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KntoueBble cnoBa: MyKOBUCLMA03, KUCTO3HbIM GUBPO3, MoasKenyaouHasn Kenesa

YKOBUCIH03 (KHCTO3HBIN (pUOPO3) MO KIIACCH-
¢ukarmn MKB-10 mmeer ko E84.

CaMo CJI0BO MPOM30LLIO OT JIATUHCKOTO
mucus - c1u3b, viscidus - Ba3kuil. EBponelickue u ame-
pUKaHCKHEe MeJUIUHCKHEe U3/JaHUS Yallle UCIOIb3YI0T
TEePMUH «KHUCTO3HBIN ¢pubpo3» (cystic fibrosis).

MyKOBUCIIU/J]03 — 3TO CUCTEMHOE HACJIe/[CTBEHHOE
3aboJieBaHUE, 00YCIOBJIEHHOE MyTallleld reHa TpaHC-
MeMOGpPaHHOTO PeryysiTopa MyKOBUCI[H/103a U XapaKTe-
pu3ymollleecsl IOPAXKEHUEM KeJIE3 BHENIHEN CEKpEIUH,
TSKEJIBIMU HapylIeHUsAMU GYHKI[UI OPraHOB JibIXaHHUS
Y JKeJIyJIOYHO-KUIIIEYHOT'0 TPAKTAa.

[lepBOOTKpBIBaTE/NbHHUIIEH 3TOTO 3a60/IeBaHUS CYU-
TatoT Dorothy Hansine Andersen (1901 - 1963), ame-
PHUKAHCKOT0 Bpaya, KOTOpasi BIepBble BbISBUJIA U ONU-
casa ero. OHa TakXe BIEpBble pa3dpaboTajia METOJbI
JUarHOCTUKYU MyKOBUCIIU03a.

Anugemmonorusa

MyKOBUCLIMJ03 perucTpupyeTcss B OOJIbIIMHCTBE
cTpaH EBponsl ¢ yactoToi 1:2000 — 1:2500 HOBOpOXK-
JleHHBbIX.

B CIIA nacuutbiBaeTcs 30 000 60/1bHBIX.

STnonorusa

[laTosioru4eckuil reH MyKOBHUCLIM/I03a JIOKAJIU3yeT-
csl B cepe/iuHe JAJIMHHOIO NJie4a 7-i XpOMOCOMBI

B HacTosiee BpeMs uaeHTudunuponano 1000 my-
Tal Ml reHa MyKOBHCLA/103a.

CnencTBueM MyTallMy TeHa ABJsETCS HapylleHue
CTPYKTYpbl U yHKIUU OeJsiKa, NMOJY4YHUBIIEro HasBa-
HUe TpaHCMeMOpaHHBINH PeryjasTop MYKOBHUCLMJ03a

Puc. 1
Dorothy Hansine
Andersen

MatoreHes

OCHOBHBIMU 3BEHbSIMH NATOTeHe3a NPUHITO CYH-
TaTh cjaeAyoire GaKToOpbI:

® CryujeHue CEKpeToB JKeJI€3 BHEILIHEHN CeKpelnuu
® M3MEHEHHEe (l)I/IBI/IKO-XI/IMI/I‘IECKI/IX CBOMCTB ceKpeTa
® 3aTpyAHEHHE 3BaKyallUUu CeKpeTa

MYKOBI/ICLLI/I,Z[OS NnopaxaeT MNpPAaKTU4YeCKU BCe OTAeJIbl
KeJIyAJOYHO-KHUIIEeYHOI'o TpaKTa.

Matonorus BepxHux otaenos XXKT npu
MyKOBMCLIMA03e

e PedurokcHast 60/1€3Hb
o [lenTuyeckas si3Ba xeJyiKa
e [lenTuyeckas s3Ba JBeHAALLATUIIEPCTHOU KUILIKHU

