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Lleniakis - e XpoHiYHa aBTOIMyHHa eHTeponaTisd TOHKOT KULLKW,

TPUrepoM PO3BUTKY AKOI € BXXVIBAHHSA Xap40OBOro MOTEHY, LLO MICTUTLCS

B MLeHnLi, A4MeHIi Ta XWUTi. TONOBHUMU YMHHVIKAMN PU3KKY Lieniakil € reHeTUYHa
CXWJIbHICTb, BN/IMB aJliMEHTAPHOIO M0TeHY, NOpYyLLUeHHSA 6ap’epHOT yHKLiT
KULLIKIBHMKA, @ TAKOX YPOAXEHA CXUbHICTb A0 Npo3anasibHOoi iMyHHOI BiANOBIAi.
MopyLeHHs 6afiaHCy MiKpO6ioMy KNLLIKIBHMKA Ta MeBHI iHPeKLiiHi 3aXBOPHOBaHHSA
€ OAATKOBMMW dpakTopaMm pU3KKY Leniakil. TakoX po3BUTOK Lieniakil MoB'a3yroTb
i3 TAKMMW YNHHVKAMK CMOCOBY XNTTS, AK HU3bKUIA €KOHOMIYHUIA CTaTyC i ManiHHS.
CyBope AoTp1MaHHA 6e3rntoTeHoBOI AieTn (BI) € EANHM METOAOM NiKyBaHHS
LbOro CTaHy, WO A€ 3MOTY 3MEHLUNTU KNiHIYHI CUMNTOMU Ta 3anobirtm po3BuUTKY

yCKNagHeHb Y KOPOTKOCTPOKOBIM i JOBrOCTPOKOBI MepcneKkTuBi.

Y uii nybnikaLii HaBeAeHO BCebiUHMIA Ornsj OHOB-
neHoi iHpopMmau,ii Wwoao enigemionorii yeniakii, YAHHW-
KiB py3KKy Ti PO3BUTKY, KNiHIYHVX NPOABIB i AiarHOC-
TUYHNX METOZAIB, @ TaKOX TepaneBTUYHUX CTPaTeril,
SIKi 3aCTOCOBYHOTBCA Y BeZleHHI NMaLieHTIB i3 Leniakieto.

(  empemionoris

JloHesaBHa ueniakisa byna HeJOCTaTHLO AiarHoc-
TOBaHMM 3axBOPIOBaAHHAM, ajne LWupLle BNpoBa-

JXXEHHS CeposIorivHOi AiarHOCTUKN Ta AyofeHanbHOoI

6ioncii 4ano 3Mory TOYHiLle BCTAaHOBUTW YacToTy 3a-
XBOPHOBAHOCTI Ta NOLWMpPeHIcTb ueniakii y cBiTi [5].
Y 2012 pou,i Gujral i cniBaBT. [6] 3a3Ha4unAN, WO NpU-
6113HO 1% HaceneHHA CBITY CTPaXAa€ Ha Leniakito.
HewoaaBHin cncteMaTUuHUIA OrAK | MeTaaHanis
YCTaHOBWB, LLIO rnobanbHa NOLUMPEeHiCTb Leniakii cTa-
HoBUTb 0,7% (95% zosipuwnii iHTepsan (4l) 0,5-0,9%) [5].
CeponoriyHa NoLMpeHiCTb 3aXBOPHOBAHHA Ha OCHOBI
NO3UTUBHWX CUPOBATKOBUX TECTIB Ha aHTUTINa A0 TKa-
HUWHHOI TpaHcrnyTamiHasm tuny 2 (aHTn-TG2) Ta/abo
TecTiB Ha aHTMEeHAOMiI3ianbHi aHTUTINAG (aHTU-EMA),

3a AaHunmMmn 96 gocnigkeHb, ctaHoBuaa 1,4% (95%
A1 1,1-1,7%) 3a 3Ha4uHOI reteporeHHoOCTI (97,5%).
BogHouac rnobanbHa NOLWMPEHiCTb NiATBEPAXKEHOT
bioncieto ueniakii ctaHoBwna 0,7% (95% Al 0,5-0,9%).
MoLmpeHicTb cepeg AiTel byna BULLOK, HixX cepes
aopocnunx (0,9 Ta 0,5% BiaNoOBIAHO), a cepes XiHOK -
BULLIOO, HiXX cepeg Yonosikis (0,6 Ta 0,4% Bignosia-
HO) [5]. YMHHMKaMK 36iNbLUEHHS PU3KKY Leniakii €
HasABHICTb XBOPWX Ha Leniakito poagmyis nepLuoro
CTyneHs CNOPiIAHEHOCTI, @ TAKOX iHLWI XPOHiYHi 3a-
XBOPHOBAHHSA Ta CTaHW, SK-OT LlyKpOBWiA giabeT 1 Tmny,
cuHapoM JayHa i gediunt IgA [1, 14].

( YMHHUKUN PUSUKY LLENIAKIT

Po3BuTOK Leniakii 3yMOB/IHOOTL FTeHEeTUYHI YNH-
HUKW Ta BNJWB MFOTEHY, LLO CTUMYJ/TIOE aBTOIMYHHI
peakuii, ki NpU3BOAATb 40 MOLLIKOAXEHHS C/IN30BOT
06010HKM 1 aTpodii BiIOK TOHKOIO KMLWKIBHMKA [1-
3, 6, 12]. Lleniakia € aBTOIMYHHVM 3aXBOPHOBAHHAM,
3a IKOro CNoCTepiraeTbcsa AncbanaHc Mixx akTUBHICTHO
T-xennepig 1 Ta 2 TMNiB. BNAMB YNHHWKIB CNaAKOBOCTI
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M fOBKINNA NpU3BOANTE A0 NOPYLUEHHS GYHKLT KALL-
KiBHWKA, HeaJekBaTHOI iMyHHOT BignoBiai Ta ancba-
naHcy mikpobiomy [1, 2].

