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LEAMAKUA U MYKOBUCLIMAO3: HEOBbIYHOE COYETAHUE
B KAUHUYECKOMU MNMPAKTUKE

Casanosuu U. U., Ilucapux /[. M.

Yupeacdenue o6pasosanus «benopycckuil 20cydapcmeennvlii MEOUUUHCKUL YHUBEPCUMEM.»,
2. Muncx, Pecnybauxa Benapyco

Pedepar. Llenuakus 1 MyKOBUCIMI03 M3BECTHBI KaK Hambojiee yacTble MPUYMHBI MabaOCOpPOLIUU B
JIETCKOM Bo3pacTte. Y MalMEeHTOB C AUArHOCTUPOBAHHBIM MYKOBUCLIMIO30M LIETUAKHS MOXET ObITh HEBbI-
SIBJICHHOM M3-3a CXOXXECTU KJIIMHUYECKHUX MPOosiBIeHUt. OJHaKO CBOEBpEMEHHAs JMarHOCTUKa TIIOTEHOBOM
00JIe3HU OKa3bIBAET 3HAYMTEIbHOE BIUSHUE HA TEUEHUE M MPOTHO3 KUCTO3HOro (udpo3a, B TOM UUCIE HA
COCTOSIHUE MMHEpalu3allMi KOCTHOW TKaHW, CHUXEHUWE PUCKA Pa3BUTUS JIPYIrMX ayTOMMMYHOMNAaTUi U
OCJIOXKHEHU, aCCOLIMMPOBAHHBIX C HECBOCBPEMEHHOM TMArHOCTUKOW LEJUAKUU.

B crarbe onucaHbl 1Ba KIMHUYECKMX Cydyasi COUYETAHUSI MYKOBUCUMI03a U LIEJMaKUU Y TALIMEHTOB

JETCKOTO BO3pacrTa.

KiroueBble cioBa: 1ieMakusi, MyKOBUCIIMIO03, T€H-PETYISITOP TPAaHCMEMOPAHHON MPOBOAMMOCTH.

Beenenne. HecmoTpst Ha pa3Hbie 1TaTou3no-
JJOTMYECKMUE MEXaHMU3MbI, OJHHUMHU N3 TIPpUYUH
CUHJpOMa MajibabCoOpOLMK B JAETCKOM BO3pacTte
MOTYT ObITh MYKOBUCLMI03 (KUCTO3HbBIN (hUOPO3)
u uenuaxkus. B aToii cBsa3u npodiema nuddepeH-
].II/IEU'[BHOfI JINAarHOCTUKM TraCTPpOMHTECTUHAJIbHBIX
HapylIeHUN MPU AAHHBIX HO30JIOTUSX SIBIISIETCS
akTyajibHOW. CylecTByeT KJIMHUYecKasi ToTpeo-
HOCTHb B TTOHMMaHHWM PaCIPOCTPAHEHHOCTH ayTO-
MMMYHHBIX 3a00JIeBaHMIA IIpU MYKOBHCLIMAO3E C
OCOOBIM aKIIEHTOM Ha IeMaKUIO.

EBponeiickoe 0011ecTBO MYKOBUCIIH103a
(European Cystic Fibrosis Society) pekomeHmyeT
YUUTBIBATH BO3MOZKHOCTb PAa3BUTUA LCJIHNAKUU Y
JeTeit ¢ oTcTaBaHueM B pocTe, a DOHI MYKOBHC-
uuao3a (Cystic Fibrosis Foundation) noguepkuBa-
€T HeOOXOIMMOCTh OCBEIOMIIEHHOCTH O CHMIITO-
Max LeJMakKuUu BceX MeAUIIMHCKUX PaOOTHUKOB |1,
2]. B 1o ke Bpems Beaylliue AETCKHUE U B3POCJIbIe
PYKOBOACTBa IIO0 LICJIMAKNHM, BBIITYIICHHBIC CCBC-
poamepukanckum (NASPGHAN — North
American Society For Pediatric Gastroenterology,
Hepatology & Nutrition) u eBpomneicKum
(ESPGHAN — The European Society for Paediatric
Gastroenterology Hepatology and Nutrition) 00-
IIECTBAMM JETCKOM TacTpOIHTEPOJIOTUH, TeIaTo-
JIOTUN W MUTAaHUA, aMCPUKAHCKHUM KOJUICIXKEM
ractpoaHTtepojornu (ACG — American College of
Gastroenterology) M €BpONEHCKUM OOIIECTBOM
uzyueHus ueanakuu (ESsCD — European Society
for the Study of Coeliac Disease), He ynmoMUHaIOT
MYKOBHUCIIMIO3 KaK COCTOSIHWE, ITOBBINIAIOIIEE
PUCK TJIIOTEHOBOU 6ose3Hu [3—6].

