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YpakeHHA NUTYHKOBO-KHITKOBOT'O TPAKTY
IIPU CUCTEMHIN CKJIEPOJECPMILI:
IT1arHOCTUYHO-JTIKYBA/IbHI ACIIEKTU

CHCTEMHA CKIEPO/ICPMIA € PIIKICHUM aBTOIMyHHHM PO3714/10M, SIKUI ACOLIIOETBCS 3 BUCOKOIO 3AXBOPIOBAHICTIO
Td CMEPTHICTIO. XaPaKTEPUIYEThCA (PIOPO30M UMCIICHHUX OPI'dHiB, 30KPEMA HIKipH, OIIOPHO-PYXOBOT'O AI1APAaTYy,
JIET€Hb, HUPOK, CEPLIS TA IIJIYHKOBO-KMIIKOBOI'O TpakTy (ILIKT). Hattuacrime crpaxaae KT (y 90 % Bumaixis).
ITaTOreHEeTHYHI MEXaHiI3MHU, KOTPi OEPYTh Y4aACTh Y 1IIbOMY 3aXBOPIOBAHHI, OXOIUIIOIOTh €H/IOTENAJIbHE YIIKO/-
JKEHH, BACKYJIOIATIIO i BUBLJIbHEHHA IIUTOKIHIB, AKi iHIIIIOIOTH iMYHHY BiZITIOBi/Ib, BiIK/IAJJ€HHA KOJIAT€HY i, 3PEIII-
TOI0, Pi6pO3. JO KIIHIYHUX BUSBIB 3aXBOPIOBAHHSA HAJICKATDH BTPATA HOPMAIBHOI IIEPUCTAIBIHUKH, I1IIOTOHI,
PHIiIHICTD CTIHOK i M’5130Ba aTpOis, sIKi IPU3BOAATH /10 Napesy i aunaranii opranis KT, HaamipHOIO pocty
OaKTepif y KMIIEYHHKY, XPOHIYHOI KMIIKOBOI IICEBAOOOCTPYKILiL, iapel, 3anopy. CTpaBoXij € Hafyacrie ypa-
SKEHOIO 4aCcTUHOO HIKT, IO BUABIETHCA I'ACTPOE30(PAreanbHOI0 PEQIIOKCHOIO XBOPOOOIO, €30(hariToM, pU3H-
KOM PO3BUTKY iIHTEPCTHIIAJIBHUX 3AXBOPIOBAHb JIETCHD i CTPaBOXOLy bapperTta Ta noTpedye peTebHOIO CIIO-
CTEPEKEHHS /I PAHHBOI'O BUSIBJICHHS 3JIOSIKICHOL TpaHCc(opMmaliil. BapianTu BeJJeHHS XBOPUX HA CUCTEMHY
crnepozepMiro 3 ypaxeHHaM HIKT jpasneki Bij ifeany 3 orsly Ha KOPOTKOCTPOKOBY €(DEKTHBHICTD 1 HASIBHICTD
0araTbOX MOOGIYHUX €(EeKTiB. 3aCTOCOBYIOTH iHIIOITOPHU INPOTOHHOI IIOMIIH, IPOKIHETHUKH, dHTHOIOTHUKH T4
€H/JOCKOITYHi BTpy4YaHHs1. HeOOXiiHO IPOBECTU JOAATKOBI JOC/IPKEHHS JUIs1 BUSBJICHHS TEPAIIEBTUYHUX METO-
JliB, SIKi MOYKYTb CTPUMATH (PIOPO3HUI IPOLIEC HA PAHHIX CTA/iX 3AXBOPIOBAHHS, 3AI100iral0un YCKIAIHEHHAM
i MOCTITHOMY IOIIKO/PKEHHIO JKUTTEBO BAKIMBUX OPraHiB. [IpOTHUpEBMATUYHI IpEnapaTy, KOTPi MOJAUDIKYIOTh
3aXBOPIOBAHHS, HE MAIOTh e(peKTy 1IpU ypakeHHi [ITKT.

K/I¥0490Bi CJI0Ba: CUCTEMHA CKIEPOAEPMisl, HUTYHKOBO-KHIIIKOBHUI TPAKT, NATOI€HES, CTPABOXIi/l, KUIICYHUK,
JiarHOCTUKA, JIIKYBAHHA.

WCTEMHa CKJIEpPoiepMist (CUCTEMHUI CKJIEPO3,

CC/l) — aBTOiMyHHWH poO37aj], SKUH 3yMOB-
JIIOE BUCOKY 3aXBOPIOBAHICTh 1 CMEPTHICTD. 3aXBO-
PIOBaHHS XapakTepusyeTbest (hibpo3oM Gararbox
OprasiB, 1 HacamIepel IIKipH, OTMOPHO-PYXOBOTO
amapary, JereHb, HIPOK, CepIls Ta MITyHKOBO-KHIII-
koBoro Tpakty (IIIKT). Came ypakerss KT € un
He Hafmommupenimum cumiromom CCJI [48, 75].
Tak, 80—90 % mnarienTis i3 CC/l MalTh racTpoi-
tectuHanbHi (I'T) BugaBm, mos’asani 3 ypakeHHAM
BEPXHBOTO Ta,/ab0 HuskHboro Bigginis IIIKT. Jose-
neno, mo TskkicTs ypakenns ['T HIKT e mapkepom
HECITPUATIUBOTO TPOTHO3Y 1 PU3UKY CMepTI y Taili-
entiB i3 CC/I [1, 9]. Cumnromn ypaskenns HIKT
npu CC/l 0XomI0t0Th TOPYIIIEHHSI MOTOPUKH CTpa-
BOXOJLY, TACTPOTIAPe3, CHHAPOM HAJIUIITKOBOTO OaK-
TepiabHOTO POCTY B TOHKOMY 1 TOBCTOMY KUIIIeY-
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HUKY, TTOPYIIEHHSI MOTOPUKU TOBCTOI KUIIKU 1 He-
TpuMaHHs Kany [4]. Po3BUTOK cuHIpOMY Masibal-
copb6uii mpu CCJI yaBiui migBHIyE CMEPTHICTDH
y HMAI[EHTIB YIPOJOBXK 8,5 POKY TICJIST BAHUKHEHHS
3axBOpIOBaHHs [2, 75].

IcHye o6MesxeHa iH(hOpMAIlist TIPO YHHHUKU PH-
3UKYy po3BUTKY Tsxkkoro ypakenus IIIKT. € nesxi
MIPUTYIIIEHHS MO0 BITUBY HASABHOCTI aHTHUTII 710
3 tutty myckapuHoBuXx petienitopiB (M3R), antu-U3
RNP i antu-U11,/U12 RNP [45]. Heoanopinnicts
kiHiuHOl Kaptuau xBopux Ha CC/I yckimamntoe
cTpatudikaIliio pu3nKy Ta 1iaTHOCTHUKY, & HEBEJTITKA
KIJIBKICTh e(DeKTUBHUX TepareBTUUYHUX METO/IiB
YCKJIQIHIOE TiKyBanu4g [8].

Y 2017 p. Oysiu OHOBJIEHI PeKOMEH/IAIlil eKcIep-
TiB HIOJI0 JIIKYBaHHS IIIJIYHKOBO-KUIITKOBUX PO3Ja-
niB, acorifioBannx i3 CC/l, AKi Hafamu KOPUCHY iH-
(hopmartito 711 TPaKTUKYIOYNX PEBMATOJIOTIB, TACT-
POEHTEPOJIOTIB Ta JTKAPiB 3araJbHOI MPAKTUKH |55,
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83, 92]. eit orssan npucsstuero matosiorii KT gk
BakmBoMy KiiniyHOMy BuUsBy CC/l, noBuMm miar-
HOCTUYHIM Ta TEPAIIEBTUYHNIM CTPATETisIM.

IIaToreHes ypaskeHHs IILIyHKOBO-

KHIIKOBOTO TPAKTY NMPH CKJIepoaepmii

[Tarorenes ypaxenus IIKT npu CC/I oxomnioe
3MIiHM 3 OOKY CYAMHHOIO PyCJia, TOPYIIEHHS KJIi-
TUHHOTO Ta TYMOPAJBbHOTO IMYHITETIB 1 HamMipHe
hibposoyTBOpenns (puc. 1).

3Mminu cyauH. [lomKo/KeHHST eHpoTeTiaJlbHIX
KJITUH TPU3BOUTD /10 BUBLJIbHEHHSA MOJICKYJI a/Ie-
3il Ta IpoayKIlii aKTUBHUX (POPM KUCHIO, IO TIPU-
rHiuye Ba3ojujaTallilo, COPUYMHSIOUN ieMilo Ta
HaKOIIMYEHHS 3alaJbHUX KJIITHH i Makpodaris M2,
AKI THAYKYIOTH (HiGPO3 TMO3aKIITHHHOTO MAaTPUKCY
[38]. Cyaunni aminu npu CC/1 BisyasizoBaHi 3a /10-
ITOMOTOIO KallCyJIbHOI €H/IOCKOII. Y A0Ci/KeHH]
3 yaactio 50 xBopux Ha CCJ/I OMKOKEHHST CTN30-
BOI 00OJIOHKH IIIyHKa BusiBuaun y 86,7 % ocib, 30-
kpema GAVE-cunapom (Gastric antral vascular ec-
tasia, CHHIPOM <«KaByHay ), aHTIOMUCILIA3II0 i Tese-
aHriekTasii. Kpim TOrO, CyArHN TOHKOI KUIIKHU (Biz
ABaHAAIATHIANOL 10 KayOoBOI) Oyau ypaskeHi
B 50 % Bumazkis [68].

3MiHU BPO/KEHOTO Ta AJaNTHBHOTO iMYHITETYy.
Xoya B paHHIX JOCTIZKEHHSX BiZI3HAYEHO JliarHOC-
TUYHY KOPUCTb aHTUTLJ SIK MapKepiB TSKKOCTI 3a-

XBOPIOBAHHS, ajie POJIb IUX AHTUTLI Yy MATOTeHe3l
['T-posmnanis mpu CC/I e Oy:io Busiieno. Huwi no-
BeJleHO, 110 crelu@ivyHi aBTOAHTUTIIA OB sI3aHi
3 TAaKMMHW YCKJIQTHEHHSAMN 3aXBOPIOBAHHS, IK JIeTe-
HeBa TiNepTeH3is, TMOMIKOIKeHHSI HUPOK 1 Iopy-
menns motopuku IITKT. YV 310poBux oci6 1moren-
miasmm fil, SKi TMOIMUPIOIOTHCS B3I0BXK M SI30BO-
KUIIKOBUX HEHPOHIB, IHAYKYIOTh BUBLJIbHEHHS alle-
tuaxosiny (AX) y cCMHANTUYHY HIJIMHY HEPBOBO-
M’s130B0TO 3'enHanisA. AX 3B'a3yerbesa 3 M3P, pos-
TaloOBaHUM Ha KIHI[EBIU [JIACTUHI IJIaIEHbKOM 130~
BUX KJITHH, CIPUYUHSIOUA CKOPOYEHHS M A3iB.
[Tpu CC/I dynkiionanpuauii BiiuB AX Ha MOTOPH-
Ky IIKT mopymryerbest yepe3 BUPOOICHHST T1ATO-
reHHux anTuTia (uB. puc. 1) [95].

Bysnm BusiBieHi anTumioeHTepaibHi HeipoHab-
Hi aHTUTiNA (aHTUTLIIO TpOoTH M3R) y mailiexTis i3
CCll, saxi acoriioBanucs 3 TSKY00 (DOPMOIO ypa-
skenust [ITKT i ve OyJiv BUSIBJIEH] y TAIIEHTIB 3 i/110-
natnyauMu nopymieatasyvu Motopuku HITKT [41].
Turtpu antuTtia 10 M3R nipsmo riponopitiiino Kope-
JoloTh 3 TspKKicTio [T-cumnromiB y mnaiieHTiB
3 CC/I i € OTEeHITIHO BasKJIUBUM MEIaTOPOM T10-
pylieHb MOTOPUKH. JlOCJHi/pKeHHSI BKa3yloTb, 1110
M3R-aBroanTtutisia npu CCJl cupuunHSAIOTh HEli-
pomnni ta miorenni auchynkiii [95]. Heifiponatuumi
posnaau BuHukaoTh 1pu panHii CC/l yepes IgG
aproantutiia 70 M3R y M'g30BO-KHITKOBOMY

Backyonaris

4 KpoBorTik: iBaHaIATHIIAIA KUITKA | aHTPAIbHUIT BiIin mryHKa
Crpasoxiz i mynok: T anonTos eHoTeiaibHIX KIiTHH,
HepUBacKyJIspHi iH(IIBTpaTH, MOTOBIEHHS (6a3agbHOI MeMOpaHK

IIlnynkoBa antpasibha cynuHHa ekrasist (GAVE-cunapom)
i reneanriekrasii, ski cnocrepiraiorbes B IITKT

diGpos
TGF-B (aktuBoBani pibpobaacTu
Ta IMyHHI KJIITUHN) +
Enzorenin-1: T neperBopenus
3 (ibpobacTis Ha MiodibpobracTn
Miodi6potaactu: T komaren i
T no3aKTHHHEIT MATPUKC

[TomkopxeHHHS
hibpobacris i TesonnTIB
d Konuenrparii TGF-p,
MMP-1 ra inTerpunis

BILTMBAIOTH HA XOJIIHEPTIYHO OMOCEPEIKOBAHI CKOPOUEHHS
CC/I-AT 3p’s3ytorbest 3 M3R y rirazieHbkuxX M's13ax
i MioeHTepaJbHUX HEHPOHAX 3 YTBOPEHHSIM aHTHHeWpoHATbHUX AT

CD4+Th2 — 1JI-4 cpustiors aucepenttiartii Th2-KaiTHH; TO3UTUBHIIT
3BOPOTHHI 3B'SI30K ITi/ICUJTIOE BiZITIOBIb Ta iHAYKYE MpoayKitiio AT
[Ipogibpornunmii epexr 1JI-4 Ta 1J1-13 3a paxynok akrusauii TGF-B

TymopamibHuii imyHiTer
M3R-aBroanturiaa + CCI-AT

Knituanuii imyHiter
ILrynkosa Gioncis: CD4*/CD8*

Hagmmmox CD4* y nuryHKy cipuyuHsie
dibposoyrBOpenns i T npoaykuii aBToaHTHTIN

AT — anTuTina, MMP — maTtpukcHa Metanonporeinasa; CCII — cucremHa cxiepoaepmis; KT — NuTyHKOBO-KUIIKOBUIL TPAKT;
IJI — inrepneriking, M3R — anTHTiNIA 10 3 THITY MycKapHHOBUX penenTopis; TGF — Tpancdopmisamii (hakrop pocry

Puc. 1. IIaTOoreHe3 3aIydeHHs IIULTYHKOBO-KHIIKOBOTO TPAKTY IIPH CUCTEMHIH CKIEpOAepMii. ATanTOBaHO [45]
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HEUPOHi, 10 TEPEeNIKOAKAE ABTOPETYISITOPHOMY
BUBiIbHEeHHIO AX 3 HEHPOHIB [56].

