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CT1aH eniteAiaAbHOro 6ap’epa
CAU3OBOI OOOAOHKM TOBCTOI KULLKU B AUTUHMN,
XBOPOI HO BUPOA3KOBUN KOAIT:
KAIHIYHUN BUNAAOK

Pestome. Bupaskosuii konit (BK), xpoHidHe rnporpecytode aBToiMyHHe 3anasibHe 3aXBopoBaHHS C/IM30BOI 060-
JIOHKW TOBCTOI KULLIKW, € aKTYasibHOO Mpo61IeMOI0 ANTAHOI racTpOeHTeposiorii, MEAUKO-coliaribHa 3HaYUMICTb SKOT
BU3HA4Ya€ETbCs HEKOHTPO/IbOBAHUM POCTOM MO0 MOLUMPEHOCTI cepen AUTSAHO0ro HaceseHHs1 B yCix KpaiHax CBITY,
BUCOKUM PU3NKOM TSDKKUX YCKNaAHEHb, PaHHbO IHBanign3awieto. Y po3BUTKY XBOPOOU HavibinbLLIOI 3Ha4yLLOCTI
HabyBaroTb reHeTU4Hi hakTopu, hakTopu 30BHILLHbOroO cepenoBuLLa, CTaH MIKpobioTH, LYIIbHICTL eniTesialibHoro
bap’epa crm30BOi 060JIOHKN KULLEYHWKA, Aeperynsayis iMyHooridYHmx peakuyivi. Ha cy4acHomy etani BK xapak-
TepU3yeTbCSI XPOHIYHUM PELUANBYIOYNM/6E3MEPEPBHO PEUMANBYIOHMM repebiroM, paHHiM 4E6IOTOM, MOBITbHUM
PO3BUTKOM OCHOBHUX KJTIHIYHUX O3HaK XBopobu (abpomiHanbHui 6iflb, pekTaslbHa KpoBoTeda, 3MiHa 4acTtoTv
Vi KOHCUCTEHL|ii BUMOPOXHEHb, HAsIBHICTb MO3aKULLKOBUX CUMITOMIB). HaBegeHo KiiHiYHe criocTepexeHHs naui-
€EHTA 3 XPOHIYHUM peumansyoYMm repebiroM BK, siikyBaHHS IKOro npoTaroM 3 pokiB 3rifHo 3 pekoMeHAauismm
ESPGHAN (2018) He pasio amoru oTpumatu CTiviKy pemicito 3axsoproBaHHs. OUiHKa cTaHy enitenianbHoro 6ap’epa
KULLEYHVKA BUSIBUIA CYTTEBI 3MiHW eKCrpecii OCHOBHUX KOMIMOHEHTIB cin3y — cuHtesyroqnx (MUC2), membpaHo-
acovyivioeaHnx (MUC4) myuwmnis, Tpegpoinosoro nentugy (TFF3), ix natoreHeTn4Hy 3Ha4uMicTb y rporpecyBaHHiI

XBOpobu, [JOLINIbHICTbL OLIHKW eriTestiaibHoOro 6ap’epa KULLeYHNKa nif 4ac MOHITOPUHry xBopoi autuHn 3 BK.
Kno4oBi cnoBa: supaskoBuii KosiT; 4itv; eniteniansHuii 6ap’ep; MyUuHu, TpegoinoBui ¢hakTop

Bctyn

Bupaskosuii kot (BK), xpoHiuHe mporpecyrpoye aB-
TOIMYHHE 3altajbHe 3aXBOPIOBAHHSI CIM30BOI 000JIOHKH
(CO) TOBCTOI KHUILIKH, € aKTYaIbHOIO MPOOJIEMOIO TUTSIYO]
TacTPOEHTEPOJIOTii, MEAUKO-COIlialbHA 3HAYMMICTh SIKO1
BU3HAYAETHCS HEKOHTPOJBOBAHUM POCTOM MOTO TOILIM-
PEHOCTi cepel IUTSYOro HAaceJIeHHsS B yCiX KpaiHax CBITY,
BUCOKUM PU3UKOM TSIKKUX YCKIJIaTHEHb, PAHHBOIO iHBaJTi-
nu3aiiero [1—4].

Cepen 6araTboX aKTyaJIbHUX HAMPSIMKIB 11i€i BasKIMBOI
Mpo0JeMU HENOCTATHHO BUCBITJIEHUMU HA CbOTO/HI 3aJ1H-
IIAI0THCS MUTaHHS ePeKTUBHOCTI 6a3ucHoi Teparii BK Ha
BCiX eTarax HaJlaHHs MalieHTaM MEIUYHOI TOTTOMOTIH.

MixxHapogHUMM 1 BITYM3HSIHUMU MPOTOKOJAMU JIiKy-
BaHHs1 BK y miteit uiTko chopmynboBaHi HOTO IPUHIIUIIH,
a came BUKopucTaHHs rpernapartiB 5-ACK (Mecana3uH) npu
JIETKUX 1 CepeIHbOTSIKKUX (hopMax XBOPOOU SIK ISl iHAYK-

LiHOI, TaK i JUTI MiATPUMYIOUOI Tepartii; CHCTEMHUX KOPTH -
KOCTEepOiliB (IIpeaHi30JI0H, METWINPEIHI30JI0H) — MIJIs iH-
NyK11iitHOT Teparii BucokoakTuBHUX hopm BK; TionypuHis
(azationpuH, 6-MepKanTONypruH) — 3 METOIO MiATPUMKHU
CTIiiTKOI peMicii, aHTaroHiCTiB (paKTOpa HEKPO3y ITyXJIUHUI
anbda (iHduikcumab, ananiMmymad) — 3a BiICyTHOCTI ehek-
Ty Bil IIpU3HAYEHHS KOPTUKOCTEPOIIiB.

