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Y CTPYKTYPI 3ananbH1X 3axBOPIOBaHb kuleyHvika (33K) i3 ayxxe paHHiM no4aTkoMm, i 0COOMMBO B AiTel NepLuvx 2 POKiB XUTTA (ManiokoBa Gopma
33K), BMcokoio (10 35 %) e yactka MoHOreHH1x 33K-noaibHNx 3axBopioBaHb, BibLLICTL 3 SKMX MOB‘A3aHa 3 BPOAXEHUM iMyHOaedILMTOM. Pe-
3ynbTaTy HalMX AOCAIAXEHb NOKA3YI0Th TAKOX BIpOriaHICTb po3BunTKY 33K-NoAibHMX ypaxeHb CAM30BOI 0O0NOHKM KULLIEYHMKA Ha TNi AEAKMX
BPOOXXEHVIX BaA, PO3BUTKY KMLIEYHMKA (Henponaria, Mionarist) i TaXKnx BipyCHVX iHdekuin, 3okpema COVID-19.

Merta — Ha npukaaai KNiHIYHOro BUnaaKy nokasaty eHoTNoBI 0COOANBOCTI, CKNaAHOLLI AiarHOCTYBaHHS Ta NikyBaHHA 33K-NoAiGHNX 3aXBOPIOBaHbL
V AITeN paHHBOr O BIKY.

O6roBopeHo ocobnmnBocTi 33K-NoAIGHVIX ypaxeHb KULLEYHMKa NP IHLLNX 3aXBOPIOBAHHAX Y AITEN PaHHBOrO BIKY 3a pe3y/ibTaTaMn 06CTEXEHHA
10 nauieHTiB, y TOMy uncni 6 Aitelt i3 NepBUHHUM iMyHOAEMIUMTOM (i3 H1X 3 AITeN i3 reHeTUYHO NIATBEPAXEHVM MOHOreHHUM AeDEKTOM IMYHITETY),
2 pitelt i3 BpoaXXeHoIo BaAolo PO3BUTKY KULLEYHKKA (HEApOM'd30Ba AMCNNasia i nepBrHHa HEAOCTATHICTb iNeoLeKanbHOro Knanaxa), 2 Airei i3
BipyC-ineHTUdiKoBaHoO KOpoHaBipycHoto iHdekuieo (COVID-19) B aHamHesi (NOCTKOBIAHWIA CMHAPOM). OnrcaHo KNiHiuHWiA Brnaaok 33K (xsopoba
KpoHa)-noaiGHOro ypaxeHHs KulledHKa Ha T FeHeTUYHOT CXUIBbHOCTI, 3yMOBEHOT NaToreHHoto mMyTauieto NOD2.

BucHoBku. 33K-NoaibHI ypakeHHs KMLLIEeYHKKa B AiTel paHHbOro Biky, 0COOMMBO NPU MOHOTEHHYX 33K-N0oAiGHNX 3aXBOPIOBaHHAX, Malixe 3asxan
MaloTb PeHoTMN, aHanoridnmi heHoTnny 33K, Tomy 06CTEXEHHS | NIKyBaHHA NaLIEHTIB i3 Ay>Xe paHHIM nodaTkoM 33K, 0co6MBO 3 MalloKOBOKO
hopmoto 33K, noTpebye NnepcoHanisoBaHoro NiAXoay, 3any4eHHa MybTUANCUMNNIHAPHOT KOMaHay haxiBLiB, MaKCMMaibHO MOBHOIO IMyHONOT Y-
HOIO OOCTEXEHHS, BMBaXEHOrO MiAXoAy A0 0OpaHH:A TakTUKW NiKyBaHHA AiTe paHHbOro Biky 3 heHoTnnom 33K,

LlocnimxkeHHd BUKOHAHO BIAMNOBIAHO A0 NPUHUMMIB [ eNbCIHCLKOT Aeknapallii.

ABTOPW 3@ABNGIOTE MPO BIACYTHICTb KOHMIKTY IHTEpeciB.

KntovoBi cnoBa: [1iT/1 PaHHbOI O BiKy, 3aMna/ibHi 3aXBOPIOBAHHS KULLEYHMKE, IMyHOAeIUMTHI CTaHKM, MOHOreHHI AeeKTU IMyHITeTY, AlarHOCTYBaHHS.
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Among inflammatory bowel diseases (IBD) with very early onset, particularly in children under two years of age (Infantile Form IBD), monogenic IBD-like
disorders account for a significant proportion—up to 35%. Most of these conditions are associated with congenital immunodeficiencies. Our research
also suggests a possible link between IBD-like intestinal mucosal lesions and certain congenital gastrointestinal malformations (such as neuropathy
and myopathy) as well as severe viral infections, including COVID-19.

Aim — using the example of a clinical case, to show the phenotypic features, difficulties of diagnosis and treatment of CKD-like diseases in young
children.

This article discusses the characteristics of IBD-like intestinal lesions associated with other diseases in young children, based on an examination of
10 patients. Among them, six had primary immunodeficiency (including three with genetically confirmed monogenic immune defects), two had con-
genital gastrointestinal malformations (neuro-muscular dysplasia and primary ileocecal valve insufficiency), and two had a history of virus-identified
coronavirus infection (COVID-19) — post-COVID syndrome. Additionally, we describe a clinical case of an IBD-like (Crohn’s disease-like) intestinal lesion
in the context of a genetic predisposition caused by a pathogenic NOD2 mutation.

Conclusions. IBD-like intestinal lesions in young children, particularly in monogenic IBD-like diseases, almost always present with a phenotype
similar to classic IBD. Therefore, the diagnosis and management of very early-onset IBD, especially in infantile-onset cases, require a personalized
approach. This includes the involvement of a multidisciplinary team of specialists, comprehensive immunological assessment, and a careful, indi-
vidualized treatment strategy for young children presenting with an IBD-like phenotype.
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bOTO/HI B YKpaiHi, Ik i B yCbOMY CBiTi, anTsdiii momyJisiiii. Hapasi ocobmiBe 3aHETIOKOEHHST
CIIOCTEPITAETHCST «OMOJIOJIKEHHSI» 3a-  BUKJIMKAE 3HAYHE 301/IbIIE€HHST KiTbKOCTI BUTTAJIKIB
MaJbHUX 3aXBOPIOBaHb KHUIeYHMKA 3axBopioBanHsd Ha 33Ky xmiTeii BikoM 710 6 poKiB, ke
(33K) i cTpimMKe 3pocTaHHS PiBHS 3aXBOPIOBAHOCTI  MiKHAPOIHOIO CITIJTbHOTOIO TACTPOEHTEPOJIOTIB 1 TTe-
Ha 110 TSDKKY iMYHOOIIOCEPEKOBAHY TIATOJIOTIIO B iaTpiB BUAiJMeHO B okpeMy rpyny — 33K i3 myxe
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paunim moyatkoM (Inflammatory Bowel Disease
with a very early onset — IBD-VEO), y Tomy uncri
33K i3 1e610TOM IIPOTATOM IIEPIINX 2 POKIB KUTTSI
nutuan — MasmokoBa hopma 33K (Infantile Form of
Inflammatory Bowel Disease).

Knminiuni nocmiakenns cBiguath, mo 33K i3 aysxe
PaHHIM TTOYaTKOM MTEPEBAYKHO MAIOTh TSKUMIA, arpe-
cuBHimui epebir nmopisusiHo i3 33K mopocoro
TUILy, pepPakTepHiCTh /10 CTAHIAPTHOTO JIIKyBaHHS,
3HAYHY BIPOTIIHICTb YCKIaAHEHDb 1 HECTTPUATINBUX
HaCJi/IKiB 3axBopioBanHs [7,8]. Kpim Toro, y miteii
paHHbOTO Biky 3 33K MOpdo0oTiuHi 3MiHN CITM30BO1
060JIOHKH KUTIEYHNKA HAlvacTillie He al0Th 3MOTH
4iTKO BU3HAUUTH THII 3aXBOpIoBaHHs (xBopoba Kpo-
Ha a0 BUPa3KOBUil KOJIT). Y miarHosi 6ausbko 20%
miteit BikoM 710 6 pokiB i 35% miTeit paHHBOTO BiKYy
tun 33K BuU3HAYAIOTh SIK «HeKJacudikoBaHUM»
(Inflammatory Bowel Disease unclassified —
IBD-U), o yckiaaH0€ 06paHHsT HAITPSIMKY Ta He-
006xiHOTO 06CATY TepareBTHYHUX 3axo/iB [ 11,23].

Mema nocnifikeHHsT — HA TPUKJIIA/ll KITIHIYHOTO
BUINA/IKY TIOKa3aTH (HEHOTHUIOBI 0COOIMBOCTI, CKITA/I-
HOIII AiarHocTyBaHHd 1 jikyBanHsg 33K-moxioHux
3aXBOPIOBAHb y JIiTEll pAaHHBOTO BiKY.