KraitunoomnocepenkoBani iMyHHI IuCHYHKIIII
npu CC/I BinGyBaioThest epeBaskHo yepes T2-xern-
nepu (Th2) CD4* (aums. puc. 1) [82]. Ilurokin-
orocepeKoBaHa akTuBallis (Gi6bpobaacTis acorri-
ttoBana 3 1JI-4, 1JI-13 ta intepdeponom-y (IOH-y)
[5, 81]. [Mokasu szanyuenns Th2, CD4* T-mximdo-
UTIiB y matoreHe3 (hibpo30yTBOPEHHSI OTPUMAHO
1pu TpoBe/ieHHi Oiorcii murynka. B Gionratax Bu-
ABJIEHO 3HAYHy TKaHMHHY iHdinsTpamnio. [Tokasa-
Ho, mo CD4"-xmitunu iHAyKyoTh (Hibpo3 uyepes
BUBLIbHEHHS MPOMIOPOTUYHUX IUTOKIHIB 1 Ips-
muii BIuimB Ha ¢ibpobaactu [64].

®Di6po3. Possutok ¢hibposy npu CCJI mae Kiio-
yoBe 3HavyenHs y po3sutky CC/l, mporpecyBanni
Hexayru Ta cmeptHocTi. [Tpomidepartist Th2-xmitnH
y TKaHUHAX TaKosK Oepe y4acTb y pibposi, OCKIIbKY
1ie PU3BOAUTD 10 30imbinernst npoaykiii TGF-p,
SAKUI MPOAYKYIOTh aKTHBOBaHi (ibpobaacTu Ta
imynni kmituau. Ile cupuunnsie 3Haunnii hidopo3
i meperBopenHs (hibpobracTiB Ha MiohibpobracTi
(nuB. puc. 1) [63]. Miodibpobiactu 3rogom BUpo6-
JISIOTH HAJIJTUIIKOBY KijbKicTh Kosareny I i 1T tu-
miB. 3MiHU B CTiHIN muryHKa marieHtiB i3 CCJJ
CBiUaTh PO TAKKUI PiOPO3, 30KpeMa HasBHI Pi3-
Hi TUIM KoJareny, MiodiOpobiacTu i psICHY eKc-
npecito mpodibpornunux (akropis (aus. puc. 1)
[63]. KiniieBuM pe3ysbraToM € MOpYIIeHHS MOIIN-
peHHS HEHPOHAIBLHOTO CUTHAITY, a OTKE, TIOPYIITeH-
Hs ckopoueHHs TkanuH. 11i cierudivni 3Minm npu-
3BOJIATH 710 BETETAaTUBHUX AMCHYHKITIH i TTOPYyIITeH-
Hs motopuku IIKT.

Kainiuyni BUsiBu ypaskeHHsI
IIJIYHKOBO-KHUIIKOBOTO TPAKTy

MPH CUCTEMHIi CKJIepo/iepMii

Hinguku ILIKT MatoTh pi3Hy TSLKKICTD yparKeHHS.

Ilopo:xauna pora

Kuriniuni BusBU ypaskeHHs MOPOKHUHU POTA IIPU
CC/l mocuts pisHOMaHiTHI. MikpocTOMis (3BYsKeH-
H$ POTOBOI TIIJIMHN ) 1 MiKpOXeJtist (3MEeHIIIeHHS TOB-
man ry6) € marorHomoniuanmu BustBamu CCJI, ix
vacrora cranoButh 50—80 % [50]. MikpocTomis 3y-
MoBJieHa (hibPO30M MepiopabHIX TKaHWH, BITHBAE
HA MOBJICHHS, >KyBaHHS, MPOBOKYIOUM PO3BUTOK
cTOMATOJIOTIYHUX 3axBopioBanb [50]. Ycranosieno,
IO IMiIBUIIEHUH piBEeHb aHTUTLII /IO TOTIOi30Mepasu [
KOPEJTIOE 3 TSKKICTIO MikpocTomil [15].

Kcepocromist tpamnsietbest 'y 30—40 % xBOpuUX
Ha CCJI [25]. ¥ GionraTtax ciimHHUX 37103 Yy 58 %
BUIIAJKIB criocTepiraau sanosuctuii pibpos, a 23 %
BiITIOBIJIaJii  KPUTEPIsIM  OJHOYACHOI HASABHOCTI
cunzgpomy Illerpena. Kcepoctomist 36ibiiye vac-

TOTY 3yOHOTO Kapi€ecy, YCKIAIHIOE HOCIHHS 3yOHUX
MIPOTE3iB, CHOTBOPIOE CMaK, CHPUYNHSIE CHHIAPOM
neyii y poToBiii moposkHUHI, aTpodito cm30B0i 060-
JIOHKH Ta KaH/1103 pOTOBOI opokHuHu [50].

3asHavyeHi CUHAPOMU 3yMOBJeHI 3HMKeHuM pH
CJIUHU 32 PaXyHOK KCEPOCTOMII i pehJIioKCy cTpaBo-
xofy. Mikpocromist Ta redopmaritii pyk o6MeKyIoTh
MPaBUJIbHY Tiri€Hy TTOPOKHIHU POTa, 10 TIe OiIb-
e TOTIPIIYE <«3[0POB’ST POTOBOI TOPOKHUHUY.
Posumpenss nepioJloHTaJbHUX IJINH € MOIINpe-
HOIO peHTreHoTrpadivHOI0 3HAXIIKOIO Y TAIIEHTIB 13
CC/l, mpuyomy HaiuacTiie ypasKy€eTbCs MPeMo-
JIIpHa Ta MoJisipHa 30Hu [28].

JIikyBaHHS KcepocToMil riepebavae 3acTocyBaH-
HsI NITYYHOI CJIMHY MPOTSITOM J[HSI, KOBTAHHSI BOJIU
MaJIuMu mopitisiMu KoskHi 10— 15 XB, opotieHHst po-
TOBOI IOPOKHIHU, BUKOPUCTAHHSI CIIEIliaIbHOI 3y0-
HOI [TaCTH Ta YHUKHEHHS PUHOMY JIiKapChbKUX IIpe-
[apaTiB Ta {HIIMX TepaleBTUYHUX 3acO0iB, SIKi MO-
JKYTb 3aTOCTPIOBATH KCEPOCTOMIIO, HATIPUKJIA], aH-
TUTICTAMIHHMX 3aC00iB, CIIA3MOJITUKIB 1 TpPUIH-
KJIUHUX anTugenpecantis [25, 50]. s gikysarms
MIKPOCTOMil BUSIBUJINCSI KOPUCHUMH BIIPaBU Ha
PO3TATYBaHHS pOTa, Macax i Kinesioteparisg [60].
3BUYAIHO, peTyJIsIpHA Tiri€Ha Ta CaHAIlisl TOPOKHU-
HU pOTa € 000B’I3KOBIM KOMITOHEHTOM KOMILIIEKC-
Hoi teparrii a7 nanienTis i3 CC/I. [Ipu npoBenenHi
opronanromorpamu y 10—20 % y xBopux va CCJ|
BUABJIAIOTH Pe30pOIii0 HUKHBOL IiesIenu, HMoBip-
HO, uepes3 BaCKyJIOMaTiio apTepiil Masoro Kamibpy ta
iImeMito BHACIIZIOK TUCKY MIJIBHOI MIKipH. 3aaydeH-
HST CKPOHEBO-HIKHBOIIEIEITHOTO CYTI00a MpU3Bo-
JWTH 10 OOJIIO i TPYAHOIIIB 3 BiIKPUBAHHSIM POTA.
CyMIITOMM KOPEJIOIOTH i3 TPUBATICTIO 1 TAKKICTTO
XBOpPOOU.

[Tamientn 3 mudysuoio dopmoio CC/l maoTh
y 25 pasiB OiIbIINI PUBUK PO3BUTKY IIIOCKOKJITHH-
Horo paky stauka [30]. Kpim Toro, y 25 % maiiieHTis i3
CC/l moxe po3BunyTHCST OpodhapuHreaTba 1ucha-
Tist BHACIZIOK MioTIaTil HUSKHBOTO Bi/IIITY TJIOTKU.

[l OIiHKY CTyTIeHsT TOPYIIEeHHs Ta BIIUBY Ha
SAKICTD JKUTTS HACTI/IKIB OpoaprHTeaqTbHuX CIMII-
tomis ipu CC/I po3pobiieno Husky tkasr. Haiimo-
MTUPEHITNM € TPOQiTh BITUBY 37I0POB S TOPOKHN-
uu pora (Oral Health Impact Profile (OHIP)). Ox-
HaK IKaJa OI[iHKA BIJTMBY YpaskeHHS TOPOKHUHI
pora mpu CCJI (Mouth Handicap in Systemic Scle-
rosis (MHISS)) € nagifininioro, Ma€ KOHCTPYKTHUB-
HY BJIIJIHICTD Ta JA€ 3MOTY OI[IHUTHU CTYIiHb iHBa-
migmsartii narienTis i3 CC/l, 3ymoBenoro ypaxeH-
HSM POTOBOI MOPOKHUHHU [73].

CrpaBoxin

CtpaBoxin € opranom, KOTpUil HaliyacTite ypa-
xkyerbest ipu CC/L (y 90 % Bunanxkis) [8]. Ypaken-
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Hg CTpaBOXony € onHieoo 3 mepiux o3Hak CCJ]
i MOJKe BUABJIATHACA CUMITTOMaMU incarii, oiHo-
arii, meuii, peryprirarii, 6osemM 3a TPYIHUHOIO,
XpoHiuHNM KarieM Ta aucdonieio [8]. Ili cummto-
MU 3HAUHOIO MIpPOI0 € HACHIIKOM CTPYKTYPHUX
i GyHKITiOHAJbHNX 3MiH Yy CTPaBOXOi, 30KpeMa
3HIKEHHS TUCKY HIDKHBOTO CTPABOXITHOTO C(iHK-
tepa (HCC), masgBHocCTi rpr:ki CTPaBOXiIHOTO OTBO-
py miadparmu, 3HMKEHHsT ab0 BiICyTHOCTI mepuc-
TAJIBTUKHU Ta CYXOCTi CJIM30BOI 00omonku. J{nmara-
1[I0 MOKHA TIOGAYUTH B3/IOBK YCHOTO CTPABOXO/LY.
3TiHO 3 OCTAHHIMU IOCTIIKEHHSIMU CEPEHE PO3-
mupentst ctanoButh 15—17 mm [103]. HaBognmo
BJIACHE KJIIHIYHE CIIOCTEePEeKeHHS: uJIaTallisl cTpa-
Boxoxay mo 30 mm y xBopoi Ha CC/] i3 TpuBamicTio
3axBopioBanng 14 pokis (puc. 2).

CrpaBoxij Mozke Oy TH 3aTy4eHUH SIK TTPH JIIMITO-
BaHiii, Tak i mpu anudysHiit hopmax crIepoaepmii,
aje, 3TITHO 3 TAHUMU TOMYJIAIINHNUX JTOCTIIKEHb,
qacTime TpamigeTbesa npu audysuin CCH [93].
[Tommupenicts pedatiokcy, aucdarii Ta afeHOKapIn-
HOMM CTaHOBUTD 34,8, 4,31 1,9 % Binnosiaxo [8].

[Tatorenes 3amydeHHS CTPABOXOAY OXOILTIOE
MIKpPOCYZAMHHI Ta 3allajibHi 3MiHU TJIaJIEHbKOI MyC-
KyJIaTyPH, HEPBIB 1 CIOJYYHOI TKAHUHU CTPABOXO-
1y, AKi cnpuanHAIOTh HiOPo3 i 3permToro — auc-
dynxiio [16, 43].

3HIKeHHsT ab0  BiICYTHICTb  MEPUCTATBTUKI
B HIDKHIX JIBOX TPETHMHAX CTPABOXOIY 3YMOBIIOE
PO3BUTOK TacTpoe3odarearbHol pedIioKCHOI XBO-
pobu (T'EPX) y marientis i3 CC/I. MiskHapoHa po-
6oua rpymna 3 TEPX HemaBHO ommy6IriKyBajia KOHCEH-

Puc. 2. KommrrorepHa Tomorpadisa yepeBHO1
IOPO>KHHHH 3 NIEPOPATBHHUM KOHTPACTYBAHHAM
CTPABOXOAY NAIi€EHTKH i3 CHCTEMHOIO
ckaepoaepMiero. CIIocTepiraerbca 3HaUHA
JIIATALIIA JUCTATBHOI HUZKHBOI1 TPETHHH
CTPABOXO/Y 3 HOI'O PO3LIHMPEHHAM 40 30 MM.
DOoTO 3 ApXiBy aBTOPIB