(MBTP). FenaTo6bunuapHas naronorus
HacsienyeTcss MyKOBUCI[M/03 110 ayTOCOMHO-peliec- . .
CHBHOMY THITy o Qoka/IbHBINA OUJIMAPHBIN UPPO3 WK GUOPO3
YacToTa reTepO3UroTHOI0 HOCUTEIbCTBA TATONOTH- O6crpykuus BHYTPUIEHEHOTHBIX KETTHBIX
YeCcKoro reHa paBHa 2—5 %. TpOTOKOB
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e CTeaTo3 meyeHH

e AHOMaJIN¥M GUJIMAPHBIX TPOTOKOB

e CTeHO03 0011ero XEJTYHOTO MPOTOKa
BTOpHYHBIN CKJIEPO3UPYIOIUH XOJAHTUT
o KasbKysé3s KEJYHOro My3bIps

Puc. 2
HAegekm xpomocomel 7
npu mykoeucyudose

MaTonorunsa Kuwe4yHuUKa npun mykosucuungose

¢ CUHAPOM M CTa/IbHON UHTECTUHATBHON 06CTPYKIUH
(DI0OS)

¢ ToHKOKMIIEeYHAs MHBAarMHALMSA

e ANMEHJUIUT

o Oubpo3upyoIas KOJIOoMaTHUs

¢ MHTecTUHaNbHBIN (AUTECTUBHBIN) THEBMATO3

¢ [IpoJianc cIM3UCTON NPSAMOU KUIIKH

¢ MeKOHUaA/NbHBIN UJIEYC

¢ MHTecTMHA/NBHBINA KUCTO3HBIN GpUOPO3

e Kucro3Hsiit pubpo3 anneHauKca

e KucTo3Hbiit pu6p03 TOJCTON KUIITKU

¢ [laTosiorys nuIEeBapUTENBHOTO aNlNIapaTa, No00Has
6osie3Hu KpoHa

¢ CTPUKTYpPBI TOJICTON KUIIKU

¢ XpoHHUYECKHUH 3a10p

¢ [lepdopanust TOHKOH UM TOJICTON KUILKH

MaTonorua noaxenyno4Homn xenesbl
 JKupoBoe 3amelieHue (BakaTHOe OXKUPEHUE)

o Kanbnudukanus

e Kuctnl

e AHOMaJ/IMM MaHKpPeaTH4YeCcKoro NpoToKa
e Pak

¢ JK30KpUHHAs HEJOCTATOUHOCTh

e MHTepcTULIMAIBbHBIA GUOPO3

e AnuHapHas aTpodus

¢ O6GCTPYKIHS NIPOTOKOB

e OcTpbl¥ MaHKpeaTUT

MaTonornyeckas aHaToMUA NOAXENYAO4YHOMN
Xerne3bl NPy MyKOBUCLMA03€e
e Jluddysnbit pubdpo3
e YToJseHUE
COeIMHUTE/IbHOTKaHHBIX IPOCJIOEK
¢ KucTo3Hble U3MeHeHUs MeJIKUX U CPeJHUX TIPOTOKOB

MeXI0J/JIbKOBBIX

KuweyHas chopma mykoBucumposa

Kuweuynas popma MyKoBUCLIH/L03a YACTO HAG/IIOa-
€TCsI B CaMOM paHHEM B0O3PacTe, HO MOTYT BCTPeYaThCs
U y B3POCJIBIX.

B ku1IeYHUKe pe06J1aJjaloT FTHUJIOCTHbIE TPOLIECCHI,
CONPOBOXKAAMIMECS HAKOIJIEHHEM Ta30B, B3AyTHEM
KUBOTA. [lepekannu y naeHToB YacThble, 0TMEYAETCs
nosiidexanus (CyToOUHbIH 06 bEM KaJOBbIX Macc B 2—8
pa3 MOXET MPeBBIIIATH BO3PACTHYIO HOPMY).

[locse Toro, Kak GOJIBHOTO MYKOBHUCLHJ030M pe-
0éHKAa HAUYMHAIOT BbICA)KMBATh HA TOPLIOK, HEPEAKO
OTMedaeTcs BblnaJieHue npsiMoit kuwku (y 10—20 %
60JIbHBIX).