3a pe3yJibTaTaMy I0CIi/IZKeHb OCTAaHHIX POKIB (de-
Hotunosi ocobmBocti IBD-VEO mos’si3yioTs i3 cyT-
TEBUMU BiZIMiHHOCTSIMM B TTatorenesi 33K popocioro
Tty (y AiTell CTapiioro BiKy i I0OPOCIUX TAITIEHTIB)
i 33K i3 y>xe paHHIM TOYATKOM, 30KPEMa, CTOCOBHO
reHeTUYHMX aclleKTiB peastidailii 3axBoptoBaHHs1. Ha-
pasi 1oBeieHOo MOTi(haKTOPHI MEXaHi3MU TATOTEHE3Y
33K nopocsoro Tumy, siki 3yMOBJIIOIOTb BUHUKHEHHS
3aMaIbHOTO TIPOIIECY B iHINBI/IA, TEHETUYHO CXUJTb-
HOTO 710 (hopMyBaHH4 /IeDeKTHOT IMYHHOI BiATIOBITi
HA CTUMYJISITIIO KUTITKOBOT MiKPOOIOTH TIi/] BILTHBOM
tpurepHux axropis [10,16].

3arnaibHi 3aXBOPIOBAHHS KUINIEYHUKA JOPOCJIOTO
THUITY HaJIEJKATD JI0 MTOJIITEHHNX 3aXBOPIOBaHb, TOOTO
B IXHBOMY IIaTOTeHe3i 3a/isiHi TeHu, IKi O6epyTh
y4acTh y PEryJIr0BaHHI BPOIKEHOTO i HaOyTOro iMy-
HiTery. [eHeTUYHUMM TOCITIKEHHAMMU J10BEJIeHO, 1110
TeHu, OIIMOPGI3M y SIKUX TOCTOBIPHO TTiIBUIITYE
pusuk 33K, 3azxisiHi B peryaoBaHHi QyHKII]
T-npimdouuTis y misoMy Ta iXHiX cyOmOIMy i
[3,25]. Hapasi BusiBreHo monaz 240 reHe THIHUX JIO-
KyCiB, acomiitoBanux i3 pozsutkoM 33K, GisbimicTh
3 SIKUX 3arajibHa JIist XBopoOu KpoHa Ta BupaskoBo-
ro Koty [5,15,26].

EmigemiosorivHuMy 10CIIIPKEHHAMN BCTAHOBJIE-
HO, 1110 B KOTOPTI JIiTe# i3 y>Ke PaHHIM TOYaTKOM
33K Burcoka yacToTa BUSBJIEHHS MOHOTEHHUX MY-
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Tariif, acomiioBaHMX i3 BPOKEHNMU JleheKTaMu
iMmynHoi cucremu i hopmyBantsim 33K-moaidHoro
(benorumy [10,17]. Tomy xpoHiuHe 3amajieHHST KU-
MMeYHUKA B IiTe paHHBOTO BiKY BCE YaCTIIIIEe PO3-
TJI9/1A10Th K MaHihecTalliio Bpo/uKeHnX iMyHo1edi-
IIUTIB.

[TepBunni imynozpedinutu (I11/1) € opdarauMI
TeHEeTUYHO JIeTepPMiHOBaHUMU 3aXBOpIloBaHHAMU. Ha
1bOMY €eTalli PO3BUTKY KJIIHIYHOI IMYHOJIOTii BUJIi-
sieno oHaz 550 3aXBOPIOBAHb, [TOB’SI3aHUX 31 CITAI-
KOBUMU JieheKTaMu KOMIIOHEHTIB iMyHHOI CHCTeMH,
XOua, Ha JIlyMKY €KCIIEePTiB, ix Habarato OiJibIire, po-
6ora 3 izenTudikauii Houx dopm I/ Tpusae
[2,15,21]. PiBens nommmpenocti 11/ 3HauHo pis-
HUTBCS 3aJI€KHO BiJl KDAiHU 1 HABITh PETIOHY B MEX-
ax OffHi€l KpaiHu. Y 1iJioMy, 3a JIiTepaTypHUMHU /1a-
HUMM, 9aCTOTA IEPBUHHUX IMYHOEDIIUTIB Y CBITI
3ajexuTh Bim Gopmu Ha piBHI Big 1:10000-
1:100000, 32 BUHATKOM CeJIEKTUBHOTO IeDiluTy
IgA, sikuii BusBAsI0TD i3 yactoroio 1:500—1:700,
piBeHb TOMMUPEHOCTI fesKuX piakicHuX hopm T11/]
cranoButh 1:1000000—-1:5000000 [14,21]. ImyHOITO-
'Y BBaKaIoTh, 110 ntoHax 70% sunankis I11/] ne su-
sIBJIEHI, a B fificHOCTi piBenb nomupenocti 11/ 3na-
uno Buimuii. Ha g1ymMKy 6arathbox MisKHapOIHUX
€KCIIepTIB, 11€ OB’ I3aH0 31 CKJIQHOIIAMW BUSIBJICH-
HS TAKKX MAI[IE€HTIB, 0COOIMBO 3 JIETKUM ab0 CyOKJIi-
Hiurum nepebirom IT1J1, HeocTaTHBOIO 06I3HAHICTIO
i HACTOPOKEHICTIO MEMIHMUX IPaIliBHUKIB 00
ITI/1, o6MeReHO0 JOCTYIIHICTIO /It HAIli€HTIB Cy-
JaCHUX METO/IiB TabOPATOPHOTO IiarHOCTYBaHHSI.

Mownorenni 33K-mo/i6Hi 3axBoproBaHHS — Bi/I-
HOCHO HeIIO/IaBHO OTCAaHa reTeporeHHa rpyra 3a-
XBOPIOBaHb, JI0 sIKO1 BXOJSATH 3aXBOPIOBAHHS, 1110
BUHMKAIOTH y Pe3yJIbTaTi MyTallil IeBHOTO reHa Ta
IPOSBJISIOTHCS ClIelM(pIYHUM CUMITOMOKOMILJIEK-
com, y romy urcsi 33K-noai6uum denorumom. Ha
Terep Biziomo 6J13bK0 70 reHiB, maToreHHi MyTarii
y SIKUX acoTifioBaHi 3 BPO/ZKEHUM iMyHOIeDITTUTOM
i dopmysanusam 33K-nmoxi6bHoro deHoruimy
[11,16,17]. ;s i€l rpyniu 3aXBOPIOBaHb XapaKkTep-
Hi TTepeBakHO ayTOCOMHO-pelecuBHUI abo
X-34erIeHui TUIT yCIIa/IKyBaHHs, X0ua B JliTepaTypi
olMcaHi BUIIA/IKK COMaTUYHOTO Mo3aimamy [18,19].
3a TaHUMU JITEepaTypH, cepell YCixX MiTell BIKOM 10
6 pokiB i3 33K uactoTa BUSIBJIE€HHS TATOTEHHUX MY-
Taliil TeHiB, acoliiioBaHuX i3 po3BuTKkoM 33 K-
nozibHoTO herorumny Ha i ITI/], cranours 7,8%,
cepeq ZliTelt BIKOM /10 2 POKiB I1eli MOKa3HUK 3HAUHO
BUIIUI i MOske mocsratu 31%, Tofi Sk npu ge6roTi
3aXBOPIOBAHHS MicCJIsl 6-PiYHOTO BiKY AMTUHU TIATO-
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reHHi MyTallii TeHiB, acotliiioBani 3 po3sutkom 33K-
nozibHoro herorury Ha i [11/], BusiBsieni Tiibku
y 2—-3% nanienTis [4,9,13].

ITe 06yMOBIIIOE BaKIUBICTh AUDEPEHITIHHOTO
niarHoctyBanus Mixk 33K (xBopob6a Kpowna,
BupaskoBuii Kouit) i 33K-noaibHuM ypakeHHsIM
kuimeuynuka Ha Tai IIIJ[ 3a pesysabraTamu
obcresxentst qgututn 3 IBD-VEO, ockinbku ipus-
IIUTTOBO PIi3HATHCI METOAM 1X JTiKyBaHHS,
Tpaautiiiine jgikyBanHg 33K Moske He MaTh ehexTy,
a ipu pegkux ¢opmax III/[ HaBiTh mocuauTu
naucbasaHC KOMIOHEHTIB iMyHHOI cHCTeMH i
noripmuTy ctas naiienta [10].

Cepen monorenHnx 33K-1o1i6HIX 3aXBOPIOBaHb
BUJILISTIIOTH /IBi TPYTIN: JIe(heKTH IMYHHOI CUCTEMU Ta
nedexTu emiresianbHoro 6ap’epa [16,17]. Toxi sk
Hapasi HeMae e)eKTUBHUX METO/IIB JIIKYBaHHS BPO-
JKeHUX J1eeKTiB emiTesiaabHOro 6ap’epa, JiKyBaH-
Hs1 baratbox opm IT1/] ycrmino po3pobIasieTbest, y
TOMY YHCJII JIJIsI JIESTKUX HO30JI0T1i1 po3po0JieHi po-
TOKOJIV TPAHCIIJIAHTAITl] TEMOTIOETUIHUX CTOBOYPO-
BUX KJIITUH, € TIOBIZIOMJIEHHS PO e(DEKTUBHICTH 3a-
cTocyBaHHA TapreTHoi Teparii [11,20].