CYCHI PEeKOMEHAIl IMOA0 IaTHOCTUKU 3aXBOPIO-
Bannug [92]: ycranossenns miarnozy ['EPX rpynty-
€ThCS HA BIJIMIOBi/II HA eMITIIPUYHE JIIKYBaHHS aHTH-
CEKpPeTOpHOIO Teparieo. JKio cumintomu 36epira-
I0ThCsI, HE3BaKAIOUM Ha TIOYaTKOBY Tepariiio Ta/abo
32 HAgBHOCTI HACTOPOKYIOUMX CHUMIITOMIB (HeHa-
BMUCHA BTpaTa MacH Tijia, aHeMist, Oi1b), HeoOXiZHO
MPOBECTU JIOIATKOBI JIOCTI/IKEHHS /IJIsi BUBUYEHHS
(dizioznorii MOTOPHOI PYHKIIIT 1 TSKKOCTI pediokcy
3a JIOMOMOTOI0 MaHOMETPil CTPaBOXOLY 3 BUCOKOIO
PO3JIIBHOIO 3IaTHICTIO Ta aMOyJIaTOPHOTO MOHITO-
punry pH [3, 92]. Otpumani gani MOKYTbh TOTTOMOT -
TH y TPOBEZICHHI U] epeHITliaTbHOTO MiarHO3Y Ta BU-
3HaYeHHI I[iJTbOBOI MEIMYHO]I JIOTIOMOTH.
MaHnoMmeTpist cTpaBOXOIY € 30JI0TUM CTAaHIAPTOM
TS TIaTHOCTUKY TTOPYIIIEHb MOTOPUKH CTPABOXOJLY.
Manomerpuuni 3naxiaku ipu CC/I € HeopHOpiTHN-
MU. 3TiIHO i3 HeAaBHO TPOBEAEHIMHY JIOCTiIXKEHH -
MU HaWYacTIMMMU O03HAKaMU € BiJICYTHICTD Tepuc-
TagbTuKu — 56 %, rinorensis HCC — 33 %, Hop-
MasbHa CKOPOTIMBA (DYHKITS TpariseTbest ¥ 26 %
TAIliENTIB, a Hee(heKTUBHA MOTOPUKA CTPABOXOIY —
B 10 % [26, 80]. € namni mpo mepexpect MixK HasBHIC-
TIO YPaKEHb CTPABOXOJYy Ta aHOPEKTATBHOIO IIHC-
dyHKITIEIO (BU3HAYEHOI AaHOPEKTAThHOI0 MAaHOMET-
pieo) [59]. 3uwmwkenna tonycy HCC crnpuunnse
XPOHIYHI pedIIoKCHI 3MiHU, 110 MOKe TIPU3BECTH 10
IHIMUX YCKJIAIHEHb, TaKUX IK pedJIiokc-e30darit,
CTpUKTYpHU Ta cTpaBoxin bapperra (puc. 3) [2, 8].
Jlikysanus TEPX mepenbavae gierndne xapuy-
BaHHsI, MOAUMIKaIi0 croco0y KUTTsI, YHUKHEHHS
MOTPIITHOCTEN B 111, BAKUBAHHS aJIKOTOJIIO, TIOTIOHO-
BUX BUPOOIB Ta Xap4yBaHHSI IIPOTSTOM 3 TOJI /IO CHY
[74]. TIpenapatamu BuGopy ajis jaikysBanus [EPX
€ inribiropu nporonnoi nomnu (IIIIT). IIpore 6inb-
1ie IOJIOBUHU MalieHTiB, gki orpumysanu [III1,
Masii e30(ariT HU3bKOTO CTYIIEHSI aKTUBHOCTI abo
permauBHi emizoan pH <4 [87]. [lns pe3anctenTHIX
1o crangaptaux 103 [TI11 marienTtiB 103u ipenapa-
TiB MiABUINYIOTH yABidi. Moske OyTU POSIJISHYyTE
nonasanHs H, (ricraminy)-6s0karopis Ha Hiu abo
MIPOBe/IeHHs  iMITeZITaHCcOMeTpil cTpaBoxomy [74].
H,-6moxatopu — edekTuBHi Ipenaparu, OCKilIbKI
MTPOJIYKITiA KMCJIOT YHOUI 3HAYHOIO MiPOIO 3aJI€3KUTh
BiJl BUBLTbHEeHHS ricTaminy. [IpoTe npusHaueHHs aH-
TUTICTAMIHHUX [IPEMapariB € 0OMEKEHNUM Y TIAIlIEHTIB
i3 KcepocToMi€ro. K BiloMO, TIPOKIHETUYHI areHTH
nostinryiors cumnromu I'EPX, ase kiriniuHi BUIIPO-
Gysanms y narientis i3 CC/] #e npogemMoncTpyBam
3HAYHOTO KJIHIYHOTO ycrmixy 1mx 3acobis. ITIIT Ta
ITPOKIHETUYHA Tepalisi MaloTh BUCOKY e(heKTUBHICTh
Ha paHHil cTaiii 3aXBOPIOBAHHS, aJie BOHU BTPAYalOTh
edeKTUBHICTD 32 HAsIBHOCTI aTpodii cTpaBoxomy [74].
Ao cumnromu pedriokcy 36epiraiotbes, He-
3BAXKAIOUM HA TaJIbMYyBaHHS KUCJIOTOMPOAYKIIi, TO
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Puc. 3. YpaskeHHs CTPaBOXOAY IIPHU CUCTEMHIH cKiIepoaepmii. IlaToreHeTHIHHHI 3B’ A30K
i3 PO3BHTKOM iHTEPCTHIIiAIBHOL XBOPOOH JIET€Hb. AJTAIITOBAHO [26]

PEKOMEH/IYIOTb TIPOBOJIUTH JIiaTHOCTUYHE TECTY-
BaHHS HA TOPYIIEHHS MOTOPUKM 4M OOCTPYKIII.
g mikyBaHHS MOPYIIEHb MOTOPUKH BUKOPUCTO-
BYIOTH TIpOKineTnuHi 3acobu. [Tokasaro, 110 mMeto-
kyionpamiza migsuirye Tonyc HCC y marienTis i3
paruboio CCJI 6e3 3HAYHOTO MOJITIIEHHS MOTOPH-
ku [72]. JogaBanHs 70 Teparii OMIIepiZIOHy B Ta-
mientiB i3 CCJ/] 3 yactkoBoio peakmieo Ha IIIIT
CITPUSJIO 3HUKEHHIO YaCTOTH 1 TSKKOCTI CUMIITOMIB
Ta MOJTIMIIEeHHTo AKOCTI KuTTS [36]. JomaBamms an-
TAIlU/IiB TTPOAEMOHCTPYBAJIO aHAJIOTIUHI TTO3UTUBHI
pesyasratu. [Ipote mromrepuson TpoOBOKY€E BUHUK-
HeHHA cepiieBoi aputwmii. Y CIIIA 1eit nmpenapart 3a-
6oponennii FDA. TTokaszaHo, 1110 mpyKaJompu/I Tiji-
BUIILY€ aHTPO-/yO/IeHATIbHY MOTOPUKY i MOsKe Oy TH
BapiaHTOM JIIKYyBaHHs B MallOy THHOMY.

Bycripon i 6akmoheH peKOMEHIYIOTh sIK 3aC00U
st 60poThOU 31 CTIiKMM racTpoesodareasbHIM
peduriokcom. Y nartientis i3 CC/l ycranosieHo, mo
Oycripon pisko miasuinye tuck HCC, 36ijbiinye
AMILTITYly CTPABOXIJHUX CKOPOUYEHDb 1 TIOJIETIIYE
aKkoMo/aIliio GyHAAIBHOTO BiALTy MTyHKA. Bruko-
pricTaHHs OYCIIiPOHY MIOAEHHO MIPOTSATOM 4 THXK T10-
JIETTITYE CUMIITOMH, 1OB’si3ani 3 peduriokcom [52].
Baksoden 36inpimye tnck HCC y marienris i3
I'EPX Ta 3Mmenmye KigbKicTh pedIioKciB, Xoua Iie
He BuBYaiu y naiienTis i3 CC/I.

XipypriuHi BTpy4yaHHsl, Taki sIK JlallapacKoIiyHa
(bynmormmikaiiis, MpU3HAYAOTh JUIIE JJIS TSHKKUX
BUTAKiB. EdexkTnBHe MiKyBaHHgd 3aXBOPIOBAHb
T'EPX 1ipu cucTeMHOMY CKJIEPO3i TI0Tpedy€e MyJib-
THAUCTATIIIHAPHOTO KOMAHIHOTO TIAXOY 3 ydac-
TIO PEBMATOJIOTa, FACTPOEHTEPOJIOTa Ta JIIETOJIOTA.

¥ pasi ckapr Ha aucdariio Tpu KOBTaHHiI TBEPAO1
iK1 HeoOXiIHO HacaMIIepe/] 3alePeYnuTH CTPUKTYPU

crpaBoxoy [92]. OcTanni 4acTo € yCKIaJHEHHAM
IoraHo KoHTpoJsboBaHoi xponiunoi 'EPX. Jliky-
BaHHs 1epegdavae onTuMisaniio tepamnii TEPX gia
3arobiranist PerugnBy Ta MOTIPIIEHHsT CTPUKTYP,
OJIHAK, SKIIO TAIIEHT 3aJIUIIAETHCS CUMIITOMATIY -
HUM, TO BapiaHTOM JIIKyBaHHS € €H/IOCKOIIIYHA /iU~
Jgaraiis [74]. Y ckaagHimmx Bunagkax (acCuMeTpis,
miamerp < 12 MM a60 HEMOKJIMBICTD TPOXOKEHHSI
€HJIOCKOIa) MOKYThb OyTH TpPU3HAYEHI MOBTOPHI
PO3IUPEHHS.

ITamientn i3 CCJl MaioTh CXWJIBHICTH 0 He-
KOHTpOJIboBaHOTO TIepebiry TEPX, criiikoro e3oda-
TiTy 1 MiIBUIEHUN PU3UK PO3BUTKY CTPABOXOIY
Bapperra. Tpupiune criocrepeskeHHs 3a IIpoOrpecy-
BaHHSM cTpaBoxoay bapperra y mamienTis i3 CC/I
MTPOZIEMOHCTPYBAJIO PU3UK TIEPEXOY IHOTO CTAHy
JIO INCILIa3ii BUCOKOTO KJacy abo aJleHOKapIIHHOMM
crpaBoxony 3 % Ha pik [104]. ¥V pasi crpaBoxoay
Bapperra 6e3 quciuiasii CKpUHIHT MOKHA IIPOBOK-
TH KOKHUX 3—5 POKiB, y pasi Auciiasii HU3bKoro
cTyneHss — KoxkHux 6—12 mic, y pasi auciiasii Bu-
COKOTO CTyTIeHS — KOXKHUX 3 Mic.

Y mumnyJI0My Xipypriufe BTpyYaHHsi OyJo €1i-
HUM BapiaHTOM JIiKyBaHHS IUCILIA3i1, ajle 3 I0SIBOI0
pagiodacToTHOl abJALii Ta HIIUX IepeoBUX €H-
JIOCKOTIYHNX METOUK PEKOMEH/YETHCS €HIO0CKO-
MyHa epajinKariis, HaBiTh 3a HAsSBHOCTI JWCILIA3ii
BHICOKOTO KJacy [74].

3axy4yeHHs] CTPAaBOXO/y Ta iHTE€PCTHIliaJIbHE
3aXBOPIOBAHHSI JieTeHb

VpaskeHHsI cTPaBOXOLY B Ae0I0TI 3aXBOPIOBAHHS
MOJKEe BTUIIATHACS CYOKTIHIYHUM Ta TIPUXOBAHKM.
HesBakatoun Ha BiZICYyTHICTh CUMIITOMIB pedIIiok-
cy, B xpopux Ha CC/] criocTepira€Tbcsi quaTaItis
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CTpaBoxoy Ha ToMOTpadii TPYAHOI KJIITKU Ta aHO-
Mautii ctpaBoxofy npu engockorii y 30—75 % Bu-
mazikiB [97]. CyOkutiniute 3agy4eHts CTPABOXOLY
npu CC/I iprBEpHYJIO yBary 3aBAsiKu 3011bITEHHIO
JIOKa31B HASIBHOCTI 3B’SI3Ky MiXK 3aJydeHHAM CTpa-
BOXOJIy Ta PO3BUTKOM IHTEPCTHINAIBHOI XBOPOOU
sererb (IXJT). IXJI mpu CC/I 3HauHO OOTSIKYE T1e-
pebir 3axBopioBanns i emeprHicTb [85]. oci He ic-
HY€E OJTHOCTATHOTO PO3YMIiHHS TOTO, SIK PO3BUBAETH-
ca IXJI, ane HasiBHi aHi cBil4aTh 1IPO Te, 110 ypa-
JKEHHST CTPaBOXO/Ly MOsKe OYTH €TiOJOTIYHUM YHH-
nukom possutky IXJI mpu CC/] [85].
Hocaimxenns mporpecyBanns [XJI 3a momomo-
TOIO OIIHKYU An(y3iifHOI 3ATHOCTI JIeTeHb 32 MOHO-
OKCHUJIOM BYTJIEITIO JIOBEJIN, 110 Y TIAI[IEHTIB 3 aKTUB-
HIIIIOIO | CUMIITOMATHYHOIO PeDIIIOKCHOIO XBOPOHOIO
posBuBasach Tsykua ta mporpecusHa IXJI. [Iposene-
HU PeTPOCIIEKTUBHUI OIJISIL, IKUIT OXOIIIOBAB 110-
Haza 400 narmienTiB i3 CC/l, mpogeMOHCTPYBaB, 110
HIMPIIUI /liaMeTp CTPaBOXO/y KOPEJIOE 31 3MeH-
IIEHHSIM PiBHSI MOHOOKCHUY BYIJIEIIO 1 (DyHKIIIO-
HaTBLHOIO JKUTTEBOIO EMHICTTO JieTeHb |85, 92].

Ilrynox

Ypaxkenns nurynka npu CC/I BUABISAETbCA 1BO-
Ma HAUTIOMUPEHIITUMI CUMIITOMaMU — TacTPoOTIa-
PE30M i IIJIYHKOBOIO aHTPAJIBHOIO CY/IUHHOIO €KTa-
zieto (GAVE-cunmpom), gxi popMyIoThCcsT BHACIT-
JIOK HEBPOIIATUYHOTO yPa’KEHHS Ta BaCKYJIOHaTil
BIJIIIOBITHO.

GAVE-cunmpoMm Moxe MaHiecTyBaTH K 3aJIi-
3omedinuTHA aHeMis BHACIZOK XPOHIYHOI KPOBO-
BTpaT abo SIK HEBIIKJIAJIHUN CTaH, 3yMOBJEHUI
rocTpoio kpoBotedeio [6, 92]. [Ipu mpoBenenti en-
nockorrii GAVE-cuHIpoM BUSBISETbCS Y BUTIISAIL
KIJIbKOX ~TapajieIbHUX 103/I0BKHIX CTOBITYUKIB
POBLIMPEHHS KAILIAPIB CIM30B01 000JOHKH IIPEITi-
JIOPUYHOTO BIJILTY MIJTYHKA, SKI MalOTh XapakTep-
HUU BUTTSAA <«KaByHa». llatodisiosoria GAVE
JIy>Ke CX0yKa Ha iIMyHO-0ITOCepeKOBany BacKyJIoma-
Tit0, SIKY MOJKHA BUSIBUTH TIPH TeJieaHTieKTa3ax abo
denomeni Peiitio [57]. TTommpenicts GAVE crano-
BUTH Bix 5,7 no 22,3%. GAVE 3a3Buuail BUHUKAE
B TIEpIT POKM 3aXBOPIOBAHHs, MoKe OyTH MaHi-
(pectanm BusiBom CCJl. Takum ynHOM, HASIBHICTD
GAVE 1pu engockoniunomy oO0CTesKeHHi € migcTa-
BOIO /17151 BCeOIYHOT KJIIHIYHOI OI[IHKH, JOCJIIIPKEHHS
ABTOAHTUTLJI, KAMMJISPOCKOIIIT HIFThOBOTO JIOXKA JIJIsT
ominky HasiBHOCTI um BincyTHocti CC/I [57]. Tepa-
neBTnuHi 3axoau 1momo GAVE-cunmpoMy dacto
€ KOHCEPBATUBHUMH, 30KpeMa IIPUIIOM TIperapaTiB
3asi3a 1 MOHiTOpUHT aHeMii. SIKIo KOHCcepBaTHBHA
Teparist He Jasia OakaHoro eeKTy, TO TPOBOISTH
€HIOCKOITIYHY Teparriio, a caMe JlazepHy (hoToKoary-
JIAIIi10, apTOHOIJIA3MOBY KOATyJIsAIi10, €H0CKOIIY-

He JIITYBaHHsI JIATEKCHUM KisibIieM abo paiioyacToT-
Hy a6 [53]. Xipypriuny pesexiiiio aHTpaabHO-
TO BiIIITy TIJTYHKA PO3TJIAIAI0Th JIUIIIE Y pasi, KO
IHTIT TepaneBTUYHI 3aX0/iN € Hee(eKTUBHUMHU.

