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KJIMHUYECKHI C/IYYA MYKOBUCIIAI03A C IOPAXKEHUEM MEYEHU

YAK 616.36.37:577.112-071

Mykosucyudoz (MB) omHocumcs k pedkum (opdaHHbIM) 3a601€8aHUSAM. IMO — HacAedCmeeHHas 60/1e3Hb, npu komopou
nopaxcarmesi  8ce JHUSHEHHO BaJCHble Op2aHbl U cucmembvl U npexcoe 8cezo - CAuU3e0bpasyrujue: 6POHX0/1€204Hasd,
JeaAY00YHO-KUWEeYHbI mpakm, 2enamobuauapHas cucmema, noodxcenyodoyHas xcesnesd, ypo2eHUmaJbHulll mpakm, 2de
nosblueHUe 8513KOCMU CeKpemos 3ampyoHsiem ux 38aKyayuto, d makxice Nomosbwle Hene3bl.

Ha cezoonawHull deHb, no daHHbiM MuHucmepcmesa 30pagooxpaHeHus, 8 Kasaxcmane oguyuasbHo 3apeaucmpuposaHo 86
60/1bHbIX ¢ MYKOBUCYUJO30M, HO MO4HO020 Koaiuvecmaa demetl, #cugywux ¢ nodo6Hsim duazHo3om 8 PK Hem, m. k. Hem eduH020
peaucmpa dauHoli kamezopuu demeli [1]. CeoespemeHHass duazHocmuka Mykosucyudosa — 3mo euje 00HA HepaspeuweHHAas!
npob.aema 30pasooxpaHeHus. B 6oabwuHcmee cayvaes, npu pasgumuu y nayueHmos 8 paHHem 0emcKoM 803pacme Kule4Hozo,
pecnupamopHo2o cuHdpomos, duazHo3 ycmaHasausaemcsi no30Ho. Yacmo Hepacno3HaHHbl C80e8peMEeHHO MYKO8UCYUOO3
udem nod «mackoil» dpyaux 3a6osesaHull, Ymo deMoOHCmMpupyem npedcmas/ieHHbIl KAUHUYecKull cay4ali Mykosucyuoosa c
nopaxceHueM neveHu, KOmopuli 6bl1 ycmaHos/ieH pebeHKY 8 go3pacme 8 Jiem, 8 mo 8pemMs Kak XapakmepHble KAUHUYeCcKue
CUMNMOMbI HAGAI00ANUCH YiHce 8 Nepable MecYbl HCUIHU.

Katoueswle cio8a: mykosucyudos, Cystic Fibrosis, demu, nopadiceHust neyeHu.

AKTyanbHOCTh mpo6JjemMbl: MykoBucuuzao3 (Cystic Fibrosis) — ofHo u3 Hau6oJsiee 4acTbIX MOHOTEHHO HacjeAyeMbIX
3a00J/1eBaHUH C IOJIMOPTaHHBIM IOPa)KeHHWEM. B pasBUTBIX cTpaHax B MOC/IeJHUE TOJibl OTMEYAeTCs] POCT YKCJIa B3POC/IbIX
60JIBHBIX MYKOBHCIM030M. B 6osbminHCcTBe cTpaH EBponbl 1 CeBepHOH AMepUKM paclpoCTPaHEHHOCTb MYKOBUCLIH/03a
cocrasisieT oT 1:2000 o 1:4000 HoBOopoxkAeHHBIX, B Poccun - 1:8000 - 1:10 000 HoBopokAeHHBIX [2,3]. B KaszaxcraHe
4acTOTa MYKOBHCLMJ03a He H3BECTHA, HO Mo oduUuaibHbIM JaHHbIM M3 PK 3aperucrpupoBaHo 86 ciyyaeB. Ilo
peTpocneKTUBHBIM AaHHbIM 2006 rosja, MUHMMaJ/bHas 4acToTa 3a60/1eBA€MOCTH J/Is1 AJIMATHHCKOM MONYJ/ISIMY COCTaBUJIA
B cpesiHeM 1:6102 HOBOpPOX/AeHHBIX [1].