TomoBHOIO MeTot0 TikKyBaHHS BK € mocsarHeHHs cTiiikol
PeMicii IIUISIXOM 3arO€HHSI CIM30BOi O00JOHKU KMIIIEUHMKA.
JloBenmeHo, IO BiICYTHICTH a00 HEMOBHE ii BiIHOBICHHS
BipOTiIHO MiABUIIYIOTh PU3UK PELIUANBY XBOPOOU, HU3bKY
PE3UCTEHTHICTh 10 MOTEHIiAIbHUX TPUTEPIB 3aMabHOTO
Mpoliecy, MOTipUIYyIOTh MTPOTrHO3 Mepediry 3aXBOPIOBaHHS
i IKiCTb XXUTTH MauieHTis [9—11].

Sk 3aroroBaHHs1 CO TOBCTOI KMIIIKHU CJIill PO3LIiHIOBATH
TaKMi 11 cTaH, SIKMI SIK MAKPOCKOITIYHO, TaK i FiCTOJIOrYHO
eKBiBaJICHTHUI1 TakoMY B 3110poBoi Jitoaunu [10].
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7151 OLIiHKY CTaHy CIM30BO1 000JOHKY KUIIIEUHUKA 3a-
MPOMOHOBAHO HU3KY KJTiHIKO-JIabOpaTOpHUX, iIHCTPYMEH -
TaJIbHUX i TiICTOJIOTiYHMX MapKepiB, M0 SIKUX y IeaiaTpud-
Hilf TIpaKTHIII HaJleXXaTh iHaeKC KIiHiYHOI akTuBHOCTI BK
(PUCALI), nabopaTopHi 1oka3HuKM (LIIBUAKICTb OCiTaHHS
eputpouuTiB (LHOE), Tpom6o1inTo3, C-peakTBHUIA O1JTOK
(CPB), dbekanbHMi1 KaTbIIPOTEKTHH), €HIOCKOMIYHI iHIEK-
cu (Rachmilewitz, Meiio), ricroioriudi Mmapkepu (IIKaua
I.B. Bacunenko) [12, 24].

OcTaHHIM YacOM MPOTHO3YBaHHS CTa0iIbHOI peMmicii
BK 110B’s13y10Th 3 BiTHOBJIEHHSIM PE3UCTEHTHOCTI CIIM30BO-
ro 6ap’epa KuIlleuHUKa, MOPYIIEHOI BHACIIIOK CTPYKTyp-
HO-(DYHKITIOHATBLHUX 3MiH Tpe- i erniTeialbHUX JaHIIIOTiB
CJIM30BOro Oap’epa TOBCTOI KUILKU, 3MEHIIIEHHSI CUHTE3Y
i IIITBHOCTI M3y, SIKi 3a0€3Me4yIOTh ii TOJIEPaHTHICTD 10
AQHTUTEHIB Pi3HOI €TiONOTIi Ta 3aXUCT MPOTU MATOTE€HHOI Ta
YMOBHO-TTaTOTEHHOI MiKpodIopu KuieyHuka [4, 14—16].

Bimomo, mo minHicTh CO TOBCTOI KUIIKY 3a0e311e4y-
€ThCS Pi3HUMU (haKTOpaMu, cepell SKUX BaxXJIUBY POJIb Bi-
JrpaloTh TaKi KOMITOHEHTH cJIn3Yy, 1K cekpetopHi (MUC2),
MeMbpaHoacouiiioBadi (MUC4) MylmHu, ciMeiicTBo Tpe-
¢oinoBux GakTopiB, a caMe iHTeCTUHAIBHUMI Tpe(OoiIoBMiA
dakrop 3 (TFF3) [4, 18—20].

CeKkpeTopHUI MYLIMH, SIKUM TIPOAYKYETHCSI KEJIMXOII0-
IIOHMMU KJIITUHAMU CJIN30BOI 00OJIOHKM KUIIIEYHNKA, € OC-
HOBHUM CTPYKTYPHUM KOMIIOHEHTOM BHYTPILLIHBOTO LIAPY
CJIM3Y, 110 MMOKPUBAE eIliTeiaibHy BUCTUIIKY TOBCTOI KUIII-
ku. TpancmeMmOpanHi mynmau (MUCIT, MUC4, MUCI12
Ta iH.) (GOPMYIOTh IIIIBHUI LIap Ha alliKaJIbHiil TOBEepPXHi
eniTeliaTbHUX KJIITUH, MiICUTIOI0YN 3aXUCHI BJIaCTUBOCTI
CM30BOro bap’epa kuineuHuka [14, 16, 21, 28].

Ile onHuM BaxxknuBuM (aktopoM 3axucty CO Kuiey-
HUKa € iHTeCTUHAJIbHUI TpedoinoBuit hakTop 3, SKUil BU-
SIBJISIETBCS B MICIISIX JIOKaJi3allii MyIMHIB i 6epe yJacThb
HE TUIbKU B PE3MCTEHTHOCTI eriTeliaibHoOTo Oap’epa, aje
11 y pereHepatiii CIn30B0i 000JIOHKM TOBCTOI1 KUILIKM IIUISI-
XOM 3MIITHEHHSI 3B’SI3KiB TJIIKOTIPOTETHOBUX MYIIMHIB CITU-
30Boro 6ap’epa [17, 25].

3a JaHUMM JIiTepaTypy i BIACHUMU IOCTiIKECHHIMU,
y xBopux Ha BK y nepiofii 3aroctpeHHs1 BCTAHOBJIEHO 3HU-
JKEHHSI CIIPOMOXKHOCTI eIITEeIiOUTIB 10 CUHTE3Y CIIM3Y,
BTpaTa Moro 1IiJIbHOCTi, HU3bKa EKCITPECisi OCHOBHUX KOM-
MOHEHTIB CN3Y CEKPETOPHUX i MeMOpaHOaCOIiiioBaHUX
myuuHiB i TFF3 [4, 5,9, 19, 26, 28].