Kucto3ubii ¢ubpo3 — ayToCOMHO-
peliecCMBHOE MOHOT€HHOE HacJIeCTBEHHOE 3a00-

JieBaHUWE, XapaKTepu3yIolleecs MopakeHneM BCex
9K30KPMHHbIX XeJle3, a TaKXkKe KM3HEHHO BaXKHbIX
OpraHoB M CHUCTEM, OOYCJIOBJIIEHHOE MyTaluei
reHa MyKOBUCILIMAO3HOTO TpaHCMEMOpPaHHOTO pe-
ryasitopa npooaumMoct (CFTR — Cystic Fibrosis
Transmembrane Conductance Regulator).

B Hacrosiiiee BpeMsi goKa3zaHO, YTO MOTeps
¢yukuuum CFTR BbI3bIBaeT MOBBILIEHHYIO BhIpa-
OOTKY aKTUBHBIX (h)OPM KUCI0POJA U MOCTOSTHHYIO
aKTHUBALIMIO TKAHEBOU TpaHCIIIOTaMUHA3bl, KOTO-
pasi HarpaBJieHa Ha HECKOJIbKO CyOCTpaToOB, BKIIIO-
yas 6esnok Beclin-1, nogasisist ayrogaruio (pucy-
Hok 1) [7].

ITpumeuarenbHo, yro CFTR, TpaHcriaora-
MUHa3a-2 u ayrodarusi yyacTBylOT B Ie€TJie Tpsi-
Mol ¢Bs3u, T. e. aucyHkuuss CFTR aktuBupyer
TpaHCIJIIOTAMUHA3y-2 U OTKJIIoUaeT ayrodaruio, B
TO BpeMsl KaK MHIruOMpoBaHME TpaHC-
MII0TaMUHA3bl-2 M BOCCTAaHOBJIEHUE ayTodaruu
nameHseT pyHkiuno CFTR Ha moBepXHOCTU KJIeT-
ku. C aroit Touku 3peHust CFTR moxHO paccma-
TPUBATh KaK TJIABHBIA HATYMK CTPECCA, KOTOPBIA
MNpenoTBpallaeT MexaHu3M ayTodaruu Npu BO3-
HUKHOBEHUM pUCKA HApYLIEHUS KJIETOYHOU (hu-
3WOJIOTUU WM3-3a NEWUCTBUS UYPE3BBIYANHOTO pa3-
npaxuress [7].

B nomnosiHeHWE K BMUTEIUAIbHBIM KJIETKaM,
KOTOpbIE CUMTAlOTCS HauboJjiee ysSI3BUMbIMU TIpU
nuchynkuum 6enka CFTR, Takxke MOryr ObITh
CKOMITPOMETHMPOBAHbl BPOXIEHHBIA W afdarTuB-
HbIiA UMMYHHBIU OTBET. YCTaHOBJEHO, UTO UMMY-
HOJIOTUYECKUI aucOasiaHC JIEXKUT B OCHOBE pas-
BUTUSI ayTOMMMYHHBIX 3a00JIeBaHMI KaK KOMOP-
OMIHBIX COCTOSIHUI MPpU KUCTO3HOM (hubpo3se [4].
Haubonee nzyyeHHOU ayTOMMMYHHOI MaTOJIOTU-
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CFTR npu mykoBucuumose u neanakuu [7]

el nmpu MyKoBUCLMIO3€E sBJsieTcs Leauakus. ITo
CTaTUCTUYECKUM OLIEHKAM, BEPOSITHOCTh COBITA/IE-
HUS 3TUX ABYX ycjoBuit coctasisier oT 1:2 000 000
no 1:5 900 000 [5].