OCHOBHOW NPUYMHOW MYKOBHCIH/I03a SIBJISIETCA MyTallds OJHOTO reHa 7W XPOMOCOMBI, KOTOPBbIA 0003HAYaeTCs Kak
TpaHCcMeMOpaHHbIA peryasaTop npoBoaumoctu (CFTP — cystic fibrosis transmembrane conductance regulator).
«3n0opoBbiit» reH CFTP KoHTposMpyeT ceKpeTOpHble MpoLiecChl B CHUCTeMax opraHuama. OyHKLHOHUpPYSA Kak 1-AM®
3aBUCUMBIM XJIOpHBIM KaHaJ, 6esok CFTR perynupyeT paboTy ApyrUX XJOPHBIX U HaTPHUEBBbIX KaHAJIOB, y4acTBYeT B
NpoBeJiIeHUH BOJbl, afieHo3uTpudocdaTa U BLINOJHSET psifi JPYTUX BaKHbIX QYHKUUH. [Ipu fedekTe faHHOrO reHa, cekpeT
GOJIBIIMHCTBA JKeJle3 BHeLIHeH CeKpeluy CTyLaeTcsl, 3BaKyalysl ero 3aTpy/JHsEeTCs U B OpraHax BO3HUKAIOT BTOPHUYHbIE
naToJIOTUYecKHe u3MeHeHus [2].

B HacTostiee BpeMs onucaHo okosio 2000 myTanuit u 6osee 200 nomumopdusmoB B reHe CFTR, yacToTa KOTOPBIX MIUPOKO
BapbUPYIOT B Pa3HbIX 3THUYECKUX Ipynnax. J[MarHoCTH4YeCKH 3HAaYMMbIMU MyTaLUAMU JJ151 TALIUEHTOB ¢ MyYKOBUCLH/I030M
B PK aBusoTca delF508, del121kb, 1_13818,3944c1e1TC, dell507, 1677delTA, 2143delT, 2184134, 394delTT[1]. B apyrux
cTpaHax, HanpuMep, Poccun Hanbosiee yacTo BCcTpedaroTcs Takue MyTanuu kak: F508del (52%), CFTRdel2,3 (21kb) (6,3%),
N1303K (2,4%), 2184insA (1,8%), 2143delT (2%), W1282X (2,7%), G542X (1,9%), 3849+10kbC-T (1,5%), R334W (0,7%),
S$1196X (0,5%) [2].

Bo3HMKHOBeHHe GOJIbIIMHCTBA KJIMHUYECKUX NPOSIBJIEHUH 3a00/IeBaHUs CBS3aHO C NMPOJYKIMEH CeKpeTOB MOBbIIIEHHOH
BSI3KOCTH U C UX U3MEHEHHBIMU QU3UKO-XUMUYECKUMH CBOHCTBAMU (YBeJMYeHHe KOHLIEHTPALUH 3JIEKTPOJIUTOB U GEJIKOB
IpU yMeHbIIEHWH BOAHOH ¢asbl). ITOT MeXaHU3M JIEXKUT B OCHOBE JBYX CEKPETOPHBIX aHOMAJ/IMH, XapaKTepHBIX s
MYKOBHCIIM/I03a: BBICOKOM KOHLIEHTPALU{ 3JIEKTPOJMTOB (HAaTpHs, XJ0pa) B MOTOBOH KUJKOCTH WM HMHBIX CEKpeTax U
BblJIeJIEHUM O4YeHb BS3KOr0 MyIIMHA BCEMH CJIM3HUCTBIMM ’KeJe3aMH OpraHM3Ma. 3aTpyAHEHHe OTTOKa BSI3KOTO CeKpeTa
BeJIeT K €ero 3acTOl C INOC/AeJYIOIUM pacliMpeHUEM BBIBOJHBIX MPOTOKOB JKeJse3, aTpoduel »KeJe3ncTOH TKaHH,
nporpeccupyromuM pudposom [3,4].

Onpeie/IsIIOIMMU JJIS1 )KU3HU GOJIbHOTO SIBJISIIOTCS XapaKTep U CTENEeHb MOPAXKEHHUsI OPraHOB JibIXaHUsl (6POHXOB, JIETKHUX), a
TaK)XXe CHUCTEeMbl MUIEBApEHUs, NPEXK/E BCETO MOKETYLOUHON Kesle3bl, NeYeHH, )KeJYHbIX NyTeH U NUIEeBAPUTEIBHOTO
TpakKTa. B naTosiornyeckuil npouecc BOBJIEKAIOTCS TaKXKe MOTOBBIE JKeJIe3bl U YPOreHUTaNIbHBINA TPAKT [5].