BpaxoBytouu, 1110 B JOCTYIHill HaM MeniaTpUyHii JiTe-
paTypi M1 He 3HANIIUIM MyOJTiKalIiil 00 CTaHy eITiTeTialb-
Horo 6ap’epa CO kuleyHHKa B IMHAMILI JIIKYBaHHSI JiTeit
3 BK, HaBoguMmo BiiacHe CriocTepekeHHsI, METOIO SIKOTO OyJ1a
OlliHKa CTaHy KUIIKOBOro 6ap’epa rpu BK 3a mokazHukamu
MUC2, MUC4, TFF3 y cii30Biii 000J0HIIi TOBCTOI KUIIIKH.

TMamient L., 12 pokiB (icTopist xBopoou Ne 3133), Hamiii-
1LIOB Y BioaiJieHHsI cTapinoro autuHceTBa Y «lHctutyT ne-
Jiatpii, akyiiepcTBa Ta rinekoJorii iM. akagemika O.M. JIyk’si-
HoBoi HAMH Ykpainu» 3i ckapramu Ha abToMiHaJIbHUIA Oilb,
3HIDKEHHST alleTUTY, Heo(popMIIeHI BUTTOPOKHEHHS 3 JOMIIII-
KaMU KpOBi, CJIM3y 4acTOTO 7—8 pa3iB Ha 700y 3 HIYHUMM
emizogaMu, CyoheOpITiTeT, BTpaTy MacH Tijia 10 4 KT 3a oc-
TaHHiii MicsIlb, IBUAKY BTOMJIIOBaHICTh, CJIA0KICTb.

Anamnesis vitae. /lutuHa apyra B cimM’i, HapoauBCS
B CTPOK, Bara npu HapokeHHi 4200 1, 3picT 52 cm. Ha rpyn-

HOMY BUTONYBaHHI 3HAXOOUBCS A0 2 POKiB, IMEPIINI MPH-
KOPM OBOYEBHI i3 6 MiCsIIIiB. 3pOCTaB i pO3BUBaBCS 3a BIKOM,
LIETJISHHS 3TiTHO 3 KajeHmapeM. 3i CJIiB MaTepi, IUTUHA
4acTo XBOpiJia Ha TOCTpi OPOHXITH, CIIocTepiragach ajepriyHa
peaxiiist Ha x71i0, men. CimeliHuit aHaMHe3 OOTSIKEHUI OHKO-
JIOTIYHUMM XBopoOamu (pak HUTyHKa B 6a0yci 3 00Ky MaTepi).

Anamnesis morbid. XBopie 3 poku; 3aXBOpiB rocTpo Iic-
JIsSI TIEPeHECeHO1 TOCTPOI PeCITipaTOPHOI BipyCHOI iH(EKIIil;
NIeOI0T 3aXBOPIOBAHHSI XapaKTePU3yBaBCsl YaCTUMU PiTKUMU
BUIOPOXHEHHSIMHU 3 TOMIIIKAMU KPOBi i cimu3y, abmomi-
HaJIbHUMU 00JISIMU, CyOheOpUTiTeToM, 0OJISIMU B TIOTIEPEKO-
BO-KPMXKOBOMY BiJUTiJli, 3HMKEHHSIM MaCH Tijla; TaLli€HT JiKy-
BaBCsl aMOyJIaTOPHO: aHTHOAaKTepiaTbHa Teparisi, (hepMEeHTHI
npenaparu, NpodiOTMKU — 0e3 IMTO3UTUBHOI JUHAMIKH, 1110
OOIPYHTYBAJIO 3BEpHEHHST IUTUHU Y BiIIiJICHHS CTapIIIOTO
JMUTUHCTBA 3 METOI OOCTEKEHHSI i BCTAHOBJICHHS IiarHO3Y.

3a CYKYITHIiCTIO KJIiHiKO-aHAMHECTUYHUX JaHUX, Pe-
3yJIBTATiB JIA0OPATOPHUX, €HIOCKOTIYHUX, MOP(OJIOTIYHUX
OCIIiIXKeHb, TIPOBEASHUX BilMIOBIAHO 10 3aTBEPAXKEHOTO
MO3 VYkpainu npoTOKOJIy AiarHOCTUKU Ta JIIKyBaHHS 3a-
MaJbHKUX 3aXBoploBaHb KulieuHuka (33K), niarHocToBaHo:
BUPA3KOBUIA KOJIT, TOTATIbHUIA, MEPiOl 3arOCTPEHHS, BUCO-
Ka aKTUBHIiCTb. 3anizonedinuTHa aHeMis | cryneHs.

O0’eM JiKyBaJIbHUX 3aX0/IiB BKJIIOYAaB MOIYJIEH B iH-
NUBiTyadTbHOMY J03yBaHHi, METUJITIPEIHI30I0H per oS
40 Mr/mo0y (3 po3paxyHKy 1 MI/Kr Macu Tijla), Mecala3uH
3 r/no0y, Tapaudepon (1 mirynka Ha g00y), KaJIbLIUMiH
(1 mirysika Ha 100Yy).

Y nopanbuiomMy npoTsIroM 1BOX POKiB 3arOCTPEHHSI XBO-
pobu Ha TJIi MiATPUMYIOUOI Tepallii MecajJa3uHOM 3 pO3-
paxyHKy 30 MI/KTr MacH TiJla CIIOCTepirajiiuch ABidUi Ha piK.
Tpurep 3axBoproBaHHS BCTaHOBJIEHO He OyJs10. Kypc cuctem-
HUX KOPTUKOCTEPOIdiB y n03i 1,5 Mr/Kr Macu Tina per os
y MOE€THAHHI 3 Mecala3uHOM Y 1031 60 MT/KT Macu Tija
B Iepiojii 3arOCTPEHHS 3 MOCTYMOBUM 3HUXEHHSM HOTro
no3u 110 30 Mr/KT MpOBOIMBCS JIUIIE OIMH pa3, 1110 0yJ10 00-
I'PYHTOBAHO BMCOKOIO aKTUBHICTIO KJTiIHIKO-€HIOCKOMIYHUX
i MOpdosoTiYHMX 03HAK BUPA3KOBOTO KOJIITY.

