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Bsenenne

Myxkosucinno3 (MB) — HanboJiee yactoe 13 MOHOTEHHO HACJIe-
JyeMbIX 3a00J1eBaHUii cpeiu eBPOIeorI0B. 3aboseBaHue 06y CI0B-
JieHo MyTanusiMu B rede CFTR, MyKOBUCITMIO3HOTO TPaHCMeMOpaH-
Horo peryJisitopa mpoBoguMocti. besiok CFTR, byHkmonnpyst kak
1AM D-3aBUCHMBIIT XTIOPHBIIT KaHAJI, PETYIUpPYeT paboTy APYTruxX
XJIOPHBIX T HATPUEBBIX KAHAJIOB, YIaCTBYET B TPOBEIEHUH BOJII 1
AT® u BbITIOHSIET PSIT APYTUX BAKHBIX (yHKIuni [1]. B cBsizu ¢
HeCTIOCOOHOCTHIO 1e(EKTHOTO Geska aJleKBATHO BBIIONHATh pabo-
Ty XJIOPHOTO KaHaJIa B KJIeTKe HakarnBaoTes HoHbl Cl-, v BHY TP
KJIETKH YCTPEMJIIIOTCS MOHBI HaTpus. [locennune B cBoto oueperb
UTPAOT POJIb HACOCA, YTO OOYCJIOBIMBAET YCUIEHHOE BCACBIBAHE
BOJIBI M3 OKOJIOKJIETOYHOTO TIPOCTPaHCTBA. B ntore cekper 60Jb-
MIMHCTBA JKeJie3 BHENTHEN CEKPEINH CTYTIAETCsI, 3ATPYIAHSIETCS €T0
9BaKyalysi, B OPraHaX BO3HUKAIOT BTOPHYHbBIE I3MEHEHUSI.

[Tpu aTOM 3a60JI€BAaHUU B TOIi WM MHOIT CTEIIEHU B TIATOJIOIU-
4eCKHiT IPOIeCC BOBJIEKAETCS BECh OPTaHU3M, HO B GoJiblieii cre-
TIEHW — OPTaHbI IBIXaHNUs, TIOLKETYI0THAS JKele3a, IeTeHb, JKeTd-
HBIE Ty TH, JKeJYA0IHO-KUIIEIHBIN TPAKT, TOTOBbIE JKEJIE3bI U TI0-
JIOBBIE OPTAHbI Y MY KUUH.

OnpeesstionuMu Jjist JKU3HU GOJIBHOTO SIBJISIIOTCST XapaKTep U
CTENeHb MTOPAKEHUS JIETKUX, & TAKIKE CHCTEMBI TTUIIEeBAPEHUST, IIpe-
K/l Bcero — mopkery nounoi skesesnl (119K) un mevenn. biaromaps
paHHel INarHOCTHKe U HOBEHIITIM TEPATIEBTIUECKIM PEKIMaM 3a-
GoJieBaHue JABHO TIEPECTAIO OBITH YUCTO IeANATPHIECKOI TIpobIie-
Moit. TTo aHHbIM 3apyOesKHBIX HCCJIeA0BATENEI CPEIHSIS [TPOOJ-
SKUTEBHOCTD KU3HKU 60bHBIX MB Bospocia ¢ 15 ser (B 1970 1.)
1o 36—38 set (B 2008 r.). B HacTosIIUIT MOMEHT OKHIaeMast cpell-
HSISL TPOJIOJIKUTEBHOCTD JKU3HU GOJIBHBIX, POXKICHHBIX B 2007-
2008 rr., npubauxkaercs k 50 rogam [2, 3]. B PO, k coxasenuio,
Cpe/IHAS OKHaeMast IPOI0JLKUTEIBHOCTD JKI3HH He TaK BBICOKA:
B 1997 roay 6bua 16 siet, 8 2001 roxy — 24 roza, a B 2007 — 27 Jer.
TTo panubiM Poccuiickoro peructpa GOJbHBIX MYKOBUCIHI030M
cpenHuil Bospact 1526 Habmonaembix B 2009 rojy 6oJIbHBIX cocTa-
Bua 10,2 roga (MuanMansHbIil — 0,09 roma, MakcuManbHbI — 51,99
roja), B TO BpeMsI KaK CpeiHuii Bo3pacT GOIbHBIX, HAOMI0IaEMbIX B
9KOHOMHYECKH Pa3BUTHIX cTpanax EBporsl, coctaBisger 18—21 roz.
B Poccun 79% marenTtos mosioxke 18 et. Menmana Bo3pacra mo-
cranosku Ha yuet (7,20 + 0,43) rozna.