FeHeTUYHNIA pU3KK Leniakii 34e6inbLuoro acouino-
BaHWI i3 MeBHNUMU reTepogmmMepamu raniotTmnis
JIOACBKOro NerikoumTapHoro aHtureny (HLA) knacy 1,
3okpemMa DQ2 ta DQ8. binbLUicTb NaLieHTIB i3 Leniakieto
(6n13bK0 90%) MatoTb No3uTrBHMIN HLA-DQ2, cepeg
peLuTV NaLieHTiB NepeBaxae HasgBHiICTb HLA-DQS8 [2].
FoMo3uroTHicTb 3a HLA-DQ2 crnpuymnHSAe BULLNIA PU3KK
PaHHbLOT MNOSIBM 3aXBOPIOBaHHSA B AiTel [1]. Baxnnso
3a3HaunTy, Wwo HLA-DQ2 ta HLA-DQ8 € nowmpeHnMmu
cepej HaceneHHs 3aranom (25-35%), i anwe B 3% oci6
i3 rpynn pu3snky 3a HLA po3BuBaeTbca yeniakia [1].
Y 6inbLUIOCTI gocnigKeHb MOBIAOMASETLCA, LLO iHLUI
BapiaHT HLA-DQ $opMytoTb HE3HaYHN pU3KNK PO3-
BWTKY Liestiakii, OCKifIbK/ BOHM HEYacTO acoL,iloHThCH
i3 UMM 3axBoproBaHHAM [1, 2, 12].

BXnBaHHSA B Xy rOTEHY Ta NpakTnKa PaHHbLOro
NPUMNYHEHHS BUrOA0BYBaHHS BBaXar0TbCA YNHHUKaMU
PO3BUTKY Lieniakii, aBTOIMYHHMX peakLiii i NoLKO-
J>KEHHS C/IN30BOI 06010HKU KULLKiBHUMKA [1-3, 12].
[IIOTEH € TPUrepoM PO3BUTKY Liestiakii, ane Ha CboroaHi
He 3p03yMino, YoMy He BCi 104N, AKi MatOTb reHeTnY-
HY CXWJIBHICTb, XBOPIOTb Ha Liesliakito Ta YoMy AesKi
BUNAAKN AiarHOCTYOTbCA B Mi3HiWomy Biui [12]. Ma-
NIHHA € We OAHVUM YMHHWKOM PU3KKY, MOB'A3aHUM i3
[OBKINNSAM: y CBOI nybikauii Snook i cniBaBT. 3a3Hauya-
HOTb, L0 NOLWVPEHICTb Leniakii € BULLOK cepes KypLiB
[26]. HN3bKN eKOHOMIYHWIA CTaTYC TakoX HaeXNTb
[0 YNHHVIKIB pM3KKY Lieniakii, OCKiNbKK BiH MOB'A3aHNI
i3 HN3bKUM piBHEM ririeHu [27].

OfHUM i3 JOCNiAXEHVX YNHHWKIB PU3NKY Leniakii €
iHeKLiHi 3aXBOPIOBaHHSA. 3a AAHVUMUW NOHTITHAHOMO
NPOCMNEeKTUBHOI0 AOC/IAXEHHS, NMOBTOPIOBaHi poTasi-
pycHi iHbekuii acouinoBaHi 3 po3BUTKOM Leniakii [21].
OTxe, BaKUMHaLis NPOTY pOTaBipyCHOT iHdeKLii MoXe
MaTU 3aXUCHNI edekT WoA0 po3BUTKY Leniakii [22].
EHTepoBipycHi iHbeKLii B paHHbOMY AUTUHCTBI TaKOX
6ynu acouinoBaHi 3 NOAaNbLUMM PO3BUTKOM Lieniakil
[3, 23]. MNoLwmpeHicTb rocTpux pecnipaTopHUX iHbeKLin
€ BaX/INBUM YNHHUKOM pu3sKKy [3, 23].

baraTo gocnifXKeHb NiATBEPAXYHOTb HAaABHICTb
Yy MiKpo6ioMmi NaLieHTIB i3 Lieniakieto BEANKOT KiNbKOCTI
cneumndivyHMX TMMiB MiKPOOPraHi3MiB, AK-0T bakTepii
pogis Clostridium, Prevotella A Actinomyces, a Takox
poTaBipyc i peosipyc [2, 12]. OkpiM TOro, HeLoAaBHE
AOCNIAXEHHS MOKa3ano, Wo MiKkpobioM HEMOBAAT
i3 FEHOTMNOM BMCOKOIO PU3NKY XapaKTepu3yeTbCH
HN3bKOK KiNbKicTo 6idigobakTepin B. longus [24].
Taki 0cob6ANBOCTI KNLWKOBOT G1opn NPU3BOAATL
40 36inbLWeHHsA pU3nKy aBTOIMYHHUX i 3ananbHUX
3axBOPHOBaHb [12]. 3 iHWOro 60Ky, AesiKi 4OCNIKEHHS
NPpUNYycKaThb, WO NeBHi MiKPpOOpPraHisMun (Hanpu-
knag, Helicobacter pylori abo LmMTOMEranoBipyc) MoXyTb
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3aBaXaTu PO3BUTKY Lefiakil, ane MexaHi3m Lboro Aoci
HeBigoMui [2]. Aeski enigemMionorivHi 4ocniaxXeHHs
AOCNIAKYBan BNAVB MOAY/TFOBAHHSA KNLLKOBOI MiKPO-
6i0T Ha pO3BUTOK Lieniakii, ane gokasu ycniHoCTi
TaKkMX BTPyYaHb yce Lie obmexeHi [25].

( AIArHOCTUKA LLENIAKIT

[0 KnacnyHMX KNiHIYHMX O3HaK Leniakil HanexaTb
CUMNTOMM ManbabcopbLii, AK-0T XpOoHiuHa giapes,
PiAKi NIHNCTI BUNOPOXHEHHS, ANCNEencis Ta 34yTTS
XVBOTA, WO NPOABAAKTLCSA 3 PAHHLOMO ANTUHCTBA.
M’'aKLWi noniopraHHi NposABK Lieniakii MOXyTb BUHN-
KaTu AK y AUTAYOMY, TaK i B JopocaoMy Bili [2, 12].
PiaKi BUNOPOXHEHHS, 6ifb Y XMBOTI Ta METEOpPn3M
€ HaMOLWWpPEeHIWVMM 03HaKaMK, XOo4a NOAEKONN
He BAAETLCS BUSABUTU XXOAHUX LLTYHKOBO-KULLIKOBUX
po3nagis [2]. OkpiM TOro, iCHyTb AesKi CRifbHi KAi-
HiYHI CUMNTOMU cepes NaLieHTIB i3 Leniakieto. Hanpu-
knag, 10% fopoC/INX XBOPUX Ha Liefliakito CTpaxaaroTb
Ha repneTGOPMHUA AepMaTUT, a e OA4HUM NOoLUK-
peHuM sBULLEM € 3ani3o4ediumTHa aHemis [2, 8, 12,
42, 43]. OCHOBHI WTYHKOBO-KMLLKOBI Ta NOJliOPraHHi
KNiHIYHI NposABW Leniakii npeAcTaBneHo B TabanLi.