[Tin yac mpuiioMy CUCTEMHMX KOPTUKOCTEPOIiB 4acTO
Bi3HavaIMcs 6011 B OMEPEKOBO-KPUKOBOMY BillIiTi Xpeo-
Ta. byna npoBeneHa JeHCUTOMETPIs, iarHOCTOBAHO OCTEO-
nopo3 I cryneHsi. PekoMeH10BaHO HOCIHHSI OPTONEIUYHOTO
KopceTa, IIpUioM IipernapaTy Kajbllilo — Kanbuuii-J13 Hi-
koMen 250 Mr 3 pa3u Ha 100Y.

Status praesens objectives. [1pu orsini 3arajbHMil cTaH
XBOPOT'O CEPEeTHBOI TSKKOCTI, AMTUHA Y CBIIOMOCTI, Ha OTJISI,
pearye anekBatHo. LIKipHi mokpuBY O/, CyXi, BATUMI CJIU-
30Bi 000JIOHKM 3BUYAITHOTO KOJIBOPY, HepudepuaHi 1iMdpo-
BY3JI1 He 30i1bIIeHO. [1alieHT acTeHiuHO1 cTaTypu, MocTaBa
CyTyJ1a, HOCUTh OPTOIEINYHIIA KOPCET YITPOIOBXK 6 MIiCAIIB.
[TinmKipHO-X1POBUIi 111ap, TYProp TKAHWH 3HUKEHWI, Bara
28 kT, 3picT 129 cM (iHaekc Macu Tina 18,5 kr/m?).

[lepkyTOpHO Hal JIET€HSIMU SICHUIA JIETEHEBUI 3BYK,
ayCKyJIbTATUBHO — JIMXaHHS BE3UKYJISIpHE, MEXi cepls
BiIMOBiZAIOTh BiKOBiif HOpMi, TOHM PUTMIUHIi, SICHI. 31K
00KJIaIeHO OiTMM HaJIbOTOM, XUBIT CUMETPUYHUI, HeE-
3HAYHO 3IyTUii, Oepe yJyacThb B aKTi IMXaHHS; BUAUMOI T1e-
PUCTAJIBTUKU 11 KOHTYPiB TEeTeIb KUILIEYHUKA Ha TIepeIHiit
yepeBHil cTiHui HeMae. [Ipu manbnanii XKUBIiT 6GOMIOUMA
TepeBaXKHO B MpaBiii KIyOOBilt MiMsIHII, TUISTHKUA TOBCTOT
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PucyHok 1 — MikpocgpoTto. BionTat ciin30B0i 060/10HKU
TOBCTOI KWULLUKU AUTUHN L. 3 TOTanbHoo ¢hopmoro BU-
pa3KoBOro KoJity, nepiof 3arocTpeHHs xBopobu. Exc-
npecias MUC2 BigcyTHs1 y BaKyosisiX Ke/InXornoRi6Hnx
KknituH. lMomipHe 3a6apBreHH UUTONIa3Mu HaBKOJIO
BaKyoJib Kenunxonogi6Hux KiiTuH. IMmyHoricToximiy-
Ha peakuii 3 MOHOKJ/IOHa/ibHUMN aHTutinamu MUC2.
36inbLerHs 10 x 10

KUIIKY MajbNaTOPHO 3BMYAHUX BacTUBOCTei. [TeyiHka
0i1s1 Kparo pedepHOl Iyru, cee3iHKa He MalbIyeThes. Bu-
ITOPOKHEHHS KamomnoioHi (6—7 tur 3a BpicToirbchkoio
LIKAJIOI0) 3 JOMIIlIKaMu KPOBi, 6 pa3 Ha 100y, 3 HIYHUMU
TTO3UBaMU 10 OTHOTO pasy. CeYOBUITYyCKaHHS TOCTATHE.

Innexc kiiniyHoi akTuBHOCTI XBopoou (PUCAI) craHo-
BUB 55 0aJtiB, 1110 BiAIIOBIZaIO CEPETHBOTKKOMY CTYIICHIO
aKTHUBHOCTI.

JlaboparopHi mocaiKeHHs. 3araJbHUI aHAJi3 KPOBI:
Hb — 90 r/m; LLIOE — 22 mm/Tox; neiikotut — 16 x 10°/7;
TpoMbGouT — 693 x 10°/71; HeiTpobiau MaTuIKosAeP-
Hi — 10 %. Koarynorpama: mpotpoM6iHoBuii yac — 11,2 ¢;
aKTUBHIiCTb MpoTpoMOiHy 3a KBikoM — 94.,9; MixkHapoaHe
HOpMaJlizoBaHe cmiBBigHommeHHS — 1,10; pidopuHOreH —
4,36 r/n; piopuH — 20 Mr; aKTUBHMI YaCTKOBUI TPOM-
6omnactuHoBuii yac — 33,0 ¢; CPb — 32 mr/n, p-ANCA —
1: 80, pexkanbHUit KaabpoTeKTUH — 800 MKT/T.

3a maHuMM yJabTpa3ByKoBoro nociimkeHHs (Y3]1) op-
raHiB YepeBHOI MOPOXKHMUHU ialrHOCTOBAHO O3HAKU peak-
TUBHUX 3MiH ITapeHXiMU MeYiHK1, TKAaHUHU IiIILTYHKOBOI
3aJ1031, HasIBHICTh Me3eHTEepiaJIbHUX JiMGpaTUIHUX BY3JTiB
y OpaBiil 3MyXBUHHIl i MapayMOiTiKaJdbHil AUISHII po3-
MipoM 110 14 MM 3BUYaiiHOI CTpyKTypu. Y3]l KullIleYHUKA:
03HaKW 3aMaJIbHUX 3MiH CTIHOK KHILIEYHUKA, ME3aICHITY.

Pesynbratu neHCUTOMETPIi: CTPYKTYPHO-(DYHKIIIOHAb-
HUIA cTaH KicTKoBOI TKaHUHU 0,645—2,3, 3HUKEHHS KiCT-
KOBOI Macu.