Puc.3
Makponpenapam noadsice/1y004Holl dcese3bl 601bHO20
MyKo8UCYUI030M

BoJsibHBIE pebABIASIOT )KaJ06bI HA CYXOCTh BO PTY,
YTO OOYCJIOBJEHO BBICOKOH BSI3KOCTbIO CJIIOHBI. [la-
IIUEHTBI C TPYAOM NepPeXEBBIBAIOT CyXyl0 MHULILY, a BO
BpeMs eZibl YIOTPEeGIAIT 3HAYUTENbHOE KOJUYECTBO
KUJKOCTH.
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BcieacTBUe HapyLIeHHUsI IPOLECCOB MULEBAPEHUS Y
GOJIbHBIX OBICTPO Pa3BUBAETCS FUNOTPOUS, MOJUTH-
NOBUTAMHUHO3.

MbllIeyHbIH TOHYC U TYProp TKaHel cHKeH. Bosu
B KMBOTE UMEIOT pa3JIMYHbIe MPUYHHBI: CXBATKOOOPA3-
Hble — MIPYU MEeTEOpH3Me, MblIIeYHbIE — NOCJIE IPUCTY-
na KalllJisl, B IpaBoOM noJpebepbe — MPHU HAJIMYUH IIpa-
BOXKEJIYZ,OYKOBOH HEJOCTATOYHOCTH, B 3MUracTpasib-
HOM 06J1aCTH — NMPU HEJOCTATOYHOU HeHUTpanusauuen
JKEJIYLOYHOTO COKa B JIBEHAALATUIEPCTHOM KHIIKe
MPU CHIDKEHHOW CeKpeLUHr IOKeNyL0YHOU Kesie301
O6UKapOOHATOB.

HapyiieHue HeHTpasn3alUM >KeJYLOYHOIO COKa
MOXET CTaTb NPUYMHON pa3BUTHs A3BEHHOU G0JIE3HU
JIBEHaZIIaTUIIEPCTHOM KUIIKH HJIM SI3BEHHOTO NpOIiec-
ca B TOHKOM KHILEeYHHUKE.

OwnarHocTuka mykoBucuuaosa

e UMmyHopeakTuBHbIN TpuncuH (UPT) B
HOBOPO/I€HHBIX

¢ JloToBBIN TECT

¢ Konmporpamma

¢ MeKOHHa/JIbHBIN TeCT

¢ MoJieKy/nsIpHO-TeHeTHYeCKoe TeCTUPOBaHUEe

KpOBH

UPT 8 cyxom namHe Kpoeu HOBOPOHOEHHbIX

JlaHHBIA MeTOoJ AUArHOCTHUKHU I03BOJISIET BBIABUTH
MYKOBMCLIH/I03 ¥ HOBOPOX/IEHHBIX.

MeToAuKa: pafMOMMMYHHBIA HUJU $epMeHTO-CBs-
3aHHbIM aHanu3 (ELISA unu ®CA). [paHULbl MEXAY
JIOKHO-IIO3UTHBHBIMU U JIO)KHO-HEraTUBHBIMU pe3yJib-
TaTaMu y3kue - < 10%.

WMMyHOpeakTUBHBIM TpumncuH (B 5-10 pa3 > Hop-
Mbl) [Ipu MOJI0KUTENBHOM pe3yJibTaTe TeCT MOBTOPS-
10T Ha 21 feHb XU3HU. [Ipy NOBTOPHOM IOJIOKUTEJIb-
HOM pe3yJibTaTe Ha3HayaloT IOTOBbIN TECT.

Kpumepuu duazHocmuku mykosucyudosa

XPOHHUYECKHUI 6POHX0JIETOYHbIH poLecc

¢ KUILIEYHBbIH CHHJPOM

e CJIy4au MyKOBHUCLH/I03a Y CU6COB
H0JIOKUTE/IbHbIE pe3y/IbTaThbl I0TOBOTO TECTa

Momoeviii mecm

[ToTOBBIN TeCT TaK»ke OTHOCUTCS K MeTOJaM paHHe!
JMarHOCTUKU MYKOBUCLIW/03a, PHMMeHsIeEMbIM HauyH-
Has C Iepuo/Jia HOBOPOXK€eHHOCTH.

