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Pe3iome. Ha ocHOBaHMM JaHHBIX PETPOCHEKTHBHOIO aHAIM3a MCTOPUM OOJE3HHM TMAIMEHTOB C
ANAarHo30M MYKOBHUCIIU 03 OIIPCACIICHBI HauboJee BCTPCYAIOIIHUECS OCITIOKHCHUA CO CTOPOHBI KCITYJOYHO-
KHIICYHOI'O TpaKTa, U3YyUCH IMAaTOICHE3 U 3THOJIOTUA. bein IMPOBCACH aHaJInu3 HHq)OpMaHHH, I/IM@IOHIGﬁC?[ B
COBPCMCHHBIX UCTOYHUKAX, OIMUCBIBAONIUX JAHHYIO IIATOJIOTHULO.

KurroueBsble cj10Ba: MyKOBHCIIHJI03, TATOT€HE3, OCIOKHEHHUS, )KEIY JI0YHO-KUIIIEYHbIN TPAKT.

Resume. Based on the data of a retrospective analysis of the medical histories of patients diagnosed
with cystic fibrosis, the most common complications from the gastrointestinal tract were identified,
pathogenesis and etiology were studied. The analysis of the information available in modern sources
describing this pathology is carried out.

Keywords: cystic fibrosis, pathogenesis, complications, gastrointestinal tract.

AKTyaJlbHOCTh. MYKOBHUCIIMJIO3 SIBIIAETCS  HauOoyiee  pacnpoCTpaHEHHBIM
ayTOCOMHO-pEIleCCMBHBIM  3a0oneBanueM. B PecnyOmuke — bemapycs — wacrora
MyKoBHUCIH03a ocTaBisieT 1 Ha 8000 HOBOpOXKAEHHBIX AeTeld. OTKPbITHE MyTHPOBABIIIETO
reHa, KOJIUPYIOMIEro JAe(PEeKTHBIM XJIOPUAHBIA KaHAl B OJMUTEIUANBHBIX KIETKaX,
HA3BaHHOTO PETYJSITOPOM TPaHCMEMOpPAHHON MPOBOJUMOCTH TIPH MYKOBHUCITUI03€
(CFTR), ynyumumiao NMOHMMaHWE STHOJIOTMM W TATOTeHe3a 3a00JieBaHUS U O0O0JIETYHIIO
JUArHOCTUKY, HO B TO >K€ BpeMsl yKa3zajo Ha TSKECTh 3aboseBaHus. Mamblii 00BEM
nH(pOpMAIIUU O TaCTPOIHTEPOJIOTHYECKUX OCTOKHEHUSX MYKOBHUCIH03a MOTYEPKUBAET
HEOOXOJIMMOCTh  JAIbHEUIINX HCCIIEIOBaHUM, TO3BOJSIONIMX pa3padoTaTh Ooliee
3 PeKTUBHYIO Tepanmuio Ui YIydllleHHs KadyecTBa >KU3HU MAIMEHTOB M YBEJIWYEHUS
MIPOJIOKUTEILHOCTH YKU3HH.

Heab: u3y4yuTh OSTUONATOIEHETUYECKHUE AaCMEKThl TaCTPOIHTEPOJOTHUUECKUX
OCJIO)KHEHU MYKOBUCIIMI034.

3agaum:

1. YcTaHOBUTH 3THOJOTHUIO MyKOBHUCIIUA03A.

2. IIpoBecTr pPETPOCTIEKTUBHBIM aHAIW3 COMYTCTBYIOIIUX TATOJIOTUN >KETyI0YHO-
KHUIIIEYHOTO TPAKTA Y MAllMEHTOB C MYKOBUCIIUI030M.