TABTNUA. KniHiuHi nposBu yeniakii 3 60Ky
LLI/TYHKOBO-KMLLUKOBOIO TPaKTY 1 iHIMX opraHiB i cucrem

MposiBn 3 6oky  Aiapes, piaki BANOPOXHEHHS, BTpaTa Bary,

LUNYHKOBO- AMCNencis, 34yTTH XMBOTa, METEOPU3M, XPO-
KNLLKOBOIO HiYHWI BiNb y XNBOTI, aHOpeKcis, 61t0BaH-
TpaKTy HSA, ?(p(aHiHHi 3aKpenu Ta 3aTpumKa pocty
(B aiTen)
Mposen, PeungneHi ronoBHi 6oni, eninencis
noB’'A3aHi Ta CyAOMHi Hanaawu. NepudepnyHa Hei-
3 iHWUMK ponaTif, MO304KOBa aTakcis. [lenpecis
opraHamu Ta TPMBOra, XPOHiyHa BTOMa. HM3bKWi 3picT,

3aTpMMKa CTaTeBoro Ao3piBaHHA. FenatuT,
NiABULLEHHA PiBHA NEYiHKOBWX TpaHcaMi-
Has, 3anizogediunTHa aHemis. CkeneTHi
M'A31: apTpasria, OCTeoneHis, nepenomm
KIiCTOK, apTpUT. I3 60Ky pOTOBOI MOPOXKHUHMN:
rinonnasia 3ybHoi emani, peunaneHi apTo3Hi
BMPa3Ky B POTOBIli MOPOXHWHI

Ta cuctemamum

Ans ueniakii MOXyTb ByTK XapakTepHi cneundiy-
Hi 3MiHM B reMaToNoriuHmMX i 6ioXiMiYHMX aHani3ax
KpOBi [46]. HN3bKNiA piBeHb anbbyMiHy, reMorno6iHy
Ta MiKpoefneMeHTIB, AK-0T Kanii, KanbUii, BiTaMiH D
i MarHii, acoLitETLCS 3 KACUYHOK Leniakiero. Takox
cepes NauieHTIB i3 Leniakieto € NoWMPeHNMU HN3bKI
nokasHuKkn GepuUTHY Ta MikpoumTapHa aHemis [47].
HaBiTb 3a BigCYyTHOCTI iHWWX BiAMOBIAHNX CUMMTO-
MiB KPUMTOTEHHE MigBULLEHHS TpaHCaMiHa3 Moxe
CUrHanisyBaTu Npo AebtoT Leniakii; piBHi MeYiHKOBUX
depmeHTIB NOBEPTaOTHCA 40 HOPMAa/bHOrO JianasoHy
NPOTAroM 6-12 micauis nicnsg snposagxeHHs bIr'/ [49].

Bu3HaueHHA XxapakTepHUX MOPGONOTiYHNX 3MIH
CNN30BOT 060NOHKN KULWKIBHMKA Ta CEPOJIOTIYUHI
AOCNIAXEHHS (BCTAHOB/IEHHSA PiBHIB aBTOAHTUTIN



40 TKAHWHHOI TpaHcrawTaMiHasu 2 tuny [TG2],
AHTVEeHAOMI3ianbHNX aHTUTIN [EMA] 1 aHTuUTIN 40 Ae-
3aMiHOBaHMX nentuais rniagnHy [DGP]) € oCHOBHUMW
IHCTPYMeHTaMu ANA AiarHoCTUKK ueniakii [1]. EHAo-
CKOMist BUKOHYETLCA MIiC/AA CEPONOTiYHNX TECTIB, AKi
BKJIOYAKOTb BMU3HAYeHHS aHTUTIN 4o EmA Ta TG2 [2].
CeponorivHi TecTu € gy>Xe TOYHVMMN Ta YYTANBUMN:
IXHS YyTAMBICTb gocarae 90-100%, a cneundiyvHicTb -
100%, ane cepogiarHOCT1Ka Ma€ CBOI 0bmexeHHs [35].
EmA-TecTyBaHHA AOBrMIA Yac BBaXanocs 30/10TUM CTaH-
LapTOM AN BUABMEHHSA aBTOAHTUTIN Y pasi ueniacil,
npoTe NOoro pe3synbTaTt MoXe 6yTV XM6HOHEeraTUBHUM
3a gediunty IgA [2]. HU3bKUWiA piBeHb aHTUTIN Jo TG2
MOXe 6yTW MOB'A3aHWI 3 IHPEeKLiiHUMW N aBTOIMYH-
HVMMW 3aXBOPIOBAHHAMM, HaMpPUKIag i3 LykpoBMUM
Aiabetom 1 Tmny [36]. TecT Ha aHTUTINa 4o DGP BuKo-
PUCTOBYETLCA ANA CEPOAIarHOCTUKM Lieniakii y Bunag-
Kax, ki He BUABNAKTbLCA 3a 4OMNOMOror Tectis EmA
Ta TG2 [54]. MpnbnnsHo 10% naLienHTiB i3 Leniakieto €
CepoHeraTMBHUMMK, TOBTO He BUABNAIOTHCS XXOAHUM
i3 HAsABHWX CEPOJIOTIUHMNX METOZIB; Y TaKMX MaLliEHTIB
YCTaHOBNEHHS JiarHo3y 3a1eXuTb BUK/IKOYHO Bij pe-
3yNbTaTIB MiCTONOrYHOro A0CNifKeHHs 6ionTaTy ABa-
HagauaT1nanol K1wkwn [37]. NMpoBeseHHA reHeTNYHOoro
TeCcTyBaHHSA Ha HasBHiICcTb HLA-DQ2/HLA-DQ8 moxe
ByTW BaXJINBUM, OCKINbKW HEraTUBHUM pe3ynbTaT
OCTaTOYHO BUK/OYAE Leniakito Ta 3MyLLYE LLyKaTun
iHLWi Npu4YMHK aTpodii Biok [1].