Tactpornapes BusiBIsieTbest 'y 50 % XBOpUX Ha
CC/I [8]. aTodisionoris ractpomapesy € Garato-
(aKkTOPHOIO 1 CTYIIHYACTOIO: Bifl MMOMIKOIKEHHS CY-
JIUH 10 HeHPOreHHUX MOpYyIIeHb i MiOreHHOI Juc-
(ynkii [92]. CumnTomamu racTpoliapesy € paHHe
i WBH/IKEe HACWYEHHS iKelo, 3IyTTsI, Hya0Ta, OJIio-
Bamist [92]. Tactponape3 Moske OyTH TiATBEPIKe-
HUH TPUBAJIUM CTIOPOKHEHHSM IITYHKA TIPU 3aCTO-
CyBaHHI BI3yasli3yaJlbHUX METOMIB IOCJIiKEHHS
abo anTpoayoseHanbHoi MaHoMeTpii [74]. Criopok-
HEHHSI [IUTYHKA TaKOK MOKe OyTH [[iarHOCTOBaHe 3a
JIOTIOMOTOI0 cIMHTHUTPadii 1 € peKOMEHIOBAHIM
TECTOM JIJI OIIIHKU MOTOPUKH, TIPU IIbOMY CITOPO:K-
HeHHd yepe3 4 Tofl € HaliWHIIM TapamMeTpoM [27].
KarcynpHa eHI0CKOTIsT TaKOXK € SIKICHUM J1iarHOC-
TUYHAM METOJIOM CITOBIJIbHEHHS BUITOPOKHEHHS
IITYHKA Yepe3 racTporapes.

IIpokineTnyHi areHTH, Taki sIK METOKJOIpaMij
i IOMITIepU/IOH, € KOPUCHUMHU Ha PaHHIX CTaJlisIxX
CC/I 3 po3BUTKOM TacTpoIriapesy, Xoda HeCTPUAT-
JuBi 106iuHi eeKTH KX [IpernapaTis, 30KpeMa IIi3-
HA UCKiHe3isd, mposonraiid intepBany QT i Taxi-
(inakcis, MOXKYTb MiIBUNTYBATU CMEPTHICTD Y XBO-
pux ra CCJI [74]. Ha misnix crazisx xBopobu me-
JMIMKaMEeHTO3Ha Tepallisl € 3a3Bu4ail Hee(DeKTUBHOIO.
Metomom JikyBaHHSA TacTpomnape3y € TepKyTaHHa
ractpoctomis [92]. Kpim Toro, ojHi€io 3 0CHOBHUX
pexkoMeHaaIiii € Mmoaudikarisa gieT: yacTi mputio-
MM 12Ki 3 BUCOKMM BMiCTOM PO3YNHHUX BOJIOKOH Ma-
JIEHbKVMHW TIOPIISIMU, YHUKAHHS KUPHOI ki [21].
Xipypriuui BTpy4YaHHs, Taki sIK TaCTPEKTOMisd, 3a-
3BUYAil aCOIIIOIOTHCS 3 OLIBIITIM PU3UKOM YCKJIAI-
HEHb 1 IPOMOHYIOTbCA SIK Teparlig Bigyaio [78].
Y BKpall TSUKKUX BUIIQ/IKaX [MOPYLIEHHSI MOTOPUKU
IIJIyHKA 31 30€pesKeHOI0 MOTOPUKOIO KHUIEYHUKA
MOZKJIMBA IMILTAaHTAI[iS €I0HAIBHOI TPYOKH /IS Xap-
YOBOI MiZATPUMKH [78].

Hogi MeToau JjlikyBaHH4, KOTPI BUBYAIOTH Y T10-
myJsnii naiienTiB 3 ractpomnapesoM Ha Tiai CC/I,
CIIPAMOBAHI Ha KOHTPOJIb CUMIITOMIB 1 3HUKEHHS
TOKCUYHOCTI. JlOCiKeHHsT TTOKa3yIOTh, 1110 BHYT-
PIITHBOBEHHUI IMYyHOTJIOOYJIIH MOKe OyTH KOpHUC-
HUM i Mae bGararo mepesar [ HALE€HTIB 3 TacTPO-
mape3oM [11]. Ak BiAKpUTI KIAIHITHI JOCTIIKEHHT,
TaK 1 peTPOCIIEKTUBHUH OTJISI/T BUSBUJIU, 1[0 BHYT-
PIIIHBOBEHHUI IMYHOTJIOOYJIIH MOJKE MOJIMIITUTA
CHUMIITOMU TacTporape3y B MAIliEHTIB, pedpakTep-
HUX JIO CTaH/IApTHUX METO/IIB JiiKyBaHHs. Beranos-
JIEHO 3HAUHE MOJITIIeHHS TAKUX CUMIITOMIB, SIK HY -
N0Ta, OJTIOBAHHSI, PAHHE HACUYEHHS Ta 3MEHIIEHHST
6outio B sxuBoTi [81, 90]. 3acrocyBanis Takoi Tepa-
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mii nmpu nopymentsix motopuku HIKT € ocobmmso
[[iKaBMM y KOHTEKCTI BIUIMBY iMyHOIJIOOYJIiHY Ha
MPUTHIYEHHS cuHTe3y aHTutii 10 M3R, sxi, sgx Bi-
JIOMO, MailOTh HETaTWBHUI BIJIUB HA MOTOPUKY
IIKT. BuBuatoTs iHIIII TAXOAN IO BEICHH ITAII€H-
TiB 3 ractporape3oM. CeJIeKTUBHI arOHICTH peTiert-
topiB SHT,, Taki Sk mpyKalonpui, MaioTbh BUILY
criopiznenicts 10 pertenitopis SHT4 i Tomy BBaska-
IOThCST MEHIN Kap[iOTOKCUYHUMH, HIXK I[U3AINPHU/L.
Ii npemapaTd 3MEHIIYIOTh 4Yac CIOPOKHEHHS
MIIYHKA 1 TOJIIIIYIOTh MOTOPUKY KUIIKU [49].

Jlepocybiipua — anrtaronict D,-perientopis —
TaKOK 3aCTOCOBYIOTD JIJISI JIIKYBAHHS TacTpoIiapesy.
[Toxaszamo, 1110 BiH 3HMKYE Yac CIIOPOKHEHHS Ty H-
Ka 1 MOM'IKIITye CUMIITOMU TacTPOTapesy, mepeBep-
IIIy€ METOKJIONPaMi/l i IOMIIEPUIOH 1O/I0 CUMIITO-
MATUYHOTO TIOJIMIIEHHSI CTaHy MAlli€HTiB 3 (YHK-
rioHasbHOIO Aucterncieio [70]. OxHak mogiGHUX 10-
crimkens y naiienTis i3 CC/l He mpoBoanIN.

Ipesin € HEHPOropMOHOM, SIKUI CEKPETYETbCS
MIJIYHKOM 1 TOHKOTO KUIITKOIO Y BiITTOBIIb HA TIOIPa3-
HEHHS PETenTOPIB PO3TATYBAHHS, T IBUTIYIOUN MO-
TopuKy Hurynka. [lokasano, 1o indysis rpesiny mo-
JIETIIYE CHUMITOMH TacTpomape3y Ta TPUCKOPIOE
CIIOPO’KHEeHH TuIyHKa y mamientiB i3 CC/, 1o
CBiZTYUTH TIPO MTOTEHITIHY TapreTHy Teparriio [10].

[l mikyBaHHS racTporapesy 4acTo BUKOPUCTO-
BYIOTb MTPOTUOJIIOBOTHY Tepariio. AHTaroHiCTH ce-
POTOHIHY (OHJJAHCETPOH, TPAHICETPOH ), AHTATOHICTH
nodaminy (METOKJIOTTpaMi/l, ZOMIIEPHUIOH, TIPOXIOP-
nepasuH), aHTUriCTaMiHHI 3acobu  (IPOMETa3HH,
MEKJIM3UH ), GeHsoztiazemninu (Jropaseram) i KaHHaOi-
Hoizu (ApoHAbIHOM) IIOCIAAIOTh BAaKIMBE MICIE
y MeHeIKMENTI MaIli€enTiB 3 TacTponape3om [21].

ToHkuit KUIeYHnK

Tonkull KUIIEYHUK € APYTUM 32 YaCTOTOIO 3aTy-
yeHHs micas crpaBoxony opranom KT, ypaxe-
uum nipu CCJl, a gBaHaansgTAIANA KUITKA — Haii-
yacTiimoio aiistHKo0 ypakenus: (60—88 % Bumaj-
kiB) [67]. Ilonax 65 % xBopux na CC/] 3 ypakeH-
HSIM TOHKOI KUIIKU 3aJTMIIAI0THCS OE3CHMITOMHI-
MU TpuBaJuil yac 8], ajse 3rojloM NMPUEAHYIOTHCS
KJIIHIYHI 03HaKK MasibabcopOilii, 30KkpeMa BTpara
MacH Tijia, cTeaTopes, BiTaMiHHA i XapuoBa HeJO-
craTHicTb [17].

Ypaxkenns toukoi kumkn npu CCJl Moxke BUSB-
JIITUCST  XPOHIYHOIO KHIITKOBOIO TICEBI00OCTPYK-
mieto (XKIIO), kicTo3HUM MHEBMATO30M KUIIIEUHU-
Ka, CHHIPOMOM Ha/IMipHOTO OaKTepialbHOTO POCTY
(CHBDBP) y TonKiii KU Ta EIOHATbHUMU TUBEPTU-
kyJamu [57]. [TopyiieHHsI MOTOPUKH 3yMOBJIEHI SIK
HEUPONATUYHUMHU, TaK 1 MIOTATUYHUMHU 3MiHAMU
yepe3 «KOPCTKICTh» Ta 3HWKEHY aKTUBHICTD TJa-
NeHbKUX M's13iB KuiieyHuka. [lopymenns dizioso-

TIYHOI PeryJIsallii MiTpyIoUYnX MOTOPHUX KOMILJICKCIB
(MMC) y TOHKOMY KHIIIEYHUKY CITOCTEPITaioThCs
y nonaz 88 % naientis i3 CC/L [31]. Omucano me-
pepBate abo yMOBiTbHEHE MOIUPEHHS HEPBOBUX
IMITyJIbCIB, 3MEHIIIEHHS 1X YaCTOTU Ta aMILIITYAN
ckopouentd. CyauHHa imeMis TakoK CIPUIUHSIE
TTOITKO/KEHHS HEPBIB, aTPodiio IJIaIeHbKUX M S13iB
i B mozaspioMy — (hibpos 3 mporpecyoynM mopy-
HIEHHAM MOTOPUKH [67].

[TopytenHst MOTOPUKYM MOKE TTPU3BECTH /IO CTa-
3y BMICTY TOHKOT'O KUIIIEYHUKA 1 TOCUITIOBATH KOJIO-
Hizartito 6akrepiii, cipuuwnasioun pozsurok CHBP,
SKUN BUABIAIOTh ¥ 43—56 % martientiB i3 CCJ/I
[17]. Moro Ts:KKicTb KOpeJIoe 3 TAKUMM CHMITTOMA-
MU, SIK Hy/10Ta, OJIIOBAHHS, Jiapest i 3[yTTs JKIUBOTA.
HemaBHOo jochifHUKM BUSBWIN, IO MaIi€HTH,
y gakux possuBaeTbca CHDBP, mators nopymenus
MOTOPUKH 1J71€01IeKaIbHOTO KJlaraHa, TPUBAJININN
Yyac TPAH3UTY KUIIKOBOTO BMICTY 1O TOHKUM KUITIT
i Buuit pH mopiBusiHo 3 ocobamu 6e3 CHBP [23].

¥ xBopux Ha CC/l MOke PO3BUHYTHUCS KiCTO3HUI
neBMaTo3 kutreunuka ( KITK) — pigkicrutt matoso-
TIYHUI CTaH, KN XapaKTePU3YETbCS YTBOPEHHIM
MHOKUHHHX Ta30BMICHUX MiICAM30BUX abo cybce-
PO3HUX KICT Y CTIHIT KUK, TKi MOKHA BUSIBUTHU ITPU
TIPOBE/ICHHI PEHTTEHKOHTPACTHOTO JOCJI/IKEHHS K1~
meynnka [51]. Possurok KIIK 3aszBuuaii 3ymoniie-
HUM HAJIJTAIITKOBOIO TIPO/IYKITETO Ta3y BHACIIOK HAJI-
MIPHOTO POCTY GaKTEPiii, IO MPU3BOAUTH O TMiIBH-
IIEHOTO BHYTPITTHBOIIPOCBITHOTO TUCKY, CTIPUYNHS-
1041 Mirpaltiio ra3y B CTiHKY KullleyHuKa. PyiinyBan-
H4 IHTPAJIOMIHAJIBHUX KICT MOKE ITPU3BECTHU /10 1100-
posikicHoTO TTHeBMotiepuToneymy [105].

XponiuHa  TMCEBAOOOCTPYKILis KHUIIIECYHUKA
(XIIOK) — cunznpom, SKkuil XapaKTepu3y€eThCs M0-
pymternsim podoru IITKT i3 cumnromaMu Ta 03Ha-
KaMu rocTpoi abo XpOHIYHOI HEIIPOXiAHOCTI KHIIIed-
HUKA 32 BiICYTHOCTI GY/Ib-SIKOT MEXaHIYHOT OKJII0311
npocity kuiiku [29]. Xponiuna 1ceBroo0CTpyK-
i1 MOJKe 6yTI/I BTOPUHHOIO 1IOJI0 aTOHIl, ANIaTaIlii
1 3aTPUMKU TPaH3UTY B TOHKIH kumii. [Tepdoparisa
KMIIeYHUKA MOKe€ BHHUKATH BHACTIZOK (Bibposy
1 PUTIZTHOCTI KUIIIKOBOI CTIHKU. J{UBEepTUKYIN KUTII-
KU PO3BUBAIOTLCS BHACJIJIOK [IPOTPY3il CTIHKYU KU-
ImeyHrKa B Mictax aTpodii i ibposy m’si3is [78].