3. I3yunth maroreHe3 HanbOOJIEE YaCTO BCTPEUAIOIINXCS TaCTPOIHTEPOIOTHUECCKUX
OCJIO’)KHEHUN MYKOBHUCLHMI034.

Marepuanbl W MeTOAbl. lICNONB30BAINCH COBPEMEHHBIE HAy4YHbIC JdaHHBIE
JUTEpaTyphl O  maroreHe3e  3a00JEBaHUNA  KEITYJOYHO-KMILIEYHOTO  TPaKTa,
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aCCOIIMMPOBAHHBIX C MYKOBUCLMI030M. B xome wuccienoBaHus Obul  MPOBEJEH
PETPOCIEKTUBHBINA aHanMu3 125 uctopuil 00JIe3HN MAIMEHTOB C KIMHUYECKUM JHArHO30M
«MyxkoBuCIIU103», HabMoMaBINXCA B Y3 «3-5 ropoicKasi AeTcKasi KIIMHuYeckasi 00JpHUIA
r.Muncka» 3a nepuoj 2018-2022rr. baza nanubix cpopmMupoBaHa ¢ MTOMOIIBIO TPOTPAMMBbI
Microsoft Excel. Bce wcciemoBanus BBITIOJHEHBI € COOJIFOJACHHEM  MPABHII
OMOMEIMIIMHCKOW OSTUKUA (COXpaHEHHE BpadeOHON TalHBI W KOH(UICHIMAIHLHOCTD
uH(bOpMaInn).

Pe3yabTarhl m uX o0cyxaeHue. MyKOBHUCIIMAO3 — T€HETHUYECKOE ayTOCOMHO-
peneccuBHoe 3abosneBanue, odyciopienHoe mytamusiMu B reHe CFTR (Cystic Fibrosis
Transmembrane conductance Regulator — peryastop TpaHCMEMOpaHHON IIPOBOAUMOCTH
mykoBuciuao3a). 'en CFTR pacrnonokeH Ha JJIMHHOM IIJIeYe XPOMOCOMBI 7, KOJIUPYET
onHouMeHHbIN AT®-cBs3bpIBaOmUM O€JIOK, BXOMSIINN B COCTaB XJOPHUIHOTO KaHaja B
anyKaabHON MeMOpaHe dIUTEIHAIBHBIX KIIeTOK[1].

['enetmueckue Bapuantsl I, II m III kilaccoB mpuBOASAT K NMOJHOMY WM IOYTH
MIOJIHOMY IIPEKPAIICHHUIO (PYHKIIMH XJIOPHOTO KaHaJa, U OTHOCATCS K «TSKEIBIM», TOTJa KaK
npu BapuanTtax [V-VI knaccoB coxpansiercs octaroyHas pyHKIUs XJIOPHOTO KaHaja, YTo
MO3BOJISIET UX OOBENUHHUTHh B TPYMIY «MSATKHAX» BapHAHTOB. «TSHKECTHY» T€HETUYECKOTO
BApUMAHTa  ONpEJENseT  CTENEHb  HapyIIEHHWS  BHEIIHECEKPETOPHOM  (yHKUUU
MO/KEITyTIOYHOU Kene3bl. «MdArkue» BapuaHThl JOMUHUPYIOT HaJl «TSKEIBIMH» B
OTHOLIEHUM NaHKpeaTuyeckoro ¢penotunal?|.

B xone wu3yueHus MarepuanioB HCTOpUM OOJE3HM MALMEHTOB C JAHArHO30M
MYKOBUCIIM/I03  OBUIM  BBISBICHbl MyTalliM M paclpeiesieHbl 10  4acToTe
pacmpoctpanenusi(puc.1).

B mytauuna F 508(c.1521_1523delCTT) rena
CFTR
m dF508/dF508
m CFTRdel 2.3 rena CFTR
= retepoauroTa F508
W romoaurora 2184 ins A
® Fomozurora F508
m F508/N 1303K
= dF508/CFTRdel12.3
F508 del. 3121- 2AG
®m pensta F508
m F508/?
dF508/218 in
CFTR dele2.3(21kb) 394dellTT(c.262-

263delTT)
2184 ins A CFTR del 12.3 CFTTR

reteposwurora RT92X/W1282R

Puc. 1 — Yacrora Bctpeuaemoctu myTarmu rena CFTR cpenu uccnenyembix.