Pa3zButue LiemMakuy B 1aHHOM cilydae SiBJisi-
€TCsl pe3yJIbTaTOM MTOPOYHOI0 Kpyra XpOHUYECKO-
ro MOBPEXAEHUS CIIU3UCTON 000JOUKU KMILIEUHU -
Ka 13-3a BK30KPMHHOU HEAOCTATOUHOCTHU TOXKE-
JIYIOUHOW  >KeJie3bl, HapylleHusl Mmpolecca
MulleBapeHusl, HEIO0CTAaTOUHOCTU MUTAaHUS, BOC-
NajJieHUs KUILeYHUKa, MEIJIEHHOW MepUCTaATbTUKA
JKeJTyTOYHO-KUILIEUHOTO TpaKTa, HeMOJIHOM Aerpa-
Jauuu OeJIKOB KHUIIEYHBIMU (bepMEHTaMu, 4TO
MPUBOJAUT K TMOBBILIEHUIO KUILIEUHOW MPOHUILIAe-
MOCTU WM MMMYHOIIATOJIOTMYECKOMY OTBETY Ha
rmoreH [6]. Ha ceromHsiiiHuii IeHb MHTEpEC K
npobjieMe couyeTaHus MYKOBUCLIMAO3a W lieJina-
KWW HEYKJIOHHO PacTeT, YTO MOXET ObITh CBSI3aHO
C pSIIOM TIPUYMH, BKJIIOYas CJEAyIOLIME: liejina-
KUSl SIBJISIETCSl HauOoJiee paclpoCTpaHEHHBbIM ay-
TOMMMYHHBIM 3200JI€BaHVEM C OXKMJIAeMOM YyacTo-
TOM BCTpeyaeMOCTH — mnpumepHo 1 % B oOuieit
MONYJISILMU; W3-32 KEeTYyTOYHO-KUIIEYHBIX MPO-
SIBJICHUI MYKOBUCLIMA03a pELIeHUEe O TPOBEAECHUN
CKPMHMHTA Ha LEJUaKWUI0O MOXET HEe MPUHUMATh-
csl; HazHaueHue Oe3MTIOTEeHOBOW AMEThl MpU Lie-

HILA D216 1 ad bkt

Boinyck 12

JIMAaKUM  SBIsieTcs Oe3aabTepHaTHB-
HBIM METOHOM JieueHus [7].

Ileap paboThl — TIIPEACTABUTH
KIMHUYECKHE CIIydyal PEIKOro coue-
TaHWUS MYKOBUCIIMIO3a W LIEeJUAKUU
— JUI TIOBBILIEHUS HACTOPOXEHHOCTU
Bpaueil B OTHOIIEHUM IIPOBEICHUS
CBOEBPEMEHHOI NTMAarHOCTUKMU U BbI-
0opa onTUMABLHONM Teparuu JTaHHBIX
COCTOSTHUM.

Marepuanbl u MmeToabl. [TpoBeneH
0030p MaTepuaioB OTEYECTBEHHBIX U
3apy0OeskKHBIX MCCIea0BaTeNeH 1Mo yKa-
3aHHOI TPo0JIeMe C UCTIOJb30BAaHUEM
MOUCKOBBIX  CHCTEM PubMed,
GoogleScholar, BioMedCentral, a
TakKe TpOoaHaJIM3UPOBAHBI MCTOPUU
0oJIe3HM IBYX MAIIMEHTOB C BBISIBICH-
HBIM COUYETAaHMEM LIeJMaKUU U MYKO-
BUCLIMI03A.

Pe3ynabraTel M HMX 00CYyXKIeHHe.
1-11 kaunuveckui cayuai. AHaMHE3
XKU3HU U 3a0ojieBaHUS: peOCHOK OT
2-1f 6epeMEHHOCTH, 2 CPOUYHBIX POJIOB.
ITpu poxaenuu macca tena — 3180 r,
nnuHa tena — 52 cm. Ilepuon HOBO-
POXIEHHOCTU IpoTeKaal 0e3 0CcoOeH-
HocTeil. PebeHOoK Haxoauscs Ha Irpya-
HOM BcKapMJuBaHuu 10 2 jnet. ®usu-
YecKoe M IMCUXOMOTOPHOE Pa3BUTHE COOTBETCTBO-
BaJIO BO3pacTy, BaKLMHALMS IO WHAWBUAYaTb-
HoMy KasieHaapio. IIpukopM BBeleH B 5 MecCsILEB,
¢ 7 Mecs1eB OTMEYaJoCh BBIPAXXEHHOE YBeaUYe-
HME pa3MepoOB XMBOTA, YYalUIEHHBIA >XUPHBINA
CTya, ¢ 12 Mecs11eB MOSIBUIINCH ITU30bI PeLIUIAM -
BUPYIOILETO BIAXKHOTO KalllJIsl, TPUKIBI ObLT AUa-
THOCTHUPOBaH OpoHxUT. HaciaeacTBeHHbII aHaM-
He3, CO CJIOB POIUTEJICH, HE OTArolleH. Y peOeH-
Ka TMulleBas ajleprus Ha KypuHBIE fSillla u
MIIIEHUYHYIO MYKY.