Crymiab ypaskeHHSI TOHKOI KHUIITKH OIIHIOIOTH 32
noromMororo ipurorpadii 3 KOHTPACTYBAHHIM KUIII-
k1 Gapiem. Posimpeni et/ KAIeyHnKa 3 O3HaKa-
MU «bIIOKYJIAIIT», MTEeTMOHYBAHHSI KOHTPACTY, TyTe
HAMIOBHEHHS IUPKYJISIPHUX CKJIAI0K, MOTOBIICHHS
ix € xapakTepHuMu o3Hakamu [31]. AnbrepHaTUBHI
criocobu Bisyasriszailii maTosorii TOHKOI KUIIKH —
crmHTUATpadis, KarncyabHa eH0CKOIIiS Ta KOMIT I0-
TepHa,/MarHiTHO-pe30HaHcHa ToMorpadisi eHTepo-
rpadist [17]. dxuio migosproerbest CHBP, 1o Heob-
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XiIHO TIpOBecTH GaKTepiabHUIT MOCIB Kasry i aHasi3
JUUTST BUSIBIIEHHST KUCJIOTHOCTI Ta PEAYKYIOUNX Pedo-
BUH ab0 HeabCcOPOOBAHUX IYKPIB Y BUITOPOKHEH-
11X, CrienmiaHnM TOCTIKEHHIM /IJIST TIaTHOCTUKA
CHDBP € ennmockoris 3 acmipaiii€to BMICTY TTPOKCU-
MaJIBHOTO BIJJIUTY TOHKOI KHUIIKU 3 POCTOM TMOHA/
100 tuc. kononieyTBoproBasbHUX onuHUIlb (KYO)/
muL. 1s iHBasuBHa Hpoleaypa Moke OyTH 3aMiHeHa
BOJIHEBMM a00 METaHOBUM IUXaJbHUMH TECTaMHU.
I[Tpu 1abopaToOPHUX JOC/IKEHHSIX MOKHA BUSIBUTH
aHeMilo, HU3bKMII BMICT BiTaminy B,, (uepes Mikpo-
OHe CIIOKUBAHHS ), BUCOKHIT piBeHb (osatiB (dyepes
HPOAYKINO OaKTEPisiMU ), HU3bKUIT BMICT aybOyMi-
Hy, 3aJ1i3a, KAPOTUHY Ta CeJIEHY, IO CBiIYUTH PO Jie-
dimur xapuyBaHst. ByrieBojsHe OpomiHHS Y KH-
MIEYHUKY CIIPUYUHSIE CUHPOM JIAKTOAIIU03Y, Mifl-
BUIIIEHY KOHIIEHTPAIIII0 MOJIOYHOI KUCJIOTA B KPOBi
Ta cedi. MaHOMETPIisi TOHKOI KUIIIKY JIa€ 3MOTY Bi3y-
aTi3yBaTl HEKOOPAMHAINIHY i MOPYIIeHY aKTUB-
micte MMC mig yac ¢dasu marmie ta micas igu. 11i
3HAXi/IKW € HaiOUIBI 3HAYYIIMMHU B MOCTIIPAHIi-
aJbHil asi i mig yac romoxyBanHs [92].

Tepamisa ypaxens xkutednuka npu CCJ/l 3a3Bu-
Jail cIIpsIMOBaHa Ha CUMIITOMATUYHE TTOJIETTIIEHHS
cumiitoMiB. OcHOBHUM miaxiz o jgikyBanus CHBP
nepenbavyae BUKOPUCTAHHS aHTHOIOTHKIB (aMOK-
CUTTWJIIH, aMTIIWJIiH, pu(akCcuMiH, TeTpaluKJIiH,
HOPGhJIOKCAITNH 1 JOKCUIIUKJIIH), 3 HUX pudakcu-
MiH € riperrapatoM Bubopy [40]. AuTubioTrKOTEpa-
o MOJKHA 3MIHIOBATH 3aJIe’KHO BiJi CMMIITOMIB
i cTyneHs nopyieHHss MOTOPUKH. /lesdkum narien-
TaM MOKe 3HaJ0OUTHUCS JIuie 5—7-IeHHuil Kypc,
IHITUM — TPUBAJIIIUN PEXXKUM depe3 CTiKy mdia-
pero; y cepelHbOMY TPUBAJICTh Tepallil CTaHOBUTD
12—14 pnis. IlamienTtam i3 penmauBamu CHBP
PEKOMEHAYIOTD TIePioAMUHI Kypcy aHTHOIOTHKIB 3a
MEBHOIO CXeMOI0 — TEePIINX KiJbKa AHIB KOKHOTO
Micsig abo uepes THUKIeHb. PeskuM aHTHGIOTHKO-
Tepamii ¢z 3MIHIOBATH JIs 3al00iraHHS PE3UC-
TEHTHOCTI Ta permauBam. KpiM Toro, Moxke OyTu
POSTJISIHYTe IOJaBaHHSI METPOHIAA30Iy JI0 Teparlii,
SKINO Jiapest 30epiracTbes, HE3BAKAIOUN Ha MOJIH-
dikanii sgikyBants. [Ipu nceBroo6CTpyKILii Ta mo-
pyIIeHHI MOTOPUKUA KOPUCHUM € TPU3HAYEHHS
MIPOKIHETUKIB SIK y TOCTPUX, TaK i B XPOHIYHUX BU-
magkax [29]. MeTokmompamiz, TOMIEPHUAOH, OK-
TPEOTHUJL i IU3ANPH/] BUKOPUCTOBYIOTH [IJIst 30i/1h-
MIEHHS CKOPOTINBOI (DYHKITIT Ta MTOTITIIEeHHSA TPaH-
3UTY 10 ABAHAAISATUTIATIN KUt [74].

BusaBneno, 1Mo OKTpeoTHI 3 e€pUTPOMIIIUHOM
€ e(heKTUBHUM TTOETHAHHSM TIIOIO TTOJIITTIIIEHHS MO-
TOPUKW TIPU yPaKeHHi KUIIEYHWKA Y XBOPUX Ha
CC/. IIpore € paxi, 1110 TpUBaJIe 3aCTOCYBAHHS OK-
TPEOTUIYy MOXKEe TPHU3BECTH M0 >KOBYHOKAM STHOI
XBOpoOwM Ta nepdopartii kuiredHuka [77].

¥ 2016 p. nocizkeHHs in vitro IOKa3aau HMOBIp-
Hi motentiino 3BopotHi 3miau CC/l-acorilioBannux
KUMIKOBUX AUCGHYHKIN SK TIPpU HEHPOMATHYHOMY,
TaK 1 IIpyU MiONATUYHOMY YPaskeHHI, i/l 4ac Tepartii
BHYTPIIIHBOBEHHUM IMYHOTJIOOYTiHOM [56].

3TiHO 3 TAHUMU CUCTEMATUIHOTO OTJISITY, B STKO-
MY OIliHEHO JI0Ka3u e(DEKTUBHOCTI TPOOIOTHKIB 1151
npodinaktuku abo mgikysanuss CHBP [107], mpo-
Giotnku we 3amobiraioth possutky CHDBP, are
CTIPUSAIOTh JIe3aKTHBAIlil MATOTeHHUX GaKTepiit,
3MEHIIEHHIO KOHIIEHTPAIil BOAHIO i a60MiHAILHO-
ro 6omo. TIpoBeseHO MOCTIKEHHST TOMINPEHHS
JIAKTO3HOT MasibabcopOIiil Ta KOpessiiii Mix mopy-
MIEHHSAM YCMOKTYBAHHS JTAKTO3H 1 MITYHKOBO-KHUIII-
KOBMMU 3aXBOpIOBaHHsIMI. MasibabcopOitist TaKTo-
3u Tparsiiacd dacrimie y namientiB i3 CC/l, a na-
SBHICTD JIaKTO3HOI MasmbabcopOuii  Kope/osaia
3 TSKKUMY TTOPYTIEHHSAMN MOTOPHOI (DYHKITIT CTpa-
BOXOMy i ToHKOI kuIkK [69]. JlakTo3Ha eniminarisa
Yy TaKMX Ialli€HTIB HOJIIIIYBala SKICTb KUTTS Ta
3MeHIIyBasia oTpedy B MEAMKaMEHTO3HUX TIperia-
paTax Jiigd HopMastizallii MOTOPUKH.

Cepist KITIHIYHUX BUIIAIKIB 32 YIACTIO TAITIEHTIB
i3 CCJ/l mpomeMoHCTpyBaja VCITillIHE JiKyBaHHS
XIIOK abaramenToMm. BigzHayeHo moJinienus
CUMIITOMIB i 3MEHIIIEHHS eTTi30/IiB TICEBA000CTPYK-
mii [102].

[iera Bijiirpae BaKJIUBY POJIb Y HIATPUMIL aJIeK-
BaTHOI MOTOPUKHU KHUITeUHUKA. [[y1s1 mamienTis, sAKi
CTPaXIAIOTDH Ha 3aT0p, aJIcKBaTHE CTIOKMBAHHS Pi-
JMIMHU Ma€ BUpINIaJbHe 3HAUEHHS, KPIM TOTO, 11i Ta-
LIEHTU MAIOTh YHUKATH XapUYOBUX IIPOAYKTIB i3 BU-
COKMM BMICTOM KJIITKOBUHU 1 IIPOHOCHUX 3acO0iB,
10 MOsKe moripmmTH ix ctad [16]. Y pasi mepesa-
JKAHHS liapeiHUX CUMIITOMIB CJIijI YHUKATH Xapuo-
BUX TIPOAYKTIB, OaraTux Ha Jakrosy [16]. Tlosme
naperTepasbie xapuyBaHHsa (IIITH) moxe matu
BUpINTa/IbHe 3HAYEHHS, IKIMO, He3BAXKAI0YN Ha JIi-
KyBaHHSI, He BAAJIOCS YHUKHYTH TICEBI00OCTPYKIILii
[76]. IIITH moxxe miABUNIATU SKICTH KUTTS Y TOB-
TOCTPOKOBOMY T€PiofIi y ITNX TAIli€HTIB.

Xipypriuti BrpydanHst MaioTh OyTH MaKCHMAaJIb-
Ho najiatTuBHUME. [1i1 yac iXx BUKOHAHHS CJIiJ| TIPU-
JTATH 0COOJIMBY yBary 30€PesKeHHIO 1/1e01eKaib-
HOTO KJIallaHa 1 3a106irTH OI0BKEHHIO i1eyCy mic-
JISI MQHIITYJISIIIN Ha KUIIEYHUKY.

ToBcTHiT KHIIIEYHUK Ta MPsIMA KUIIKA

3ajlydeHHsI TOBCTOTO KHUIIEYHUKA IarHOCTYIOTh
vy 20—50 % martientis i3 CCJI. HesBakatoun Ha Te,
1110 O1/IBIIICTD MAIEHTIB € GE3CMMIITOMHUMH, Y THX,
XTO Ma€ 3aXBOPIOBAHHS 3 TPUBAINM aHAMHE30M,
BUSIBJISIIOTH TSKYI 1 CEPHO3HI CUMIITOMU YPaXKEeHHS
IUX BIJUIJIIB KUIIEYHUKA, Taki SK jiapes, 3amop
i BHMKEHUH racTpoKoiTUIHMiA pedirexce [57].
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CuMITOMM ypaskeHHs TOBCTOI KUIIKH 3yMOBJIEH]
MOPYIIEHHSAM MOTOPUKU TOBCTOI KUIIIKH i M’SI30BOTO
aTpodi€ro, ypaskeHHsT BJIaCHEe HEPBOBUX 3aKiHUEHb
Mag€ MPOBIIHUI MexaHi3M. BBaskaioTh, 1110 3ariajieH-
H$1 B CTiHIII KUIIEYHUKA CTIpUunHsie Gidpos, M's130By
aTpodiio i 3perTon — MOpyIIeHHS MOTOPUKHN [57].
Y TaRKUX BUTIAIKaX BUSBJSIETHCS MIOPYIICHHS Mio-
eJIEKTPUYHOI aKTUBHOCTI CJIM30BOT 0GOJOHKH aK 10
il BiICYTHOCTI, HABITh 32 YMOB TPSIMOI CTUMYJISIIi1
[57]. TinokiHesist TOBCTOI KUIIKK CIIPUYUHSIE 3HAY-
He 301/IbIIIEHHST Yacy TPAH3UTY BMICTY KUIIKH 1 3r0-
JIOM — CTiiiKWiT oOCTUNAIIITHUI CUHAPOM. 3ariop
HOTEHLIIOE HAAMIPHUWIT picT GakTepiii, W0 MoXKe
HPU3BECTH 0 MaababcopOiiitnoi aiapei [32].

XapakTepHUM ypakKeHHSIM TOBCTOTO KUIIETHUKA
npu CC/] € imBepTHUKYJIbO3, IKUI BUHIKAE BHACTI-
nok atpodii raafeHbKol MYCKyJIaTypu CTiHKU KU-
IeYHuKa, AUJaTallii KUIIKA 1 BTpaTU raycTpariil.
[uBepTUKyIM MAIOTh TEHICHITIO 10 BUPA3KyBaHHH,
indixyBanus Ta mepdoparliii BHACTIi 0K KOITPOCTA3Yy.
Ha mi3Hix cTajisix 3aXBOpioBaHHS, KOJW CTIHKA KH-
MIeYHUKa CTa€ PUTIAHOO, MOXHA CIIOCTepiraTu
TICEBIOPETPECIIo MUBEPTUKYJIIB.

XpoHiyHa 1MceBA00OCTPYKITSA KUIIEUHUKA € Pifl-
kicauMm yckiagaerHsM CC/l. Bunmkae BHACTiIOK
3HAYHO MOPYIIEHOT CKOPOTJIUBOCTI TOBCTOI KUIIIKH,
IO BUSIBJSIETHCS SK €IMi30[IMYHA KUITKOBA HETPO-
XiZiHiCTh 6€e3 OY1b-AKOTO MEXaHIYHOTO KOMIIOHEHTA,
He3BaKaloul Ha O3HAKMW i CUMIITOMH iCTUHHOI He-
MPOXiHOCTI Kutieyrnka [33]. Y marienTiB 3a3Bu-
Jail MatoTh MicIie Hy/10Ta, OJTF0BAHHSI, 3y TTsI KUBO-
ta. [liarnoctyiors XITOK 3a gomomoroio penTreno-
rpaiuHMX Ta MaHOMETPUYHMX METO/IB JOCJHIi-
JUKeHb. XipypriuyHe BTpy4YaHH4 CJIi/l 3aCTOCOBYBATU
JidIe B CTIHKUX 10 KOHCEPBATUBHUX METOJIIB JIKY-
BaHHS BUMAIKAX I YCYHEHHS TaKUX YCKIQTHEHD,
K nepdopariist KUIeqYHnKa.