B Hacrosiiuii MoMeHT onrcano okosio 2000 myTarumii u 6osee
200 nmonmmopduamoB B rere CFTR, 4acTOThI KOTOPBIX HIMPOKO Ba-
PBUPYIOT B Pa3HBIX STHUYECKHX TPYTITIaX. Y CTAHOBJIEHA YeTKasI 3a-
BHCHUMOCTb MEJK/Ly HEIOCTATOYHOCTBIO BHEITHECEKPETOPHOI (hyHK-
1MUY TOJIKETYZI0UHOI Kese3bl 1 MyTaiusimu B rene CFTR. Onna-
KO CBSA3b MeXKy Apyrumu npossienusmu MB u CFTR renotunom
HeojHO3HAYHA. B yacTHOCTH, TeueHne GPOHXOJIETOYHOTO MPOIEcca,
OIPEIEIIAIONIEE KAYECTBO U TIPOIOJLKUTETBHOCTD JKU3HU OOJIBHBIX
MB B 90% ciryuaes, Hanpsimyto He 3aBucut oT CFTR rerotuma. Cum-
TAIOT, YTO 32 MATOJIOTHIO JKETYI0YHO-KUIIETHOTO TPAKTA OTBEYAIOT
Moy upyomuii sokyc xpomocomsl 19q13 (CFM1) (mexonunasn-
ublii uieyc), Ca’ -ak TMBUPOBAHHBIN KaHAJI IIPOBOAUMOCTH KaJIKsI
(KCNN4), manH030-cBsizpiBarornuii tektd (MBL), AT-o1 [4]. Psin
ABTOPOB TIOJIATAET, UTO PUCK PAZBUTHSI HOPAKEHUS TTeYeHN Y 60JIb-
HbIXx M B MozkeT 3aBuceTh 0T Hastmumst ajiesist DQw6 reHoB riiaBHO-

0 KOMIIJTEKCa THCTOCOBMECTIMOCTH, MAHHO30-CBS3bIBAIONIETO JIeK-
tiuHa (MBL2), myraiwmii Z u S rena nnruburopa nporeas (A1AT),
ajutesibroro Bapuanta TGF-f u ap. [5, 6].