B Bospacte 2 net 8 mecsueB pedbeHOK IPO-
KOHCYJIbTUPOBAaH UMMYHOJIOTOM. B coOOTBeTCTBUM
C TIOJYYeHHBIMU PEKOMEHIAIMSIMU TIPOBEACH Ce-
POJIOTUYECKUIT CKPUHMHT Ha IEJIMAKUIO U BBISIB-
sieHo nosbilieHUe B 10 pa3 ypoBHs aHTuten IgG
K rmvaguny (>150 Me/mn). Jlaaee mauueHT ObLI
TOCTIMTAIM3UPOBAH JJIsI JOOOCIENOBaHUS U YTOU-
HEHMS AMarHo3a B racTPO’HTEPOJIOTMYECKOE OT-
IeJIeHUe ¢ XKajlobaMM Ha TIOCTOSIHHBIM Kallesb,
YACTBIN >XXUPHBIA CTYJI, HPEUMYILECTBEHHO I1OCJIE
MpreMa MOJIOYHBIX MPOAYKTOB, MEPUOINUYECKYIO
PBOTY.

Ha MoMeHT ocMoTpa KaTapajdbHbIX SIBICHUI
HET, OTMEUYaeTCs BIAKHBIN Kallleab. AHTPOIIOME-
TpUUYecKue IokaszaTeau: Bec — 13 Kr, poct —
93 cMm. BennunHa Z-score B COOTBETCTBUU C aH-
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TPONOMETpUUYECKUM KaJibKyjssTopoM BO3 Anthro:
Bec/poct — — 0,18, poct/Bo3pact — —0,74; UMT
/ Bo3pact — —0,10, ¢pusuyeckoe pa3BUTHUE — IIO
Bo3pacty. KoxHble TOKPOBBI YUCTbIE, CO CTOPOHbI
OpPraHOB CEPACYHO-COCYAUCTOM, MOYEIIOJI0BOM
cucteM — 0e3 MaTOJ0TUK; XUBOT MITKUIA, T1OCTY-
MeH TJyOOKOI MajiblallMM BO BCEX OTAeNaX, CTYJ
KaluieoOpa3Hblil 40 5 pa3 B CyTKU. [IbIxaHue ye-
pe3 Hoc He 3aTtpyaHeHo. [lepkyTopHO Han Jerku-
MU JIETOUHBINA 3BYK. AYCKYJbTaTUBHO JbIXaHUE
JKECTKOE, XPUIbl HE BBICYILIMBAIOTCS.