3a pesysbrataMu (HiOpOKOIOHOIIEOCKOITii JiarHOCTOBA-
HO XapaKTepHi 03HaKM 3aMaJbHO-IECTPYKTUBHOTO MTPOLIECY
CJIM30BOi 0OOOJIOHKM TOBCTOI KUILIKW: HAOPSIK, TinmepeMis,
KOHTaKTHa KPOBOTOUMBICTb, 3Ma3aHUI CyAMHHUI puUcy-
HOK, HasIBHICTb BUPA30K, epo3iii; eHIOCKOIYHMUI iHIeKC
Rachmilewitz cranoBuB 10 6atiB, 1110 BiIIIOBigaI0 BUCOKIM
AKTUBHOCTI 3aMajeHHs.

ITpu ricTonoriunomy nociimkeHHi 6iontaris CO ToBCTOI
KMIIKW BUSIBJIEHI TUITOBI KpUTEPii ii ypaxkeHHsI — TiloTpo-
(dia CO, HasBHICTb epo3iii, KpUNT-a0ClIeCiB, OPYIICHHS
ApXiTEeKTOHIKY KPUIIT, 3MEHILIEHHS KiJTbKOCTi KeJIMXOIO/i0-
HUX KJIiTUH, (i0po3 ctpomu. [icTonoriyHa akTUBHICTh 3a
mkasoto I.B. Bacuienko Bifmnosifgana BUCOKOMY CTYIIEHIO.

IMmyHoricToximiuHe mociimxkeHHs ekcrpecii MUC?2
i MUC4 BusiBWIJIO BiZICYTHICTb 3a0apBJIeHHSI BaKyoJIb Ke-
JIMXOIMOMIOHUX KJIITUH Ha (OHi MoMipHOro 3aGapBiIeHHS
uToruiasMu (puc. 1, 2).

Excnpecist TFF3 criocrepiranacst B KeIMXOMOAIOHUX
KJIITUHAX y BUIJISAOL c1abKkoro 3abapsieHHs (1 6aix) Bakyosib
3 motuMpeHicTio 2 6anu (puc. 3).

ITamieHT oTpUMyBaB TakKe JiKyBaHHs: iHAUBiLTyalbHUI
JIIKYBaJIbHUH CTiJ1 (0€3MOJIOUHUI, arIlOTeHOBUIT) 3 ypa-
XYBaHHSIM y0o100aHb XBOPOi IUTUHM, TOBHOILIIHHY i30Ka-
JIOpIiiHY JIiKyBaJbHY cyMmini 1mo 250 mut 2 pa3u Ha 100y MixX
npuiioMaMH Ki; CUCTEMHi KOPTUKOCTepOian (METUIIIPE -
Hi30JI0H 3 po3paxyHKy 1,5 Mr/Kr Macu Tijia 3 THXKHI 3 To-
CTYMOBUM 3HMXXEHHSIM Ha 5—2,5 MT IIOTHXXHS 10 TTOBHOT
BinmiHm); mpenapatu 5-ACK i3 pospaxyHky 40 Mr/Kr, Ipo-
TUaHEMiuHi Tipenapatu (MajsTodep 5 M Ha 100y per 0s),

PucyHok 2 — MikpogpoTo. biontat cnn3oBoi 060/10H-

KU TOBCTOI KULLKN AUTUHU L. 3 TOTanbHoro ¢hopmoro

BuUpasKkoBoro Kosity. BigcytHicte excnpecii MUC4

Y BaKyosnisix KesmxonofioHnx knituH. MomipHe 3abaps-

JIeHHs1 LUMTOMNIa3Mu HaBKOJIO BaKyosb. IMyHoricTo-

XiMiYyHa peakuis 3 MOHOKJIOHaJIbLHUMMN aHTUTINIammn
MUC4. 36inbLieHHs 10 x 10

PucyHok 3 — Mikpogporo. biontat cnn3oBoi 060s10H-

KU TOBCTOI KMLIKN AUTUHU L|. 3 TOTanbHOKO ¢hopmoro

BUpa3koBoro konity. Cnabka ekcnpecis TFF3 y ke-

smxonoRi6bHnx KnituHax. ImyHoricToximiyHa peakuis

3 MOHOKJIOHaNIbHUMU aHTuTinammn TFF3. 36inbweHHs
10 x 20
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iHTiIOiTOpU MPOTOHHOT oMU (ome3 20 MT Ha 100Y), TTPOKi-
HEeTUKHU (MOTWJIiyM 3 Miry/IKu Ha 100y, 7 HIB), aHTUOIOTUKM
(meTtponigazon 80 Ma B/B 2 pa3u Ha 100y), MpoOIOTUKHU
(eHTepoxepmiHa 1 ¢rakoH 2 pa3u Ha 100Y); BiTaMiHHO-Mi-
HepaJbHi KOMILJIEKCH.

TNauieHT BUunucaHuii Ha ABaAUATY 00y TepeOyBaHHS
Y BifJliJIeHHi 3 MO3UTUBHOIO KJIiHiKO-J1abOpaTOPHOIO 1M~
HaMiKo10.

TToBTOPHO IUTHUHA HAIXOOUTD Y BiIIiJICHHS Yepe3 6 Mi-
CS1IiB Oe3MepepBHOTO JIIKYyBaHHS, SIK€ BKJII0UAJIO CUCTEMHi
KOPTUKOCTEPOIAH 3 ITOCTYMOBUM 3HIKEHHIM T03U TIPOTSI-
rom 3 MicsLiB, TIOMypUHU B 1031 75 MT Ha 100Y, (DepMeHTHi,
MIpPOTHAHEMIiYHi IIpeIapaTy, IIPOOiOTUKHM 3a TTOKA3aHHIMM.

3a JaHUMM KOMIUIEKCHOTO OOCTEXEHHs MallieHTa
CTifiKOI pemicii XBopoOu He OyJI0 JOCSATHYTO — KIIiHIUHI
03HAaKM BiJIOBigaa MiHiMaJIbHOMY CTYIIEHIO aKTUBHOCTI
(PUCAI — 30 6aniB), eHDOCKOIiIYHi — moMipHOMY (iHIEKC
Rachmilewitz — 6 6aiiB); MaJu Miclie MapKepu TOCTPOTH
3amajibHOrO Tpolecy — jeikounTtos (13,8 x 10°/1), TpoM-
6o1mTo3 (670 x 10°/1), CPb — 16,1 M1/, (hekanbHUIA KaTb-
npoteKTuH — 500 MKT/T.