bioncia aABaHaAUATUNANOT KULWKWN 3aNNLLAETLCA
OCHOBHWM MeTOoAOM MOPGONOTiYHOT OLiHKMN
npw NiATBEPAXEHHI Leniakii, a rictonoris - 3010TUM
CTaHAAPTOM JiarHOCTUKIN LibOr0 3aXBOPHOBaHHSA [52].
PeKOMeHAY€ETLCS NPOBOANTM 3abip 4 6ionTaTiB i3 HX3-
XiAHOT YaCTUHW ABaHAALUATLMANOI KMULWKK Ta 2 bionTa-
TiB UMBYANHW ABaHaALUATMNANOT KKK [57]. 3rigHo
3 knacuodikauiero Marsh (MogndikosaHoto Oberhiber)
Pi3Hi TUNW ypaXXeHHS CNM30BOT 060JIOHKWN KNLLIKIB-
HWKa NOAiNATbCa Ha 5 cTagin [58]. MNepwa cTagis
YPaXKeHHSA XapakKTepusyeTbCA BUCOKUM YMICTOM
iHTeCTUHaNbHWX iHTpaeniTenianbHUX NiMdoLn-
TiB - |[EJT (409 yeniakii xapakTepHuUM yuncinom IEN
BBaXaeTbcA 225 nimpounTis Ha 100 eniTenianbHUX
KNiTKH) 6e3 rinepnnasii KPMUNT i 3MiH BiINOK; 3a ApY-
rol CTaii CnocTepiraeTbCa NiABULLEHHSA BMICTY IEJT
i3 rinepnnaasieto KpUNT i 6e3 3MiH BilioK. 414 noTeH-
LiNHOT ueniakii xapakTepHi No3nUTUBHI aHTN-TG2
M aHTU-EmA npu MiHiManbHOMY YpaXK€HHi KULLKiB-
HUKa. KpiM TOro, MiHiMasibHe ypaxeHHS KNLLKIBHUKa
MOXe crocTepiraTncs Npy Xxapyosiin aneprii (Hanpu-
Knag, Ha 6inoK KOpOB'AYOro Moaoka), xsopobi KpoHa,
nimpoumTapHomy KoniTi. Tunose Ansa ueniakii ypa-
XEeHHA KULWKIBHMKA (CTagia 3 3a Marsh) gemoHcTpye
aTpodito BiNOK 3i 3MIHOK CNiBBIAHOLLEHHS BiliOK
40 KpUNT i 36inbweHHAM IES1. YpaxkeHHs TpeTboro
TUMY NOAINAKTLCA Ha NIATUNM 3a1€XHO Bif, TAXKOCTI

aTtpooii Biiok: 3a - nerka atpodisa, 3b - atpodia
CcepeAHbOro CTyneHs, 3¢ - cybToTanbHa aTpodis [58].
JyoaeHanbHa 6ioncis € BUpiLLanbHUM YAHHUKOM
ANA BCTAHOBJ/IEHHA NPaBU/IbHOIO AiarHO3Y, OCKiJIbKN
BM3HAUYEHHS CMPOBATKOBUX aHTUTI/T HE MOXe 3abes-
neynTy CTOBIACOTKOBY YYTAMBICTb i crieumdivHicTs [1].
3rigHo 3 HeloAaBHIMY pekoMeHaaliaMn EBponei-
CbKOro ToOBapuvcTBa ANUTAYOI racTPOEHTEepPOooril,
renartonorii Ta HyTpuuionorii (ESPGHAN) y negiaT-
PUYHIA NpaKTULL AOMNYCKAETLCA BCTAHOB/IEHHS Aiar-
HO3y Lieniakii 6e3 npoBeseHHs fyoAeHanbHoi 6ioncii,
3a HassBHOCTI KNiHIYHMX MPOABIB Lieiakil, BUCOKNX PiB-
HiB @HTUTIN 4O TMPEOrnobyNiHy, MO3UTUBHWX pe3ynb-
TaTiB gocnigkeHHss EmA, HasBHocTi HLA-DQ2/HLA-DQ8
[1, 40]. He3Baxatroun Ha Lie, bioncis ABaHaAUATMNANOI
KMLLKW 3aNULWAETHCHA BaX/IMBOK YaCTUHOK AiarHoc-
TUKWN AOPOC/ANX NALEHTIB i3 Mif03PpOoto Ha Leniakito.
Cy4yacHuin 3010TUM CTaHAAPT MeANYHOI LOMOMOrK
npw Leniakii ctBepaxye, Wo 4 3 5 HaCTYyNHUX YMOB €
JOCTaTHIMU ANA AiarHOCTUKM LibOro 3aXBOPHOBaHHSA
[1, 45]: HaaABHICTb TMMNOBUX O3HAK i CUMMTOMIB, AKi
BK/IKOYALOTh Aiapeto Ta ManbabcopbLito; MO3UTUBHI
TecTu Ha aHTuTIna (TG2, EmA, DGP); no3nTtuBHui HLA-
DQ2 ta/abo HLA-DQS8, aTtpodis BilioK i NOLLKOAXEH-
HSA KULWKIBHWKA Npu AyofeHanbHir 6ioncil, a Takox
K/iHiYHe noJinweHHsA BHaCif4OoK JoTpUMaHHA b,
BiACyTHICTb ypaXeHHs KMLLKIBHMKA BKa3y€e Ha MoTeH-
LiriHY Leniakito, BiCYyTHICTb NO3UTUBHUX aHTUTIN -
Ha CcepoHeraTMBHY Leniakito, BiACYTHICTb TUMOBWX O3HaK
i CUIMMTOMIB - Ha HeKNacKMYHYy Lieniakito, ToAj K BiACYTHICTb
Bignosiai Ha bl'/] Bka3sye Ha pe3ncTeHTHy ueniakito [1].
MoTeHLUiNHa Leniakia xapakTepu3yeTbCsa No3u-
TUBHUMW aHTUTINaMu (IgA EmA i aHTu-TTT), HasaB-
HicTio HLA-DQ2/HLA-DQ8, HopManibHO CN1N30BOI0
000JIOHKOK KMLIKIBHMKA Ta HE3HAYHMMMW O3HAKaMM
3ananeHHs [28]. Chn3oBa 060/10HKA KULLKIBHMKA
3a NOTEHLMHOI Lieniakii € He3MiHeHOH abo He3HAaYHOo
3ananeHotro Yepes 36inbLueHHs Ymcna IEST [29]. MNa-
LLIEHTW 3 MOTEHLNHOM Leniakielo MoXyTb byTn 6es-
CMMOTOMHUMM @60 MaTK NO3aKMLLKOBI cumniToMi [29].
BinbLictb giteln (80%), sKi CTpaXAatoTb Ha MOTEHLHY
Lieniakito, € 6e3CMMANTOMHUMMU, a iHWi 20% MatoTb
KVLLKOBI CUMATOMM Ta NMO3aKMLLKOBI O3HaKW, SIK-0OT Bia-
CTaBaHHA B aHTPOMOMETPUYHMX nokasHukax [30, 311.
Y [OPOCANX MALIEHTIB i3 NOTEHUINHOK Leniakieto
CMMNTOMATMKA TPANAAETbCA YacTilwe, HiX Yy diTen,
i NepeBaXxHO Le No3akunLwkosi Nposasu [30-32]. CyyacHi
JOC/TIZKEHHA MPUMNYCKarTh, WO J1Le CUMATOMAaTUYHI
NaLiEHTM 3 MOTEHLNHOLO Liefiakielo MatoTb 4OTPUMY-
Batucs bl [30-32]. OgHak nuviLle HeBeNVKUIA BiCOTOK
NaLi€HTIB i3 MOTEHLIMHOO Lieniakiero AOTPUMYETLCS
Brf, i B HUX po3BMBaETbCA aTpodia Biriok [29, 30, 32].
ANroOpuUTM ZiarHOCTUKKN Leniakii npejctaBneHo
Ha pUCyHKy 1. AnropuT™m andepeHLiiHOI 4iarHOCTUKN
cepoHeraTMBHOI aTpodii Biiok HaBeAeHO Ha PUCYHKY 2.
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NIAO03PA HA LIENIIAKIFO / TPYNA PU3UKY LLEENIAKIT