Ymepire BusBIennii 3amnop y narienra i3 CC/I mo-
TpeOy€e TPOBEIEHHST €HIOCKOIYHUX Ta/ab0 iHIMX
Bi3yaJli3yBaJIbHUX JIOCJI/KEHb JUJIST  3allepedyeHHsI
3JI0SIKICHOI TIYXJIMHU, CTPUKTYP, AUBEPTUKYIBO3Y Ta
IHITIX TTATOJIOTIH, STKi BpakKatoTh TOBCTY KUTIKY [33].
AMepuKaHCbKe TOBApUCTBO IILJIYHKOBO-KUIITKOBOI
€HJIOCKOITii PEKOMEH/IY€E TTPOBe/IeHHA KOJIOHOCKOITI1
y TIAIIE€HTIB i3 3amopami, SIKIO BOHU MAlOTh TaKi
TPUBO’KHI O3HAKU, IK BTpaTa MacH Tijla, peKTaJabHa
KPOBOT€YA, TeM-TIO3UTUBHE BHUITOPOKHEHHS, 00-
CTPYKTUBHI CUMIITOMM, PEKTaJbHUIA IpoJarnc abo
Bik > 50 poxkiB. I1i TpUBOKHI O3HAKY Mail:Ke 3aBKN
criocrepiraiotbes y mamienTis 3 CC/I [21].

He icaye 9iTKO BUSHAUEHUX CTpATeTiil s JTiKYy-
BaHHS TaToJoTii ToBcToro kumreunuka mpu CCUI.
JIikyBaHHS CIIpIMOBaHe HA TOJIETTIEHHS CUMIITO-
MaTHKH Ta 3amobiranis yckiaagneHusM. JlogaBan-
H4 JI0 PallioHy KJIITKOBUHU € BapiaHTOM JIIKYBaHHS

y JIETKUX BUMAIKAX 3a10PY, ajie BXKUBAHHS KIITKO-
Bunu Mae oomeskenns npu CC/I. TTo-nepue, marti-
entn i3 CCJ/I cTpakaaloTh Ha TacTporiapes, a 1o1aT-
KOBI BOJIOKHA MOXKYTh IIOTIPIINTH HOro Iepedir.
[To-apyre, KJIITKOBMHA MOKe 30LIBITUTU 3IyTTSI
JKUBOTA 1 METEOPU3M, OCKIJIBKA BOJIOKHO CITOBLIIb-
HIOE yac Tpan3uty no kunii. [To-Tpete, y Ts:RKHIX
BUITQJIKAX TOJIATKOBA KJIITKOBUHA MOJKE TTPU3BECTH
110 KotpocTa3zy [18].

IITo crocy€eThest poii MPOHOCHUX 3ac06iB, TO CTH-
MYJIIOBAJIbHI TIPOHOCHI 3ac00M, HAIIPUKJIA/, CEHa Ta
Gicakoani, 3a3BMYail Kpalili, Hi’K OCMOTHYHI ITPO-
HOCHi 3aco0H, Taki sk jgakTya03a. OCTaHHIO PeKO-
MEH/IYIOTh 3aCTOCOBYBATH JIUIIE TIPOTATOM KOPOT-
KOTO TIepiony Tpu ii rapHiii mepeHocHocTi. OcMo-
TUYHI TPOHOCHI 3aC00M MOKYTh MOTIPIIUTH €JIeKT-
ponitauii muc6amanc [18]. Cepen POKiHETUYHUX
3aco0iB mpermapaToM BHOOPY € METOKJIOIPaMis,
OT0 MOYKHA PO3TJISAATH JIJIsT TPUBAJTIOTO BUKOPUC-
TaHHS, K10 HE CIIOCTEPIraloThCd HEBPOJIOTTUHI TO-
6iuni epexTr. TakoK MOKINBE BUKOPUCTAHHS JOM-
TIEpUIONY i TTpyKajonpuay [32].

[TomepenHi mociazKeHHS TPOIEMOHCTPYBAJIH, 1110
aroHICTH PEIENTOPIB CEPOTOHINY € e(heKTUBHIMUI
areHTaMu CTUMYJIIOBAHHSI MOTODHOI (DYHKIII Ku-
IIEYHUKA, OJTHAK KAP/IOTOKCUYHICTh 06Me>1<y€ X BU-
KOpUCTaHHS. Y KITBKOX JOCJI/PKEHHSX OIIHIOBAJIN
GesreynicTh Ta e(EKTUBHICTD MPYKATOIPHILY ISt
pedpakreproro 3anopy [49]. IIpu npuiiomi npyxa-
Jopuy 3a foromororo onutyBasbinka UCLA GIT
2.0 BUSIBJIEHO OiJIbIIIE YKCIIO PYXiB KUIIEYHUKA, 3HH-
JKeHHs1 pedriokcy 1 3yTTst skuBoTa. B oci6 6e3 CCJL
HPYKAJIONPUJL 3MEHIIYBaB BUPA3HICTh abIOMiHAIb-
HUX CHUMIITOMIB 32 HasIBHOCTI (DyHKITIOHATHHUX TIO-
pymiens kuieynnka [61]. IIpykanonpua Mas cripu-
SITTIUBUH TIPOGITE GE3MEYHOCT] Ta TIEPEHOCHOCTI, 3a
MAHUMU TECTU PAHOMI30BAHUX KOHTPOJIBOBAHUX
KIiHiYHIX BUIpoOyBanb [22]. oro po3risiaoTs K
MIEePCIIeKTUBHUN IIPeapar AJis JiKyBaHHS MOPYIIeHb
motopuku IIKT mpu CC/L.

[MipugocTurmin — iHribiTop ameTuiIxXoaiHecTepa-
31 MOKHA TaKO’K 3aCTOCOBYBATH TIPH TTOPYHIEHHAX
motopuku IITKT [65]. € mani mozo ioro epexTs-
HOCTI Ta J06POI MepeHOCHOCTI, 0COBIMBO 3a HasIB-
Hocri 3anopy [7].

ATOHICTHU TyaHiTaTIUKIA31, HATIPUKJIAM, CUJIIe-
mabin, migsumyors piBens IIM@ B emitermii ku-
IeYHKKa, 301IbIIYIOTh CEKPeLilo i HOPMai3yIoTh
TPaH3UT BMicTy Kullleunuka [94]. Ekcrieprna rpymna
3 (OYHKITIOHATPHUX PO3JIA/AiB TPABIEHHS MTPOBETA
oruisii eheKTUBHOCTI Ta GE3MEYHOCTI JIIHAKIOTHLY
(aroHicT perenTopiB TyaHIJATIIUKIA3W) Ta PO3PO-
6uJIa OHOBJICHUI KOHCEHCYCHUU 3BIT JIJIsST JTIKYBaH-
na nmartienTiB i3 CIIK 3 mepeBakanmsam 3amopy [83].
PexomenzioBano mpuiiMaTi Horo 6GesnepepBHO.
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Xoua 11eii ipenapat 1ie He BuBdasu ipu CC/I, no-
IIJIBHICTD HOTO 3aCTOCYBAaHHS MOKHA PO3IJIS/IATU
y MAIIE€HTIB 13 peppakTePHUM 3aITOPOM.

Xipypriuse BTpy4aHHs BBaKAlOTh OCTAaHHIM 3aXO0-
nom y gikysanti XIIOK, ockisbkn TpuBasia micss-
orepartiiiia 06CTPYKIList KUITEYHNKA MOJKE TIEPEIKo-
JUKaTH TIPOIleCY BIHOBIEHHS. Pe3ekilio TOBCTOI
KMIIKM PEKOMEH/IYIOTb JIMIIIE Y TAlli€HTIB 3 TSKKOIO
rceBIOOOCTPYKILielo Ta mnepdopaitieo. [HHOBaiii-
Hoio Tepatmieio y jikysani XIIOK e emextpoctumy-
Jisist. [IpojieMOHCTPOBAaHO BiZTHOBJIEHHST MOTOPUKA
Ta 3MEHIIEHHS TPAH3UTHOTO Yacy B MAIIEHTIB i3 3a110-
pamMu 1pu 3acTocyBanHi 1iboro Metozy [109].

[Ipsima kutKa € TpeTiM 3a YacTOTOIO ypasKeHHS
oprarom ipu CCJI. Y 50—70 % martientis i3 CC/]
MOJKHa BUSIBUTH aHOPEKTAIbHI CUMITOMU. Y OiJTb-
IIOCTI BUMAJKIB Yy TATOJIOTIYHUN Ipoliec 3ayda-
€TbCs BHYTpinTHil anampanii cinkrep (BAC), o
MPU3BOJIUTD JI0 TAKUX CUMITOMIB, SIK HETPUMAHHS
KaJty, 3amop i pextambHUi mposanc [37]. Herpu-
manus kauay npu CCJ/] Bunukae BHACIIOK CTPYK-
TypHUX Ta HeliporeHHux 3Mmin. BAC y mamienTis i3
CC/I € ToHIIMM, HIXK Y 3/I0POBUX 0Ci0, PO3BUBAETD-
s fioro aTpodis, BUABIEHO HOTO HEOCTATHE KPO-
BornoctayaHHd. OTiKe, BAaCKyJIONATIsI Biflirpae Bak-
JIUBY PoOJib Y (DYHKITIOHATBHOMY Ta CTPYKTYPHOMY
ypaxkenni BAC [98]. Kpim Toro, nmopyieHus MoTo-
puku BAC moske OyTH He JIvIIe HACJIIKOM [TePBUH-
HOI maToJorii M’s13iB ab0 HEIPOHIB, a i BTOPUHHUM
IPOIIECOM, TIOB'I3aHIM 3 iIeMi€o abo 3armaIeHHsIM
Mypasibtoi obosonku [88]. Ili rimoTesn rpyHTyIOTh-
¢4 Ha KiJIbKOX JIOCJI/KEHHSX OI0TTaTIB TJINO0KUX
pektanbuux TKaHuH naiienTtiB i3 CC/I. BusiBieno,
1110 B YPa)KEHHI MPSIMOI KUIITKU BayKJIUBY POJIb Bijli-
rpafoTh aHOMaJIbHA HEUPOIIPOBIIHICTh, BUCHAYKEH-
HSA HEHPOTpaHCMITEPiB i Mposidepartisi omacucTux
KkiTHH [62]. AHOMamil NepBUHHUX HEHPOHiB CIo-
CTEpITaloThCS B aHOPEKTAIBHUX TKAHWHAX /IO TIPO-
midepartii GibpobiacTiB Ta BifiKIaJeHHsT KOJareHy
B IIIKT. 3HmKeHHs peKTaJbHO-aHAJIbHOIO iHIi0i-
TOPHOTO pedhJIeKCy € IIe OJHUM JJOKA30M JIOKAJIbHO-
ro "espoJoriaroro aedinuty mpu CCJI. Ile mapa-
JIOKCJIbHO CIIPUYMHSIE HETPUMAHHS KaJly, OCKiJIbKI
JIOKaThbHA pedIeKTOpHA crcTeMa He MOKe PO3Cia-
OUTHCS Y BIITIOBI/Ib HAa PO3TSATHEHHS [59)].

Ycranosaeno acoriargio mixk CCJ/l-mos’as3annm
HETPUMAHHSIM KAy 1 TPUBAJIICTIO 3aXBOPIOBAHHI,
CHBP, zarmopowm [39, 94, 99]. OTixe, KoHTpPOJIB ypa-
JKeHb TOBCTOI KUIIKUA MOK€ TIOJIIIIUTI CUMIITOMHU
nerpuManfsa kany npu CC/I. Tlopymena dynkiris
chiHKTEpa CIPUUYMHSIE 3a110p, MporpecyBaHHs (Hid-
po3y i M'130Ba aTpodist — MOPYIIeHHs peakcarlii Ta
OOMEKEHHST PO3TATYBAHHS KUIIKW, CJA0KICTh TTijI-
CJIM30BOT OGOJIOHKH 1 XPOHIUHE HAMPYKEHHS CTIHKI
npsiMol kutnku Ta BAC MOXyTh IpU3BeCTH 10 PeK-

TAJBbHOTO IIPOJIATICY, 3YMOBJIOIOUN HETPUMAHHSI
kasy [32]. Came Takum GaratohakTOPHUM IPOILE-
coM € cuMmnToM Herpumanus kany npu CCJI [99].
ManomMeTpuyHi J0CTiZKEHHS JJAI0Th 3MOT'Y BUSIBU-
TU 3HIKEHUI TUCK aHAJIBHOTrO ciHKTepa B CIIOKOI
3 HOPYLIEHHSIM PEKTaHOAHAJIBHOIO IHTIOYBAIbHOTO
pediekcy i HOpMaJIbHOTO TUCKY CTUCHEHHS.

Mommdikartis ieT Moke HOpMaJTi3yBaTH PyXJIH-
BicTh Kumeynuka i crabiabuicts BAC, amentyioun
HETpUMaHHA Kayy. AHTHAiapeiiHi mpemapatu CJi
BUKOPUCTOBYBaTH O0OEPEKHO, OCKIJIbKA BOHU MO-
JKYTb TIOCUJIUTH 3a1T0p 1 CIIPUYUHUTH TPOJIATIC TIPSI-
Mol kumikr. OCTaHHIM YacoM ToKasaHa eheKTUB-
HICTb CTUMYJISLIT CAKPJILHOTO HEPBA METOJIOM aKy-
nyHkTypu y xgopux Ha CCJ/l 3 HeTpUMaHHSM Kasy
[20].  PammomiszoBane  TIaTieOGOKOHTPOJIBOBAHE
nocipKenHst, onybaikoBane B 2014 p., pogeMoH-
CTPYBaJIO, 10 CTUMYJIIOBAHHS 33J[HHOTO BEJHUKOTO-
MIJIKOBOTO HEpBa MOsKe Oy TH aJIbTepHaTUBHUM ehek-
TUBHUM METO/IOM HEWPOMOJIYJIAI] Ta MOJIETIIeHHS
cumnrToMis HetpuManus kairy mpu CC/I [19].