IIpu ricTonoriunomy pocmimkenHi 6ionraTtiB CO TOBCTOL
KUILIKKA Ha (POHI XPOHIYHOTO 3arajbHOIO MpOolIecy 3 O3Ha-
KaMu TimoTpodii, mopyIeHHsT apXiTeKTOHIKM KPUIIT, 3MEH-
IIEHHSI KiIbKOCTI KEJIMXOMOMIOHUX KIIITUH OyJIu BUSIBJICHI
MPOSIBY aKTUBHOCTI 3aMaibHOTO MPoliecy — epo3ii B CIU30-
BUX 000JIOHKAX, BUpaxkeHa Iudy3Ha 3arnajibHa iH(piIbTpalis
BJIACHOI IJTACTUHKY 3 HASIBHICTIO €03MHOMDILIB i HeirTpodiis.

He 6y7n0 BcTaHoBIeHO i HOpMaUTi3allii ITOKa3HUKIB €ITi-
TejianbHoro 6ap’epa CO kuiieunuka — exkcnpecis MUC2
OyJia BiICYTHS B OiIBIIIOCTI BaKyoJIb KEJIMXOMOAIOHMX KJTi-
TiH; excrpecit MUC4, sK i qo JiKyBaHHSI, XapaKTepU3y-
Bajiacs BiICYTHICTIO 3a0apBieHHS BaKyoJlb KEeJIMXOIMOoIi0-
Hux kiitnH (0 6aniB); ekcripecis TFF3 y kenuxononioHux
KJIITUHAX CIocTepiragacst y BUIJISIAI moMipHoTo (2 6ain)
i BupaxkeHoro (3 6aiau) B HU3ILI BUMAAKIB 3a0apBICHHS iX
BaKyoJib (puc. 4—6).

Ortxe, JaHi KATAMHECTUYHOTO CITOCTEPEXKEHHSI Talli€H-
Ta 3 TPUBAJIUM XPOHIYHUM pelUaMBYOUMM repedirom BK
3aCBIiTUMIIM BiICYTHICTh TOCSITHEHHS peMicii 3aXBOpIOBaH-
HS1, IO MiATBEPAXYBAIOCH SIK HASBHICTIO KJIiHiIKO-1abopa-
TOPHOI Ta €HJA0CKOIIYHOI akTUBHOCTI BK, Tak i BiACyTHiCTIO
BiTHOBJIEHHS MOPYILIEHUX CTPYKTYPHO-(PYHKIIIOHATbHUX
3MiH CO KulleyHuKa Ta ii eriteniabHoro 6ap’epa. A came:
30epiranacs IeCTpyKllisi HOro MyLIMHOBOTO MTPOILIAPKY, OCO-
0JIMBO 3a paxXyHOK IiIJTbHOTO KOMITOHEHTa, C(hOPMOBAHOTO
MUCH4, o nopsia 3 BiacyTHicTio ekcnpecii MUC2 y no-
BEPXHEBOMY EITiTeil Ta MOPYIIEHHSIM B3a€EMO3B 13Ky MiX
TFF3 i MmyniuHaMu Mo3ke po3IJIsiiaTvcs SIK OJTHA 3 aToreHe-
TUYHMX JIJAHOK TIPOrpecyBaHHS XBOPOOU, BaroMuii (hakTop
PU3UKY PO3BUTKY OibII TTMOOKUX NECTPYKTUBHUX 3MiH
CJIM30BO1 O00JOHKHM, TIPEAMKTOP KIiHIYHOTO pelaNBY.

O6rosopeHHs

Hasenennit KimiHiYHMIT BUTTAAOK JOBIOTPUBAIOTO Mepedi-
ry BK y mutuHu miaTBepaKye icHyto4dy TOUKY 30py 11010 BHU-
3HAYEHHS JaHOI IIATOJIOTII SIK HAA3BUYAMHO TSKKOTO 3aIlajib-
HOTO 3aXBOPIOBAHHSI KUILIEYHUKA, SIKE TTOTPeOy€e He JIUIIe
MOCTIAHOTO IMHAMIYHOTO MOHITOPUHTY KJIiHiKO-1a00paTop-
HUX, €HIOCKOIIIYHUX i TiICTOJIOTIYHMX JaHUX, ajie ¥ OLiHKUA

PucyHok 4 — Mikpogpoto. biontat cnn3osoi 060s10H-

KU TOBCTOI KULUKU AUTUHU L|. 3 TOTanbHOO ¢hopmoro

BUpas3koBoro Konity. BigcytHicte ekcnpecii MUC2

B 6inbLUIOCTi BaKyoJsib Ke/INXONnoRi6HUX KIiTUH. IMyHO-

rictoximiuHa peaKuisi 3 MOHOKJ/IOHa/IbHUMM aHTUTIinamu
MUC2. 36inbiieHHs1 10 x 10

PucyHok 5 — Mikpogporo. biontat cnn3oBoi 060s10H-

KU TOBCTOI KMLIKM AUTUHU L|. 3 TOTanbHOKO ¢hopmoro

BuUpaskoBoro Konity. BigcytHicte ekcnpecii MUC4

Y BaKyoJisiX KesINXonoRi6éHux KnituH. NMomipHe 3abaps-

JIEHHS1 LUUTOMN/Ia3MNU HaBKOJIO BaKyosnb. IMyHoricTo-

XiMi4Ha peakuis 3 MOHOKJIOHaJIbLHUMU aHTUTInamm
MUC4. 36inbiwerHs1 10 x 5

PucyHok 6 — Mikpogpoto. biontar csin3o0Boi 060/I0HKu
TOBCTOI KULLKU ANTUHU L. 3 TOTanbHO ¢hopmoro Bupas-
koBoro Konity. [NomipHa ekcnpecis TFF3 y kennxonogio-
HUX KnitTnHax (2 6anm). ImyHoricToximidyHa peakuis 3 Mo-
HOKJTOHanbHUMu aHtTutinammn TFF3. 36inbLuerHs 10 x 10
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CTaHy eTliTe iaIbHOro 0ap’epa TOBCTOI KUIIKH SIK BasKJIMBOTO
MPOTHOCTMYHOT'O MapKepa IMporpecyBaHHsI XBOPOOU.