IgA-tTG Ta 3aranbHUM cMpoBaTKOBUIA IgA
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Puc. 2. AnropruTtm andepeHLiiiHOoi AiarHOCTUKW cepoHeraTMBHOI aTpogii Biliok [1]

YCK/IAZHEHHS )
TA HAC/IIAKW LLENIAKII

BinbWicTb AOKa3iB CBIAYNTb MPO Te, WO Ni3HA
AiarHocTumka ueniakii Ta/abo HeAOTPUMaHHSA CyBO-
poi bl nigBuLLYOTE piBEHb CMEPTHOCTI MOPIBHAHO
i3 3aranbHoto nonynsauieto [60]. HainowwnpeHiwmnmm
YyCKNaZHeHHAMMN Leniakii cepes NaLieHTiB NOXMA0ro
BiKy € rinocnneHism, pebpaktepHa Leniakia Ta Bu-
pa3koBuiA ineiT [1]. Bansbko 30% A0OPOCANX XBOPUX
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Ha Leniakito MakTb rinocnaeHiam, SK1Uin acoLitoeETbCS
3 IHLWIMMW aBTOIMYHHMMI 3aXBOPIOBAHHAMMU, AK-OT BU-
paskoBuii ineiT i nimdpoma, a Takox bakTepiaibHUMK
iHpeKLisMn, 0CO6ANBO CAPUYNHEHUMW iHKaNCYNbO-
BaHUMW BakTepiaMu, SK-0T MEHIHFOKOK i MHEBMO-
KoK [51, 61]. PedpakTepHa Leniakia acouitoeTbCH
3 ManbabcopbLiero, 3HNXKEHHSAM IHAEKCY MacK Tina
Ta JiapeE€ro, afie BOHA CTaHOBUTb inLle 61M3bKO
1-1,5% Big ycix BUnaakiB Leniakii. 3a3Bnyain giarHos
pedpakTepHOI Leniakii BCTAHOB/OETLCA Nicas 1 poky



bl Ha nigcrasi BigCyTHOCTI NOKPaLLEeHHSA cepooriy-
HUX MOKa3HWKIB [62].

HalinowmpeHiwmmMm aniMeHTapHUMK HacaigKkamu
ueniakii € gediunt 3anisa, Bitaminy B, ,, BiTamiHy D
Ta KanbLito, $onieBoOi KNCNOTU, MiIKpOeNeMeHTIB
i MiHepaniB [63, 64]. Yci ui gediunTn NOXMBHUX pe-
YOBMWH MOB'A3aHi 3 TaKUMU TPAAULIAHUMW CUMMTO-
MaMU, K Aiapes Ta KONMBaHHSA iHAeKCy Macu Tina [2].
BinblwicTb gocnigxXeHb AiNWAN BUCHOBKY, Lo BIrj
CNPUYNHSAE ANCOanaHC NOXMBHUX PEUYOBUH | MOXe
6yTV NoB's3aHa 3 gediLnToM BiTaMiHiB | MiHepanis,
a TaKOoX HEKPOXMaNNCTUX Nonicaxapuais [2, 63, 64].
Tomy ifeanbHe nikyBaHHSA BKIOYAE B cebe 36anaH-
COBaHWI paLioH, a ediunT NOXNUBHUX PEHOBWH MO-
TPiIOGHO AiarHOCTyBaTW Ta NikyBaTu 3a 4OMNOMOroH0
JIETUYHUX 106aBOK [63, 64].

( NIKYBAHHSA LEMIAKI

Ha cborogHi eAnHUM epekTVBHUM METOAO0M NiKy-
BaHHS Ueniakii € foTpyMaHHs br'/l, 3acHoBaHOI Ha BXU-
BaHHi 6e3rnrTeHOoBOI iXi, AK-0T GPyKTK, 0BOYI, 6060BI
Ta 6e3rnTeHOoBI Kpynu. PekoMeHA0BaHa KiNbKiCTb
rNOTEHY ANA MaLieHTIB i3 Leniakieto He nepeBuLLye
10 Mr rAtOTEHY Ha 406y, NpoTe piBeHb TO/IEPAHTHOCTI
[0 FN0TEHY cepej NaLieHTIB i3 Lieniakiero Moxe byTu
BapiabenbHUM. 3rifHo 3i cTaHZapTaMu AfliMeHTapHOro
KoZeKcy BcecBiTHLOT OpraHisaLii OXOpoHU 340p0OB's
[92] Ta HOpMaM¥ YNipaBaiHHA 3 KOHTPOJIHO NMPOAYKTIB
Xap4yBaHHS 1 fikapcbkmx 3acobis CLLA (FDA) 6es-
rOTEHOBI NPOAYKTU MarTb MICTUTK <20 YyacTouyoK
Ha MiNbMNOH (ppm) FAOTEHY, WO ekBiBaneHTHO 20 Mr
TIFOTEHY Ha Kinorpam npoaykty [12].