Tomy cepezt KiHIMCTIB HaOiMBINNI iHTEpEC Ma-
I0Th BPO/UKeHi iMyHOziedinuTH, acoiitoBani i3 33K-
nogioHnM heroTunmoM. PanHe miarHOCTYBaHHS MO-
HorenHux 33K-nmogi6HNX 3aXBOPIOBAaHb A€ 3MOTY
He TiJIbKU CBOEYACHO Bepu(iKyBaTH JiarHo3, aje i
NPU3HAYUTU TATOTEHETUYIHO OOTPYHTOBAHY F€HHO-
crieriuigHy TEpAIiio, 30KpeMa, 3aMiCHY Teparriio
iMyHOTJTOOY TiHAMMY, TPAHCIIAHTAIIIIO TeMOTIOETHY-
HUX CTOBOYPOBMX KJIITHH ab0 TapreTHy Teparrio 10
PO3BUTKY TSIKKOTO mepebiry 3aXxBOPIOBAaHHS Ta
yckamantens [11,15]. Ile B 6aratbox BUMagKax 103BO-
JII€ He TIIbKU KOPETYBaTH IMyHOJIOTIYHUH fedexT,
ajie i IOCSATTHU CTINKOI KJIiHiKO-€HJOCKOIIIYHOI peMi-
cii kosity. CBo€vyacHo npusHauene JjikyBanHs [11/]
JIOTIOMAra€ YHUKHYTH TTPU3HAYeHHST BUCOKOBAPTiC-
HOI Ta HeeheKTUBHOI JIJIS €T TPYTTN 3aXBOPIOBAHD
Tepallii, a TaKoK yOeperty marfieHTa B iHBasiansy-
I0UMX oTepalliii Ha KuinedHuky. Bognouac misHe gia-
THOCTYBaHHS MEPBUHHNX iIMyHO1ebIIIUTIB y TTaIli€H-
TiB paHHbOrO BiKy i3 33K-mogi6HUM ypaskeHHAM
KHUIIEYHNKA CTBOPIOE YMOBH [IJISI PO3BUTKY TSKKHX
YCKJIa/IHEHb 1 pAHHbBOI 1HBaJIiIU3aIlil.

Ha nmpakTuili 10cuTh 4acTO BUHUKAIOTh TPYAHOIIII
y TIpOBe/IeHHI A(ePEHTIITHOTO IIaTHOCTYBAHHS MixK
33K i monorenanmu 33K-1mogi6HNMY 3aXBOPIOBAH-
HSMU, OCKIJIbKY BUSBJIEHI 3MiHU B IMyHHOMY CTaTy-
Ci IUTHHU MOXKYTH Oy TH SIK BPOJKEHUMH, TaK i BTO-
PUHHUMM Ha TJIi XPOHIYHOTO 3aaJbHOIO ITPOIlecy B
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KUIIeYHUKY. Y yacTuHu naiienTis i3 IT1/] Biaxumien-
H$I TIOKa3HUKIB TYMOPJILHOTO Ta KJIITUHHOTO IMYHi-
TeTy no/i6Hi 10 3MiH B imyHHOMY cTaryci npu 33K.
Kpim Toro, cienmdivni 3MiHT iMyHOJOTIYHUAX TI0-
Ka3HUKIB BUSIBJISIOTHCS He Y BCIX XBOPUX i3 BPOJIKe-
HUMU iMyHOzIebiTTTamMu, ipu fesikux gpopmax I11/1,
Hanpukia, npu IPEX-cunapomi, BiaxuieHHs B 1o-
KazHUKaX IMyHOTPaMU MOKYTh Oy T BizicyTHi. Kpim
TOTO, SIK CBiJ[YUTDH HAIIl JIOCBiJl, y MIiTeH 13 MAJIIOKO-
Boto popmoto 33K i 33K-noaibHUM heHoTUIIOM,
0COOJTMBO B TIEPIIT MiCSIITi JKUTTSI, CKJIAJIHO BiZIPi3HU-
TU 3HWKEHHS PIBHS IMYHOTJIOOYIIHIB YHACJIIJOK
BTPATH MPU eKCYIATUBHIN eHTepoIiaTii Biji Tirmoram-
Maro0yJriHeMil TIpu BPOKEHNX iMyHOIe(iTTax.

Hapasi gocsirneHHs reHeTUKW 3HAYHO TTi/IBUIITY -
I0Th BipOTiIHICTh paHHBOTO AiarHOCTYBaHHs [11/1.
YrposamkeHHs B IPaKTUYHY MEAUIIUHY TeHETUYHO-
ro 00CTEKEHHSI — CEKBEHYBaHHST BChOTO €K30MY
(WES) abo 11i1b0BOT0 NaHeIbHOTO CEKBEHYBAHHSI
reHiB, MyTallii skux acoriiioBani i3 ITI/I, itoro 6ib-
11a IOCTYMHICTh Y KJIHIUHIN TPAKTUILl IPOTSATOM
OCTaHHIX POKiB 3HAUHO PO3IIUPIOIOTH MOXKJIUBOCTI
JU1s1 cBOevacHoro fiarnocrysanns [TI/].

Cepen I11/1, acomiitoBanux i3 33K-nonibHmm de-
HOTUTIOM, BUIJISIOTH Taki Tpynu, K Aedextu T- i
B-nimdoruTis, nedextr imyHHOI peryJisiii, nedex-
TH (paronuTapHOI JJAHKH, Tillep- i aBTO3aIaIbHi 3a-
xBopioBanH: [11,24].

3a eMnieMioNIoriYyHUMU TaHUMHU, cepejl MOHOTeH-
Hux 33K-1oi6HuX 3aXBOPIOBaHb, y A4e0I0TI AKUX
xapakrepauM € 33K-nozibue ypaskenns [ITKT, naii-
yacriliie TpanssioTbes: X-34eryiennii gaimgorpouti-
(bepatuBHUIT CUHAPOM 2-TO TUITY, XPOHIUYHA TPAHY-
JbOMaTO3HA XBOpoOa, nedinut MoayasTopa
uHykJseaproro daxkropa (NEMO cunapom), ciagpoM
Owmenna, gedextu STATSb, nedinur X-34ernieHoro
inri6iropa anonrtosy (XIAP-cunzapom), cunapom Bi-
ckorTa-OJIpuya, CHHIPOMH, TIOB  SI3aHi 3 HE[OCTAT-
HIiCTIO aHTHUTIJ (ceNeKTUuBHUN iMyHOedinuT [gA,
3araJibHUi BapiabeabHUN iMyHOAEMIINT, ClIaKoBa
rinorammarsio0yJriaemist) [ 1,6,25].

3a pe3yJbraTaMu 6araToreHTPOBUX JTOCIKEHD,
y airteii i3 IBD-VEO npononyioTs BpaxoByBaTH Taki
<4YepBOHI MPaIopIli», SKi aI0Th 3MOT'Y 3alITi/I03PUTU
B IMTUHU MOHOTeHHY NTpuunHy opmyBaHHsa 33K-
denorumy — oOTsIKEHU ciMeliHUI aHamMHe3 (CI1o-
pizHeHui MTI00, BUMTAJAKN CMEPTI [AiTeil y ciM i, Ha-
sBHicTh ITI/[ y 6/1M3bKUX POAUYIB), TOYATOK
3aXBOPIOBaHHS B 1epiii 6 MicAIliB; YCKIQIHEHHS
ITiCJTS BAaKITMHAII T KUBUMHU BaKIIMHAMU; 9aCTi PeCTi-
PaTOPHI Ta KUIIKOBI iH(EKILiT; 1Ba Ta Gijblle CUHY-
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CUTIB/TTHEBMOHIU /THINHUX OTUTIB IMPOTITOM OJ[HO-
IO POKY; MOBTOPHI €Mi30/11 KaHIU103Y; PeITUINBHI
THiITHI 3aXBOPIOBAHHS ITKiPH; 3HAUHA 3aTPUMKA (i-
3WYHOTO PO3BUTKY; TIOBTOPHI emmizoan ¢hedpuIbHOi
TemrepaTypy; JiMbonpomidepattis (simboaneno-
TMaTisl, CIJIEHOMeTaJTis ); rTeModarouTapHuii JiM¢o-
TriCTIONNUTO3 B aHAMHE31; TSKKUI Tiepebir 3aXBOpIo-
BaHHS; BiZICYTHICTb e(DEeKTY Bijl CTAaHIaPTHOI TEPATTii;
panHeE (hopMyBaHHS TIepUAHATBHUX YPaKeHb — TPi-
MHY, aOCIIeCH, HOPHILI; eKCTPaiHTeCTHHAJIBHI ITPO-
SBU; TSIKKA CYTYTHS TIaTOJIOTiSA, HacaMIIepel aBToO-
IMYHHUX 3aXBOPIOBaHb; PAaHHIN PO3BUTOK ITyXJINH
(sriMmpomMu, TEPATOMM ); aHOMAJTI1 IKipH, BOJIOCCS
[11,12,25].