JlaHHBIE TreMoTrpaMMbl, OOIIEro aHajmsa
MOYHU, OMOXMMUYECKME MToKa3aTeau (OminpyouH,
AcAT, AnAT, II®, I'TTII, oOuiuii 0ey0K, aMu-
Jlaza, TJII0K03a, XOJIECTEPUH, ChIBOPOTOUHOE XKe-
ne3o, 1gG, IgA) B npenesiax HOpMbI, IIPU KOMPO-
JIOTMYECKOM 00cClIen0oBaHUMU: HEeWUTpaJlbHBIN
XUp — +, KpaxMajJ BHEKJIETOUHBIA — +, gilua
reJJbMUHTOB HE OOHapyXeHbl, KajJl Ha CKPBITYIO
KPOBb OTpHUIIaTeNIeH, KaJbIIPOTEKTUH — 33 MKT/T.;
noBbIlIeH ypoBeHb obuuero IgE. IlpoBeneHa mo-
TOBasl Mpoba: HaBecka — 57 MI, KOHLIEHTpaLus
MOHOB XJIopa cocTaBwia 84,2 MMoJib/1 (HOpMa —
He 6osee 40 mMmob/n). Ilpu MOBTOpHOM TpOBE-
JeHUM TI0TOBOM mpoObl Ha ammapare Nanoduct
koHneHTpauus NaCl coctaBuna 152 mmonb/i. 1o
pe3yJibTaTaM PEHTTC€HOBCKON KOMITBIOTEPHOM TO-
morpacduyd OpraHoOB TPYJHON KJIETKU BBISIBIEHDI
NpPU3HAKU JTBYCTOPOHHEW MHEBMOHMU B BEpPXHEN
nJojie ciaeBa (S5) ¢ peakKTUBHBIMU M3MEHEHUSIMU
npujiexalaeii MeXXI0JEBOU IUIeBPbI, B CPeaHEN
nojie crpasa (S5). ITo pesyabratam DXOKI ort-
MeYaeTcs aHOMaJIbHO pacrnosioXeHHas xopia Jje-
BOro kenynoyka cepaua. [mobanbHass cokpaTu-
TeJibHas (hyHKLMS MUOKapja He HapyuieHa. Ila-
TOJIOTMYECKUX TOTOKOB B TIOJIOCTIX HeE
3aperucTpupoBaHoO, KianaHbl B HOpMme. JlaHHBIX
3a JIETOYHYIO TMIEPTEH3UI0O HA MOMEHT OCMOTpa
He BbIsIBIIeHO. IIpu Y3U opraHoB OpiolHOI IO-
JIOCTU CTPYKTYPHOI TAaTOJOrMU HEe OOHApY>KEHO.
OTMmevasioch yBeJIMUYEHUE JIMHEMHBIX pa3MepoB
MeYeHu: NpaBas 10 — KpaHUOKaydadbHbIN pas-
mep — 74 mm. TonmmHa nipaBoii goa — 102 mm,
JIEBOM oI — 56%49 mMm.

MouiekyJIsipHO-Te€HEeTUUYECKash AMarHoCcTukKa
MYKOBHUCIIMI03a MO3BOJIMJIA YCTAHOBUTH MyTa-
muto aenvra F508 (C.1521-1523 del ICTT rena
CFTR).

IIpu onpenenenuu cretupuieckux IgE-ceH-
CUOMIM3ALIMU K UHTAISLIMOHHBIM aJlJlepreHaM He
BBISIBJIEHO, B TO XK€ BpeMsl YCTAHOBJIEHA CEHCUOU-
Ju3anus K nmeHndHoi myke (0,56 ME/mi). O6-
wuit IgE cocraBun 108,76 1U/ml.

Takum oOpa3om, ¢ yyeToM Kajlo0 mamueHTa,
JaHHBIX aHaMHe3a, pe3yJibTaTOB J1abopaToOpHO-
MHCTPYMEHTAJIbHBIX MCCIIeIOBAaHUI ObLT Bepudu-
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LIMPOBaH JMarHo3 CMEIIaHHOU (POPMbl MYKOBUC-
11a03a.

PebGenky Takke IpOBEACH CEPOIOrMYECKUA
CKPUHMHI Ha LEIMaKUI0, OTMEYaJOCh HE3Hauu-
TeJIbHOE TTOBbILLIEHUE YPOBHSI AaHTUTEN K TJIUAIUHY
IgA — 25,9 ME/mn, 1gG — 22,8 ME/Mn (Hopma
1o 10), mpu HOpMaJIbHOM YPOBHE aHTUTEJ K TKa-
HeBoii TpaHcrmoTamuHaze: 1gG — 1,96 ME/mi,
IgA 1,2 ME/ma.