BpoHXoJ/leroyHble U3MEHEHUs] MOTYT HaGJII0JJaThCsl YoKe C NIepBOM HeJleJId XKU3HU U MPOSIBJATHCS KalllJIeM C YCUJIEHUEM B
HOYHOE BpeMsl, IPUCTYIIAMH YAYIIbs, OJbIILKONH. ITH CUMIITOMBI CBSI3aHbI C HApyIIEHHEM MYKOLMJIMAPHOTO TpaHcIopTa. B
JlaJIbHEHIIeM, 4acTO Pa3BUBAIOTCS BUPYCHbIE MOPAXKEHHUs] HOCOIJIOTKH, TOPTAHH, TPaxed KOTOpble MPUBOJAT K THGeH
KJIETOK MEpPIATeJbHOr0 3MUTEJNHS M OTKPBIBAIOT NyTb OaKTepHaJbHOH MHUKpodJiope. Pa3BUBalOTCA GpPOHXOJIErOYHbIE
MHQEKLUH C BOCHAJUTENTbHBIM MPOLECCOM, KOTOPble HEOAHOKPATHO IMOBTOPSIOTCS, MEPEXOAAT B XPOHHUYECKOe TeYeHHe U
BBI3bIBAIOT IOBPEX/EHNE JIETOYHBIX CTPYKTYP. YCTAaHOBJIEHO, YTO B CTPYKTYpe BbIZEJIEeHHON MUKPOQJIOpHI IpeBajupyeT
I'pam+dropa. Yacto S. aureus BbICTymaeT KaK TIepPBbIi MHKPOOPraHW3M, BbIZe/sieMbld M3 MOKPOTBl U
daprHroTpaxeajJbHOro acnupaTa. BTOppIMU 10 3HAYMMOCTH SABJAIOTCA HedpepMeHTHUpYOIMe ['(paM- MUKPOOPTraHU3MEI, B
yacTHoCTH, Ps.aeruginosae u Acinetobacter spp. [6].

Y 95,3% neTeld, cTpasaoIiuX MYKOBUCLIHI030M Pa3BUBAETCS 3K30KPUHHASA HEJOCTATOYHOCTb IMO/DKEJYIOYHOH >KeJes3bl,
NPOSABJAIINAACT HapylIeHHeM BCacblBaHUSA KHUpPa, CTeaTopeed, AedHUIUTOM MacChl Tesa, OTCTAaBaHHEM B (QU3UYECKOM
pasButud. [lepunut xvpopactBopuMbix BUTaMuHOB, [THXK, B - KapoTHHOB NpPUBOAUT K HAKOIJIEHHIO CBOGOIHBIX
paZKaJIoB, yCYyIyOJeHHUI0 CHUCTEMHOIO OKCHJATHBHOIO IPOLeCcCa, Pa3BUTHIO BOCIAJMTENbHOIO NpOIlecca B OopraHax U
TKaHAX. [lalMeHTDl, He MOJyYaloliye COOTBETCTBYyKOLlee JedeHHe CTpajalT AedunutoMm BuTamuHOB A, E, [, K, a B
pe3y/ibTaTe BOBJeYeHHs B MATOJOrMYEeCKUH npouecc B-KJeTOK ocTpoBKOB JlaHrepraHca y 1/5 60JbHBIX MyKOBHUCIIUA030M
pasBHBaeTCcd caxapHbli uabeT [7].



