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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

[laTosioruyeckuil reH MyKOBHUCLIM/I03a JIOKAJIU3yeT-
csl B cepe/iuHe AJIMHHOIO MJle4a 7-1 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 JKeJIE3 BHEIIHEHN CeKpelnuu
* M3MEHEHHEe (l)I/IBI/IKO-XI/IMI/I‘IECKI/IX CBOMCTB ceKpeTa
® 3aTpyAHEHHE 3BaKyallUU CEKpeTa

MYKOBI/ICLLI/I,Z[OB NnopaxaeT MNPAaKTU4YeCKU BCe OTAEeJIbl
KeJIyAOYHO-KHUIIEeYHOI'o TpaKTa.

Matonorus BepxHux otaenos XXKT npu
MyKOBMCLIMA03€e

e PedurokcHast 60/1€3Hb
e [lenTuyeckas s3Ba xKeJyiKa
e [lenTuyeckas s3Ba JBeHAALLATUIIEPCTHOU KUIIKHU

(MBTP). FenaTo6bunuapHas naronorus
HacsienyeTcss MyKOBUCI[M/03 110 ayTOCOMHO-peliec- . .
CHBHOMY THITy o Qoka/bHBINA OGUJIMAPHBIN UPPO3 WK GUOPO3
YacToTa reTepo3uroTHOr0 HOCUTEbCTBA IATONOTH- O6crpykums 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

Chromosome 7

F22.3
F22.1
F21.3

F2l.l
F15.3

Fl5.1
pld.3

pld.l

Fl3
Fl2.3

Flz.1

Fll.2 Puc. 2

Jegexkm xpomocomut 7
qi1.21 npu mykoeucyudose
qi1.22

q11.23

q21.11

q21.13
q21.3
q22.1
q22.3
331.1

331.2
331.351

51535
F32.1
33
354

35
FF6.1

363

MaTonorunsa Kuwe4yHuUKa npun mykosucuungose

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

¢ ToHKOKMIIEeYHAs UHBAarMHAIMSA

e ANMEHJUIUT

o Oubpo3upyoIas KOJIOoMaTHUs

¢ MHTecTHHaNbHBIN (AUTECTUBHBIN) THEBMATO3

¢ [IpoJianc cIM3UCTON NPSAMOU KUIIKH

¢ MeKoHUaA/NbHBIN UJIEYC

¢ MHTecTMHA/NBHBINA KUCTO3HBIN GpUOPO3

e Kucro3Hbiit pubpo3 anneHauKca

e KucTo3Hbiit pu6pP03 TOJCTON KUIITKU

e [laTosiorys nuIeBapyUTENbHOTO aNllIapaTa, No00Has
6osie3Hu KpoHa

¢ CTPUKTYpPHI TOJICTON KUIIKU

¢ XpoHUYECKHH 3a1mop

¢ [lepdopanust TOHKOH UM TOJICTON KUILKH

MaTonorua noaxenyno4Homn xenesbl
 JKupoBoe 3ameleHue (BakaTHOe OXKUPEHUE)

o Kanbnudukanus

e Kuctnl

¢ AHOMaJIMM MAaHKpPeaTH4YeCKoro NpoToKa
e Pak

¢ JK30KpUHHAs HEJOCTATOUHOCTh

e MHTepcTULIMAIBbHBIA GUOPO3

e AnuHapHas aTpodus

¢ O6GCTPYKIHMS NIPOTOKOB

e OcTpbl¥ MaHKpeaTUT

MaTonornyeckas aHaToMUA NOAXENYAO4YHOMN
Xerne3bl NpU MyKoBUCLMA03€e
e Jluddysnwit pubdpo3s
e YToJslIeHUe
COe/IMHUTE/IbHOTKaHHBIX IPOCI0EK
¢ KucTo3Hble U3MeHeHUs MeJIKUX U CPeZJHUX IPOTOKOB

MeXA0J/JIbKOBBIX

KuweyHasn hopma mykoBucumaosa

KuweuyHnast popma MyKoBUCLIH/L03a YACTO HAG/IIOa-
€TCsI B CaMOM paHHEM BO3PacTe, HO MOTYT BCTPeYaThCs
U y B3POCJIBIX.