ITopakeHue mMomsKeryI0UHOIM sKeIe3bl

ITaTorenes

I[To manHbIM PA3IMIHBIX ABTOPOB NMAHKPEATHYECKYIO HEO0CTa-
TOUHOCTb UMEIOT 85—90% GOJILHBIX MyKOBHCIU1030M. [TopaskeHue
TDX BbisiBAIsIeTCS yoKe B aHTeHATAIbHOM Tieprofie. Y 6osbHbix MB
13-32 HAPYIIEHHOTO aHMOHHOTO TPAHCTIOPTa (OCHOBHBIMU AaHUOHA-
mu siBssttoress HCO3™ 1 Cl7) B 6esikoBbIi cyGeTpar He mocTymaer
HeOGXOIMMOTO KOJIMYECTBA KMIAKOCTH, OH OCTAETCs 00JIee BA3KHM,
U CKOPOCTB €T0 MIPO/IBIZKEHNS 3aMeTISIeTCs1. B ¢Bsi31 ¢ 9TiM Gesikn
MIPEIUITUTHPYIOTCS HA CTEHKAX MEJIKUX BBIBOJIHBIX IIPOTOKOB, BbI-
3bIBast UX 0OCTPYKIIUIO ¥ TOJIHYIO 3aKyNOPKY. B pesysibraTe nat-
Kpearnyeckre GepMeHTbI, KOTOPbIE TPOIOJIKAIOT BHIPAOATHIBATHCS
B alMHYCaX B OOBIYHOM KOJIMYECTBE, He JOCTUIAIOT [IBEHA/IIATH-
nepctHOi Kuniku. HakornsieHre akTHBHBIX ()epPMEHTOB ITPUBOANUT
K Ay TOJIM3UCY TKAHU MOJKeITy JouHO Kese3nl. Ha Gosee oTnasen-
HBIX CTA/IMSIX 9TOTO MPOIECCA, YACTO YIKe HA IePBOM MeCSIIIe K13~
HH, TeJIO MOJKENYI0UHOI KeJje3bl PeJICTaBIsieT co6oit CKoILIe-
HUe KUCT U (puGpO3HON TKAaH! — OTCIO/A IPYToe HasBaHue 3ab0J1e-
BaHUS: <KHCTO3HBII (hrOPo3». HeMUHYEeMbIM CJICJICTBUEM Paspy-
IIEHST OJKEITY JOYHO JKeJie3bl CTAHOBUTCS HapyIIeHIe IlepeBa-
PHBAHS M BCACBIBAHNSI B JKEJTYJOUHO-KHUIIEYHOM TPAKTE, IPEKIEe
BCero kupos u 6eskoB. IIOMIMO 3TOTO IPH MYKOBUCIIH/IO3€ [TPO-
UCXOIUT HApylIeHne BhIpaboTKu GukapboHaTos. [Ipu oTcyTeTBUI
COOTBETCTBYIOIIETO JIEYEH ST ITU TIPOIECCHI TIPUBOJISAT K 3aJIEePIKKe
(busnueckoro passutust peberka. Hekoropsie MyTaiu resa MB
(IV u V kyacca) cBS3aHbI ¢ MeJIJIEHHBIM Pa3BUTHEM ONKUCAHHO-
TO BBIIIIE XPOHIYECKOTO TAHKPEATHTA U HAJTIMIHEM CPABHUTEIBHO
COXPAHHOI (PYHKITUY TTOJIPKETY0UHO JKeJie3bl B TeUeHue MHOTUX
siet. B crapinem Bospacte IpUMepHO y IsATO# YacTy GOJbHBIX pas-
BUBAETCS MHCYJINHO3aBUCUMBII caxapHbiii auaber [7].

Koppexnus naHkpeaTHyecKoil HeI0CTaTOYHOCTH

Boabubim M B 3amecTuTesbHast Tepanus A0JKHA TPOBOAUTHCS
TOJIBKO COBPEMEHHBIMH BbICOKOAKTUBHBIMU MUKPOTPaHYIMPOBAH-
HbiMU Tipeniapatamu ¢ pH-uyBcTBUTEIbHOI 06004K0OH. DPdek-
THBHOCTD 3THX IIPENAapaToB OIPEEsIeTCs], BO-IIEPBbIX, BEICOKOI
CTEMEeHbIO AKTHBHOCTH UCXOIHOTO cyGeTpaTa (TaHKpeaTruHa), ue-
HOJIB3YEMOTO JIJIsE UX TIPOU3BOJICTBA, BO-BTOPBIX, 0c060H 11X (op-
Moil (MUHUMHUKPOCGhEePbI, MUKPOCchepPbI 1 MUKPOTA0JIETKY Pa3Me-
pom ot 0,4 110 2,0 MMm), 0becriednBaioIeil pABHOMEPHOE [IePeEMEIIIH-
BaHUE C KeJIYJ0YHBIM COJEPKUMbBIM U CUHXPOHHOE C IHIIei T1po-
XOJK/IeHUE B JIBEHA/IATUIICPCTHY0 KUTIKY [8, 9]. Kpome Toro, pH-
qyBCTBUTETbHAST 060I09Ka MUKPOCGhEp 3alIUIIAET TaHKPEATHH OT
paspyienus B xkexyake. CaMu rpaHyJIbl TOMEIIEeHBI B JKeJaTHHO-
BbI€ KAIICYJIbl, KOTOPBIE 3all[IIIAI0T MIKPOC(EPEI OT IIpeKaeBpeMeH-
HOI1 aKTHBAIIY B POTOBOM MOJIOCTH U IMHIIEBO/IE U 0OJIETYAIOT IPH-
eM npenapata. KarcyJisl JoCTUTaIoT JKeJly/iKa, T/ie U PAaCTBOPSIIOTCS,
BBICBOGOIKIast MUKPOTPAHYJIbL. B IBEHAMIIATHIIEPCTHOI KUTITKE TTPH
pH = 5,5 pactBopsiercst 060109Ka MUKPOTPAHYJI, il BBICOKOAKTHB-
Hble (hepMEeHTHI HAYWHAIOT cBoe JelicTsue [7, 10].
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Tabauna 1. Pexomenmanuu no noaéopy n03 (EJI no sunase) Mukpocdepruueckux naHKkpeaTnyeckux pepmMenTon