[Topa>keHHe remnaToGUJIMAPHON CHUCTeMbl fIBJSIETCS NPSAMBIM C/eACTBHEM OCHOBHOro JedeKkTa NpU MYKOBUCLUAO03e U
XapaKTepu3yeTcsl XPOHUYECKOM BOCHAJUTENbHON KJETOUHOW WHOUIbTpALUEHN, KeJUHO-MPOTOKOBOM mposndepanue,
HEeOJHOPOAHOM aKKyMmyJisiiueld 303MHOGUIbHOIO PAS-NMO3UTHBHOTO PE3UCTEHTHOIO Ocajika BO BHYTPHU IeYEeHOUYHbIX
MPOTOKaX. ITU U3MEHEHHS CHAayaJla HOCAT OrpaHUYeHHbIN (POoKaJbHBIN) XapaKTep, HO 3aTEM IPOTPECCUPYIOT U MPUBOJSAT K
MYJIbTUJIO6YJIIPHOMY OW/IMApHOMY LUPpO3y M NOpPTaJbHOM runepTeHsuu. [Ipouecc MoXXeT 3aHMMAaThb TIOJAbI U Jaxe
JecsaTUaeThs1 6e3 BbIpaXKEHHbIX KJIMHUYECKUX WU OHOXUMHYECKUX MposiBJeHUH [7]. Ha paHHHUX cTafusx MopaxKeHue
ne4yeHW MpoOTeKaeT OOBIYHO OeccMMNTOMHO. PeJko B TIpyJHOM BO3pacTe MOTYT BbISBJAATbLCS CUHAPOM XO0JIeCTasa,
HeOHaTa/JIbHbIM TenaTUT, MajababCcopOLus KUPOB, TUnoTpodus, BUTAaMUH K-3aBUCHUMOe HapylLIeHHE CBEPThIBAEMOCTH
KpOBHU. ¥ GOJIBIIMHCTBA AieTeld paHHero Bo3pacta ¢ MB pa3sBuBaeTcsi KapTHHaA XoJslecTa3a. ¥ MOAPOCTKOB M B3pocblx ¢ MB
BBISIBJISIIOT CHIKE€HHbIM HYTPUTHBHBIM CTATyC, IOBbIIIeHHE TpaHCAaMHHAa3, renaToCIJieHOMeraauio, runepcnaeHusm. Y 5%
NalMeHTOB Pa3BUBaeTCA OGU/IMAPHBIN LIUPPO3 NeYeHU C CHHAPOMOM NOPTaJbHON FMIEePTEeH3MH, YaCTO C KPOBOTeYeHHeM U3
BapUKO3HO pacUIMPeHHbIX BeH NulieBoa. B 2% ciyyaeB neyeHo4yHast HeJOCTAaTOYHOCTb NPUBOAUT K CMepTH 6oJibHOrO [8].
JlMarHoCcTMKa MYKOBHUCLM/O3a OCHOBBIBAeTC Ha HaIW4MM 3 U 6Gosiee mNokasaTesel, B 4aCTHOCTH. XPOHHUYECKOTO
6GPOHX0/IETOYHOI0 IIPOoLiecca, KUIIeYHOT0 CUHAPOMA, M0JIOKUTEbHOT0 IOTOBOT0 TeCTa.

Ilesb paGoThI:

JleMoHCcTpanus pa3BUTUA MYKOBHUCLM/03a C GBICTPONPOrpecCUPYIOLIMM Pa3BUTHEM LIUPPO3a NeyeHH y pebeHKa 8 jieT, Ha
npuMepe CO6GCTBEHHOrO HaGJII0AeHUA KIMHHUYECKOTO0 Cyvast.

Manbuuk /I, 2007 roma poxjeHus, poausacsa BecoM 2779 rp. B cpoke 36 Heznesb oT 4 6epeMeHHOCTH. CO CJIOB MaMBbl, €
POXEHUS CTPasal KMIIEYHBIMU HapyleHUsIMUA B BH/JlE YYallleHHOro Kaluieo6pasHoro crysa. C 4-x MecI4HOro Bo3pacTa
noJiy4as npukopM. C ceMu MecsilleB y pe6eHKa HabJI10ja0Cch OTCTaBaHHe B HaGope MacChl Tesla U B Bo3pacTe 1 rojia Bec ero
coctaBisn 8500 rp. Mama craja 3aMeyaTb, YTO IOCJe YHNOTpe6GJeHUs  KUPHBIX NPOAYKTOB y pebGeHKa OblLI
KalllMIe00pa3HbIi >KUPHBIH CTYJ1 10 5 pas, B CYTKH, IPUYEM OJ{HA U3 NEePBbIX NOPLUI Gblja 06UIbHEE, YeM NTOCIeAYIOLIHE.
CorstacHO aM6yJIaTOPHBIM KapTaM M BBIIMCKaM M3 CTAallMOHapa, Yy peGeHKa C paHHEero Bo3pacTa 4acTO HaGJI0AaIMCh
3a00/1eBaHUA [ibIXaTesbHbIX nyTed: OPBH, ocTpblii GapHHruUT, GPOHXHUT, 2-X CTOPOHHSS IHEBMOHMSA, 3a60JieBaHMSA
JKEJIyZJ0UHO-KUIIEYHOTO TPAaKTa: OCTPBIH 3HTEPOKOJHUT, JUCGAKTEPHO3 KHUIIEYHHKA, JIAaKTO3HAss HeAOCTaTOYHOCTH,
depMeHTONATHS, a TAKXKE EPeHeC reHepaJM30BaHHY0 GopMy srcTepro3a. CoCTOsI HA AUCIIAHCEPHOM Y4YeTe y JeTCKOro
HeBpoIaroJiora C AvarHo3oM: IlepuHaTasbHas NMOCTreMopparvyeckas JucMeTabosiddeckass sHIedasonatuss. CUHAPOM
JIBUraTeJIbHBIX PaccTpoicTB. CHHAPOM BereTo-BHCLepaJbHbIX HapyleHuH, rpy6asa 3[IMP. 'apouedanbubiit cunapoM. Ilo
MOBOAY BBbIIIENepPeyrCcAeHHbIX 3a60/IeBaHUM, MOJyyaJ COOTBETCTBYyIOIlee JieyeHHe, HO YJydlIeHHs COCTOSIHHUS He
Hab6J1101aJ10Ch.