Ha mpakTuiti 1ocuTh 4acTO BCTAHOBJIEHHS /IiarHO-
3y MoHOTeHHOTO 33K-110/1i6HOTO 3aXBOPIOBaHHS —
JIOBTOTPUBAJINH TIPOIIEC, SKUH MOKe 3aliMaTH Jie-
KiJbKa pPOKiB. 3aTpuWMKa B JliaTHOCTYBaHHI
3YMOBJIEHA HU3BKOIO YACTOTOIO ITi€i IPYTIN 3aXBOPIO-
BaHb, BapiabiJIbHICTIO KIIHIYHUX IIPOSIBIB, HEAOCTAT-
HBOIO 00i3HAHICTIO 1 HACTOPOKEHICTIO JIIKAPiB 100
Biporignocti [11/] y marienta [12]. IIpotsirom Tpu-
BAJIOTO YaCy €HTEPOKOJIIT MOKe OyTH €TUHIM TIPO-
stsoM ITI/. Kpim toro, 33K-moxibHe ypakeHHsT K-
IMIeYHUKA TTPU MOHOTEHHOMY 3aXBOPIOBAHHI Maiike
3aBX M Ma€ (peroTHUI, aHANOTIYHUH heroTuy 33K

[4,22,24].

Kiiniyauii BUnnagox

[l meMoHCTpaIlii TPYHOIIIB, 3 SKMMH CTUKAIOTh-
Cd MPAKTUKYIOUi JIiKapi Yy BCTAHOBJIEHH] /[iarHO3Y i
MpoBeieHHi [ epeHITiITHOTO JIarHOCTYBAHHS MiX
33K i 33K-nmoaibHUM ypaskeHHSIM KUITEYHUKA Ha
i I1I]1, HaBe/ieHO KJiHIYHMI BUNIafoK dumunu 4.,
BiKOM 2 pOKH 2 Mic1ii, i3 MasrokoBoio popmoro 33K
i 1€610TOM 3aXBOPIOBAHHS B 3,5 MiCSIIIS JKUTTSI.

HocuikenHs BUKOHAHO BiITOBIIHO JI0 TPUHITU-
1iB lesbCciHChKOI ieKTapaitii.

Jlisuunka A. naponunacs Bin 11 BaritHOCTI, sika
nepebirana 6e3 yckaaanens, 11 ¢isiosoriynux mo-
JoriB Ha 39-My TuokHI rectanii. Ha MomeHT Hapo-
JUKEHHsI CTaH AUTHHYW OyB 3aM0BIJIbHUM, Maca
tista — 3200 1, 3picT — 52 ¢M, oIfiHKa 3a mKa10t0 Arl-
rap — 8—9 6aziB. CimeitHuil aHaMHe3 OOTSIKEHU T —
y MaTepi noJjiBajeHTHA aneprist (I0JIiHO3, ajepris
Ha MIePCTh KilKKW, HA METAJN ), HEUPOJEPMIT; Y
6aTbka — BUpa3KoBa XBOpoOa MIIyHKa, HEMEePEeHO-
CHUMICTh MOJIOKA, XpOHiuHa Aiapes (HeoOCTEXKe-
Huil), y 6abyci — Tsikka popma OGpoHXianbHOI acT-
Mu. Crapma autuHa (JiBUYMHKA BIKOM
5 pokiB) — yacri pecripaTopHi indekmuii. [IT1106 He
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CHOpiiHEH .

Y 2,5-Mics/9HOMY Billi AUTUHU BCST CiM'sT TIEPEXBO-
piyia Ha TsKKY BipycHy iHpekiio (COVID-19?) —
JabopaTopHe 0OCTeKEeHH Y/IeHiB ciM‘T He TIPOBOIY-
au. 3a 2 TUXKHI B JIiIBUNHKY 3’ IBUJNCS HE3HAUHI
racTPOEHTEPOJIOTIYHI PO3Jia/iu (3pUTYBaHHS, KUIII-
KOBi KOJIbKH, 301/IBIIIEHHST 4aCTOTHU Ta PO3PIZKEHNI
XapakTep BUIIOPOKHEHbD, IOMIIIKHU CJIU3Y B KaJi).
Y 3,5-micssuHoMYy Billi IpoBeJiu nepiie mpodisak-
TUYHe 1ieryieHHst. [IpubinsHo B 4-MicsTYHOMY Billi
BUSIBUJIV TeMATOXe3110 (CBITI MPOKUIKA Ta KPATLIi
KPOBI B CJIN3Y Mailxke IIPU KOXKHOMY BUIIOPOKHEH-
Hi), 3 IPUBO/LY YOTO MaTU AUTUHU 3BEPHYIACS 110
MeJNYHYy JOTMOMOTY 3a MiCIleM TPOXWBaHHS.
Y 3B’s3Ky 3 MiZ103pOI0 HA AJIEPTIYHNI EHTEPOKOJIIT
PEKOMEH/TYBAJH eJTiMiHAIIMHY JIIETY MaTePi 3 BUITY-
YEeHHSIM i3 paIlioHy XapuyBaHHs O1JIKiB KOPOB'STUOTO
MOJIOKa 1 Kypsiaoro Oiska. JlabopaTophe o0cTeKeH-
Hs IUTUHU Ha IIbOMY eTalli He mpoBoaun. /loTpu-
MaHHS MaTip'1o eJliMiHAIIHHOT TI€TH TTPOTATOM 1 Mi-
CAIS He BIJIMHYJO HAa 4acTOTY 1 XapakTep
BUIIOPOKHEHD, Y AUTUHU MTOTiPIINUBCS alleTUT, yI1o-
BisibHUJIaCS NMpubaBKa MacH TiJia, MIPUEAHAINUCH
03HAKHW rOCTPOI PecripaTopHOi BipycHOI iHdeKIil
(I'PBI) ta indexii HUKHIX TUXaJIbHUX MIJISXIB.

Jlnist ob6cTeskeH s Ta JTIKYBaHHs y Billi 5 MicsIIiB
NIIBYNHKY BITEPIIIe TOCITATI3yBaIU /10 iH(EKITIHHO-
GOKCOBAHOTO BiII/IEHHS /IS [iTEH MOJIOJILIOTO BiKy
1Y «BceykpaiHChbKUIT TIEHTP MAaTEPUHCTBA Ta JU-
truHcTBa HAMH Ykpainns (1Y «BIIM/I HAMH
Ykpainny). Ha MmomeHT TocmiTamizarii 3araJqbHui
cTaH IUTUHU OYB CEPEAHbOTSKKIM 13 IOMIPHO BU-
pPa)keHMMU O3HaKaMU 3araJibHOI iHTOKCUKaIlii. Tem-
neparypa Tisna cyodhedpuibia. AeTUT 3HUKEHUT.
[TepioinuHO — KUIITKOBI KOJIBKU TIOMiPHOI iHTEHCUB-
Hocti. [ kipHi nokpusu 61i10-poskesi, uncri. Ilepu-
depuuni gimboByaim — 6e3 ocobmBocteit. [Tomip-
HO BUpaXeHi kaTapaiabHi nposBu. Kamrenab
HeYacTHii, InbOKMit, MasonpoayKTiuBHuiA. Kiriniy-
HO i pEHTTeHOJIOTIYHO — 03HaKK OpoHXiTy. OTOCKO-
nig — ABOOIYHMI KaTapaJbHUN CepepHiil OTUT.
JKuBIT 31y THIT 32 paXyHOK METEOPU3MY, TapeHXiMa-
TO3Hi opranu — 6e3 ocobnuBocTeil. ButopoxHen-
Hs1 — 68 pasiB/no0by, kamnrkonoaibHe abo pijke, i3
TTOMIPHUMU JIOMINTKAMU CJIM3Y T2 KPOBi PI3HOMAHIT-
HOTO Xapakrepy (TPOKUIKN abo Kparuii CBiTI0TO
ab0 TEMHOTO KOJIbOPY ).

[TpoBesu KoMILIEKCHE TAGOPATOPHO-THCTPYMEH-
TasibHe 00CTEKEHHST, Y Pe3YJIBTaTi IKOTO B 3araibHO-
MY aHaJ1i3i KpoBi BUSABUIM JietkoruTo3 (21,5%10°/1)
i Tpom6onuTos (700x10° /). PiBerb remoriobiny —
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111 v/, rematokput — 33,7%. Jleitkonurapua dop-
MYJia KPOBI, IBUJKICTh OCiJaHHS €PUTPOIIUTIB
(IIIOE), C-peaxrusnuii 6inox (CPB), pokaibim-
TOHIH, TIOKQ3HIUKHU CUCTEMU 3rOPTAHHS KPOBi — y MEJK-
ax HopMHU. PiBeHb (pekambHOTO KaJIBIIPOTEKTUHY —
216,5 mkr/r. Aututina go SARS-CoV-2
(Ig M-antiCov19 IP) ta BIJI (AB HIV"2) — ne Bu-
asiyieri. Auturina Ig G-antiCov19 IP — pesynsraT
CYMHIBHMI1. AHTUHYKJIeaPHI aHTUTLIA — HE BUSIBJICHI.
PesysibraTit a1eproioriyHoro 06CTesKEHHST: PiBEHb
€03MHO(DLILHOTO KaTIOHHOTO OiJIKa, crieruiaHmx
IgE no kopoB’stu0TO MOJIOKA, KypsII0TO A1, TIIIe-
HUYHOTO OOPOIITHA Ta COT — Y MeKaX HOPMHU. 3a pe-
3yJIbTaTaMu GAKTEPIOTIOTIYHOTO OOCTEKEHHS i TTOJTi-
MepasHoi saniorosoi peakitii (I1JIP) e Bugsuim
rocTpux OaKTepiaTbHUX i BIDYCHUX KUIITKOBUX 1H(pEK-
miit. 3a pesyabraramu Hi6pPOiTeOKOTOHOCKOTIT
(DIKC) BcTaHOBUIIN MOMIPHY rinepeMiio i HaOpsK
C/IM30BO1 0OOJIOHKH, YHCJIEHH] epo3ii B yciX Biyiimax
TOBCTOI KUIIIKY; 32 ITAHUMU €30(haroracTpoyoIeHoC-
korii (ET/]C) He BUsIBUIM TATOJIOT1].