['en skcmpeccupyeTcsi BO MHOTHMX CHCTEMax OpPraHOB, YTO OOBSCHSET IIMPOKUN
CHEKTp 3a00JI€BaHUI, C KOTOPBIMU CTAJIKUBAIOTCS JIIOAM ¢ MB, BIUSIONINX Ha JETOYHYIO,
SHJIOKPUHHYIO, KETYJO0YHO-KUILIECUYHYIO, MTOKETYAOUYHYIO0, )KEITYHYIO U PENPOLYKTUBHYIO
CUCTEMBI.
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Henocrarok pynkiuu 6enka npu MB npuBoauT K HapyeHUIO pabOThl XJIOPUIHOTO
KaHaJ1a, pacloj0KeHHOTO B aTMKAJIbHOM YacTH KJIETOK YK30KPUHHBIX XkKeje3. B pe3ynbrare
3TOrO JIe(heKTa aHMOHBI XJI0pa 33]IeP>KUBAIOTCA B KJIETKE, YCHIIMBAIOT a0COPOINIO KATHOHOB
HaTpusl U Bojbl. [loTepst BOBI M3 MPOCBETOB SK30KPUHHBIX JKEJe3 BEACT K MOBBIIICHUIO
BSI3KOCTH WX CEKpeTa, 00TypaIluy OpraHOB M HAPYIICHHUIO UX (PYHKITHH.

["acTpO’HTEPOIOTHYECKHE TMAaTOJOTHH, BBIIBICHHBIE TIPW aHAIHW3€ JaHHBIX
MAlMEHTOB C MYKOBHUCIHJIO30M, pPacHpeAe/UiInNCch B CICAYIOIIEM COOTHOUICHHH:
AK30KPUHHASI HEJOCTATOYHOCTh MOJKeNyqouHol xene3pl — 100% (N=125), natonoruu
neyenn — 72% (N=90), ractpoazodareanbubiii pedaokc — 35%(N=44), MexoHeaTbHBIN
uineyc — 14% (N=18), caxapusbrit iuadetr — 10%(N=13) (puc.2).

1208

B 3K2OKpUHHAA

100% - HEeQOCTATOYHOCTE
no YRO4YHOWN 1

B 3a6oneBaHWA NeveHn
80% -

mlacTtpoazodareansHbin
60% - p :

B MexoHeaneHBIA Mneyc
40%

B CaxapHuii gnaber
20% -
0% - . l

Puc. 2 — YacroTta BCTPCYACMOCTHU TaCTPOSHTCPOJIOTHUCCKUX MaTOJIOT Uil IIpU MYKOBHUCIIUIO3C.

OK30KpUHHAsI HEIOCTATOYHOCTH IOJPKEITyJOYHOM >KEJIe3bl SIBISIETCS CIEACTBUEM
HapyllIeHUs TPAaHCIOPTa HOHOB XJIOpa M CHUHTe3a OuakapOOHATOB B MPOTOKAX, 4YTO
MPUBOJAUT K CHWXKEHHUIO TOCTYIUIEHUS XUIKOCTH B (EepMEHTHBIM cyOcTpar, a,
CJIEI0BATENbHO, K MOBBIIICHUIO BA3KOCTH U CHUKEHHUIO CKOPOCTH MPOJIBHIKEHHS CEKPETA.
B pesynbrare mpoUCXOAUT MpeUHUNUTALMS (PEPMEHTOB Ha CTEHKaX MEJIKUX BBIBOIHBIX
MPOTOKOB, NPHUBOJAIIAS K OOCTPYKUMH M TMOJHOW 3aKymopke ux mpocseta. Ilpu
OOCTPYKIIMM MPOTOKOB (PEPMEHTHI BbIPA0ATHIBAIOTCA B alUMHycaX B HOPMajJbHOM
KOJIMYECTBE, HO HE CIOCOOHBI BBIACIATHCA B IMPOCBET JBEHAALATUIIEPCTHOM KHUIIKH.
Hakormenne nankpeatnyeckux (epMEHTOB MOTCHIIMPYET ayTOJIU3 TKAHU TTOKETYTI0YHON
xKenesbl ¢ (GopMHpOBaHMEM Ha Oojee TMO3IHUX CTAaauiX THIUYHOTO (HUOPO3HO-
KaBepHO3HOI0 TaHKpeaTHuTa, SBICHUN CTeaToped, MaiabaOCOpOLMU MU COIMyTCTBYIOLIEH
HEJIOCTaTOYHOCTH >KUpOpacTBOpUMbIX BUTaMuHOB A, D, E, K, npuBoasieit k orcraBaHuio
B (pusnueckom pazButumn[3].