U151 GOJIBHBIX MYKOBUCIIUI030M

Jletu rpyiHOTO BO3pacra

Hetu crapue 1 rona

Oxkouo 2500—3300 E/T #a 120 M Mosioka (MOJIOUHOI cMe-

2000-6000 EJI /xr/cyT

Pasnornenro 500—4000 E/I sivmassl Ha T 5KEpa B CheIaeMOii TIHIIe

cn), uto npuMepHo paBHo 400—-800 E/l numnassl Ha T xKupa
B [TUTAHNH

500—1000 E/I/kr Ha OCHOBHOIA TPUEM TTHIIH

250-500 E/I/Kr Ha AOTIOJHUTENBHBIN [TPUEM MTUIII

Jlo3sr Boimre 3000 EJI/kr B ey wiam 10 000 E/I/Kr B cyTKE roBOpsAT 0 HE0GX0AMMOCTH JononHuTebHOro o6eaepoBanus JKKT y 6omproro MB.

GubposupyonIell KOTOHOIATUI

[loser Beime 6000 E/l/xr B ey mau 18 000—20 000 E/I/kr B cyTKM yTposKaeMbl 10 PA3BUTHIO KPATHE PEIKOTO, HO TPO3HOTO OCJIOKHEHNUS —

TTon6op 103 maHKpeaTHnyeckux ¢hepMeHToB 6obHBIM MB ocy-
MIECTBIIAETCS HHAMBUAYAIbHO. O IOCTATOYHOCTH JI03bI MOKHO CY-
JIATD 110 KIANHITYeCKUM (HOPMAIN3AINs YaCTOTHI U XapaKTepa CTy-
J1a) 1 1aGOPATOPHBIM TTOKA3aTEJISIM (UIeTbHO — NCIE3HOBEHNUE CTe-
aTopey U KpeaTopeu B KOLporpaMMme, HOPMAIU3alis KOHI[EHTpa-
1Y TPUTJIUIEPUIOB B Jiiugorpamme cryJia). [pu mogbope 10361
(bepMEeHTOB MOKHO TIOJIB30BATHCS CIIEYIOIIIMU PEKOMEHIAIISIMU,
CyMMUpOBaHHbIME Hamu B Tabu. 1 [10, 11, 12].

[MocyestHme TO/IBI MPAKTHUECKH Bee GosibHble B PD mosyyaror
npemnapatsl «Kpeon 10000» nim «Kpeow 25000» dupmsr « Counseit
dapmar, reniepb «96601T> (T'epMariist), KOTOPbIE MO3BOJISIIOT IJIH-
TeJIbHOE BPEeMsI MOZIIEPsKUBAT HOPMAJIbHBII (DU3NYECKHII CTATYC Ha-
MM nareHTam. VICKITIounTeTbHOCTb TIPMMEHEHUS] IMEHHO KpeoHa
00BSICHSIETCSE €T0 BKIIOUEHUEM B CITUCOK JIOTIOJHUTELHOTO JIeKap-
crBeHHOr0 oGectederust (JIJIO) st oTIycKa 110 OecIaTHBIM pe-
1enTam GOJIBHBIM MyKOBUCIH1030M. HetaBHO MOsIBUBIIIASICST BBICO-
koaktuBHas hopma rpenapara « Kpeon 40000» cMokeT 1103BOJUTD
COKPATUTb KOJIMYECTBO KaricyJi 10 1—2, npuHuMaeMbix GOJIbHBIMI
OJTHOBPEMEHHO ¢ TiprieMoM Tty [ 13]. B nomosserue ko Bcemy mpe-
napat «Kpeou®> — mepBblil 1 T0Ka eIMHCTBEHHbII TIperapat dep-
MEHTOB IIOJKeTyIOYHOH KeJIe3bl, 3aperuCTPIPOBaHHbIN B Poccun,
0106peHHBIIT AMEPHKAHCKIM PeryJisiTopHbIM BetoMcTBoM (FDA) B
COOTBETCTBUHM C HOBBIMU IIPABHJIAMU IO TI€PEPETUCTPAIINH JTIOOBIX
IIPO/LYKTOB HA OCHOBE TIaHKpeaTtnueckux epmenTos [14].