3a pesyJbTaTaMi MaTOMOP@OJIOTIYHOTO J0CIi-
JPKEeHHs 6ionTaTiB CIM30B0i 000JOHKH TOHKOT i TOB-
CTO1 KUTIKW BUSIBUJIN: XPOHIYHUI HEAKTUBHUH T10-
MipHUH TEPMiHATBHUN 17TeiT 3 03HaKaMU TimoTpodii
CJIN30B0i 000JIOHKH, (DOKATHHUM 3MEHIITEHHSIM KiJIb-
KOCTi 327103, MiKpOepo3iamu, fiehopMalli€ro Ta yKo-
POUYEHHSIM BOPCUHOK, BOTHUIIEBY JTiM(OiTHY Ti-
MepIiia3io; XpoHIUYHUN aKTUBHUUN (MOMipHA
AKTUBHICTD ) KOJIT 3 €PO3isIMH, TOBEPXHEBUI eTTiTe-
JIii1 i3 AiJITHKaMU lecKBaMaliii, 6a3aabHy MeMOpaHy
(hokasbHO MTOTOBIIIEHY, BJIACHY TIJTACTUHKY 3 BOTHU-
mamu HaOpsiKy, (hibpoay, mposridepartii ¢hibpodac-
TiB. BusgBuam MopdoJioriuyHi 03HaKu 3amajbHOTO
3aXBOPIOBAHHS KHUIIEYHWKA, SIKi HE AI0Th 3MOTH
YTOYHUTH HOTO THIL.

¥ 383Ky 3 HasABHICTIO «4epBOHUX Tparnopitisy [11/]
TIPOBEJN IMYHOJIOTiuHe 0OcTesKeHHsT (Tabir. ). Busisrmm
He3HayHe 3HUKEHHS KiJIbKOCTI IIUTOTOKCUYHUX
T-nimdonnTiB i migBuIIeHHS piBHA B-/1iMdoImTiB Bij-
HOCHO TIOKa3HUKIB BiKOBOI HOpMU. PekoMeH 1yBan
CIIOCTEPEKEHHS B IMHAMILI Ta TeHeTUYHe 00CTeKEHHS,
sIKe 3 PI3HUX MPUYNH He TIPOBOINIIH.

3a pesysibraTaMu 00CTEKEHHST TUTHHU ¢(HOpPMY-
BaJIM TIOTIepe/Hi liarHO3 «3armaabHe 3aXBOPIOBAHHS
KUIeYHNKa, Hekaacudikopanuii tuil. [lepBunnmii
imynonedirut (?) Toctpuii 6ponxit. /[BoGiuHMIT Ka-
TapaJbHUM CEPEIHIN OTUTS.

BiamoBizHo 10 YMHHUX MPOTOKOJIIB JiKyBaHHS
33K, Ha mepiiomy eTarti AUTHHI B SKOCTI MOHOTEPAITil
MPU3HAYMJIN JIIKyBaJIbHE XapuyBaHHs (aMiHOKUCIIOT-
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KAIHIYHMI BUTTAAOK

Ha cyminr). Y 3B’s3Ky 3 BiZICYyTHICTIO KJIiHIYHOTO
edexTy 3a 3 THZKHI TEPaItito TOCUIUII — JOAAJN KOP-
THUKOCTEPOiN, 5-aMiHOCAMIIUIOBY KHCIOTY
(5-ACK). 3a 3 TixHi Ha TJTi TOJIIIIEHHST 3araIbHOTO
CTaHy IUTUHU Ta KJIIHIYHUX IIPOSIBiB 3aXBOPIOBAHHS,
Yy TOMY YUCJIi HOpMaJTi3allii KpaTHOCTi BUTIOPOKHEHD,
3MEHIIEHH] YaCTOTU Ta KLJIBKOCTI JOMIIIIOK KPOBi
B KaJIi (ITOOANHOKI IIPOKUIKU KPoBi 1—2 pasu Ha 100y
2—3 pasu Ha THZKJIEHD ), SMEHIIIEHHST PiBHS JIEHKOIN-
TO3Y Ta TPOMOOIUTO3Y MAIIEHTKY BUTTUCAIIH JIJIST TPO-
JIOBXKEHH:1 JIIKYBaHHS 32 MiCIIeM ITPOKUBAHHSI.

ITizx gac orysiny 3a 2 Micsiii craH AUTUHY OYB Bijl-
HOCHO 3a/I0BLJIbHIM, TOJIi IK reMaToxesis 36epiraa-
cs1 (TIOOIMHOKI TIPOKUIIKY KpoBi 1—2 pasu Ha 100y
2-3 pasu Ha THIK/IEHb). AJie y 3B’13Ky 3 1000I0BaH-
HSIMU HEeTaTUBHUX e(DEKTiB Teparrii MaTi TPUTTUHNIIA
JIIKYBaHHS, TPOTATOM HACTYITHUX 6 MiCA11iB HE MTPO-
BOJIMJIN OOCTEKEHHST Ta JIIKYyBaHHS TUTHHU 3 PH-
Boy 33K.

3a 11eil epios y AMTUHU MaiiKe IoMicsI4HO Oy
emizonu ['PBI: punodapunrit, aBiui — rocTpuit
OPOHXIT, ABIYi — KaTapaJbHUIT OTUT, OAUH Pa3 — JIBO-
6iyHa BOrHMIIEBA ITHEBMOHIs, ABiYi — cTallioHapHe
JiKyBaHHs. Xapakrep reMaToxesii 3a 1eii mepios 36e-
piraBcs (MOOAUHOKI MMPOXKUIKYA KPoBi 1—2 pa3u Ha
106y 2—-3 pa3u Ha TUXK/AEHD) i3 He3HAYHUM 3017Th-
IIEHHSIM KPaTHOCTI BUTIOPOXKHEHD 1 TeMaToxe3ii i
Yac iHTepKYPEHTHUX 3aXBOPIOBAHb.

¥ Bimi 1 pik 2 micsii mmicys meperecenoi [PBI cran
JUTUHM TIOTiPITUBCS 32 PAXYHOK 3aTOCTPEHHS CHMII-
TOMIB KOJIITY, IIBUNHKY TOCITITAJII3yBaJIU BAPYTE 10
Y «BIIM/I HAMH Yxpaiauns. Ha MomenT ToctiTa-
Jtizariii 3araJpbHUIT CTaH AUTHHU OYB TSKKUM 13 BU-
pa’keHUMHU O3HAKaMU IHTOKCUKAIIil, TePiOIUYHO —
(dhebpunbHa TemMmepatypa Tija. AeTUT 3HAYHO
3HUIKEHUIT, abIOMiHAIBHUH OiJTb, TIEpeLyCiM TIepes i
i yac nedexkarii. ledinurt macu tina — 14%. 3a-
TpUMKa (Di3UIHOTO PO3BUTKY (AI0BXKMHA Tia <1 11eH-
Tisist). IITKipHi HOKPUBM Ta BUAKMMI CJIM30Bi 060JI0H-
KU OJIiji, BUpakeHi MPOSABU TePUAHATBHOTO
JIEPMATUTY Ta 0OMEKEHOTO TITHOOKOTO JIEPMATHUTY B
JUJISTHTT TiKTS 1 rominku. Bunopoxaenns — 9—14 pa-
3iB/ 100y, pijike 200 KaIIKOMo/[i0He 31 3HAYHUMHU JI0-
MIIITKaMU CJIN3Y Ta KPOBI PI3HOMaHITHOTO XapaKTepy
(Tiposk KK 260 KParwIi CBITIOrO i TEMHOTO KOJIbOPY,
CyIIiJIbHE POsKeBe 3a0apBJIEHHS CITU3Y ).