Uepes 6 MecsI1IeB HNAlMEHTY BbIIIOJIHEHO KOH-
TPOJILHOE CEPOJIOTMYECKOE MCCIIEIOBAaHUE: aHTU-
TeJla K TKaHeBOU TpaHcrimoTtamuHase IgA u IgG u
YpPOBEHb aHTUTE] K IIMaauHy IgA ocTaBaiuch B
npenejsax HOpMaJbHbIX 3HAUYEHW, B TO BpeMsl KaK
ypoBeHb aHTUTEN K riauanuny IgG moBbicuics o
99 ME/mn. IlpoBeneHa 330¢haroracTpoayoneHo-
cKoIusg ¢ Ouorcuei CAM3ucToi OO0OJOUKMU JMC-
TaJIbHOTO OT/EeJIa U JIYKOBULIbI IBEHAALIATUIIEPCT-
HOM KMIIKHW, aHTPAJIbHOTO OT/AEJIa U CBOJA XKEJTy/I-
ka. CorjlacHO 3aKJIOYEHUI0 MaTOTMCTOJIOTUYE-
CKOI'O UCCJIe0BaHUs Y peOeHKa BbISIBJIEH XPOHU-
YECKUI AYOJEHUT C YKOpOUeHHUEM U JecdopMaliu-
el BOPCUH, MOBBILLIEHHON TUMdOoILIa3MaluTapHOI
U CerMEHTOSIACPHOI MH(UIbTpaLMell, ¢ yJyacTKa-
MM XKeJIymouHoi Mmetariasuu. Eiie uyepe3 6 mecs-
LIEB OTMEYAJICS POCT YPOBHEH aHTUTEJ K TKAHEBOM
tpaHcrmoTamuHase IgG mo 72,8 ME/ma, IgA no
219,2 ME/mn, a Takke aHTUTEN K TJAWMAIUHY:
IgG — 151 ME/mn, IgA — 128,3 ME/mi. C yue-
TOM IOJYYEHHBIX PE3YJIbTATOB BHICTABJIEH TMArHO3
LeJIMaKUM 1M Ha3HauyeHa Oe3rIIoTeHOBas JueTa.

Cnycrd 3 mecsia nocje Havyaja coOJII0AeHUS
JUETbl OTMEUAJIOCh CHUXXKEHME YPOBHSI aHTUTEN
K OeaMuaupoBaHHoMy riauaauHy IgG — o
26,7 ME/mMna, aHTUTeNl K TKaHEBOW TPaHCIIIOTA-
muHaze IgA — no 35,3 ME/Mn, a npu npoBeaeHUN
KOHTPOJIbHOM 330(haroracTpoyoJeHOCKOIUU Ye-
pe3 rog — BOCCTAaHOBJIEHHWE MUKPOCTPYKTYPbI
KMIIKU.

2-Ui KauHu4eckull cayvail. AHaMHe3 XU3HU U
3a0oyieBaHUSI: peOeHOK OT 1-ii GepeMEeHHOCTH,
1 poaoB, HEIOHOUIEHHOCTb B CpPOKE TrecTaluuu
8 MecsaueB. Macca Tena npu poxaeHun — 2400 r,
InuHa Tena — 51 ¢M, ¢ poXIEeHMST YBEJIMYEH XU-
BOT. Co CJIOB 3aKOHHBIX IIpeAcTaBUTEICH, (pr3nue-
CKO€ U HEPBHO-TICUXWYECKOE Pa3BUTHUE COOTBET-
CTBOBAJIO BO3pACTy, BAKIIMHUPOBAH 110 UHAWBUILY-
aJIbHOMY KaJIeHAaplo, Hac/eICTBEHHbIA aHaMHE3
HE OTSTOlIEH, aIepronaTojiorui He OTMEUasaocCh.

B Bo3pacte 3 neT nocTynui B OTASAEHUE UH-
TEHCUBHOUW Tepanuu W peaHUuMalMu B CBSI3U CO
CTPEMUTEIBHOMN ITOTEPE MAacChl Tejia 3a MOCIIEI-
Hue 1,5 mecsaua. CocTosiHMe Ha MOMEHT ITOCTY-
TUIEHUS TsDKeJ1oe. AHTPOIIOMETpUYECKHUE TTapame-
tpel: Bec — 10,3 kr, poct — 86 cMm. Beamumna
Z-score B COOTBETCTBMM C aHTPONOMETPUUYECKUM
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KkaipkynsatopoM BO3 Anthro: Bec/poct — —1,63;
poct/Bo3pact — —3,55; UMT / Bo3pact — —1,1.
OTMeuyaeTcsl HU3KOPOCJIOCTb, Ae(PULUT Beca Mo
pOCTY, YTO COOTBETCTBYET XPOHUUECKOI OEJIKOBO-
SHEPreTUYECKON HEIOCTATOUHOCTU TSKEJIOM CTe-
MEeHMU.