Ha Poccuiickom hapmarieBTHUIeCKOM PhIHKE B HACTOSIIEE BPE-
MsI IMeeTCs ellle Kak MUHIMYM YeTbIpe MUKpocheprnuecKux mpe-
napara: Mukporabierku «Ilantmrpar» 10 000 u 25 000 (aucrpu-
6s101T0p B Poccun — Bodyp Uncen, @panius); «Mukpazums» 10000
u 25000 E/l (CTU-MEI-COPB, OAO rpynmna komnanuii JIEK-
CUPD 00O (ceituac ABBA PYC/CTU-ME/I-COPDB), Poccust);
«IpMHuTAIb>, BBITyCcKaeMblil B Tpex hopmax — 10000 EZT, 25000 EJT
u 36 000E/I, bapmarnieBTrueckoit kommanuu I'pronentars (Iepma-

nust); mukporesersl «[Tanzunopms» 10 000 (hupmer KPKA, Ciio-
Benus). [lepBblii nmpemapaT paHee JOBOJTBHO ITIPOKO TPUMEHSIIICS
GOJIHBIMU MYKOBHCIIH/IO30M, OCOOEHHO B3POCIIBIMH, U MOJKET CUH-
TaThCs HAPSLY ¢ KPEOHOM IperapaTtoM BbIGopa JJist OOJBHBIX My-
koBuctuso3oM. [Iposesiernnoe namu B 2008 Toj1y MyJIbTHIIEHTPOBOE
UCCIIeI0BAHKE IO KJIMHUYECKOH 2(PEKTHBHOCTU U 6e3011aCHOCTI
MUKPa3uMa BBISIBUJIO, 4TO HpernapaT o6Jafan BBICOKOI 4acToToi
(26%) cepbesHbIX MOGOUHBIX SBJIEHHUIA CO CTOPOHBI JKETYIOUHO-
KHUIIIEYHOTO TPAKTa, MOTPEGOBABIINX €T0 OTMEHBI, U OTCYTCTBUEM
addexruHoctu emie y 14%. IloaTomy oH He ObLII PEKOMEHIOBAH K
IIPOKOMY NTPUMeHEHHUI0 Y GOTbHBIX MyKOBHCIHI030M. ITo mpera-
pary «IpMUTaJIb» YiKe UMEIOTCS TOJIOKUTETbHBIE OT3bIBbI O KPAT-
KOBPEMEHHOM TIPUMEHEHWH, i OH MOXKET PACCMAaTPHUBATHCS KaK
Iperapar pesepsa nIpu MykoBucIimaose. Ilo kimmanueckoit adex-
THBHOCTH MUKPOIIEJIJIET ITAH3WHOPMA Y HaC TTIOKa HET HUKAKKX c00-
CTBEHHBIX JIaHHBIX [12].

Jluera

Wcnosp3oBanre Muxkpochepruecknx GepMeHTOB MO3BOJISIET
PEKOMEHIOBATh GOJIBHBIM ¢ M B BBICOKOKAJIOPHITHYO JIUETY € CO-
XpaHeHneM (GU3N0JIOTHYeCKOI HOPMBI JKHpa.

TTorpebHOCTD B 3HEprUN y jeteit ¢ MB MoskeT ObITh TOBbIIIEHA
Ha 50—90% 110 CpaBHEHUIO € TEOPETUYECKUMU pacyeTaMu Ha (hak-
tudeckuii Bec u Ha 20—50% 10O CpaBHEHUIO CO 3/I0POBBIMU JI€Th-
MU COOTBETCTBYIOIIETO Bo3pacTta U noJia. KamopuitHocts cyToy-
HOTO PaI[MOHa I0JKHA PACCUNTHIBATHCS He Ha (DaKTHYECKITH, a Ha
JTOJKEHCTBYIOITU Bec.