B 2014 roay, B Bo3pacTe 7 JieT, pe6eHok 6bl1 HanpasieH B HUINu/JX r. AnmaTsl, rae eMy 6bL1 MpoBefieH GMOKapA TeCT
(pe3y/npTaThl OTpULIATENBHbIE), ONpejes]eHbl XJOpPUAbl MoTa-108MakB/M1 M BIepBble  3aNof03peH MYKOBHCIHO3,
kuieyHast opma. Pe6eHOK OblJI FOCIUTAIU3UPOBaH B cTanuoHap. [Ipu o6ciejoBaHMY, B GMOXMMHUYECKUX aHAIM3aX KPOBU
BBISIBJIEHO NOBbILIEHHe YPoBHA TpaHcaMuHas - ALT B 1,4 N, AST B 1,2 N, HopMasibHbIe NOKa3aTeJyd GUINPYyOHHA, 06IEero
6eJIKa, aMUJIa3bl, 3JIeKTPOJIUTOB.

[Ipy KonpoJIOrKYecKoOM HccleJ0BaHUH BBISIBJIEHBI cTeaTopesi, HofoduabHasA MUKPOdJI0pa,, CM3b B 6OJBIIOM KOJIUYECTBE U
JIpOXCKeBble TPUOKH.

[Ipy TpexKkpaTHOM HCC/IeJOBAaHUM IO0TAa HAa XJOPUABI NMOJYy4YeHBl ciaefyouiie pe3yabTaTbl: 120 MakB/a, 155 mMaks/a, 116
M3KB/JI.

[Ipy pEeHTTeHOJIOTUYECKOM HCCJIeJJOBAHUM OpraHOB TIPYAHOM KJETKH BbIsIBJeHAa pEeHTTeHKapTHHa O6GCTPYKIMNHY,
OGPOHX03KTa3kbl CIpaBa.

[Ipy y1pTpaBYKOBOM HCCJIeJOBAHUH OPTAaHOB GPIOIIHOM I10JIOCTH BbIsIBJIeHbI AU dy3Hble H3MEeHEeHHs B TapeHXHMe NeYeHH,
NpU3HAKU 3acTosl KesJ4d. PeakTHBHble H3MeHeHHUsi B IOJpKeJyAO4YHOW »kesese. YmuoTHeHHe YJIC c obeux CTOpOH.
3aksoyeHue OI'/IC: moBepXHOCTHBIN racTpoAyoLeHHUT, 6e3 060CTPeHHUS.

Taxxke Gblyla poBeJieHa GUONCHSA CIM3HUCTOHN TOIleM KMUIIKH, IAe AaHHBIX 3a MyKOBUCLHAO3 B HCCIeAyeMbIM MaTepuale
BBbISIBJIEHO He OblJI0, O[JHAKO, AJIs] OKOHYaTeJbHON BepuHKaL M1 AUarHo3a, 6b1JI0 peKOMeH/J0BAHO NMOBTOPUTB GUOICHIO.
MouJieKyIIpHO-TeHeTHYeCKHUH aHa/Iu3 Ha MyKOBUCLIU/03 6blJI OTPHULIATEIbHBIM.