KoxxHbie ToKpoBbI 0J1eIHO-PO30BbIE, YUCTHIE.
TTonkoxXHO-XXKUpoBas KjeTyaTka UCTOHYEHA, [ha-
HO3a HET, 0TMEYAETCSI MPaMOPHbI PUCYHOK KOXKU.
Typrop TKaHeli CHYDKEeH. Y manueHTa HaOI01aeT-
Cd OfblllIKa CMEIIAaHHOIO XapakTepa C ydyacTUEM
BcrioMorarejibHoi MyckynaTtypbl. Kanuis Het. Co
CTOPOHbI OPraHOB CEPAEUYHO-COCYIAMCTOU, MoYe-
MOJIOBOM cucteM — 0e€3 IaToJIOTUU. AyCKYJbTa-
TUBHO B JIETKUX JIbIXaHWE XKECTKOE, XpUIIbl HE BbI-
caymuBarorcsi. HYactora abIXaTesbHbIX JBUXE-
HUil — 38/MuH. 2KMBOT yBeJIMYEH B pa3Mepax
(okoj10 55 cM), IUIOTHBIM, BU3YaJIM3UPYETCS Be-
HO3Hasl CeTh Ha XuBoTe. ['TyOOKO# majbmanuu
>KMBOT HE AOCTYIeH. PazMepbl MeYeHu U cesle3eH-
KM OLEHUTh He ymaeTcs. IlepucrajbTuka MOBbI-
mieHa, aktuBHasg. CTya KallMLeoOpa3HbIi, 3J10-
BOHHBII, XeJITO-PO30BOTO 1IBE€TA, C HEMEPEeBapEH-
HBIMU OCTaTKaMU MUILU B OOJIbILIOM KOJUYECTRBE.

ITokazaTenum reMorpaMmbl, TeMOCTa3UOTPaM-
Mbl — B IIpeaejiax pedepeHTHBhIX 3HauyeHuil. B
OMOXMMMYECKOM aHajnM3€ KPOBU — IOBBILIEHUE
ypoBHei TpaHcamuHaid: AJIT — no 97,2 E/n,
ACT — no 62 E/n, I'TTII — nmo 80,7 E/n. B xo-
OporpaMme HEWTpaJbHbIA XUP OTCYTCTBYET, MbI-
Ja +, Kpaxmayu +, KjieTryaTka repeBapeHHas/He-
nepeBapeHHas +, (peKaJIbHbIA KaJabIPOTEKTUH —
45,9 MKr/T.

PeHTreHoBcKkasi KOMIIbIOTEpPHAs TOMOTpaust
OpraHoB IPyAHOI U OPIOIIHON MOJOCTE! BhISIBUJIA
OpPOHXO03KTa3bl 000MX JIETKMX C IMpU3HAKaMUu 000-
CTpEHHS, B TOM YHUCJieé C U3BMEHEHUSIMU MO TUITY
OpOHXMOJUTA C 00EUX CTOPOH; BHYTPUTPYIHYIO
JMM@OoaIeHONaTUIO; reraToMeraanio; 1up@y3Hbie
U3MEHEHMUS B MTAPEHXUME TTeYEHU U TTOIXKEIy10Y-
HOI XeJie3bl; HEOOJIbIIOEe KOJIUYECTBO XKUIKOCTU
B OpromHoi nonoctu. Ilpu ucciaegoBaHUM MOYU
metonoM ITIP oonapyxena JHK nuromeranoBu-
pyca; natoreHHas KuilieuHass MUKpodopa He Bbl-
SIBJIEHA.

IlpoBeneHa moroBasi Impoba: HaBecka —
205 mr, koHueHTpauust xjaopa — 100,3 Mmonb/n
(Hopma — He Oozee 40). MoaeKyaIpHO-TEHETHU-

Cnucok HUTHPOBAHHBIX UCTOYHHUKOB

Boinyck 12

yeckas IMarHocThuka MYKOBMCLIMA03a IO3BOJIMJIA
YCTAHOBUTb KOMIIAyTHOE TE€TEPO3ZUTOTHOE HOCU-
tenbcTBO myTtauuu F508 u dele 2,3 rena CFTR.