Y HemaBHO MPOBENEHUX JOCI/PKEHHAX OLIHEHO
edeKTUBHICTh aHOpeKTaibHol 6iodindek-Teparii
a60 6ioJIOriYHOrO 3BOPOTHOTO 3B’SI3KY IIO/0 TTOJIII-
IIeHHS cCUMIITOMIB HeTpuManHs kainy mpu CC/] mo-
PIBHSHO 3 MalliEHTaMM 3 TaKOIO caMe IaTOJIOTIEI0
dynkiionanbioro xapakrepy [24]. B obox rpymax
XBOPUX BUSBJIEHO 3HAUHy e(peKTUBHICTh Giodis-
Gek-Tepallii, OIliHEHY 3a JOMOMOTOM0 THIEKCY TSK-
KOCTI HeTpuMaHHsd (eKamii, BiTIyTTs KOHTPOJIO
HaJl BUMIOPOKHEHHAM Ta gKocTi kutTs [100]. Ilig
vac Giodinbex-reparii BitOyBaeThCsl HABYAHHS T1a-
ieHTa poscaabaeHHio abo CKOPOUEHHIO M'SI3iB Ta-
30BOTO J[HA B MOMEHT, KOJIM 1ie ToTpibHo. Ileil me-
TOJ JIIKYBaHHS CJIiJ] 3aCTOCOBYBATU HA MOYATKY Be-
nents xBopux i3 CC/l-acorifioBannM HeTpUMaH-
HaM kany. Ha puc. 4 HaBesieHo MexaHi3MU 3aJTydeH-
H4 mpsAMoi kumikn Ta ToBetoi kumku mpu CC/I.

ITeuinka

3axBOPIOBAHHST TE€UYiHKN TPAIJISETbCS JTOCUTD
piako ipu CC/I (v 1,5 % martierTi) [8]. I3 ypaskeHnb
neuinky Haitactinie (y 76,1 % BUTAIKIB) BUSIBIIS-
10Th TepBuHHUIT Oimiapuuit mupos (ITBIL) [96].
[ummi ypaskerns nedinku mpu CCJl 0XOIITIOOTE piji-
KiCHINI CTaHW: BY3JIOBY pereHepaTuBHY TilepIuia-
3110 MEYiHKY, iI0TaTUYHY TOPTATbHY TilEPTEH3IIo,
CTIOHTAaHHUH PO3PUB, MACOBUH iH(MAPKT TEUiHKN Ta
OOCTPYKIIIO TMEYiHKOBOTO IPOTOKY, IOB’sI3aHy
3 BackygitoM [66]. Ille piamie maTosoris meYiHKT
MOzKe OyTH TIpeICTaB/IeHa aBTOIMYHHUM TeIIaTHTOM
(AIT) [79; 89]. Ockinmpku ypaskeHHS TETiHKHA TTPU
CC/l nocuTb pifIKicHi, MiABUITICHUI BMICT (hepMeH-
TiB IMEUIHKU CJIiJT PO3IJIAZATH K BUSAB CYIIYTHHOTO
rematuty abo MeIMKaMeHTO3HOT TOKCHYHOCTI.
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3anydenHs aHopektyma i Toctoi kutky npu CCJL

AmnrioekTaszist

IIporpecuBHa atpodis riaieHbKUX M'3iB TOBCTOI KUIIIKK
Ta yIOBIJIbHEHHS Yacy POCYBAaHHS KUIIKOBOTO BMiCTY

Di6pos anaabHOTO chiHKTEpa
1 HeBPOJIOTIYHI aHOMaUTii

3Ly TTs JKUBOTA [iapes ITacuBne

S . [luBepTukynpo3 «—  3amnop I

i 6iJ1b y JKUBOTI MepernoBHEeHHsT HETPUMAHHS KAy
lacrpoinTecTunasbHa KpoBOTEUA ‘<—{ Kompocras ‘ ’PeKTaJIbHI/Iﬁ TpoJIaTc

Puc. 4. MexaHi3MH 3aTyJEHHA B IATOJTOTiYHUH IPOIeC NPAMOL KHIIKH i TOBCTOI KMIITKH

IIPU CHCTEMHIH CKJIepoaepMii. ATarToBaHO [33)]

CC/I € HaiiGiIbI TONTMPEHNM aBTOIMYHHIM 3a-
XBOPIOBAHHSIM, BUsIBJIcHUM Yy mnanientiB 3 [IBI]
(7—17%) [47]. JlimiToBana dopma ckiepoepmii
tparisieTbest y 70—90 % Bunankis [86]. AnTumiro-
xonpianbhi anTuTiza Baactusi sk CC/I, Tak i ITBII.
YyTauBicTh bOTO aHaizy ctanoButh 94 % [46, 53].
AHTHIIEHTPOMEPHI aHTUTLJIA TAKOK BUSIBJISIOTH SIK
npu CCJI (y 90 % Bumazkis mipu simmiToBaniit ¢hop-
mi), tax i ipu [IBIT (y 30 %) iy 80 % Bumanxis CC/I,
acoriiosanoi 3 [1BIL (CC/I-IIBLL) [58].

ITamientn i3 CC/I-IIBIL 3a3Buuaii crapiroro
BiKy (cepensiil Bik — 62,7 poky), MaoTh OJIbIIY
TPUBAIICTL 3aXBOpioBaHHs (cepenniili Bik ae6Iio-
Ty — 16,2 poky) i sxinodvoi crati [13]. AnTHHYKITE-
apHi antutina, antu-GP210 i antu-SP100 € Buco-
kocrrenmivnmmu s [IBIL i € fioro Mmapkepamu
[106]. ITpu ckpuninry nanientis i3 CC/] na nasas-
wicts IIBIL 6Ginbim crerudivanvu € antu-SP100
ta anTu-GP210, a He aHTUMITOXOH/Ipia/IbHI aHTH-
tima [106]. ¥ mochimkenni 817 marmientis i3 CC/I
komOinaiiss AMA i antu-SP100 migsummia ayT-
susicts miarnoctuku I1B1 3 81,3 1o 100,0 %. Bio-
[cisd Mevyinku HeoOXijHa JIUIe Ui JA1arHOCTUKH,
kosu Hemae [1BIl-cienmdivanx anTuTimL.

XBopi na CC/I 3 TO3UTHBHUM pPE3yJILTaTOM TECTY
Ha HasgBHICTb aHTUMITOXOH/IPiaIbHUX aHTUTIJ, HOP-
MaJIbHOIO KOHIIEHTPAIIEI0 CHPOBATKOBOTO OisTipy0i-
Hy, Jiy’kHOT (hoccharasu i Tparcaminaz MaioTh OyTH
obcreskeni KoKHUX 1—2 poKK 1 paHHBOTO BUSIB-
JienHsa o3Hak ta cumnroMiB IIBII, nanpuknazn, ma-
10Th CBepOEsKy i crommmioBanocti [54]. Hemae nokasis
TOrO, 110 peryJspHe Y 31 nevinku abo eracrorpadist
MEYiHKU € KOPUCHUMMU JIJIST IIUX MAI€EHTIB [87].

3axBOPIOBAHHS TIEYiHKU MOBiJIbHIIIIE TTPOTPECY-
1otk y naitienTiB i3 CC/I-IIB1] mopiBHgHO 3 naitien-
Tamu 3 i3ospoBaHnM [IBII, ogHak 3aranbHa BUKH-
BaHICTb HE BiZIPI3HSIETHCS, OCKIJIBKU CIIOCTEPITAETH-
cs 36ipIIenns cMeptHocTi y narienTis i3 CC/I Big
HemeuiHKoBUX nofiit. [IIBUAKICTh PO3BUTKY CIIOH-

TAHHOTO OAKTEPIAJIbHOTO MEPUTOHITY TAKOXK 301/1b-
mryetnes B rpymi CC/I-I1BI [86].

YpconesokcuxoneBa kucaora (13—15 wmr/xr
Macu Tijia Ha 100y ) € IipenapaToM BUOOPY st JIKY-
Banng [1BI1. Tpancnanraris nmedinkyu peKOMeH 10-
BaHa /I MAIIEHTIB 3 Mi3HBOIO CTA/IEI0 3aXBOPIO-
BaHHs1. [HII criocoOu JIiKyBaHHST € HeBU3HAYEHIMU
i He IOBE/ICHUMU, a JIesKi TTPOJIEMOHCTPYBAJIN Hera-
TUBHI pe3ysbTaTh. [loaBaHHS 70 YPCOME30KCUXO-
JIEBOT KHMCJIOTHU TIPEAHI30I0HY 1 OyAeHO3ULY CIIpHs-
JIO TICTOJIOTIYHOMY TIOJITIIIEHHIO HA PAaHHIN CTail
3axBopioBanusd. OmHak AOCTiIKeHHS 3 TPUBATUME
crocTepekeHHsIMU e(hEeKTUBHOCTI TaKol KoMOiHAaIlii
BizcytHi. ITokasaHo, mo cyninmgak i Gensadiopar
HOJNIITYIOTH €Ki MEeYiHKOBU MPOOU B CHPOBATILI
KPOBI B Ipyllax IalliEHTIB 3 HEJOCTAaTHHOIO Peak-
IIi€I0 HA YPCO/Ie30KCUXO0JIeBY KUCJIOTY[34].

¥ koropri narientiB 3 AII' i CCJl 80 % xBopux
MaJsn JiMiToBany Gopmy ckiepozaepmii [12]. 3a ma-
oMU €BPOTIENCHKOI acortiarii 3 BUBYEHHST XBOp06
neuinku (EASL), AIT cin samimosputy y maiieHTa
3 TOCTPUM a00 XPOHIUHKUM 3aXBOPIOBAHHSIM TTEYiHKH,
0COOJIMBO 3a HAsSIBHOCTI Tirep-y-ro0ystinemil Ta iH-
TITMX aBTOIMYHHUX 3aXBOPIOBaHb [34 ]. 3a momomoroio
CITPOIIEHUX JIIarHOCTUYHUX KPHUTEPIiiB MizKHAPOTHOI
TPYTH 3 aBTOIMYHHIX TETATUTIB € MOKJINBICTh BCTa-
HOBUTH YU 3aIlepeYuTH el [iaTHO3 y XBOPUX Ha
CC/I. Kpurepii na kopuctb AlL migBuiienuii piBetb
y-rio0yniniB, 1gG, HasBHICTh O3HAK TEMATUTY TIPU
TiCTOJIOTTYHOMY JIOCJI/IKEHH]I TICUiHKH, BiJICYTHICTD
MapKepiB BIpPyCHOTO TeNATUTY, HASIBHICTb aHTHUSZIEP-
Hux antuTisl (ANA), aHTUTIS 0 T/IAICHBKIX M A3iB
(SMA), anTUTINI 10 TIEYiHKOBO-HUPKOBUX MIiKPOCO-
Masbhux anturediB 1 tumy (antu-LKM1), mepumy-
KJIEAPHUX aHTUHEHTPOMIIBHUX IUTOIIA3MATUYHUX
antutin (pANCA), po3unHHOTO aHTUTEHY TMEYiHKN
(SLA/LP) [44]. Jlikysanua AIl' caig noynHaTi
3 npeznizosony B 1031 0,5—1,0 Mr/kr mMacu Tijia Ha
100y B KoMOiHaIIii 3 a3aTionpuHOM Y 1031 50 Mr/100y
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yepes 2 THK MiCJs MOYaTKy Teparlii ITIOKOKOPTUKOI-
navut (I'K). 3asmeskio Bif TOKCUIHOCTI Ta peaKIiii 103a
azarionpuHy Moske OyTi 36i/bIeHa 10 2 MI'/KI' Mach
Tisia Ha 100y, 0co6mMBO 3a sHyskenHs 1o3u ['K [86].

IMianurynkoBa 3a03a

CuMrntoMn ypaskeHHs MiIITYHKOBOI 3271031 TIpH
CC/I onncani Habarato MeHIIle, iX 9acTo TIyTaioTh
i3 cummromamu CHBP [53]. st CC/L dbibpos mijz-
MIUIYHKOBOI 3aJ103W HE € XapaKTepHOI0 O3HAKOTO.
CC/I cnipuuuHse eK30KpUHHY TaHKPEAaTUUHY HeJ0-
CTaTHICTb, SIKA PIZIKO € KIIHIYHO 3HAYYIIOIO [45]. 3a-

JIyYEeHHS TiAIMITYHKOBOI 3aJI03U MOKE BUSBIISITUCS
SIK TOCTPHIA TTAHKpeaTHT, 6e360JIiCHa HEeOCTaTHICTD
HiIIUTYHKOBOT 31031 ab0 TIOCTiiHE 1 HEyXUJIbHE
BHYZKEHHSI €K30KPHHHOI (DYHKITT 3 yacTiMu 6OJIHO-
BUMU Hanazamu [8]. 3HMKEHHS NaHKpeaTUYHOol
cexpetopHoi GyHKIIiT BusiBieHo y 33—61 % natrien-
tiB i3 CC/l, mo cupuunnano giapeto [31]. Metoan
OITIHKY eK30KPUHHOI (DYHKITi1 i ANIYHKOBOI 3271031
OXOILTIOIOTh BU3HAUYEHHST PIBHSI CUPOBATKOBOI TaH-
KpeaTuyHoi i30aMijia3u, mapaaMiHOOEH30MHOI Kuc-
JIOTH, (PeKaJbHOI eslacTa3u Ta yJbBTpacoHorpadiro.
Bumnasiki mankpeoHeKkposy, TOCTPOTO TeMOPATivHOTO

[ YpakeHHs MIyHKOBO-KUIIKOBOTO TPAKTY, ACOIIIOBAaHE i3 CCTEMHOIO CKJIEPO/IEPMIETO ]

TEPX/nopyiennst motopuku BepxHix Bigmgizis KT

1-wa ninis

2-za ninist

3-ms ninis

Enpockomiuna e3odareasbia auaaTaris
3a HasBHOCTI TacTpoe3odareaTbHIX CTPUKTYP

Bucoxi nosu 1111 H IIpoxineTmkn

Xipypriuni Brpyuyanns mozpo TEPX

Tonknii KuIIEYHUK

HaamipHuii 6akrepianbHuii pict H

AnTn6ioTnkn ‘

IlceBrooGeTpyKIList

H

[IpoxineTnkn ‘

111

GAVE-cunapom

H

AproHonsasmoBa KoaryJisitis ‘

ToBcra kuiKa i aHOpeKTajJbHa 30HA

3aropu

H

[IpoHocHi 3acobu ‘

1 1

Herpumanns kary |

1-wa ninist

2-2a ninist

CTuMy IS cakpaJbHOTO HEepBa

TexHoJI0Tii 610I0TTYHOTO 3BOPOTHOTO 3B'SI3KY H

XpoHiuHa TAKKA HEZIOCTATHICTh XapuyBaHHS

1-wa ninist 2-2a ninis

OpasbHi Xap4oBi 106aBKH H Totasbhe apeHTepaibHe KUBJIEHHsT a00 JANapOCKOTIUHA EI0HOCTOMIsT