[loT Ana ucciefoBaHUA COGHPAIOT IOCI€e 3JEKTPO-
dopesa ¢ nunokapnuHoM no ['mbcony-Kyky. MuHu-
MaJsibHOe TpebyeMoe KosindecTBo nota = 100 Mr. Pa3Hu-
Lja Mex/y NoKasaTesJsIMU HAaTpUs U XJ0pa B Npobe He
Jl0/>KHa npeBbIaTh 20 MMOJIb/J1, B IPOTUBHOM C/Iy4ae
vccae,0BaHue TIOBTOPSIOT.

Y 310pOBBIX leTell KOHLleHTpaLusd UOHOB HATPUs U
XJIopa B N10Te He J0/KHA NpeBblaTh 40 MMOJb /1

KpuTepueMm MyKoBUCLM/03a AABJSETCSA COfepKaHUe
HOHOB xJ10pa >60 MMoJib/J1 U HAaTpUst — >70 MMOJIb/ 1.

J1g noATBepXKeHHs JUarHo3a TpebyeTcs MOJI0XKU-
TeJIbHbIM TPEXKPATHbIN TOTOBBINA TECT C COZlepXKaHUeM
XJIOPUJ0B NOTa BhIlie 60 MMOJIb/JI.

DHaJ1

Puc. 4
ITomoewlii mecm

Konpozpamma

KonporpamMa BBISBJISIET yKe pa3BUBILIMECS IpHU-
3HAaKU BHEUIHEeCEKPETOPHOU HEJOCTATOYHOCTH MO/ Ke-
JIyIOYHOM >Kesie3bl.

[IoBbIlIEHHOE CcOJepXKaHUe HEWTPaJbHOrO >KHUP3,
MBIIIEYHbIX BOJIOKOH, KJeTYaTKU U KpaxMaJsbHbIX 3é-
P€eH, YTO N03BOJISIET ONpeJle/IUTh CTelleHb HapyLleHUs
dbepMeHTAaTUBHON aKTUBHOCTHU KeJjle3 KeJYJ0UHO-KU-
LIeYyHOro TpakTa. [lof KOHTpoJieM JaHHBIX KONpPOJIO-
TAYECKOT0 UCCeL0BaHUSA NPOBOAAT KOPPEKLUIO L03bI
NaHKpeaTH4yecKux GepMeHTOB.

MoJ1eKyAspHO-2eHemu4eckoe mecmuposaHue

B Poccuu no HaJW4yKIO M3BECTHBIX MyTalMi B reHe
CFTR pgoctynHbl uaeHtTudukauuu 75 % GOJbHBIX My-
KOBHUCIIM/I030M, YTO He JJAaéT BO3MOXXHOCTH MCII0JIb30-
BaTh /151 BepudUKalMK JUarHo3a 3abojeBaHus TO/b-
KO MOJIEKYJIIPHO-TeHeTHYeCKoe 06ce/joBaHUe.

[eHeTHMYecKoe TeCTHpPOBaHUME Ha BCe BO3MOXKHbIe
MyTallUY, J0POro, TaK KaK YKMCJ0 U3BECTHBIX MyTal Ui
yxe npesbiiaeT 1000. Eciu vy ogHa us 10 Haubosiee
YaCTO BCTPEYaIoLIUXCs B JAHHOM perMoHe MyTalui He
0oOHapy>KUBaeTCs1 HU B OJHOW U3 XpOMOCOM NalMeHTa,
TO BEPOSATHOCTb AuarHo3a MB 3HauuTe/IbHO CHMXKaeT-
csl.

JleueHue sHewHeceKpemopHoii HedocmamoyHocmu
nodxcenydoyHolii ncesne3ol Npu MyKosucyuoose

[IpuMeHsAIOTCH] BBICOKHE 03kl pepMeHTHBIX IIpena-
pPaToB C LieJIbl0 3aMeCTUTEebHON Tepaluu.

Hanpuwmep, [Tansunopm 10 000 , nmpeacTaBistouinii
co60l TBep/pble KalcCyJbl C KULIEYHOPACTBOPUMBIMU
MUKpOTeJ/JIeTaMu: >KeJJaTUHOBas KaIlcysJa pacTBOpS-
eTCsl B »KeJlyJike MUKpOIeJJIeTbl NOKPbIThble KUIIEeYHO-
pacTBopuUMOM 060JI0YKOM MepeMelInBaOTCS C MUIIEH.
KucnotoycrolurBas 060/104Ka nesjieT obeclieyrBaeT
3aUuTy GepMeHTOB OT UHAKTUBALIUMU COJISTHON KHCJI0-
TOM.