B ku1IeYHUKe pe06J1aJjaloT FTHUJIOCTHbIE TPOLECCH,
CONMPOBOXKAAMIMECS HAKOIJIEHHEM Ta30B, B3AYyTHEM
KUBOTA. [lepekannu y naleHToB YacThble, 0TMEYAETCs
nosidexanus (CyToOUHbIH 06bEM KalOBbIX Macc B 2—8
pa3 MOXET MpPeBBIIIATh BO3PACTHYIO HOPMY).

[locse Toro, Kak GOJIBHOTO MYKOBHUCLHJ030M pe-
0éHKAa HAUYMHAIOT BbICA)XKUBATh Ha TOPLIOK, HEPEAKO
OTMedaeTcs BblnaJieHue npsiMoit kuwku (y 10—20 %
6O0JIbHBIX).

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 UMmmyHOopeakTuBHbIN TpuncuH (UPT) B
HOBOPO/I€HHBIX

e JloToBBIN TECT

¢ Komporpamma

¢ MeKOHHa/IbHBIN TeCT

¢ MoJieKy/nIpHO-TeHeTHYeCKoe TeCTUPOBaHHEe

KpOBH

UPT 8 cyxom namHe Kpoeu HOBOPOHOEHHbIX

JlaHHBIA MeTOoJ JAUArHOCTHUKHU I103BOJISIET BBIABUTH
MYKOBMCLIH/I03 ¥ HOBOPOX/IE€HHBIX.

MeToAuKa: pafMOMMMYHHBIA HWJU $epMeHTO-CBs-
3aHHbI aHanu3 (ELISA unu ®CA). IpaHULbl MEXAY
JIO)KHO-IIO3UTHBHBIMU U JIO)KHO-HEraTUBHBIMU pe3yJib-
TaTaMu y3kue - < 10%.

WMMyHOpeaKTUBHBIM TpumncuH (B 5-10 pa3 > Hop-
Mbl) [Ipu MOJIOKUTENBHOM pe3yJbTaTe TeCcT MOBTOPS-
10T Ha 21 feHb XU3HU. [Ipy NOBTOPHOM INOJIOKUTEJIb-
HOM pe3yJibTaTe Ha3HayaloT IOTOBbIN TECT.

Kpumepuu duazHocmuKku mykosucyudosa

XPOHHUYECKHUI 6POHX0JIETOYHbIH poLecc

¢ KUILIEYHBbIH CHHJPOM

e CJIy4au MyKOBHUCLH/I03a Y CU6COB
H0JIOKUTE/IbHbIE pe3y/1bTaThbl IOTOBOTO 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/10M

¢ KoHTpoJ1b 3a Maccoil Tesia 60J1bHOTO

¢ 1 pa3 B 3 MecsIla KONPOJIOTUYECKOe UCCIe[J0BaHUE C
L|eJIbI0 KOPPEeKIMHU [103bl IpenapaToB MoKeayL04HON
eJie3bl

e BecHol W mnpu 0060CTpeHUM 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.

Jumepamypa

1. Kanparnos H.I. Myxosucyudos. Pannsas ouazrocmuxa u aeverue. M,
2008 -

2. Kanparnos H.I1., I1aéarosa A.A., Kamupexas H.FO. u dp. Myxosuc-
yuovs. Cospemenrvie docrmuncerns u npodaemer, M, 2001

3. Kawupexan H.1O., Kanparos H.I. lopancerue gpearos numesaperus
U ux Koppexyun npu myxosucyudose. /| Pycekuil meduyunekud seypracn. -
Tom.5. - N14, urss. - 1997. - C.892-898.