B ocHoBe pa3BuTusi caxapHOro auadera, acCOIMHUPOBAHHOIO C MYKOBHCIIHIO30M,
JEKUT HapyLIEHUE CTPYKTYphl OCTPOBKOB JlaHrepranca MoKeIyAOYHOM KeJe3bl,
BO3HHUKaloI1ee 3a cueT (hrudpo3a 1 ;KUPOBOTO NepepokaeHus xkenesbl. [Ipeanonaraercs, 4ro
B IIATOT€HE3€ caxapHoro Juabera MNpU  MYKOBHCIMIO3€ HWrpaeT pojib U
MHCYJIMHOPE3UCTEHTHOCTh. PE3UCTEHTHOCTh K WHCYJIMHY CHI)KAeTCsl B pe3yJbTaTe
XPOHUYECKON MH(EKIINH, BBICOKOTO YPOBHS KOPTU30Ja, BBIAEISIEMOTO MPU XPOHUYECKON
UH(pEKIMU, KaK CTPECCOBOM CHUTyallud, a TaKXKe BCJIEACTBHE YaCTOTO NPUMEHEHUS
KOPTUKOCTEPOUJI0B[4].
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MexaHu3M BO3HUKHOBEHMsI TacTpodszodareanbHoro pedirokca (namee—I'9P) mpu
MYKOBUCIIHI03€ JI0 KOHIIA HE U3Y4Y€H, HO ObLIO OMICAHO HECKOIBKO TEOPHil, TO3BOJISIOLIUX
OLICHUTh B3aWMOCBS3b MaToJOTUi. [lOBbINIEHHAs YacTOTa TPAH3UTOPHBIX pacCiIalIeHUn
HIOKHETO TMHUIIEBOJHOTO CPHUHKTEpA, U 3aJCpXKKa OMOPONKHEHHS >KEIyJKa MPUBOISAT K
BBICOKOMY T'PaJIMEHTY JAABJICHUS B KTy I0YHO-TIUILEBOTHOM TPAKTE, YTO MOBBIIIACT PUCKU
pasButus ['OP npu MmykoBuciumosze. XpoHUYECKUH Kallleb SIBISETCSI OCHOBHBIM (haKTOPOM
MOBBILICHUSI BHYTPUOPIOIIHOTO JaBJICHUS, BBI3BIBAIONIETO 0o0Jiee BBICOKOE CTOSHUE
KeJly/1Ka U PUBOSILETO K acupanuu u pedirokcy. B xone ncciaenoBaHus BbISBIECHO, UTO
[0JI, UHAEKC MAacChl Tela WIM AMA0ETUYECKHM CTaTyCc HE BIMAIOT Ha 4dactoTy ['OP y
HAI[MEHTOB C MyKOBHUCLHIO30M.

MekoHeallbHbI WJIeyC SIBISETCS CaMbIM paHHUM KIMHUYECKUM IPOSIBICHUEM
MYKOBHCIH103a. HEmpoxoauMoCTh KHILIEYHHKAa MEKOHUEM CBsi3aHA C HaJM4YMEM BS3KOU
CIM3M B KHILEYHMKE. [Ipn 3TOM COCTOSIHUM MEKOHMH COAEPKHUT OONbIIOE KOJIUYECTBO
0erka W CTaHOBUTCSI YPE3BBIUAWHO TYCTHIM, BBI3bIBAsi HEMPOXOAUMOCTh TEPMHUHAIBLHOTO
oT[eNa MOAB3AOMIHON KHUIIKA. OCIOXHEHHAasT MEKOHHEBas HEMPOXOJUMOCTh MOXKET
BBI3BAaTh 3aBOPOT KHUILIEYHHUKA, ATPE3UI0, HEKPO3, Mepdhopalinio, MEKOHUEBBIN TEPUTOHUT U
00pa30BaHUE MCEBIOKUCTHI.

