395, ITIOE — 31 mMm/TO1.

IMyHOJIOriYHE JOCHIIKEHHsT CyOIOmy Isiiii
gimdormTiB mepudepiitHoi KpoBi: HA Tai JiMbo-
IIUTO3Y 301JIbIIeH] BCI OCHOBHI CyOMOMyJIAIi JIiM-
dornutie — 6e3 TOPYyIIEHHs CIiBBiHONIECHHS
CD4+/CD8+. 3HauHO 306iJbIIE€HIII BMICT HaTy-
pasbhux Kizepis (0,7x10°/i).

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

PiBenb imynorsobyuinis: IgA — 2,31 r/n >
(mipu BikoBiit Hopmi 0,53-2,04), IgM — 1,33 r/x
(0,31-1,79), 1gG 16,90 v/1 > (mpu BIKOBIi
Hopmi 6,98—15,60).

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

Ayniorpama (02.07.2020): 1BobiuHe cuMeTpuy-
He ypakeHHSI 3BYKOCITPUIMAIBHOTO 1 IPOBiTHOTO
amapary.

¥ 3B's3Ky 3 BIICYTHICTIO JIOCTaTHBOTO eheKTy
BiJl CTaHJApTHOI Teparii, HAasIBHOCTI BHUCOKUX
3allaJIbHUX MapKepiB, 30iblieHHsT B 15 pa3 amisio-
inHoro Oinka A, JaHWX ayAiorpaMu 3arlijlo3peHo
ayTosanajbHe 3aXBOPIOBAHHS 1 3aIIpOIlIeHO Ha KOH-
CyJIbTAIlil0  JAUTAYOTO IMyHOJIOTa, Tpodecopa,
JL.MeJLH, 3aBifyBaua Kadeapu ANTIUNX iHQEKITii-
HUX XBOPOO Ta aiutsaoi imyHosorii HY O3 Ykpaian
imeni [TJI. Illynuka Bonoxy A.I1., 3a cipusines sikoi
Marepiaj CIpsSIMOBAHO Ha FeHeTUYHe CeKBEHYBaHHs.

Yepes 2 micsarii micys aHali3y TeHIB MOBTOPHE
CTalfioHapHe JIKYBaHHS B MeiaTPUYHOMY BijTiJieH-
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KAIHIYHMM BUTTAAOK

- iy % i

Hi HICJI «<OXMAT/AUT». [liaraos: «AyTosamnasib-
He 3aXBOPIOBAHHA: KPiOMPUH-ACOIIHOBAHNI TIEpio-
munnii cunzgpom (CAPS), myraiis NLPR3-rena.
JIBoGiuHa CeHCOHEBPAIbHA TIPUXITYTYBATICTH>.

Koncynprosana nmosropto imynosiorom 10.C. Cre-
[IAHOBCHKIM, SIKMI TPU3HAYNB Oi0JIOTTYHY Tepartito —
anraronict perenitopa IL-1 kiHper (aHakiHpa):
1 iH'eKITis T IKIPHO MIOHS IOBIYHO. 32 MOXKJTUBO-
CTi 1 HASIBHOCTI TIPenapaTty MOKHA TIEPENTH Ha iJ1apic
(kaHakinymab) 1 pa3 Ha 8 TWIKHIB MiAIIKIPHO,
110 OiIbi 3pydyHo A narienTa. Ilicasa 1-1 in'exii
CTaH TUTUHUA MUTTEBO TTOJTITIITNBCST: 3HUKJIA BUCHIT i
smxomanka. Ha poto (puc.) — pe3ysbrar JiKyBaHHS
Bi/ipa3y Ticysl BBeZleHHS aHakiHpu ((oTo HazjaHi
31 3ro/in MAIEHTKY 1 GATHKIB).

3araJibHUN aHali3 KPOBIi: JIEHKOIUTH —
10,2x10°/1, mimdorutu — 61%, cermeHTosIIEpHI
HelTpodimm — 22%, nanmndkosiiepHi HeinTpodiaum —
1%, eosunodimiu — 7%, TpomboruTn —
539x10°/m1, epurporut — 5,26x10" /71, remoriio-
6in — 117 t/n, rematokputr — 36,7%, IIIOE —
14 mm/Tox. 3aranbuuii 6imok — 79 r/a, CPB —
7,2 Mr/71.

Ha neil MOMEHT JUTHHA OTPUMYE IOCTINHY
Tepalin aHaKiHPOW i Bejae HOPMAJIbHUIL CIOCiO
JKATTS, 3 4acy BBEJIEHHS TEPINOi iH'€KITiT MPOsBU
3aXBOPIOBaHHS OiJIbIle He TyPOYIOTb.