OOrpyHTYBaHHSIM AOLIHHOCTI IPOBEACHHS TOCTiIKEH-
HSI CJIyTYBaJIv 1aHi JiTepaTypy BiITHOCHO BUCBITJIEHHS POJIi
HUTONpoTeKTUBHOrO 6ap’epa CO ILIYHKOBO-KUIIIKOBOTO
TPaKTy B IMaToreHe3i XBopod OpraHiB TpaBJICHHSI.

Harenep 3aBnsiku YMCI€HHUM KJIiHiKO-€KCIEPUMEH -
TaJIbHUM poOoTaM chopMyBajiocs 4iTKe YSIBJIEHHS PO
enitenianpHuii 6ap’ep CO TOBCTOI KUILKH, SIKWI CKiIana-
€ThCH 3i IIapy CJIM3Y, IIIKOKAIIKCY i BIACHOI eIiTe/1iaJbHO1
BUCHJIKM i CTBOPIOE MIilTHUI Oap’ep i OaKTepiil i BETUKUX
MOJIEKYJI, Oepe yJyacTh B PeryJsiilii iMyHHMX peakiliii i Ko-
MEHCaJIbHOI MiKpohIopH.

CpoOroHi yBara J0CHIiIHUKIB MPUKYTa A0 BUBYCHHSI
CTaHy 111apiB KUIIIKOBOTO CJIM3Y, a CaMe PO3PiIKEHOTO, 110
CKJIAIAEThCS 31 MITbHOI ciTyacToi Mepexki MUC?2 i 3axuiae
Bim MikKpoOHOI iHBa3ii, eHI0- Ta €eK30reHHUX MOAPa3HUKIB.
He meniry 3HaunmicTs y 3axucti CO KullleuHUKa MaloTh
pO3TalllOBaHi B aliKaJbHUX MeMOpaHaXx ermiTeTiaTbHUX KJTi-
TuH MUC4 — 0CHOBHiI KOMITOHEHTU HaagMeMOpPaHHOTO
KOMILIEKCY, 110 Oepe y4yacTb y CTBOPEHHI KIITUHHUX KOH-
TakTiB. KpiM MyLIMHIB 10 cKi1amy CIm3y BXOISATH TPe(OiloBi
nentuau (B cinudy ToBeroi kKuiiku — TFF3), siki Binnosina-
IOTh 3a €JaCTUYHi BIACTUBOCTI CJIM3Y.

3rigHo 3 OTPUMAHUMU HAMU JAHUMMU, Y AUTUHU 3 10B-
roTpuBaJIUM peuuauByounm nepedirom BK y nepioni 3a-
TOCTPEHHSI XBOPOOU BCTAHOBJIEHO CYTTEBUIA 1eheKT 3aXuc-
Horo 6ap’epa KMIIIEYHUKA, Ha 1110 BKa3yBaJlO 3MEHIIIEHHS
3arajJibHOl KiJIbKOCTi KeJIMXOITOAIOHMX KJIiTUH, BiICYTHICTh
eKCIpecii IK CUHTE3YI0UnX, TaK i MeMOpaHOoacoliioBaHUX
MYLIMHIB Ha TJIi HEIOCTaTHbOI KOMIIEHCATOPHOI eKCIIpecii
tpedoinoBoro ¢akropa (TFF3). Baxnuso, 1110 BctaHOB-
JIeHi 3MiHM BU3HAYE€HUX MYLIMHIB i TpedOiIOBOro MenTUumLy
30IITMCs 3 KIIHIKO-EHIOCKOITIYHOIO Ta MOP(OJIOTIYHOIO
akTuBHicTIO BK yripomoBX BChOro TepMiHy CIOCTEPEXKEH-
HS1 32 XBOPUM i J1ajid TiICTaBy BBaXkaTu, 1110 BCTAHOBJIEHA
npoHnkHicTh CO KullleyHUKa OyJa 3HaYyIuM (HakKTOpoOM
y MATPUMLI i peLIMAMBYBaHHI 3a1aJIbHOTO MPOLIECY.

OTXe, OTpUMaHi pe3yIbTaTH CBiM4aTh, 1110 TPUBAJINIA TTe-
pe6ir BK y Halroro naiiieHTa CyrnpoBOIXKYBaBCs CYTTEBUMU
3MiHaMH SIK PO3PiIKEeHOr0, TaK i IIUILHOTO IIAPiB CIN3Y, axK
JIO X BUCHAXKEHHS 3a BiZICYTHOCTi KOMITIEHCATOPHUX MeXa-
Hi3MiB 3aXHCTY emiTeIiaabHoro 6ap’epa. BrpaTa ToiaepaHT-
HOCTI 10 OaKkTepiadbHUX, XapYOBMUX Ta iHIIMX aHTUTEHIB,
MOpPYILIEeHHS CKJIaay MiKpobioMy, Te(eKTr iMyHHUX peakiiiit
XBOPOI IUTUHM SIK HACJTIIOK IECTPYKIIill 3aXUCHUX (DaKTOPiB
CO TOBCTOI KMIIIKM MOXYTb PO3IJISIAATUCS K BaXJIUBUI
JaHIor natodisiongoriunoro mpouecy npu BK y miteii.

OTpuMaHi J1aHi cBim4aTh Ha KOPUCTh CYTTEBOI POJIi TTO-
pyiieHb 3axucHoro 6ap’epa CO KullleuHMKA B TTaTOreHe3i
BK y nutsiuomy Billi i OOIpYHTOBYIOTh IOLIJIbHICTh BUKO-
PMCTaHHS MOKA3HMKIB CTaHy eIliTeliaIbHOro 6ap’epa Takox
SIK MapKepa OTNTHUMi3allil TAKTUKY JIIKYBaHHSI XPOHIUHUX
perauBytourx opm BK, a came Bubopy TepMiHy Ipu3Ha-
YeHH: IIpenapaTiB 0i0JIoTiYHOI Teparrii.