B noBceHeBHOI TPaKTHKE MOKHO ITOJIB30BATHCS CICAYIONIIMI
CPEIHUMU OPUEHTUPAMU JIS1 PACYeTa HEOOXOIUMBIX JIONOJHUTEIILHBIX
KaJlopui (CBbIIe pEKOMEH/IyeMbIX BO3PACTHbIX HOPM): 1-2 rosa —
+200 kxaun/cyt, 3-5 set — +400 kxan/cyt, 6—11 ger — +600 kxax/
cyT, crapiie 12 ser — +800-1000 xxamn/cyr [3, 10, 11].

Tabauia 2. PexoMenayembie 103bl JKHPOPACTBOPUMBIX BUTAMUHOB H 6€Ta-KapOTUHA /ISt GOJMbHBIX MYKOBHCIHIO30M

Buramunsl BoibHbIEe MyKOBUCIHI030M, KOTOPBIM IIOKa3aHbI BATAMHHbI o3I
A Bce ¢ ITH 4000-10000 ME* /cyTkn
_ *
1 Bee ¢ [TH 400-2000 ME* /cyTku, B 3aBHCUMOCTH
OT KOHIIEHTPAIUHK B CHIBOPOTKE
Bce 0 — 6 mec 25 ME*** /cyTkn
6—-12 mec 50 ME*** /cyTkn
E 1-4 rona 100 ME*** /cyTkm
4—10 ner 100—-200 ME*** /cyTkn
6o0uee 10 et 200-400 ME*** /cyTku
K Bce ¢ ITH npu nmatosiornn neyeHn or 1 mr B cyTku 10 10 mMr B Henento, 10 Mr B cyTKn
Bera-kaporux Bee ¢ ITH 0,5—1 Mr/Kr B CyTKH, MakcumyMm 50 Mr B CyTKU
B, Tect Hnmmmmra < 45% mocjie pe3eKIn MOAB3/IOIIHON KUIITKK 100 MKr B/M/Mecsir

*sutamun A: ME x 0,3 = mxr; **sutamun /[: ME/40 = mkr; ***Butamun E: ME/1,49 = mr.
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BurtamMuHbI 1 MUKPO3JIEMEHTbI

[Tokasano, 4TO TP UCTIOIB30BAHUN YKA3AHHBIX [IPEIAPATOB B
aJIeKBATHBIX JI03aX JKUPBI MTUTIU TPAKTUYECKH TIOJTHOCTHIO paciie-
ISIOTCS 710 CBOOOIHBIX KUPHBIX KUCJAOT, (hocHONUTUI0B, T1- U
MOHOTIJIUIIEPUIIOB, XOJIECTEPUHA; O[HAKO Y GOJIBIMMHCTBA GOJIBHBIX
COXPaHSIETCs HapyIeH e BCACHIBAHSI JIMITH/THBIX METAOOJIUTOB U
BBISIBJISIETCST BBIPASKEHHBIH IeDUIIUT JKHPOPACTBOPUMBIX BUTAMU-
HoB A, D, E, K u kaporunonnos [7, 10, 11].

JKupopacTBoprMble BUTaAMUHBI 1 GeTa-KapOTHH JOJKHBI J10-
GaBJISITBCS K THUIIE eKeAHEBHO BCeM GOJIBHBIM € TTAHKpeaThye-
ckoit HepoctatourocTbio (ITH) (Tabu. 2). TlanueHTs ¢ coxpaHHOR
(yHKIHEl MO/KETyI0UHOI JKeJie3bl 00sI3aTeTbHO JI0JIKHbI OJTY -
YaTh IOMOJHUTEbHO BuTaMut E. BogopacTBopumbie BUTAMUHBI
HazHayaoTCest 60JabHBIM MB B 00BIYHBIX TPODUTAKTUYECKUX J10-
3UPOBKAX, PEKOMEH/IYEMBIX 3/I0POBBIM JIUIIAM COOTBETCTBYIOIIE-
0 BO3PACTa, 32 UCKI0YeHneM BuTaMiHa C, oTpeGHOCTh B KOTO-
POM y GOJIbHBIX TIOBBIIIEHA, M BUTAMUHA By B CITydYasix pe3eKIun
o/iB3101HOM Kumku [11].