Hab6ustomaeTcss 6bICTpoe BbICBOOOXKEHUE U aKTUBa-
nus GepMEHTOB B TOHKOM KulleyHHKe. CyliecTByeT
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BO3MOXXHOCTb IPUEMa MUKpOIIeJJIeT 6e3 KarncyJbl (415
JleTel U MOXKUJIbIX MallieHTOB)

Kancysibl [lanznHopma 10.000 M0KHO I710TaThb LieJIx-
koM. /I o6JierdyeHHs NpueMa UX MOXKHO OTKpbIBATh,
cMelIaTh NeJIJIeTh C XUAKOCTbI0 I MATKOM nulel (¢
pH Menbite 5) . [paHysibl, nepeMelaHHbIE C TULIEH He-
06X0MMO NIPHUHATb HEME/IJIEHHO

AmGynamopHoe Ha600eHue 3a 60bHbIMU MYKOBUC-
yuodo3om
OHoO BKJIIOYAET B Ce651 HECKOJIbKO BaXKHbIX MEPOIIPU-
ATHM:

¢ KoHTpoJb 3a cTy/1I0M

¢ KoHTpoJ1b 3a Maccoil Tesia 60J1bHOTO

¢ 1 pa3 B 3 MecsIla KONPOJIOTHYECKOe UCCIe[J0BAaHUE C
L|eJIbI0 KOPPEeKIMHU J103bl IpenapaToB MOoAKeayL04HON
eJie3bl

e BecHol W mnpu 0060CTpeHUHM Mpolecca Kypchl
BUTAaMHHOTepanuu (ABOMHasA 03a }XUPOPaCTBOPUMBIX
BUTaMUHOB A, E, D B Bu/ie BOJJHbIX pacTBOPOB).

MporHos

JleTasIbHOCTE NPU MYKOBUCLHA03E [OXOAUT A0 60
%. [o31HsAA [MArHOCTHKA 3a60JieBaHUs U HeaJleKBaT-
Hasl Tepanus 3HaYUTeJNbHO YXyJALIAIT NporHos. B Ha-
CTosillee BpeMsl BO3MOXKHA JJUAarHOCTUKA JAaHHOTO 3a-
60JieBaHUS HA pAaHHUX CPOKaX 6epeMEeHHOCTH, I03TOMY
60JIblIIOE 3HAUYEHUE NPUOOpEeTaeT MeJUKO-TeHeTHYe-
CKOe KOHCYJIbTUPOBaHUe ceMel, B KOTOPbIX eCTb 60JIb-
Hble MYKOBUCIIU/[030M.

KpuTepueM kauecTBa JUAarHOCTUKU U JeYeHUs MY-
KOBUCLIM/I03a B OTZAEJNbHO B3SITON CTpaHe SBJIsSeTC
CpeJiHsAs NPOJOKUTENbHOCTD XKU3HU 60JIbHBIX. B pas-
BUTBIX CTpaHaXx 3TOT II0Ka3aTeJsb JjocTuraet 40 seT.
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KpUMCbKMN TEPpANEBTUYHUN XXYPHan

['acTpoeHTeposIoTiYHI Mpo6JIEMU MYKOBICLIUA03Y
LJI. Knapumcoka, F0.A. Mowko

CTaTTsa npUcBsYeHa OVIALy Cy4aCHUX YABJIEHb [P0 MyKoBicuugo03i. BucBitieno cydacHi
MeTO/M J[iarHOCTHUKH i JIIKyBaHHS IIbOT0 3aXBOpIoBaHHs. OCOGJIMBY yBary npuijieHo
racTpOEHTEepOJIOTIYHUM aclleKTaM JaHoi NaToJIOrii.

Gastroenterological problems of cystic fibrosis

LL. Klyaritskaya, Y.A. Moshko

Article reviews the current concepts of cystic fibrosis. Highlight modern methods of
diagnosis and treatment of this disease. Particular attention is paid to gastroenterology
aspects of this pathology.
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