4. Myrosucyudos (cospemenvze docmuoceriun u npobaemsr). Memoduueckue
pexomendayuu. Kanparnos H.H., Kamupexas H.1O., Cumonosa O.H1.,
Hlabanosa A.A. u dp. - Mocksa, 1995. - c.51.

5. Tlemposa H.B. Onpedenerue ommocumenisrx uacmons Hekomopeix
wymayuii 2ena CETR w ananus cannomunos cyenaernnsex ¢ num AHK-
Maprepiux A0Kycos 6 nomyanyuax Poccun. | | Asmopegpepan duccepmayun
Kard.ouon.nayk. Mocxea 1996. - C.6.

6. Boat TF, Acton |D. Cystic fibrosis. In RM Kliegman et al., eds., Nelson
Texctbook of Pediatrics, 181h ed., pp. 1805—1817. jglji/ade/pbz'a: Saunders
Elsevier. 2007

7. Elkins MR, et al. A controlled trial of long-term inbaled hypertonic saline
in patients with cystic fibrosis. New England Journal of Medicine, 354(3):
229-240., 2006

8. Wark P, et al. Nebulised hypertonic saline for cystic fibrosis. Cochrane
Database of Systematic Reviews (3). Oxford: Update Software., 2005

9. Ater L., Herbst ].]., Landaw S .A., O’Brien R.'T. Relative anaemia
and iron deficiency in cystic fibrosis. - Pediatric. - 1983. - N71.- P.810-814.

10. ACOG Committee on Genetics. Genetics and molecular testing. ACOG
Technology Assessment in Obstetrics and Gynecology, 100(1): 193-211.,
2002

11. Boucher RC Cystic fibrosis. In R] Mason et al., eds., Murray and
Nadels Textbook of Respiratory Medicine, 41h ed., vol. 1, pp. 1217-1251.
Philadeiphia: Elsevier Saunders., 2005

12. Dovey ME Cystic fibrosis. In FD Burg et al., eds., Current Pediatric
Therapy, 18h ed., pp. 457—461. Philadeiphia: Saunders Elsevier, 2006

13. Farrell PM, et al. Guidelines for diagnosis of cystic fibrosis in newborns
throngh older adults: Cystic Fibrosis Foundation consensus report. Journal of
Pediatrics, 153(2): $4=-514., 2008

14. Gustafsson PM, et al. Multiple-breath inert gas washout and g)z’mmﬂr /
versus structural lung disease in ¢ystic fibrosis. Thorax, 63(2): 129—134.,
2008

15. Jones AP, et al. Dornase alfa for cystic fibrosis. Cochrane Database of
Systematic Reviews (3). Oxford: Update Software., 2008

16. Kerby GS, et al. Bronchiectasis section of Respiratory tract and
mediastinum. In WW Hay et al., eds., Current Pediatric Diagnosis and

Treatment, 18th ed., pp. 509-510. New York: McGraw-Hill., 2007

17. Nash EF; et al. Nebulized and oral thiol derivatives for pulmonary disease
in ¢ystic fibrosis. Cochrane Database of Systematic Reviews (1)., 2009

18. Southern KW, et al. Newborn screening for cystic fibrosis. Cochrane
Database of Systematic Reviews (1)., 2009

19. Consensus [WZ{'W‘HW&Y. Nutritional assessment and management in Cystic
Fibrosis. - Cystic Fibrosis Foundation. - 1/0l.1. - Section V. - April 1990. -
P1-14.

20. Corey M., Me¢ Langhlin F., Williams M. A comparison of survival,
rowth and pulmonary function in patients with Cystic Fibrosis. |/ . Clin.
Hpidemiol -1988 - 170l41 - P.588-563.

21. Cystic Fibrosis. Current Topucs. - 1'0l.2. - Edited by ].A.Dodge,
D.J.H.Brock, ].H. Widdicombe. - 1994. - P.327-342.

22. Cystic Fibrosis. Liver and biliary disease in cystic fibrosis. Edited by
M.E.Hodson, Duncan M.G. - 1995. - P.28§2-293.