BosbnaeTBo 60J1bHbIX MB HYKAQIOTCS B IOTIOJHUTENILHOM
BBEJIEHUU HATPUS U XJA0PUA0B. [I0TPeGHOCTD B XJIOPU/E HATPUS
BO3pACTaeT BO BpeMst 000CTPEHUS JIETOUHOTO MPOIIECCa, IPH THIIep-
TepMUH, TOMU(EKATNI, B YCJIOBUAX KapKoro kianmata. OcobeH-
HO cieyeT oOpalaTh BHUMaHUE Ha JieTell paHHero Boapacta (10
2 j1eT), y KOTOPBIX MOXKeT Pa3BUTbCSA CHHIPOM IiceBo-bapTrepa
(conbrepsionias GopMa MyKOBUCIIM/[032), XapaKTePU3yIONUii-
Csl PE3KUM CHM)KEHUEM YPOBHSI 3JIEKTPOJIUTOB (KA, HATPUil)
U MeTabOJIMYECKUM aKaio30M. Be3 cBOeBpeMEHHON KOPPEKIIUN
COCTOSTHHE MOJKET 0Ka3aThCs (haTaIbHBIM. B Kask7IoM KOHKPETHOM
cIryydae cJe/lyer HHANBHUYaTbHO HOAOUPATE I03Y 3IE€KTPOJUTHBIX
PacTBOPOB I0CIE AOTOJHUTEIbHOTO obeenoBanus [15].

[TarenTaM ¢ MyKOBUCITH/I030M HEOOXO/IUMO JIOTIOJTHUTEIBHOE
BBeJIeHUE KaJIbIUs1, 0COGEHHO B CBSI3H C BBICOKOI YaCTOTOMN OCTE0-
10P03a, BBISIBJIIEMOTO Y IOJPOCTKOB M B3POCJIbIX (He MeHee 400—
800 mr metsam 1 800—1200 Mr moapocTkam B cyTkn ). CooTHOIIIE-
HUE KaJbIHs K hochaTaM 10JKHO COCTaBAATH 1:2.

VMeroTest coobIIeH st 0 BO3MOKHON HEZIOCTATOYHOCTH Y GOJTbHBIX
MYKOBHCI[HI030M MarHusi, 0COOEHHO BO BPEMSI IVIUTEIBHOTO [PHEMa
AMUHOTJINKO3U/IOB, JKeJie3a, IINHKA, MeJIH, CeJIeHa, HO Ha3HAYeHe CO-
OTBETCTBYIOIIHX MPENAPATOB MOKET GBITh TPOU3BEIEHO TOIBKO I0-
cJie JIOTIOJIHUTELHOTO 00CTIeI0BaHIS Kak/I0TO KOHKPETHOTO 60JIb-
noro [3, 10, 11]. Tak, Ha ceroHs HeT OCHOBAHUI /IS HA3HAYEHUST
CeJIEHOBBIX ITPENapaToB naruentam ¢ MB, Tak kak mankpeatuyeckue
epmenTsi comepskat 0,5—1,6 MKT/T cesieHa, 1 9TOTO KOJMYeCTBa [10-
CTaTOYHO JIJIsl aKTUBHOCTHU TJIyTaTHOHOBOM 1epokcuiassl [11].