MocTiHe cyBope foTpUMaHHSA b/, € eguHMM peko-
MeHZOBaHWM JlikyBaHHAM A/151 NALEHTIB i3 Leniakieto
[3, 8,9, 44, 81-83]. 3a gaHumn Catassi Ta cniBabT.,
y MayieHTIB i3 yeniakieto cnoxmeaHHA 50 Mr raroTe-
HY Ha 406y MPOTAroM 3 MiCALiB MOXe Npu3BecTr 40
pyViHyBaHHS BiIOK TOHKOI KULLKK [84]. JoTprMaHHS
BI'[l cnpusie 3aro€eHHIO eniTeslito TOHKOTO KULLIKIBHMKA
Ta MOKPALLLEHHO KNiHIYHOT CUMMATOMATUKN (HalinepLue
LLTYHKOBO-KNLLKOBUX cMMTOMIB) [12]. Okpim TOro,
rictonoriyHe AocCnig>KeHHs TOHKOro KMLWKIBHUKA,
CepoNorivHi TeCT, 3aranbHOK/IHIYHI aHani3u i oujHKa
Xap4yoBOro aHamHe3sy € KAiHIYHUMY KOHTPONBHUMMN
TOUKaMW, AKi BUKOPUCTOBYIOTLCA ANSA NiATBEPAXKEHHS
npuxunbHocTi Ao BrA [87]. HaTouHiWMM MeToL0M
nepesipky MPUXMABHOCTI NaLieHTiB 4o B/l € npose-
AEHHS Bioncii gBaHaAUATMNANOT KLWKM Ta NoAasbLue
rictonoriyHe foCnigKeHHs.

(' PEKOMEHAALLI

e JlyoseHanbHa 6ioncis 3anMWAETLCA OCHOBHUM
i HAMBaXNUBILWWM IHCTPYMEHTOM AiarHOCTUKMN

Leniakil; ceponoriyHe AoCNifKeHHA He MoXe 3aMmi-
HUTK BioNCito B AiarHOCTUL Lieniakii B AOPOCAMX.
MNavjieHTV MaTb goTpumMyBaTncs BI'J i cnoxmneaTn
MeHLU AK 10 Mr ratoTeHy Ha Jo6y, a MeTo nojanb-
LLIOro CNoCTEPEXeHHs € 3abe3neYeHHs1 CyBOpOro
AoTpumMaHHA b,

BariTH1M nauieHTKaMm i3 Leniakiero pekoMeHL0BaHO
AOTPUMaHHSA B[l ANna 3HWXKEHHA pU3KKYy HecnpuaT-
NVBUX HaCNIAKIB Ans nnoja.

SIKLWwo goTpuMaHHs B/, € npobnematuyHmMm, naLi-
€HTW 3 Lieniakiero MaroTb CNocTepiraTncs AieTos0rom
Ta/abo nikapeM, K1 Ma€e BiANOBIAHWUI A0CBIA.
CMNTOMAaTUYHI MaLEHTN i3 Leniakiero MaroTb OT-
pUMyBaTU peTesibHille 06CTeXEeHHS, HiXXK ackMmn-
TOMaTUYHI.

MauieHTiB Clig 3a0X04yBaTV MPUERHATNCA 0 MicLie-
BOI rpynu NiATPUMKN XBOPWX Ha Lieniakito Bigpasy
nicnsg BCTaHOB/IEHHS AiarHosy.

MauieHTaMm, ki 3a pe3ynbTatamum pibpoesora-
cTpoayogeHockonii (PErAC) maroTb eHAOCKOM Y-
Hi 03HaKW, WO BKa3yrTb Ha Ueniakito, a Takox
AEMOHCTPYIOTb KAiHIYHI Ta 1abopaTopHi 3HaXigKK,
XapaKTepHi AnA ueniakii, BApTO NpM3HauYnTK Bioncito
ABaHaAUATMNANOT KULLIKW.

HLA-TNyBaHHA MPOBOANTLCA AN BUKIHOYEHHS
JAiarHo3y ueniakii. BuasneHHs rannotunis HLA
DQ2.5 abo DQ8 came no cobi He € 4OCTATHIM
ANA NiATBEPAKEHHS AiarHO3Yy Leniakil.

Ans oci6, siki camocTiliHO Ta 6e3 agekBaTHOI Aiar-
HOCTUKW Leniakii neperiwnm Ha b, Moxe npoBso-
antuca HLA-TunyBaHHS.

B 0ci6 i3 BMCOKMM PU3NKOM Leniakii (Hanpuknag,
Yy POAMYIB NepLUoro cTyrneHs CrnopigHeHoCTi) and
BUKJTIOYEHHS AiarHo3y Leniakii Ta SMeHLUeHHS Kinb-
KOCTi 06CcTexxeHb Moxe 6yTu BUkopuctaHe HLA-
TUNYBaHHS.

Y 6nn3bKUX POANUIB MALLIEHTIB i3 Lieniakieto,
O AeMOHCTPYIOTh KAIHIYHI CUMATOMMW LbOro 3a-
XBOPHOBaHHS, NOTPIGHO NPOBOAUTY NabopaTopHi
Ta ricTONOriYHiI AOCNiAKEHHS.

[na BCTaHOBAEHHSA AiarHo3y Leniakii moTpibHe
npoBejeHHA Bioncii ABaHaAUATUNANOT KNLLKWN
(AKLLO NaLieEHT 4OTPUMYETLCSA MIOTEHOBMICHOT
AieTn). Ana nepeBaXxHOI 6iNbLIOCTI JOPOCANX Na-
LiEHTIB YCTAaHOBMIEHHS AiarHo3y Leniakii noTpebye
NO3NTUBHWX Pe3yNbTaTiB CEPOOriYHOro JoCni-
IKEHHS.