HecmoTps Ha pesysbTaThbl 06C/1ef0BaHUs, JUarHO3 MyKOBUCLUAO3a OCTAJICA MOJ BONPOCOM. YUYUTBIBAsA, YTO Ha MOMEHT
TrOCHUTA/JN3aLHH He ObLIO JOCTAaTOYHO yOeAUTeNbHBIX JaHHBIX 32 MyKOBUCLU/03 , Uepe3 6 MecsLeB 6blla peKOMeH/10 BaHa
noBTopHas rocnuTtanusdauus B HUIMuJX . Beinucan c¢ guardHosom: JucdyHkuus GuanapHoro tpakrta. ComyTCTBYOLIMN
AuarHos: PesupyanbHo-opraHnyeckoe nopaxeHue ILHC. I'mnepTeHsHOHHBIM cuUHApPOM. CHHAPOM THIEPaKTUBHOCTH.
MyxkoBucuuz03?

B okTa6pe 2014r. npu noBTopHOM rocnuTanuzauuu B HIMNu/X, Ha OCHOBAaHUM KJIUHUKO-1a60pPaTOPHBIX U
MHCTPYMEHTaJbHbIX JAaHHBbIX, pe6eHKy OKOHYaTeJbHO Obll BepUOULHUPOBAH KJIMHUYECKHUH AuarHos: MyKOBHUCLUO3,
cMelllaHHas popMa.

[Ipy o6GciefoBaHUM - XJOpPHJBI B MOTOBOM XUAKOCTH (HaHOZAKT) 94,0 M3KBJ/J. OHOXMMHUYECKOM aHaJM3e KpOBHU
coxpaHsiicsa yMepeHHbIH nutosin3 (1,5 N). B konporpamme - creatopes, HomodpuabHas Gpsiopa, HellepeBapeHHas KJIeTYaTKa,
kpaxmaJ. [Ipu 6aKTepHoIOrH4ecKoM IOcCeBe MOKPOTHI BblZieJileHa KOMOMHUpPOBaHHasl OGaKkTepuasbHas ¢Jiopa: S.aureus U
Str.pneumonie B BeicOKUX TUTpax (1x106ks/m).

PeHTreHoJIOTHYECKH B JIETKUX - BBIPOKEHHOE CrylleHHe, yCHJeHHe OPOHXOCOCYAUCTOTO PHCYHKA C 0GeHX CTOpOH,
TSDKUCTOTO XapaKTepa, YIUIOTHEHHe NpaBoro KopHs. [JaHHble ciuporpaduu: HapylleHUsl BEHTUJISIMOHHOW CIIOCOGHOCTH
JIETKUX 10 PECTPUKTUBHOMY THUITY, CPEIHEH CTENEeHU TKECTH.

[Ipy y1bTPa3ByKOBOM HCCJIEJOBAHUM OPraHOB GPIOIIHOM MOJIOCTH BbISBJIEHBI IPU3HAKH [UPPO3a NedYeHH ¢ AUPPY3HBIMU
W3MEHEeHHUsIMU B IapeHXUMMe IleYyeHH, NPU3HAKHM XPOHUYECKOr0o XOJIEIMCTHUTA, AUPQYy3Hble H3MeHEeHHs] NapeHXUMbI
MO/KeJIyJOYHOH »KeJie3bl, yBeJIMUeHHe pa3MepoB cese3eHKU. PesysbTarel KT GpromHoit nosoctu: 'enmaTocnieHoMerasaus.
XpoHHUYeCKUH renaTUT. XpOHUYECKUHN XOIEeUCTHUT.

[Ipy MOBTOPHOM MOJIEKY/ISIPHO-T€HETHYECKOM HCCIeZ0BaHUU KpoBU Obla BbisiBieH reH CFTR del 2,3; 2184 insA, yto u
SIBUJIOCh OKOHYaTeJIbHBIM MO TBEPXKJeHHEM MyKOBHMCLH/03a.