I'EPX — racrpoesodareanbHa pedokcHa XBopo6a; ITTIT — inribitopu npoTOHHOT MOMITH,
KT — HUTyHKOBO-KUMIKOBUI TPAaKT; GAVE — HITyHKOBA aHTPA/IbHA Cy[IMHHA €KTA3is

Puc. 5. CygacHi aIrOpuTMH JIiKyBaHHA NATOJIOTI1 IUTYHKOBO-KHIIKOBOI'O TPAKTY
IIPH CHCTEMHIH CKIepoAepMii. AZIarITOBaHO [35, 55]
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Tabnuis. FacTpOiHTECTHHAIBHI BUABH IIPH CHCTEMHIH CKJIEPOAEPMIii TA TEPANIEBTHIHI CTpaTeril

Jokanizanis Kniniuauii Busas

Cumnrom

Jlikysauns/OuiHka craHy

3BY’KEHH: POTOBOI IIITUHI

Tpyanormi i3 kyBaHHAM 1 BiIKpUBaHHAM poTa BripaBu Ha po3TAryBaHHS poTa

[ToposkHnna

poTa lnodynkiis camHHnx

3aJ103

Kcepocromis
[Topymennst KoBTaHHS
Acrmipartist

KoBranHus Boziu, 3polreHHs
IIryyna ciamna
Koncyspraris cromaTosora
OpromnanTomMorpama

[Topymienus MOTOpUKI

Peduoke
Kamesnn

Moaudikariist ciocody sKUTTs
THTIGITOPU TIPOTOHHOI TIOMITH
Baoxaropu H,-penenropis
Mertoxksorpamis

Mowirtopunr pH
Dynporutikartist

CrpaBoxin

SHIDKEHHS TUCKY
HIDKHBOTO CTPaBOXiTHOTO
chinkrepa

Pedmokc

Jlucdarist

Karnicysnbna enjrockorrist
ManomeTpist cTpaBoOXoLy
Enptockomniuna orinka o0CTpyKIiii
Mertoxkmonpamizn

Jlomnepuion

IIpyxamonpu

Bycnipon

[nynox lacrpomnapes

Panne HacuyeHHs
[Mocrnpanpianbauii 6iib
bmoBanmsa
A6noMinabHMI GiTh

JlocaizzkenHs eBakyaltii BMICTY IIIITyHKa
JlocmiIKeHHsI TOBHOTO KUIIIKOBOTO
TPAH3UTY

Karncynbna enjockorris
Moaudikariist ciocody sKUTTst
TTpoTub/moBoOTHI npenapary
Mertoxonpamizn

Jommepuon

IIpykanonpusn

JleBocyuibmipug

Ilmzanpu

CuHAPOM HAIMIPHOTO
GakTepiabHOrO POCTY

Tonkmuii

S3IyTTS KUBOTA
[iapes
Meteopusm

Bonnesuii/MetanoBuit AuXaabHUil TECTH
JloctiizKeHHST IIOBHOTO KUIITKOBOTO
TPaH3UTY

Pudakcumin

Hopdaoxcarn

AMOKCUTINIIIH

Mertponinasosn

IIpoGioTuku

KUIIIEeYHUK

TTceBroobCTpyKIList

Ab6noMinanbpHMit 6ib
Hynora
Sy TTS KUBOTA

Bisyasmizartist kumreqanka

Tonon

Iadysiitna Teparmis

Kopexkilist e1eKTposiiTHOTO irchanaHcy
Emrtiprasa aHTHOI0THKOTEpATTist
Bizmina npoBokyBasibHUX TIperapaTis
OrnepaTiBHE BTPYYaHHS

MaubabcopOiist

[iapes

Moaudikarist ciocody sKuTTst

Or11iHKa HasIBHOCTI CHHIPOMY Ha/IMipHOTO
GaKTepiaJIbHOrO POCTy

. ITopyiueHHsT MOTOPUKU
Tosctuit Py P

KHIIEYHNUK

3arop

JlocmiiKeHHsI TOBHOTO KUIIIKOBOTO
TPaH3UTY

Karicysnbha eniockorrist
Moudikartist criocoby KuTTst
CrumyJIioBasIbHI TPOHOCH] 3aC001
JlimakmoTs

Ilipugocturmin

[Ipyxanonpug

OrneparuBHe BTPYYaHHS

linorensis
aHAJIBHOTO c(hiHKTEPaA

Herpumanns xamy

Monudikaris cioco0y KUTTst
Bioginbek-reparist

CTuMyJIAIIT CaKpaJTbHOTO HEPBa
Awnrtuziapeiina repanis (Jiorepamiz)
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[IAHKPEATUTY 1 XPOHIYHMI [TAaHKPEATUT Y MAIlIE€HTIB
i3 CC/] mepeBaskHO 3yMOBJIEH] ypaxKeHHAM C]iHK-
tepa Omi, a came #oro cteHo30M [42].

MikpocToMisi, KcepocToMisi, pedpakTepHi ract-
pomapesu, CHBP i mceBroo6eTpyKitil KUIeaHrKa
acollifioBaHi 31 3MEHIIIEHHSIM MacHu Tija, HeAolJaH-
HAM 1 cuHApOMOM MasbaurecTii y xBopux Ha CC/I.
Bussieno, mo 15—18 % marieHTiB i3 cKJepomep-
MI€IO MAIOTh BUCHAKEHHS Ta HeolaHHs. [lamienTis
iz CCJI cuig peryJsisipHo 00CTEKyBaTH Ha MPEAMET
HEJIOCTATHOCTI XapuyBaHHS, OCKIJIbKK HeIO1IaHHs
KOPEJIIOE 3 KIJIbKICTIO CKapT, KOPOTIIO TPUBAJIICTIO
3aXBOPIOBAHHS, PUTHICTIO OpAJIbHOL alepTypu
i TsSRKICTIO 3axBopioBaHHs [ 14]. AKiio maienTn He
MOKYTb IIJITPUMYBAaTH HOPMAJIbHUI 1HIEKC Mach
TiJIa JIIXOM TIepOPAJIbHOTO IPUHOMY 13Ki, TO MOXKHA
3aCTOCYBATH eHTepaJbHe XapuyBaHHS Uepe3 ef0HO-
croMy abo TapeHTepaibHe XapayBaHHSI.

Ha puc. 5 naBe/eno cydacHi airOpuT™u JIiKyBaH-
us1 ypaxenb IIIKT npu CC/I [35], a 'y Taburwrti 1mij-
CyMOBaHi OCHOBHI raCcTPOiHTECTUHAJIbHI BUSIBU IIPU
CC/] Ta TepaneBTUYHI cTpaTeTii.

Ortxe, miarHOCTHKA Ta JiKyBaHH: ypaxkenb HTKT
y xBopux Ha CC/l € 1apuHoto akTUBHUMX JIOCJIiJI-
sKeHb. [TosgBa 4y T/IUBININX METO/IIB /1IarHOCTUKH, 1X
JIOCTYITHICTD JIAIOTh 3MOTY BUEHUM 1 JJOCJITHUKAM
BUSIBUTH BaKJIMBI KJIIHIYHI TI/ICPYIIN IIPYU I[bOMY 3a-
xBopioBaHHi. HoOBI Meroau JiKyBaHHSI ypaskeHb
IIKT mpn CC/l mosiinmmaTte MPOrHO3 Ta BUKMBA-
HicTh manienTiB. @opMyBaHHS TACTPOIHTECTUHAIb-
HUX BUSBIB 1 yeKaaaHenb y nartientis i3 CC/I Biz-
OyBa€ThCs TIijl BIUIMBOM 0GararboX YMHHUKIB, SIKi
B3aeMoioTh. OHAK DYHIAMEHTATHFHOIO OCHOBOIO
I'l-ymkomkenb € aBToiMyHHE 3arajeHHs, hopmy-
BaHHsI BacKyJIomarii, HaamipHe (iOpoyTBOpeHHs Ta
MOPYIIEHHS BCiX JlaHOK iMyHiTeTy [101].

Kongnixmy inmepecis nemae.
Asmopu ne odeparcyeanu 6id okpemux ocio i opzanizayii (inancoeoi niompumxu dociiorcenHs,
20HOPaPI6 YU THWUX POPM BUHAZOPOO.

Yuacmo asmopis: konuenuis i dusaiin docnioncenmns — I. I
30ip ma 06pobxa mamepiany — €. €.; nanucanns mexcmy — 1. T, €. €.
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IToparkeHue KeTyJOUYHO-KUILIECYHOI'O TPAKTA IIPU CUCTEMHOM
CKJIEPOJAEPMHUM: JTUATHOCTUKO-I€YEOHbBIE ACTIEKTDI

CucreMHas CKJIEPOAEPMUSA ABIAECTCA PEAKUM AyTOMMMYHHBIM PAaCCTPOUCTBOM, KOTOPOE ACCOIUHPYETCS
C BBICOKOI 3260JIEBAEMOCTBIO M CMEPTHOCTBIO. XaPaKTEPU3yeTcsl (pUOpPO30OM MHOI'OYHCIEHHBIX OPraHOB,
BKJIIOYAs KOXY, OINOPHO-JIBUI'ATENBHBIA AIIAPAT, JIETKHE, MOYKH, CEPALIE M JKEJIYyJOYHO-KUIIEYHBIA TPAKT
(OKKT). Hamge Bcero crpajgaer XKKT (B 90 % cirydaes). [TaTOr€HETUUECKHUE MEXAHNU3MBI, Y4aCTBYIOIIUE B 3TOM
3a00JIEBAHUH, OXBATBIBAIOT dHIOTENNAIBHOE MOBPEXKIEHUE, BACKYIOIIATHIO U BBICBOOOKIEHHUE IIMTOKUHOB,
MHHUIIMUPYIOIMIMX UMMYHHBIF OTBET, OTJIOKEHHE KOJUIATEHA M, B KOHEYHOM cYeTe, (prubpo3. K KIMHUYEeCKUM
NPOABJIEHUAM 32060JIEBAHNA OTHOCATCA ITOTEPS HOPMATIBLHOM NEPUCTAIBTUKH, TUIIOTOHUSA, PUTHAHOCTD CTe-
HOK U MBIIIEYHAs aTPOQUs], IPUBOIAIINE K TApeE3y U AriaTaiiu opraHos JKKT, upeamepHOMy pocTy H6aKTe-
PHI B KUIIEYHUKE, XPOHUUYECKON KUIIEYHOH IICEBJJOOOCTPYKIIMY, JUAPEE, 3A110PY. [THUIIEeBO SABISETCS Jalle
BCEro NOPAKEeHHOM 4acTbiO JKKT, 4TO NIPOSBISETCS rACTPO330(hareanibHON PEPIIOKCHOM O0JIE3HBIO, 930(a-
TUTOM, PUCKOM PA3BUTHSA MHTEPCTULIMAIBHBIX 32060JIEBAHNA JIETKUX U NTUIEBOAA bapperTra u TpebyeT Tina-
TEJIBHOTO HAOIONEHUA JUIA PAHHETO BBIABJICHUA 3JI0KAYECTBEHHOM TPAaHC(HOPMAIIUK. BapruaHTel BeleHUA
OOJIBHBIX CUCTEMHOM criepojepMuch ¢ nopaxenueM KKT ganexky oT pjieatd, YIUTbIBASI KPATKOCPOYHYIO
3(PPEKTUBHOCTD U HATUYHE MHOI'MX ITOOOYHBIX 3(PPEKTOB. [IpPUMEHSAIOT UHIMOUTOPBI IIPOTOHHOM ITOMIIBI,
NPOKHUHETUKH, AaHTUOMOTUKUA M 3HJTOCKOIIMYECKUE BMEMIATENLCTBA. HEOOXOAMMO MPOBECTU JOIIOIHUTEND-
HBIE UCCJIEOBAHMA JUIA BBIABJIEHUA TEPANIEBTUYECKUX METO/IOB, KOTOPBIE MOTI'YT 33/I€EPKATh (PUOPO3HBINA ITPO-
LECC HA PAHHUX CTAAMAX 3260JI€BAHMA, IPEJOTBPAIAA OCIIOKHEHHSA U IIOCTOAHHOE IMMOBPEKIEHUE JKUZHEHHO
BAKHBIX OPraHoB. [IPpOTHUBOBOCHAIUTENBHBIE TPENAPATDI, MOJUMHUIIUPYIOIIHME 3a00JIEBAHNA, HE UMEIOT
adgpekra npu nopaxkeHuu KKT.

KiaroueBpIe CJI0OBA: CHCTEMHAST CKICPOICPMUSL, JKETYTOYHO-KUIIEYHBIN TPAKT, TTATOTCHES, TTAIICBO/I, KUIICY-
HUK, JIMATHOCTUKA, JICYCHHUE.
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Gastrointestinal involvement in systemic sclerosis:
diagnostic and therapeutic aspects

Systemic sclerosis (S5¢) is a rare autoimmune disorder that carries a high morbidity and mortality. It is character-
ized by fibrosis of multiple organs including skin, musculoskeletal system, the lungs, kidneys, heart and gastroin-
testinal (GI) tract. Among those organs, GI tract is the most commonly affected where up to 90 % of SSc patients
have GI involvement. Pathogenetic mechanisms implicated in this disease include endothelial damage, vascu-
lopathy and cytokine release triggering immune response, collagen deposition and ultimately fibrosis, the hall-
mark of the disease. Clinical manifestations of the disease, including dysmotility, hypotension, rigidity of the walls
and muscle atrophy, resulting in paresis, dilatation, excessive growth of intestine bacteria, chronic intestinal
pseudo-obstruction, diarrhea, constipation. The esophagus is the most commonly affected part of the GI tract,
manifested by gastroesophageal reflux disease, esophagitis, risk of interstitial lung disease and Barret’s esophagus,
the latter necessitating close surveillance for early detection of malignant transformation. The management
options for the GI manifestations of SSc are far from ideal given the short-term efficacy and limiting side effects;
these include proton pomp inhibitors, prokinetics, antibiotics and various endoscopic interventions. Further
research is needed to identify therapeutic modalities that arrest the fibrotic process early in the disease, thus
preventing complications and permanent damage to vital organs. Disease modifying antirheumatic drugs have
no benefit and effect in GI tract lesions in SSc.

Key words: systemic sclerosis, gastrointestinal, pathogenesis, esophagus; colon, diagnosis, management.
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