23. Cystic Fibrosis. Mannal of diagnosis and managment.2nd ed. Yoodgild
Mary C., Dodge John A. - England - First published 1985.

24. Dodge ].A. The aetiology o Pﬁbroxiﬂg colonopathy. /| Postgrad Med. ]. -
1996. - 1'0172. - SupplIN2. - P52-55.

25. Fibrosing colonopathy in children with cystic fibrosis. Editors Littlewood
J.-M., Hind CRK.- 1996. - Vol.72. - Suppl 2. - P.3-64.

26. Forstner G., Durie P. Cystic Fibrosis. /| Pediatric Gastrointestinal
Disease - 1991 - Vol.2 - P.1179-1197.

27. George D.E., Mangos |.A. Nutritional management and pancreatic
engyme tfempj in cystic fibrosis patients: state of art in 1987 and projects
into the future. || | of paediatric Gastroenterology and Nutrition. - 1988. -
Suppl.N7. - P49-57.

28. Green C.G., Doershuk C.F., Stern R.C. Symptomatic hypomagnesemia
in cystic fibrosis. /| ] Pediatr. - 1985. -V.107 - P42542§.

29. Guidnes for the diagnosis and management of cystic fibrosis. Prepared

%y Fernando A. de Abren e Silva, ].A.%adge. O Human Genetics
rogramme and the International Cystic Fibrosis Association. - 1996. - P.1-

28.

30. Levy L., Durie P, Penchary P. et al.. /| Prognostic factors associated with
patient survival during nutritional rehabilitation in malnourished children and
adolescents with cystic fibrosis. /| | Pediatr. - 1985 - V0l.107 - P.225-230.

31. Littlewood .M., MacDonald A. Rﬂtz’om/[e\;f modern dietary
recommendations in cystic fibrosis. // | R Soc Med - 1987. - 0l.80. -
Suppl.15. - P.16-24.

32. Lloyd-Still |., Smith A., Sullivan D., Wessel H. Nutrition for special
needs in infancy - New York, Basel - 1985 - P.257-267.

33. Luder E., Kattan M., Tanger-Torres G., et al. Current recommendations
Jfor breast-feeding in Cystic Fibrosis Centers. || Am.J.Dis.Child. - 1990 -
Vol.144 - P.1153-1156.

34. MacDonald A., Holden C., Harris G. Nutritional strategies in cystic
Sibrosis: current issues. | R Soc Med. - 1991. - 10l.84. - SupplN18. - P.28-
35.

35. Moore B., Durie P., Forstner G., Pencharz P. The assessment o
nutritional status in children. |/ Nutri.Res. - 1985 - 10l.57 - P.97-99.

36. Neve J., van Geffel R., Hanocq M. et al. Plasma and erythrocyte 3inc,
copper and seleninm in ¢ystic fibrosis. | | Acta Pediatr.Scand - 1983 - 72 -
P.437-440.

37.Roy C.C., Weber A.M., Lepage Guy et al. Digestive and absorptive
phase anomalies associated with the exocrine pancreatic insufficiency of Cystic
Fibrosis./ | ] of paediatric Gastroenterology and Nutrition. - 1988. - 10l.7.
-Suppl 1. -P1-7.

38. Schoni M.H., Maisonnenve P., Schoni-Affolter F., et al - Cancer risk in
patients with cystic fibrosis: the European data. // ] R Soc Med - 1996. -
V0l.89 - Suppl.27. - P.38-43.

39. Simmonds E.J., Wall CR., Wolfe S.P. A review of infant feeding
practices at a regional ¢ystic fibrosis unit. [/ ] Hum Nutrition and Dietetics. -
1994. - N7. - P.31-38.

40. Watkins L.- Lipid digestion and absorption. /| Pediatrics - 1985 -
suppl. - P.151-156.

41. Wheeler W.B., Colten H.R. Cystic Fibrosis: Current approach to

diagnosis and management. || Paediatrics in review. - 1988. - V0l.9. - N.8.
o). - 241048

40

KTXK 2010, N°2



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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