HagseneHi B cTaTTi iMyHOTICTOXiMIYHI JOCTiIXKEHHSI € Ha/I-
3BUYAITHO TOPOTM OOCTEXKEHHSIM, SIKe B YKpaiHi I1Ie He MOXe
OyTM BITPOBAKEHE SIK OIVH i3 KJTIOUOBHUX METO/IiB JliarHOC-
TUKU CTaHy cin3oBoro 6ap’epa npu 33K. Y 3B’43Ky 3 1ium
JUTST OLIHKY CTaHy PEe3UCTeHTHOCTI erliTesiaibHOro 6ap’epa

TOBCTOI KMIIIKA MOXKHA PEKOMEHIyBaTH BUKOpUCcTaHHS PAS-
peaxiiii Ta peaxiiii 3 aybLiaHoBuM cuHiM pH 2,5. Pesynbratu
Ppeaxilii OIiHIOIOThCS 3aJIEXKHO Bill CTyIeHs 3a0apBJICHHSI eTli-
TeNTiabHUX KJTTUH i BUBHAYAIOTHCS KIBKICTIO TUTIOCIB: + —
¢1a00 BUpaXkeHa iHTEHCUBHICTb 3a0apBIeHHST; ++ — MOMipHO
BUpaxXeHe 3a0apBiieHHs; +++ — BUpakeHe 3a0apBIICHHSI.
Cabo ab0 MoMipHO BUpaXkeHe 3a0apBJICHHSI BKa3y€e Ha 3MEH -
LIEHHSI CUHTE3Y CITU3Y, BTPATy MOTO B’SI3KOIPYXKHOCTI.

BucHoBKMK

1. HaBemeHmii KITiHIYHWIT BUTIAAOK IEMOHCTPYE CKIaI-
HOCTI JiIKyBaHHSI TUTUHU 3 PELUIMBYIOUYUM Iepedirom
BUPA3KOBOTO KOJITY, 1110 OYJ10 3yMOBJIEHO CYTTEBUM IO~
pylIeHHsM emniTeiaabHoro 6ap’epa CO TOBCTOT KMIIIKH,
SIKWIA CITIPUSIB TIOT0 IPOHUKHOCTI, BTpaTi TosepanTHOCTI CO
IIOA0 Pi3HOMAHITHUX AHTUTEHIB, MPOJOHTALlil 3MiH MiKpO-
0ioTM KHUILIEYHMKA, AePeTYJIsLii MiclIeBOi iMyHHOI BiIIIOBI/Ii.

2. BuBueHHs craHy emiteliasbHoro 6ap’epa CO ku-
IIeYHMKa B auHaMmili JikyBaHHs BK mokasaio, 1o mopy-
IIEHHS 3aXMCHOI 10ro YHKIIiT MOXe OyTr ogHNM 3 (haKTO-
piB, 1110 CIPUSIOTh MPOTPECYBAHHIO 3aMaJIbHOTO MPOLIECY.

3. Ommc cnekTpa ricTOJOTIYHMX Ta iMyHOTICTOXIMIYHIX
3MiH CO TOBCTOI KUIIIKKU B JiTel 3 BUPA3KOBUM KOJITOM
y Iepioii 3arOCTPeHHS i B KaTaMHe3i JOITOMOXKe MPaKTUKY-
I0YMM JIiKapsiM CBOEYACHO ONITUMI3yBaTU TAKTUKY JIIKyBaH-
HS MaUi€HTIB, 3MEHIIUTH PU3UK YCKIIAJAHEHb, MOJIMIINATA
TMPOTHO3 XBOPOOH.

KondaikT inTepeciB. ABTOpH 3asBIISIIOTH ITPO BiICYTHICTD
KOHJIIKTY iHTepeciB i BiaacHOI (piHaHCOBOI 3alliKaBJIEHOCTI
IIPU MiATOTOBII JaHOI CTATTi.
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IIaHWX, HAITMCaHHS TeKCTy; bykyroea H.FO. — KOHLieII-
11is1 i AM3aitH TOCTiIKeHHs, 30upaHHs MaTepiany; Apuako-
6a T.M. — oOpoOKa TiCTOJIOTIYHUX JaHUX Ta aHaJi3.
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The state of the epithelial barrier of the mucous membrane of the large intestine
in a child with ulcerative colitis: a clinical case

Abstract. Ulcerative colitis (UC), a chronic progressive autoim-
mune inflammatory disease of the colon mucosa, is an urgent prob-
lem of pediatric gastroenterology. Its medical and social significance
is determined by the uncontrolled increase in the prevalence among
the pediatric population in all countries of the world, high risk of
severe complications, and early disability. Genetic, environmental
factors, the state of the microbiota, the density of the epithelial bar-
rier of the intestinal mucosa, and deregulation of immunological re-
actions are of greatest importance in the development of the disease.
At the present stage, UC is characterized by a chronic recurrent/
continuously recurrent course, early onset, and slow development
of the main clinical signs (abdominal pain, rectal bleeding, changes

in stool frequency and consistency, extraintestinal symptoms). The
article presents the clinical observation of a patient with chronic
recurrent UC, whose treatment for 3 years according to the ESP-
GHAN (2018) guidelines did not lead to a stable remission of the
disease. The assessment of the intestinal epithelial barrier showed
significant changes in the expression of the main mucus compo-
nents: synthesizing (MUC2), membrane-associated (MUC4) mu-
cins, trefoil peptide (TFF3), their pathogenetic significance in the
progression of the disease, and the feasibility of assessing the intes-
tinal epithelial barrier when monitoring a pediatric patient with UC.
Keywords: ulcerative colitis; children; epithelial barrier; mucins;
trefoil factor
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