C suBaps 2015 rosa B AMHAMHKe OTMeYasoCh MOBBIIIEHUe TpaHCaMHUHa3. [Ipu exeMecssYHOM 06c/ieJOBAaHUU BBISABJISJICS
LUTOJUTUYECKUH cUHAPOM c noBbliiieHHeM YpoBHSA AJIT/ACT B 3 HOpMBI, UTO MOCJIY>KUJIO MOBOJOM AJis1 06C/IeJOBaHUsL Ha
mapkepbl HBV u HCV, Mapkepbl ayTOMMMYyHHBIX nopaxkeHui neueHu AMA, ANA-screen. Pe3ysibTaTel 6b1IM OTpULIaTe/IbHbIE
Y Mopa)keHue NeYyeHU BUPYCHOM 3THOJIOTUU U Ay TOUMMYHHOTI'0 TeHe3a OblJIM UCKJII0YeHBI.
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061U 6UIUPYyOUH ObLI B ITpeesiaX HOPMBL.

[Ipu npoBe/ileHUM HENPSIMOW 3J1aCTOMETPHUH NeYeHH, BbisiBieHa F3 cragusa ¢ubposa.

Haxojsich Ha cTalMOHAapHOM JiedeHHH, peGeHOK MoJiyyaJ aHTHUOAKTepuasbHyl Tepanuio (uepamesn no 1,0 rp B/M),
HHTaJIALUH ¢ 6epofyasnoM u ambpobene, kpeoH 30 000Ex/cyTku, ypco3um 250mr, 6ududopm.

[Ipu BbINMCKE HAa3HAYEH JJIMTEJNbHBIH KypC YPCO/Le30KCUX0IeBOH KUCAOThL CunTaeTcs, 4yTo Y/IKX mosoxKuTesbHO BiaUsieT
Ha aKTUBHOCTb GpepMEeHTOB NeYeHH, ee CEKPeTOPHYI0 QYHKIMIO, OUJINAPHBIN ApeHaX, YyMEHbIIAET JUTOT€HHOCTb KeJsl4H,
npejoTBpallaeT GaKTepHaIbHYI0 TPAHC/IOKALUI0 M pa3BUTHE 3HAOTOKCHMHeMHHU [7]. [lo AaHHBIM 3apyOeKHBIX aBTOPOB,
JUINTe/IbHOEe NpPUMEeHeHHe IpenapaTa MOXeT 3aZiepXaTb NporpeccupoBaHue ¢ubposa/uupposa mnedenu [9,10]. Ilpu
TepMHUHAJBHOM CTaiNH Pa3BUTHs LIUPPO3a, METO/LOM BbIGOPA SIBJIAETCS TOJIbKO TPaHCIJIaHTALMA neyeHH [11].

HacTrosee Ha6sr0jeHHE IEMOHCTPUPYET, YTO N0A03PEHHE HA MYKOBUCIM/I03 BOSHUKJIO ¥ Bpayel TOJIbKO Ha CeZibMOM roJly
JKU3HU peOeHKa, XOTs KJIMHUYecKas KapTHHA C Pa3BUTHEM KHIIEYHOIrO CHHJPOMa, AedHUuTa Macchl Teja HabJm0amach
yKe ¢ poxxaeHus. C paHHero JeTCTBa K JaHHbIM CHH/IPOMaM NMPUCOEANHSIOTCS MOPAXKEHUS AbIXaTeJbHbIX MYTeH, YTO TaKKe
JIO/DKHO OBbLJIO paccMaTpPUBaTBhCs KaK NMPHU3HAK BO3MOXHOIO MYKOBMCLHJ03a. TakUM 06pa3oM, MOXXHO KOHCTAaTHUPOBATh
MO3/HIOI JUAarHOCTUKY MYKOBHCIHZO3a Ha aMOy/JaTOPHOM U CTAllMOHAPHOM YPOBHSX, YTO MPHBEJO K IOJHUOPraHHOU
MaHudecTanuu MB c pasBuTHeM NMOpa)KeHUs NeYeHH, BIJIOTh /10 LIUPpo3a B 8 JIeTHEM BO3pacTe.