3a pesysbraTaMu J1abopaTOPHOTO 0OCTEKEHHS
BustBUIIM JiefikoruTos (18,1x10°/1), rimeprpom6o-
nuto3 (904x10%/n), nigumenns HIOE
(44 mm/ron), Bucokuii piBenb CPDB (23,2 mr/i), He-
3HaYHe 3HMKEHHS PiBHIB 3arajbHOro OiJIKa Ta ajib-
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CLINICAL CASE

Tabnuys
Pe3ynbTaTtn iMmyHonoriyHoro gocnigXeHHs KpoBi B AUTUHM H. y AMHaMILi cnocTepexXeHHs
Bik AUTUHM
HasBa pocnigxeHHs 6 micauis 1 pik 3 Mmicaui 1 pik 8 micauis
(I o6¢cTexXeHHS) (Il o6¢cTexeHHR) (Ill o6¢cTeXeHHR)
BwmiCT cvpoBaTkoBOro Ig A, r/n 0,29 1,38 2,21
(BIkOBa HOpMA) (0,02-0,83) (0,2-1,0) (0,2-1,0)
Bwmict cvposaTtkoBoro g G, r/n 3,7 6,7 on
(BikOBa HOPMa) (2,32-141) (4,43-9,16) (4,53-9,16)
BwmicT cupoBaTtkoBoro Ig M, r/n 0,63 1,06 1,41
(BikOBa HOPMa) (0,03-1,45) (0,19-1,46) (0,19-1,46)
T-nimcpoumtn (CD34), x109/n 2,36 1,0 0,53
(BIkOBa HOpMa) (1,8-6,5) (1,5-5,4) (1,5-5,4)
T-xennepwu (CD3+CD4+) x10%/n 1,76 0,61 0,35
(BikOBa HopMma) (1,2—-4.6) (1,0-3,6) (0,1-3,6)
T-umMTOTOKCUMYHI NiMcpoumnTn (CD3+CD8), x10%/n 0,40 0,15 on
(BikOBa HopMma) (0,7-2.4) (0,8-2,0) (0,8-2,0)
CniBigHoweHHa CD3+CD4+/CD3+CD8+ 4,39 4,00 313
(BIkOBa HOpMa) (11-3,0) (1,0-2,5) (1,0=2,5)
CD3+CD4+CD8+, % (Hopma <3,0) 1,0 0,4 0,9
CD3+CD4-CD8-, % (Hopma <10,0) 4.8 6,1 53
B-nimchoumty (CD194), x10%/n 3,04 2,29 0,55
(BikoBa HOpMa) (0,5-2,2) (0,4-1,6) (0,4-1,6)
NK-knitvHn (CD3-CD16/56+), x10%/n 0,137 0,40 0,225
(BikOBa HOpMa) (0,1-0,9) (0,07-13) (0,073
bakTepuumnaHa akTnBHICTb rpanynountis (DHR-TecT) Hopwa Hopwma Hopwma
AKTUBHICTb KOMI1EMEHTY, J10 68 77 95
(BikOBa HOpPMA) (19-65) (19-65) (19-65)

6yminy (BiamosizHo 55,7 1 30,9 r/m). PiBeHb remo-
rnobiny — 98 r/x, remarokpur — 31,0%.
JletikormutapHa (opmysia KpoBi, TPOKAIBIIUTOHIH,
MOKA3HUKU CUCTEMU 3TOPTAHHS KPOBi — Yy MexkKax
HopMHU. PiBeHb hekaIbHOTO KATBIPOTEKTUHY — Y
Mexxax HopMmu (208 MKT/T Tipu BiKOBiil HOpMI
<258,0 mxr/T). Ceposioriuni mapkepu 33K (ANCA,
ASCA) — nHeratuBHi. Mapkepu aBTOIMyHHUX 3aXBO-
pioBaHb (aHTUHYKJI€ApHi aHTHUTiJA, aHTUdOoCcHOTI-
miziHi anTrTiaa, antu-JIHK-antutina, anturiaa [gG
Ta IgA 10 eHTEPOINTIB KUIIIEUHNKA ) — HE BUSIBJIEHI.

3a TaHUMMW YJIBTPa3BYKOBOTO JOCTiKEHHS BU-
JIOUKOBOI 3aJ1031 BUSIBUJIU TiTIOTLIa3ito TuMyca (3a-
rajbHa Maca 3a71031 — 7,6 T ipu BikoBiit HOpMi 16 1),
Ha MOMEHT OTJISITY He BiJI3HAUMIIN YJIBTPa3ByKOBUX
O3HAK eXOCTPYKTYPHUX OPYIIIEHb.

PesysbraTél €HIOCKOTIYHOTO OOCTEKEHHS:
ET'Z1C — narouaorii e suasuinu; @IKC — ciausosa
060J10HKa KJIyOOBOI KUIIKU He 3MiHEHa, CJIM30Ba
0060JI0HKA TOBCTOI KUIITKKM HAOPSIKJIA, TillepeMOBaHa,
eposoBana. B ycix Biinax, 6isiblie B IpaBUX Bijli-
JIax, BUSBUJIN BUpa3ku po3Mipom 0,3—0,7 MM cM, 1HO
BKpHTe (hibpUHOM.

PesysibraTu maToMopdosorivHOTO AOCTiIKEHH
6iomTariB CAU30BOT 0OOJOHKU TOHKOI Ta TOBCTOI
KUIIKW: XPOHIYHUY HEAKTUBHU TOMIPHUN T€PMi-
HaJIbHUH i71€1T, XpOHIYHWI aKTUBHUH (TIOMipHA BOT-
HUITEeBa aKTUBHICTH ) KOJIT 3 €PO3iIMU 1 BUPa3KaM.
Mopdosoriuni ozHaku 33K, Gisbin xapakrepHi 11st
xBopo6u Kpowna.

[IpoBenu iMmyHOJOTIUHE AOCTIKEHHS KPOBI
(Tabu.).

¥ 3B’a3ky 3 nmigo3poto Ha [11/] nuTtuHi mpoBesn
1[i1bOBe reHeTnYHe oOcTesKkeH s (KiriHiuHa 00J1acTh
«ImyHoOJIOTiSI» — CeKBEHYBaHHS 1 TecT Ha zieieltii/
mayrrikaiii 626 rewiB) y mabopartopii «Invitae»
(Can-Opaniucko, CIIIA). 3a pesysibrataMu I0CTi-
JKEHHS B IMTUHY HE BUSIBUJIN TTATOTEHHUX MY TaIliil
migasumienoro pusuky I1/1, inenTudikoBanux Ha
MoMeHT o0cTeskeHHs1. BopHovac y martieHTa BUsiBu-
JIW aJieJib T/IBUIIEHOTO PU3nKy XBopoOu Kpona B
reti NOD2 — ¢.3019dup (p.Leu1007Profs*2), rere-
poaurory. /liBUNHKY TPOKOHCYJIBTYBAaB AUTAUNN
iMyHOJIOT, SIKUI 3aCBiUUB AucHaIaHc CyOIomyis-
1iit iiMmoruTiB — npurHiveHHs T-KIITUHHOI Ta TIO-
npasHeHHs B-kuiTUHHOI JaHKK iMyHiTETY. 3a pe-
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3yJIbTaTaMy TeHETUYHOTO JIOCTI/PKeHHST He BUSBUJIN
nauux Ha KopucTh I11/], omHak BcTaHOBUIN TeHETHY-
HY CXWJIBHICTD /10 PO3BUTKY XBopoOu Kpowa.

3a pesysbraTaMi KOMILIEKCHOTO 00CTEKEHHSI
B INTHHU JliarHOCTYBasm XBopoby Kpoma, Masoko-
BY (opMy, ITepioJ] 3aTOCTPEeHHSI, CePETHBOTSIKKU I
nepe0ir (negiarpuuHmii iHgekc aktuBHOCTI — 30 Oa-
JiiB). BiimoBiIHO /10 YUHHUX MTPOTOKOJIB JIIKYBaHHS
xBopoOu Kpona, AuTHHI TpU3HAYMIN KOPTHKOCTE-
poinu ta 5-ACK per os y nikyBasbHiii 103i, remocTa-
TUYHY Tepariiio, aHTuiapeiiHi npemaparu, mpo6io-
TUKW. Y 3B’513KY 3 TSXKKICTIO CTAHY 3aCTOCOBYBAJIU
iMyHOTepario — iMyHOr/I00YJIiH JIFOAMHA HOPMaJib-
HUU /1719 BHYTPIIIIHbOBEHHOTO BBE/IEHHS (3arajbHa
no3a — 2 v/kr Macu Tizia). [icas BBeieHHsT iMyHOTT0-
OyJiHy BifIBHAYMIN TO3UTHBHUIT e(PEKT — CYyTTEBE
3MEHIIEHHS KPAaTHOCTI i TIOJIIIIEeHHS XapaKkTepy
BUIIOPOKHEHHS (2—3 pasu/no0y, KalkonoaioHe, i3
HE3HAYHOTO JIOMIIITKOIO CJIN3Y ), reMaToxesii He 6yJ1o
npoTsroM 8 1i6, HOTIM — BiZIHOBUJIACS, aJle Y BUTJIS-
JTi TTOOZIMHOKUX TIPOKUIIOK KPOBI.

3a 1 micda1e Ha TJ1i HOpMaJi3allii KJIiHIYHOTO cTa-
HY JUTHHY Ta J1aDOPATOPHUX MMOKA3HUKIB TUTUHY
BUIUCAJIN JIJIS TIPOJIOBKEHHS JIIKYBaHHs aMOyJ1a-
TOPHO 3 PEKOMEH/IAITI€10 TIOCTYOBOTO 3MEHIIIEeHHS
JI03M TIPE/IHI30JI0HY /10 HOTO Bi/IMiHU 32 3arajibHO-
MPUHHATOIO CXEMOIO Ta 3aCTOCYBAHHS MeCala3uHy
B JIIKYBaJIbHI 1031 — TpuBaso. [Ipotsarom 2 micsiris
iCJIsT BUMTUCKY CTaH JAiBYMHKY OYB BiJIHOCHO 3a/10-
BUJIBHWM, €11i30/[iB TOCTPUX iH(PEKITIITHIX 3aXBOPIO-
BaHb He OyJI0, HOpMaJIbHA KPATHICTH | KOHCHCTEHITisT
BUIMOPOKHEHHS 3 He3HAYHOIO TeMaToxe3i€o. Aje
micJst ciipoOu 3MEHIEHHST JI03K MTPEIHI30JI0HY /10
0,5 Mr/Kr/m00y MOCUJININCS AiapeiiHuil CHHAPOM
i remaToxesisi.