OO6roBopeHHst

Xoya iCHYIOTHb YiTKi BIZIMIHHOCTI MIX ayTo3a-
NAJIBHUMU Ta AyTOIMYHHUMH 3aXBOPIOBAHHSIMH,
ajle Taki 1MaroJsiorii MaioTh OaraTo CHiJTBHOTO.
ITpu 060X Tpymax XBOpoO OCHOBHi ITATOJIOTIYHi
IIPOLIeCH CIIPSIMOBAHi MPOTHU BJIACHOTO OpraHi3My.
Bonwu cucremHi, BKI0YaioTh OIOPHO-PYXOBUI arma-
par, o6uaBa BKIIOYAIOTH MOHOTEHHI Ta IOJIreHHi
3aXBOpIOBaHHA. BpokeHa iMyHHa cucrteMa Bijli-
IPa€ poJib B aKTUBAILI1 QAN TaIliiTHOT IMYHHOI cUCTe-
MW  KJITUHAMW, IO TPEJCTABIIIOTh AHTHUTEH.
TakuMm 4yuMHOM, BpO/KEHA IMyHHaA CHUCTEMa MOKe

Puc. TopiBHANbHA KAPTMHA YPTUKAPHOTO MOLIMPEHOr0 BUCUMY HA HUXKHIX KiHLIBKAX Ta CMWHI Ta ii 3HUKHEHHS Ha T/1i BBEAEHHSA aHaKiHpn

BUKJIMKATH peakilito B- 1 T-kiituH, a a8Ha abo Tpu-
BaJla aKTUBAIIiST BPOPKEHOTO IMYHITETY — TIPU3Be-
CTH JI0 ayTOIMyHHMX 3axBopioBaib [17,24,25]. 1lle
OJTHIEI0 BAKJINBOIO JJAHKOIO MiK a/IalITUBHUM 1 BPO-
mxennm imynitetom € IL-1f. Ile onna 3 ocnoBHUX
MOJIEKYT eheKTOopa, IO CTUMYJITIOE 3aMasIbHi TpoIie-
CH, a TaKOX JIi€ Ha KJIITUHU-e(DEKTOPHU aJallTUBHOI
imyrnoi cucremu, B- i T-xuitunu [5]. Tlopi6HocTi
Ta 3B'A3KM Mi’K HUMU BUKJIUKAJIU JAUCKYCIIO, YU CJIiJT
po3rJisilaTi ayTo3anajibHi  ayTOIMyHHI 3aXBOPIO-
BaHHS K €UHY TPYIy XBOPOO, IO CKJIAJAI0THCS
3 TPUBOKHOTO CIIEKTPa IMYHOJIOTIYHUX BiJIXUJIEHD
i3 3aMaJibHUMU CUHAPOMAMU Ha OJIHOMY KiHITI
Ta ayTOIMyHHUMH XBOpOOaMU — Ha IHIIOMY.
Y 1iit Moziesli KOHTUHYYMY IMYHOJIOTIUHI TIPOIECH
3rpyIOBaHi 32 IEBHUM CIIEKTPOM 13 Pi3HUM CTyIle-
HEM 3aTy9eHHS aalTUBHUX 1 BPOKEHUX KOMIIO-
HeHTIB iMyHiTeTy. Bonn kiacudikyiorbcs 3a crek-
TPOM $IK ayTO3allaJibHI 3aXBOPIOBAHHS, TOJITEHHI
ayTo3araibHi CTaH!, XBOPOOHU 3MIIIAHOTO XapaKTe-
py abo ToJIireHHi ayTOIMyHHI CTaHM Ta ayTOIMYHHI
xBopobu [15].

BuchHosku

Hagenennii BUnagiok 1mikaBuii CKJIQIHUM Jliar-
HOCTUYHUM TIONTYKOM, OCKLJIBKA HaBiTh MIPU BifI0-
MUX Pi/IKICHUX BUIIQJKaX IMO€AHAHHS XPOHIYHOI
KPOIIMB'SIHKM 1 3alaJIbHUX 3aXBOPIOBaHb KUIIIEY-
HUKA J0BEJI0CS IIyKaTH IHIINWIA, HOBUI, 1ie OiIbIi
PIZIKICHUIA 11arHO3, MiITBEP/IKEHN METO/IOM CeK-
BEHYBaHH: TeHOMY. AJle He3BasKalouM Ha Iie, IliKa-
BO, IO Ha TJIi Teparlii MecaJa3uHy CTaH JIBYNHKN
JIEIO TOJIIIIUBCS — Ppijiie TypOyBaau ypTH-
KapHUN BUCUII 1 JIMXOMaHKa Ha TJi BUCUTY, IIe
MOJKEe CBIUYUTH TIPO NIeSAKi CIJIbHI MeXaHi3Mu
3allaJIeHHsT B KUINEYHUKY 1 TPU XPOHIYHIN ifiomna-
TUYHIN KPOIWB'SHIL, TOMY BUKJWKAE HAYKOBUN
iHTepec i motTpedye MoAaNbIINX JOCiIKEHbD.

Aemopu 3a61510mb NPO GIOCYMHICTL KOHDIIK-
my inmepecis.
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