Akwo nig yac nposegeHHA PEMAC BUSABNAOTL-
€S 03HaKWM ueniakii, NOTPiI6GHO BMKOHAaTK 3a6ip
4 6ionTaTiB i3 HN3XiAHOT YaCTUHW ABaHAAUATMNANOI
KWLLIKKX Ta 2 6ionTaTiB UnbynHM BaHaUATLNANOi
KMLLIKWN,

Cnig po3rNsHYTY MOXJIMBICTL MPU3HaYeHHs Bioncii
ABaHaAUATMNANOl KNLWKN B CEPOIOTiIYHO HeraTuB-
HWX NaLi€eHTIB, AKi MalOTb CUMNTOMU Manbabcopbuyi
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ACMEKTW NIKYBAHHSA. BAPTO 3HATU

(Hanpwvknag, aHeMito uu giapeto) abo 06TAKEeHN
CiMerHWIA aHaMHe3 LWLoAo Leniakii.

MoBTOpHI Bioncii MOXyTb BYTN MOTEHLINHO KO-
PUCHUMU ANS BUSBNEHHS NaLiEeHTIB i3 Leniakiero,
AKi MaloTb MiABULLEHWI PU3NK PO3BUTKY NiMdo-
MW,

MNoBTOpHI 6ioncii He € 060B'A3KOBMMMU, AKLLO MaLlieEHT
i3 Leniakiero Npy JoTpUMaHHiI bl He Mae cMMmnTo-
MiB 3aXBOPIOBaHHS I iHLINX O3HaK, AKi BKa3yBaau
61 Ha NigBULLEHWT PU3KK YCKNTAAHEHb.
KoHTponbHi 6ioncii BapTo NpoBOAMTM NaLliEHTam
i3 Leniakieto, SKi He 4eMOHCTPYTb NOKPaLLEeHHS
CTaHy npu gotpumaHHi brj.

MavjeHTam i3 Leniakiero, ki MaroTb A0AATKOBI UMHHWKA
pY3KKy OCTeonopo3y abo € cTapLUmMMK 3a 55 pokiB, iz
OTPUMATK LLEeMNIeHHSA MHEBMOKOKOBOK) BaKLHOHO.
XBOPUM, AKi MatOTb A0AATKOBI UNHHUKN PU3NKY
oCTeornopo3y abo € cTapwrmMu 3a 55 pokis, no-
TPiIGHO NPOBOANTY AeHCUTOMETPItO Micia 1 poky
AoTpuMaHHa B,

Jopocni naLieHTn i3 Lieniakiero MaroTb OTPUMYBATU
He MeHLU Hix 1000 Mr KasbLito Ha J06y.
MNaLjieHTN i3 Lieniakiero MatoTb MPOXOANTY LLOPIYHe
remMaTonoriyHe Ta 6ioxiMiuHe 06CTEXEHHS.
JoTprmaHHA BI'/l € 0CHOBHUM 3ax040M npodinak-
TUKW OCTEOoMnopo3y B MaLlieHTIB i3 Lesiakieto.

NitepaTtypa
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MiCTUTb NAHKPEaTUH y
HanedeKTUBHIWIN dopmi BUNyCcKy>*

MNpoAaBAAE MaKCMMyM NiNA3HOI
aktuBHocTi BXKE YEPE3 15 XBUJ/IUH*
nicns notpanaanHa y AMNK (pH 6)°

KpeoH miHimikpochepun®
AONOMarae nepeTpasoBaT
MaKCUMaNbHUI 06’em TKi°

MigTpumye BnacHe TpaB/ieHHA,

He NpUrHivytoum poboTy NigLwayHKOBOI
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KOPOTKA IH®OPMALIIAl NPO NIKAPCbKUiA 3ACIE KPEOH®

PeecTpauiitHi nocsigueHHa MO3 Ykpainm Ne UA/9842/01/01, Ne UA/9842/01/02, Ne UA/9842/01/03 8ia, 22.02.2019 p. AiiicHi 6@3CTPOKOBO.

Cknap: 1 kancyna MiCTUTb NaHKPeaTUH B racCTPOPe3NUCTEHTHUX rpaHynax (KpeoH miHimikpocdepn®). KpeoH® 10000 — 150 mr naHKkpeatuHy (ninasu 10000 og. €®, aminasu 8000 og. EP, npoteasu 600 oa. EP); KpeoH
© 25000 — 300 Mr naHKpeaTuHy (ninasv 25000 og,. €D, aminasu 18000 og. €D, npoteasn 1000 og. ED); KpeoH® 40000 — 400 mr naHKpeaTuHy (ninasu 40000 oa. €®, aminasu 25000 og. €D, npoteasu 1600 oa. EP).
Jlikapcbka dopma. Kancynm Teepai 3 racTpopesucTeHTHUMM rpaHyNami.

Kopg ATX A09A A02. MpenapaTy, WO NOAINwWYoTh TPaBAEHHSA, BK/OYaoun pepmeHTU. MonidepmeHTHI npenapatu.

MoKasaHHA. JlikyBaHHA €K30KPUHHOI He40CTaTHOCTI MiALAYHKOBOI 3371031 Y AOPOCAUX i AiTEN, CMPUUMHEHOT PI3HUMM 3aXBOPIOBAHHAMM i CTAHAMM, B TOMY YUCAI 3a3HAYEHUMU HUXKYE, ane He OBMEXEHUMMU LM
nepenikom: MyKOBICLIMA03; XPOHIYHWI NAaHKPeaTWUT; NaHKpeaTeKTOMisA; racTPeKTOMiA; onepalii 3 HaKNafeHHAM LWAYHKOBO-KUILIKOBOrO aHAacTOMO3y (HampuKAaA, racTpoeHTepocTomia 3a Binbpotom Il); cuHapom
LiBaxmaHa-[JatMOHA]; CTaH NiCAA aTaku roCTPOro NaHKPeaTUTy Ta BiAHOB/NEHHA eHTepanbHOro abo NepopanbHOro XapyyBaHHA.

MpotunokasaHHa. [inepuyTAMBICTb A0 Aito40i pevoBuHM abo A0 byAb-AKOro iHWOro KOMMNOHEHTa Npenapary.