[Totim momicstani enizoau ['PBI BignoBumcs (pu-
HO(MAPUHTIT, TOCTPUI OPOHXIT, OTUT), AUTHHA [IEpe-
HecJa TSKKY HeYyTOUYHEHY TOCTPY KUTITKOBY iH(MEK-
1if0, sSIKa cCIpoBOKYyBaJa 3aroctperHd 33K, y Bitti
1 pix 8 micamiB AuTHUHY TocmiTandizyBaau 1o 1Y
«BIIM/I HAMH VYkpainu» 3 giarnozom «XBopoba
Kpomna, mamokoBa hopMa, BUCOKHU CTYIiHb aKTHB-
HOCTI (TIetiaTpuaHIil iHeKC aKTUBHOCTI — 48 6asriB),
nepioJ 3arocTpeHHs, KUIIKoBa KpoBoTeya. [lino3pa
Ha TIepBUHHUN iMyHOIehiTnT. BiskoBo-eHepreTnuHa
He/IOCTaTHICTb TOMIPHOT'O CTYTIEHS».

3a aHuMu 1abopaToPHOTrO 0OCTEKEHHS BUABIIN
T IBUIIIEHHST MapKePiB 3amajieHHsT KPOBi, He3HAUHE
MiIBUTIIEHHS PiBHSA (heKaTbHOTO KAJbIIPOTEKTUHY
(245 Mxr/T nipu BikoBiii HOpMi <214 MKT/T). 3a pe-
3yJsibrataMu GakTepiosoriunoro oocrexenns Ta [KI-
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ckpin (roctpi kumkosi indexitii: Shigella spp., enre-
poinBasusHi E. coli, Salmonella spp., repmodinbHmii
Kamiriiobakrep, ageHosipyc rp. F, porasipyc rp. A,
Hoposipyc II rp., actpoBipyc) 3anepeynsiu rocTpi
GakTepiasbHi Ta BIPYCHI, y TOMY YHCJIi IATOMETAJIO-
BipycHy, KunkoBy indexiiii, anturenn Clostridium
difficile (toxcun A/B) He BUsIBJIEHI.

[Ticas ycyHeHHS KUIIKOBOI KPOBOTEY1 ITPOBETU
enpockormiune obcrexxennsa: ET/IC — marosorisa He
susiBiiena; MIKC — causoBa 0600HKa KI1y6OBOI
KUIIKWA He 3MiHeHa, BOPCUHKU PO3MillleHi piBHOMIP-
Ho. Cim30Ba 060JI0HKA TOBCTOI KMIITKHU B YCiX Bii/Ii-
JIaX TirnepeMoBaHa, eposii i Bupa3ku poamipom 0,3—
0,5 cM, CyTMHHWIT MATTIOHOK BUPa)keH Uit MeTrnuHmii
BUCHOBOK I1aTOJIOIOAHATOMIYHOIO JOCJIIKEeHHS
6ioTTaTiB CIM30BO1 0O0JIOHKM TOBCTOI KUIIKY i TE€p-
MiHaJIbHOTO Bi/UIi/y KJIyOOBOI KUK MOP(MOIOTiy-
Hi 03HaKHU (BUPA3KyBaHH /10 M'SI30BOTO IAPY, JIiM-
(oricrionurapua indinaprpaiisa Ta GopMyBaHH
eliTe 0T [HIX IPaHyJIbOM i3 TIraHTChKUMU OaraTo-
sapaepaumu Kiaitudamu [Tuporosa—Jlanrxanca) Mo-
KyTh BianosizaT xBopobi Kpona. ITarosoroanaro-
MiYHE JOCTiIZKEHHsT 6IOMTATIB CIM30BOi OOOJIOHKM
JIBAHA/IIIATUIIAIO! KUIIKY [T0KA3aJ10 HasSBHICTh XPO-
HIYHOTO TTOMiPHOTO JIyO/IEHITY.

3a TaHuMU iIMYHOJIOTIYHOTO 00CTEKEHHST BUSIBHU-
Ju cyTTeBe 3HMKeHHA Kiabkocti CD4 i CDS8
T-nimdonutis (tabsm.). Cirig BpaxoByBaTH, IO [i-
BUMHKA ITPOTATOM 6 MiCSIIiB OTPUMYBasia KOPTUKOC-
TEPOIJIM, SKi BUSBJISIIOTh BUPAKEHY IMyHOCYTIPECHB-
Hy nito Ha T-KJIITUHHY JIaHKY IMyHiTeTYy.
BpaxoByioun 3HUKEHHS MOKA3HUKIB T-KIITUHHOI
JIAHKU IMYHITEeTY B ANTUHU 3 MAJIIOKOBOIO (hOPMOIO
xBopoOu KpoHa i Bucokum iHEKIIiTHIM iHIeKCOM
JMTUHI PpEKOMEH/TYBaIN aHTHOAKTepiasibHy TTpodi-
JAKTUKY OGiCEenToJOM 5 MT/KT 1O TPUMETOTIPUMY
(TMIT) uroztst abo 3 pa3u Ha THIK/IEHD.

Y BipgisieHHi liBYMHKA OTPUMYBaJIa TEMOCTATUY-
HY, aHTHOAKTEePiaIbHYy, 1e3IHTOKCUKAI[iiTHY Teparriio,
5-ACK, nipennizonion, 3aMicHy iMyHOTeparriio (BHY-
TPIITHBOBEHHUH IMYHOTJIOOYJIiH JIFOMHN HOPMAJIh-
Huit), 6icerrrour. TTic/is BUIIMCKY 31 CcTAIlOHAPY 103y
IPe/IHi30JI0HY MTOCTYOBO 3HMKYBasH, 5-ACK mpo-
JOBKYBaIK ¥ MPOodiIakTUUHIN 1031, bicenTosn —
5 mr/kr o TMII mopenno. [Iporsirom HacTymHUX
6 MicsaIiB cTaH AiBYMHKY OyB cTabiipbHIM. BoHa Masa
2 emizogu ['PBI (punodapunrit), 2 emizoan rocTpo-
ro ractpoeHTeputy. Asie iepebir iHdeKIiitHuX 3aXBO-
pIoBaHb OYB JIETKUM 31 MIBUAKAM OLy;KaHHIM i He
CTIPUYMHIB 3aTOCTPEHHS OCHOBHOTO 3aXBOPIOBAHHSI.

ITiz yac KAiHIYHOrO 0OCTEKEHHS Y Billi 2 POKK
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2 Mics1i 3araJbHIii CTaH AUTUHK Ta alleTUT OyB 3a-
JIOBIJTBHUM, CKapru BizicyTHi. KoHcTaTyBamm BizicTa-
BaHHA y (hi3WTHOMY PO3BUTKY — 3picT 81 cM (-2 11eH-
TUJIS), Maca Tijla — y MeXaX HOPMHU, BUSIBUJIU
HOPMaJIbHY KPaTHICTb i KalTKOMO[i6HY KOHCHCTEH-
I[if0 BUMOPOXHEHb, HE3HAUHY TeMaToXe3iio
(1-2 mpoxwuiky kposi 1 pas Ha 7—10 1i6). Y kpoBi
BCTAHOBUJIM He3HAUHUT JiefikoiuTos (14,1x10%) npu
HOPMAJIBHI JIEHKOTIMTAPHIT (hOPMYJTi, iHTIT TOKa3-
HuKHN (piBeHb remMornobiny, rematokpur, IITOE,
CPDb) — y Mexxax HOpMH, a TAaKOK HOPMaJIBHUH Pi-
BeHb (heKaabHOTO KaabipoTeKTuHy (150,1 MKr/T
npu HopMmi <214 mkr/T). [lexiaTpuunnii ingexc ax-
TUBHOCTI XBopoOu KpoHa ctanoBuB 5 OastiB (BiacyT-
HICTh aKTUBHOCTI — TIEPIOJT KITHIYHOI pemicii).

OO0roBopeHHs

Y BijtisieHHi COMaTUYHUX Ta TACTPOEHTEPOJIOT Y-
HUX 3axBopioBaHb y aiteir /1Y «BIIM/ HAMH
Ykpainu» nporsarom 2021-2024 pp. niarHocTyBasin
10 BumnakiB 33K-1moai6HOTO ypaskeHHS KUTIEYHIKA
IIPU 1HIINX 3aXBOPIOBAHHSX, Y TOMY YHCJIi 6 XBOPUX
i3 I11/] 3 auTiHM — 3 TeHETUYHO MTiITBEP/PKEHUM MO-
HOTeHHUM Jie(DeKTOM IMYHITETY), 2 [liTeil — i3 BpPo-
JKEHOIO BaJI0I0 PO3BUTKY KuIllleuHUKa (Hepo-
M’s130Ba JIMCIJIa3isl Ta MePBUHHA HEJOCTATHICTD
1J1e0TIEKAJIPHOTO KJIATlaHa), 2 JIiTel i3 Bipyc-i/leHTH-
(bikoBaHOIO KOpOHaBipycHOIO iH(PEKIi€iO
(COVID-19) B anamHe3i (ITOCTKOBITHUT CUH]IPOM ).