ITpoBeaeH CKPMHUHT Ha LIEJIMAKWIO: YPOBEHb
aHTUTE] K JeaMuarpoBaHHOMY Iuaauny IgG mo-
BeimieH B 13 pa3z (193,5 ME/mia), anturten K
TKaHeBOI TpaHcrimotamuHase IgA — B 24 pasza
(368,8 ME/mn). ITpu a30¢daroractpoayoneHOCKO-
MMM — JYyOIHOMNAaTUsl C MNpU3HAKaMu aTtpoduu
CJIM3UCTOI ITOCTOY/IbOApHOIro OTAEA IO YMEPEH-
HoOl cTteneHU. MopdoOuoIicus COOTBETCTBOBAJA
KapTUHE LIeJIMaKNHU.

Takum obOpa3zom, y malueHTa BBISIBJIEHO CO-
YyeTaHue CMeIlaHHOW (OpMbl MYKOBMCLIMAO3a U
LIeJIMAKWU.

3akmouenne. 'en CFTR moxxeT momaBisiThes
MpU ABYX SIBHO pa3HbIX 3a00JI€BAHUSX: TP MYKO-
Bucuuaose, korna redH CFTR myrtupoBaH, u npu
ueanakuu, rae reH CFTR uHrubupyercs: mentu-
laMU, TIPOU3BOJHBIMU OT TJauMaauMHa. B obowux
yciaoBusix uHruoupoanue reHa CFTR B koHeu-
HOM UTOr€ CTaBUT TOA yrposy ayrodaruio, TeM
CaMbIM CHMXasi CIIOCOOHOCTb KJIETOK MPOTUBO-
CTOSITh CTpecCy W MOAAEpPXKMBaTh TOMEOCTa3 TKa-
HEW.

Ha manHoM 3Tame mM3BECTHO, YTO AUCHYHK-
uus reHa CFTR MoxeT ObITh (pakTOpoM pHCKa
LEJIMAKUU W3-32 TIOBBILICHHOW KHUIIEYHOW IMPO-
HUIIAEMOCTU M BOCHAJIEHWS KHUILEYHUKA, IK30-
KPUHHOUW HEIOCTAaTOYHOCTU IOIXEIYIO0UYHOUN Xe-
JIe3bl, KOTOpasi MPUBOAUT K 00Jiee BbICOKOI aHTH -
F€HHOW Harpy3ke W YBEJIMUYEHUIO KOJMYECTBa
AHTUTEJ TIPOTUB MUILEBbIX AHTUTEHOB, TAKUX KaK
aHTUIIMaguHOBLIe IgA-aHTUTENA.

JnarHocTuKy HejaMakud HeoOXoaAuMO POBO-
JIIUTh Y NAUMEHTOB C MYKOBUCLIMI030M MPU Hau-
YUY HeajaeKBaTHOM MPUOaBKU B Bece U/WIU POCTE
WIM NPOTrPeECCUPYIOIIMMU CUMITOMaMM Majibald-
CcopOLMM, HECMOTPS Ha aJieKBaTHOE NMUTAHUE U 3a-
MECTUTEJIbHYIO (pepMeHTHYIO Tepanuio. Ceposioru-
YECKUI CKPMHUHT Ha LIEeJIMaKuo HEOOXOMMO Ipo-
BOJWTb MALIMEHTAM C MYKOBUCIIMAO30M MTPUMEPHO
yepes TpU Mecsilia Mocjie BBEIeHUS MIIOTEHA B pa-
LIMOH. AHTUTEJA K TKAHEBOW TpaHCIJIIOTaMUHA3e
SIBJISIIOTCSI UYBCTBUTEJbHBIM CKPUHUHTOBBIM Te-
CTOM Y 3HAUUTEJIbHO KOPPEJIMPYIOT C TUCTOJIOTHYE-
CKMMM JAHHBIMHU, KOTOPbIE OCTAIOTCS 30JI0THIM
CTaHJIAPTOM JUISl IMArHOCTUKU LIEJIUAKUU.
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Celiac disease and cystic fibrosis: an unusual combination
in clinical practice

Savanovich I. 1., Pisarik D. M.
Belarusian State Medical University, Minsk, Republic of Belarus

Celiac disease and cystic fibrosis are found to be the most common causes of chronic intestinal
malabsorption in childhood. In patients with cystic fibrosis, celiac disease may go undiagnosed for a long
time despite typical symptoms. According to the literature, manifested by clinical experience, a gluten-
free diet improves the components of malabsorption, and also affects the severity of manifestations.
Moreover, chronic intestinal inflammation in celiac disease is associated with an increased risk of
osteoporosis and bowel cancer in patients.
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