N3 125 uccnenoBaHHbIX ManueHToB 90 MMenn maTojoruu NEYeHu, CPEIn KOTOPBIX
rermatornatus — 42%(N=38), muppo3 mneuenu — 14%(N=13), ¢ubpo3 1 creneHn —
30%(N=27), ¢pudpo3 1-2 crenern — 4%(N=4), hpudpo3 2-3 crenenu — 4%(N=4), creaTo3s
neuenu — 4%(N=4) (puc.3).

NMNaTonorm neueHun

45%
40%

35% M MenaTonatua

30%

B Tubpos 1 cTeneHK
25%
20% W Uuppos
15% M CTeaTos nedyeHwu
10%:
co B Dubpos 1-2 cTeneHn
0% . . . - . - . . Pubpos 2-3 CTENEHM

renatonatma $ubpos 1 Uuppos Creatos  @ubpos 1-2 dubpos 2-3
CTEMEHM NEeYeHm CTEMNEHM CTEMEHM

Puc. 3 — [latonoruu ne4eHu y NalieHTOB C MyKOBHUCIIUIO30M.

YacTtoTa BOBIEUEHUS TEMATOOMIMAPHON CHCTEMBI B MATOJOTHYECKUN TPOIIECC IO
JAHHBIM PETPOCHEKTUBHOrO aHanm3a coctaBisier 72%. bemoxk CFTR nokanusyercs B
aNUKAJIbHBIX MEMOpPaHaxX SMUTEIHATBHBIX KIETOK KETYHBIX MPOTOKOB, T/I€ Pa3BUBAIOTCS
M3MEHEHUS! 3JIEKTPOJIMTHOTO TPAHCIOPTA, MOJOOHBIE M3MEHEHUSM B OpOHXOJETOYHOU
cuctremMe. B pesyinprare  3TOro  Keaub  CTAHOBHUTCS  BSI3KOM,  pa3BUBAETCS
rernaToLeJUIIOISAPHBIA U KaHAIBLEBBIM XO0J€CTa3, KOTOPbIA IPUBOAUT K LEJIOM CEepUH
MaTOJOTUYECKUX PEAKLIHN: C OJHOW CTOPOHBI, K 3aJEPKKE I€NaTOTOKCHUYHBIX >KEIYHBIX
KHUCJIOT, TPOAYKIMA MEIUATOPOB BOCHAJICHHS, ITUTOKUHOB M CBOOOJIHBIX PaJIUKaJIOB,
YCWJICHHIO MEPEKUCHOTO OKHUCIICHMS JIMIUIOB U MOBPEXKACHUIO KIETOUYHBIX MEeMOpaH; ¢
JPYTOM CTOPOHBI, K U30BITOYHOMY MTOCTYTUICHUIO KETYH B KPOBb U TKAHU M K YMCHBIIICHHIO
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KOJIMYECTBA WM AK€ OTCYTCTBHIO JKE€IUM B KHUIIEUHUKE. B cBs3u ¢ aTMM Halmromaercs
OeNKOBO-3HEPreTUUecKasi HEeIOCTATOYHOCTh PA3UYHON CTENEHU TSHKECTH, MOBBIIICHHE
TpaHCaMWHa3 B OHOXMMHYECKOM AaHAJIM3€ KPOBH, IENATOCILUIEHOMETalls, MOpTajbHas
TUNEepPTEH3Us, HapylIeHHe CHUHTeTHYecKoW ¢(yHkuuu mnedenu. [emarocriieHomeranus
OOBIYHO BBI3BaHA CTEATO30M, (HUOPO30OM WM LUPPO30M TMEYCHH. XapaKTepHOU
Mop(donornueckoi KapTMHON ToOpaxkeHus TmedeHn npu MB  sBisercss (oKalbHBIHI
OwnuapHbelii  GUOpPO3 C SIBICHUAMU OTEKa, XPOHUYECKOW BOCHAINTEIBHOKICTOYHOU
UHQUIbTpaLMeil, npoiaudepanuell KeIUHbIX MPOTOKOB, CKOIUIEHUSMHU 303MHOQUIBHBIX
Macc BO BHYTPHIIEYEHOYHBIX IPOTOKaX[7].
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