Anasnizytoun nepebir 3aXBOpIOBaHHS B TIPOJIIKO-
BaHUX XBOPUX i B I[bOTO MAI[iEHTa, MOKHA 3pPOOUTH
JlesIKi y3araJbHEHHsI: Ha/[3BUYallHO PaHHIl 1 CTPiM-
kuii moyaTok 33K — mepii KaiHIYHI TPOSBY 3aXBO-
PIOBaHHA B MEePIIOMY IMiBPiUYi JKUTTS, TOTAJIbHE Ypa-
KeHHS TOBCTOI KMIIKKU (cau3oBa 000JOHKA
HaOPsIKJIa, TilepeMoBaHa Ta €po30BaHa B YCiX BiiIi-
JIax ), XpOHIYHUH MTOMIPHUI AYOJEHIT 1 TEpMiHAJIb-
HUM 171€1T 13 lepopMalli€ro Ta 4acTKOBOI aTpodieio
BOPCHHOK, HEBUCOKI PiBHI (PEKATBHOTO KAJIbITPOTEK-
TUHY Ta MapKepiB aBTOiMyHHOTO 3ananeHHs. Cro-
CTepe’keHHd 3a MallieHTaMU B IMHAMIIll TIOKa3y€ BU-
COKUM 1HbEKITINHMIT iHAeKe (YacTi pecmipaTopHi Ta
KUITKOBI iH(EKITiT), cepeHbOTAKKIN 1 TSKKUH T1e-
pe6ir 33K, HemocrarHiii i HeTpuBaInii e(eKT Bij
Tepartii BiZIOBiIHO /10 TPOTOKOJIIB JIIKyBaHHSI Ta M0-
3UTUBHUI eeKT Bij imyHOTeparii (iMyHOT100yIiHI
JITOICBKI BHYTPINTHHOBEHHO TIi/T 9YaC JBOX €Ii30/1iB
3arOCTPEHHs Ta PU3HAYEHHsT OiCENTOY B HaBe/e-
HOMY BUIIQJIKY ).

[TpoBenene B AuHAMIITI IMYHOJIOTIYHE TOCTI/IXKEH-
H4 KPOBI ITOKa3y€ CTIKY Ta MPOTPecyiouy HeJ0CTaT-
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HicTh T-KIITUHHOI JJAaHKU IMYHITETY, IePeBaskHO
T-nurorokcnunnx kit (T-cynpecopiB), 3HAUHO
miiBUIeHe cHiBBifHOMEeHHd T-XeamnepiB 10
T-cynpecopi (CD3+CD4+/CD3+CD8+) — y na-
BefieHoMy Bunazaky 3,13—4,39, npu vopmi 1,0-2,5,
110 BKa3y€ Ha 3HAUHe NpUrHideHHs: T-JaHKu iMyHi-
TeTy came 3a paxyHoK T-cyrpecopis.

Bupaskennit mosutuBHU eheKT Bijl 3aCTOCYBaH-
HS B KOMILJIEKCI JIIKyBaHHSA JUTUHU IMYHOTepaIil
(BHYTPIITHBOBEHHO IMYHOTJIOOYJIIHY JIIOAMHK) 32
YMOBU BUSBJIEHOI BiicyTHOCTI fiedinuty B-mankn
KJITUHHOTO IMYHITETY Ta J1eilinuTy TyMOPaJIbHOTO
IMYHITETY, Ha Hallly yMKY, MOKHA TTOSCHUTH 3HU-
JKeHOI0 (DYHKITIOHAJIBHOKO CITPOMOKHICTIO BJIACHUX
iMyHOTrJI00YTiHIB, SIKa IOCUTH 4acTO, 3a JaHUMHU JIi-
TepaTypH, CIIOCTEPITAETHCS TIPU Pi3HUX (hOpPMax Jie-
(bexriB T-manku iIMyHITETY.

B ommcanomy BumaiKy 3a pesyasTaTaMu reHeTHd-
HOTO JIOCJII/IKeHHS (11iJIbOBe CeKBEeHYBaHHs TeHIB,
raHeJib «IMyHOJIOTisI» ) He BUSBUJIN ATOTEHHUX MY-
Tariii, acorifioBanux 3 11/, xoua inenTudikyBammn
ofivH aJsieJib migsuieroro pusuky ¢.3019dup (p.Leu
1007Profs*2) y reni NOD2, sikwii, 3a pe3yJIbraTamMu
HOILYJIAIMHUX JJOCJI/PKEHb, € OTHUM 13 TPHOX I10-
mpenux BapianTiB NODZ2, acorifioBaHuX i3 TiIBU-
HneHuM pusukoM xBopobu Kpona — ¢.2104C>T
(p.-ARG702Trp), ¢.2722G>C (p.Gly908Arg)
i¢.3019dup (p.Leu 1007 Profs*2). 3rixto 3 momysi-
MiIMHUMH JOCJiKeHHSIMH, 1[I BapiaHTH HasgBHI
B 1-3% mnomynanii Ta nos’s3ani 3 npubIU3HO
2—4-KpaTHUM MiJIBUIIIEHHSIM PU3UKY B T€TEPO3UTOT-
HOMY CTaHi Ta 3 MPUOJIU3HO 7—9-KpaTHUM IiiBH-
[IEHHSIM PU3UKY B TOMO3UTOTHOMY a00 CKJIaIHOMY
rerepo3urorHomy ctani. Hapasi 3a renetnytoro zo-
crimpkenHs red NOD2 BiTHOCATD [10 KJIIHIYHOI TPy TN
«ABTO3aMAIbHI CHHIPOMU, IATPYTIU « MOHOTEHHE
3amajbHe 3aXBOPIOBAHHS KUIIIEYHIKA».

ITatorenna mytanis NODZ2 cnpusi€ mBUIKOMY
(bopmyBaHHIO €HIOCKOTIITHOTO Ta MOPGOTOTTYHOTO
denoruny XK y miTeit paHHBOTO BIKY.

BpaxoBytoun Buie3asHadeHi 0coOJIMBOCTI mepe-
6iry 3aXBOPIOBAaHHS, Y IIbOTO MAI[IEHTA BUSIBUJIM PO3-
BuTOoK 33K (xBopoba KpoHa)-1moibHOTo ypaskeHHsT
KUIIIeYHWKA Ha TJIi TeHeTUYHOI CXUJIbHOCTI, 3yMOB-
JieHoi matoreHHo0 MyTattieio NODZ2. Tpurepowm iHi-
1ialfii 3aXBOPIOBaHHs, UMOBIPHO, CTaja liepeHeceHa
kopoHaBipycHa indekiItis (COVID-19).

BucHoBku

3a JaHUMH JIiiTepaTypH, y CTPYKTYPi 3alaIbHUX
3aXBOPIOBaHb KUIIEYHKKA 3 y’Ke PaHHIM I104aT-
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KOM, 0COOJIMBO B JiTeil mepiux 2 pokiB KUTTs (Ma-
mokoBa (popma 33K), Bucokoro (10 35%) € yacTka
mMonorenHux 33K-1moai6Hux 3aXBopioBamb, 6ijib-
NTCTH 3 IKMX TTOB’3aHa 3 BPOKEeHUM iMyHOmedi-
IUTOM.

3acToCyBaHHS Cy9aCHUX METO/IiB IMyHOTEHETUKH
(TTOBHE CeKBEHYBaHHs €K30MYy a00 IiIbOBE CEKBe-
HyBaHHs FeHiB IMyHHOI BiZIMOBI/Ii ) 3HAYHO 361JIbIIIYE
Hallll MOXKJUBOCTI B [IiaTHOCTYBAaHHI MEPBUHHNX
iMmyHozedinuTis, acoriiiopatnnx i3 33K-moxioHum
enorumniom. Mix TUM, HETAaTUBHUI Pe3yJIbTAT Te-
HETUYHOTO OOCTEKEHHSI He MOXKe Oy TH T1i/ICTaBOIO
quid 3aniepedenns [11/] y maitienTa, ocKiJibKu Hapasi
imeHTH(iKOBaHA TiJTbKY TIeBHA YaCTUHA (32 OIIHKOIO
excriepTiB, 20—-30%) naToreHHUX MyTaIlill Y TeHAX
iMmyHHOI Bigmosizi i 6ibimicts 111/ 3amummaeTbes
HEeyTOYHEHUMHU. /{151 BCTAaHOBJIEHHS /IiarHO3y BPO-
IKeHOoTo iMyHOomedinmuTy TeHeTUYHi maHi
000B’SI3KOBO CJIi1 iIHTEPIPETYBATH 3 YPaxyBaHHIM
KJIHIYHUX i 1a00PaTOPHUX JaHKX TarfienTa. Takox
YKpail BaKJIMBO BPaXOBYBaTU MOKJIUBHUI PO3BUTOK
BTOPUHHOTO iIMYHOMEeINUTY 3 MPUTHIYEHHAM
T-kJ1iTUHHOL TAHKYW IMYHHOI CUCTEMU Ha TJIi IOBIO-

REFERENCES/JIITEPATYPA

KAIHIYHMI BUTTAAOK

TPUBAJIO1 IMyHOCYTTPECUBHOI Tepartii KOPTUKOCTe-
poinamu.
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