0co6AMBOCTi 3aCTOCYBaHHA. Y XBOPMX Ha MYKOBICLMAO3, AKi NPUAManU BUCOKI A03M NpenapaTiB NaHKpeaTUHy, CMOCTEePIraanca 3BYXEHHA iNeoLEeKasbHOro BiAAINY KWLWEYHUKY i TOBCTOI KUWKKU (dibpo3ytoua
KoNoHONaTiA). AK 3aN06iXHUIA 3axia PEeKOMEH/0BaHO Y pasi NOABU HE3BUYHMX aBA0MIHANBHUX CUMNTOMIB 260 3MiHM XapakTepy abA0MIHaNbHUX CUMMTOMIB 3BEPHYTUCA 38 MEAMYHOIO KOHCYNIbTALLE, WOB BUKNOUYUTH
MOX/UBICTb $ibpOo3ytoUoi KosoHOMaTI, 0c06AMBO AKLLO NALEHT Npuitmae binbwe 10000 og. €D ninasu/kr/poby.

3actocyBaHHA y nepioa BaritTHOcTi a6o roayBaHHA rpyaato. NMpu HeobXiAHOCTI BariTHI abo XKiHKKM, AKi rOAYIOTb rPYAAI, MOXYTb NpuiimMaT KpeoH® y [03ax, AOCTaTHIX AN 3abe3neyeHHs afAeKBaTHOMO cTaTycy
XapuyBaHHA.

Aitn. KpeoH® MoXHa 3aCTOCOBYBaTH AiTAM.

Cnoci6 3acTocyBaHHA Ta A03K. [lo3yBaHHA npenapaty 6asyeTbcA Ha iHAMBIAYaAbHUX NOTPe6ax XBOPOro i 3aNeKWTb Bif, CTYNEHA TAXKKOCTI 3aXBOPIOBAHHA Ta CKNaAy DKi. Kancyau i rpaHyau chig KOBTaTH Linvumu, He
PO3/1aMyIOuM Ta He PO3KOBYIOUM, | 3aNMBATM AOCTATHBOO KiIbKICTIO PiAUHM Nig Yac abo nicaa Npuitomy ixKi, y T. 4. NETKOT 3aKyCKU. AKLLO NALEHT HE MOXE NPOKOBTHYTM Kancy/y Linoto (Hanpuknag, Aitv i nauieHTn
NiTHBOTO BiKY), ii MOXHa PO3KPUTK | AOAATU TPaHYAM [0 W' AKOT iXi 3 KucAMM cepegosuiiem (pH<5,5), Wo He BUMarae po3oByBaHHs, a60 40 PiANHM 3 KUcaUm cepeposuLem (pH<5,5). Lie moxe 6yTu AbayyHe nope
a6o iiorypT, abo GppyKTOBUIA Cik 3 pH<5,5, HanpuKaaa, Abay4HWUIA, anenbcMHOBWIt abo aHaHacoBuiA Cik. Taky cymil He cnig 36epiratu. Mia yac nikyBaHHA Npenapatamu KpeoH® fyxe BaKNMBUM € BKWBAHHA [OCTaTHLOT
KiZIbKOCTI piAnHK, 0cobamBo B nepiog, i NiaBuLeHOoT BTpaTH. JediumT pianuHM MOXKe NOCUAUTH 3anopu.

Jlo3yBaHHA NpW MYKOBICLMAO3i: NOYATKOBA 4033 ANA AiTel BIKOM A0 4-X POKiB cTaHOBUTL 1000 og,. €D ninasm Ha KiNOrpam Macy Tina Mig vac KOXXHOro Npuitomy ixi i 4na AiTel Bikom Big 4-x pokis — 500 oa. EP ninasu
Ha Kinorpam macw Tina nig 4ac KoXXHoro npuitomy ixi. MigTpumytoua f03a ANA BiNbLIOCTI NaLLEHTIB He NOBUHHA NnepesuLLyBaTh 10000 oa. EP ninasu Ha Kinorpam macu Tina Ha 406y abo 4000 oa. EP ninasm Ha rpam
CMOKMUTOTO KUPY.

[lo3yBaHHA Npu iHWKX BUAAX (s i He Ay i nig AO03Y CAig NiaBUpaTH iHAMBIAYaNbHO, 3aN1€KHO Bif, CTYNEHA NOPYLIEHHA TPABAEHHA i XKMPOBOTO CKNagy iKi. Mpu npuitomi ixi
HeobxiAHMMM € f03m BiA 25000 Ao 80000 og. €D ninasu Ta N0NOBUHA IHAWBIAYaNbHOI 4031 NPU NerKii 3aKycLj.

MNo6iuni peakuii. [yxe yacTo Bigmivanack 6inb y KMBOTI*; 4acTo — HyA0Ta, 6110BaHHA, 3aMop, 3AYTTA XKMBOTA, Aiapea*. *Po3naam WAYHKOBO-KMLLIKOBOIO TPAKTY rONI0BHUM
YMHOM ByNM NoB’A3aHi 3 icHyloYMM 3axBoptoBaHHAM. Mpo Aiapeto Ta 6inb y KUBOTI NOBIAOMAANOCA 3 YACTOTO, NOAIGHOK a0 MEHLLOID, HiXK NPU 3acTocyBaHHI Naaue6o.
Heuactumu 6yan BUCMNAHHA; 3 HEBIAOMOO YaCTOTOK — CBEp6ikK, KPONUB'AHKA, rinepUyTAMUBICTL (aHadinakTUYHI peakui). MoBIAOMAANOCA NPO 3BYKEHHSA iNeOLEKabHOMO
BiAAINY KULLEYHUKY | TOBCTOT KMLLIKM (pi6po3ytoya KoNOHONATIA) Y XBOPMX Ha MYKOBICLMA03, AIKI NPUIMManu BUCOKI 403U Npenapartis NaHKpeaTuHy.

CrneuundiuHnx NobiyHMX peakuii y AiTei BcTaHOBNEHO He By/10. YacToTa, TUM Ta TAXKKICTb NOBIYHUX peakuii y AiTein, XBopux Ha MyKOBICLLMA03, 6yau NogibHUMKM J0 TaKMX y
AOPOCAUX.

B3aemogain 3 iHWMMK NiKapcbKUMK 3acobamu Ta iHLWI BUAKM B3aemogiit. [loc/ifKeHHA B3aEMOZIT He NPoBOANUAUCA.

Kareropia Bignycky. be3 peuenta.
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