BbiBOABI:

Hcxomss W3 BBILNIEW3/I0KEHHOrO, CJeAyeT CAeJaTh BBIBOJ, YTO HeOOXOJMMO NpOBefieHWe paHHeH [AUarHOCTUKHU
MYKOBHCIM/I03a JeTsIM, YTO HAaNpPsIMyI0 CBSI3aHO C GJIarONPUSATHBIM NIPOrHO30M 3aboJieBaHHs. PaHHee KOMILJIEKCHOe
JleyeHUe, BKJIOYalolllee INpPUMeHEHHe aHTHOAKTepHaJbHbIX, MYKOJIUTHYECKUX M OpPOHXOJUTHYECKHX IpenapaToB B
coyeTaHuM ¢ epMeHTOTepanued, KUHe3oTepanueH, jseyebHON GU3KYJbTYPOH NPUBOJUT K YJYYIIEHHIO COCTOSHUS U
3aMe/iJIEHUI0 Pa3BUTHsS HeOOpaTHUMBIX IPOLECCOB B OPOHXOJETOYHOH, renaToOUJIMApHON cHUCTeMe, a C/e/l0BaTeJbHO,
onpejesisieT U 60Jiee BBICOKYI TPOAOIKUTENBHOCTD XXU3HH JleTel [12].
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C/. AcgpeHdusipos ambviHdarbl Kazak ¥ammolk meduyuHa yHugepcumemi

MYKOBHCLIY/I03 AYPYBIHBIH, BAYbIP/IbI 3AKbIM/IAY bIHbIH, KJIMHUKAJIBIK, YKAF JAVBI

Tyitin: MykoBucnugo3 (MB) cupek ke3zneceTin (opdaH/bl) aypyJiapfa »aTajbl. Bys - emipre MaH3/bl Myllesep MeH
XyHeseplli - OpPOHXOKIle, acKa3aH-illleK XOJJaphl, TenaToOUIUAPJIbl KYHe, YHKbl 0e3i, yporeHeTasbJbl KOJIJap/ bl
3aKbIM/lall, OH/JAFbl COJEpAiH TYTKbIPJbIFbI )KOFapbllall, 0Jap/blH 3BaKyalUsachbl KUbIHAAAA Tycei. MyKoucua03/1bl
YaKTbUIbl IMATHOCTHUKAJAY — JIeHCAYJIbIK CaKTay/la LIelliMiH TannaraH MaceJsiesepAis 6ipi 6okl oTeip. Kem xargaiiaa,
ilmeKTiK, pecnupaTopJ/ibl CHHAPOMAAP/AbIH epTe G6asasblK MaKTa AaMyblHA 6alJaHBICThI AUArHO3 Kell KodbutaAbl. Kemn
»KaFZiaiJia MyKOBHUCLIM/I03 6acKa aypy/IapAblH «6eTnep/eci» TypiHAe KepiHic 6epiln, YChIHBIIBIN OTBIPFAH KJIMHHUKAJBIK,
JKaFZlall MyKOBHUCLIM/I03 Ke3iHJe JaMbIFaH Gayblp LIUPpPO3bl HayKac Gasara 8 »kacblHZAA KOWBLIFaH, JereHMeH Gajnaja
aWKbIH KJMHHUKAJIBIK CUMIITOM/AAP eMipiHiH 6ipiHiui alislapeiHia KepiHic 6epe 6acTaraH.

Ty#inai ce3gep: mykoBucuuos, Cystic Fibrosis, 6ananap, 6aybIipJibIH 3aKbIMAAHYbI.

N.V.ZUBOVA, Y.A.SLAVKO, N.B. TUKHANOVA, I.M. SULEIMENOVA
Asfendiyarov Kazakh National medical university

A CLINICAL CASE OF CYSTIC FIBROSIS WITH LIVER DAMAGE

Resume: Cystic fibrosis (CF) is a rare (Orphan) diseases. This is - an inherited disease in which affected all the vital
organs and systems, and above all - slime: bronchopulmonary, gastrointestinal, hepatobiliary, pancreas, urogenital tract,
which makes it difficult to increase the viscosity of the secrets of their evacuation, and sweat glands. Timely diagnosis of
cystic fibrosis is another unresolved health issue. In most cases, the development of patients in early childhood
gastrointestinal, respiratory syndromes, diagnosis is late. Often unrecognized timely cystic fibrosis is a "mask" other
diseases that demonstrates presented a clinical case of cystic fibrosis with the development of cirrhosis of the liver, which
was installed a child under the age of 8 years, while the characteristic clinical symptoms were observed in the first
months of life.

Keywords: Cystic Fibrosis, children, liver damage.