Iopasxkenue nevyeHu

YacroTa BOBJIEYEHNUST TEMaTOOUIHAPHOI CHCTEMBI B TATOJIOTH-
YeCKHiT IPOI[ECC O TAHHBIM PA3HBIX aBTOPOB cocTasJsieT oT 20 10
80% [16, 17]. Besiok CFTR siokaiusyercs: B aMKaIbHbIX MeMOpa-
HaX 9N TeJIMa/IbHBIX KJIETOK JKE€/IYHBIX IIPOTOKOB, I'/1€ Pa3BUBAIOTCA
U3MEHEHUS 9JIEKTPOJUTHOTO TPAHCTIOPTA, TTOI00HBIE K3BMEHEHHSIM
B GPOHXO0JIETOUHOI crcTeMe. B pesysibrate aToro sKeT4b CTaHOBUT-
51 BSI3KOI, PA3BUBAETCSI TEATOIEIUTIOJISIPHBIN 1 KAHAJIBIIEBBII XO-
JIeCTa3, KOTOPBIN IPUBOUT K 11EJIOI CEPUU TTaTOJIOTUYECKUX PeaK-
IMIi: C O/HO CTOPOHBI, K 33/I€PIKKE rellaTOTOKCUYHBIX JKEeTIHBIX
KUCJIOT, IPOAYKINU MEJINATOPOB BOCIIAJIEHUS, IUTOKUHOB U CBO-
GOJIHBIX PAIMKAJIOB, YCUJIEHUIO TIEPEKUCHOTO OKUCJIEHU S JINTTUI0B
Y IOBPEKIEHUIO KIIETOYHBIX MEMOPaH; € JIPYroii CTOPOHBI, K U30bI-
TOYHOMY ITOCTYTIJIEHUIO KE€JIYN B KPOBb U TKAHU U K YMEHBIIIEHNIO
KOJINYECTBA WJIN JIa)Ke OTCYTCTBUIO JKeJTuu B Kuiiieunuke [16].

XapakTepHoii MOphoIornuecKoii KapTHHOM TOpaKeHUs eve-
Hu ipu M B siBaisierest hokasibHblii GumapHblii pubpos ¢ spJieHn-
SIMU OT€KA, XPOHUYECKOU BOCTIATUTEIbHOKIETOYHON HHMUIbTPa-
1ueit, mposndeparueii JKeTIHBIX TIPOTOKOB, CKOTIJIEHUSIME 903H-
HOCbV]]H)HbIX MacC BO BHYTPUIIEYEHOYHBIX ITPOTOKAX.

Jlutib y yactu 6051bHBIX (5—20% ) 9T1 U3BMEHEHUST TPOTPECCUPYIOT
U BEJlyT K MYJIbTHHO/LYJIAPHOMY OUINAPHOMY [IUPPO3Y U IOPTaIb-
HO1 runiepTen3nu. Jlo HaCTOSIIEero BpeMeHH IeHes 9THX BbIPasKeH-
HBIX U3MEHEHHI He SICeH U SIBJISETCS MHOTO(MAKTOPHBIM, BKJIOUAst
BJIMSTHUE MOJM(MDUIIMPYIONNX FeHOB. B HeraBneM MesK /1y HapoIHOM
HCCIIeIOBAaHUH Ha GOJTBIIOM KOJIMYECTBE MAIMEHTOB OblJIa I0Ka3a-
Ha B3aMMOCBSI3b PA3BUTHsI TSIKEJIOTO MOPAKEHUs TIeYeHH C 10pP-
TaJbHOI THUIIEPTEH3Ne Y HAIMEHTOB ¢ MyKOBHCIINI030M, UMEIO-
mwmx Z annenb SERPINA1 (1-antitrypsin wn 1-antiprotease) [17].
BaskHo ot™MeTnTb, 4yTO Ipu M B (yHKIMSA remaToiyra JUIMTENIbHO
He CTPAIAET, M KINHIYeCKUe TPU3HAKY TIeIeHOTHON HeJI0CTATOY-
HocTH y 60s1bHBIX M B pazBuBaiorcst Kpaiite pejiko.

¥ 6osbbIx MB ¢ SIBHBIME KJIMHUYECKHME TIPU3HAKaMU 3a60-
JIEBAHWUST TIEYEHY OOBIYHO BBISIBJISIIOTCST TSIUKEIIbIE HAPYIICHYST TTH-
TaHKsI, KaK B [[€JIOM, TaK U B OTHOLIEHNH CHe(DUUECKUX MAKPO-
HYTPHEHTOB, JKUPOPACTBOPUMBIX BUTAMHHOB 1 (HhaKkTOpPOB CBEP-
ThIBaHuA KpoBu [11].

JKerunokamenHast GOJIE3HD BCTPEYAETCs IPHOIU3UTENBHO Y
3—10% 6osbrbIx MB. OK0110 25% HabJI01a6MbIX HAMU GOJIBHBIX
MB HUMeIoT IHIONIa3UPOBAHHbIA UJIN MOJTHOCTHIO CKIEPO3UPO-
BaHHBII JKEJYHBIN 1y3bIpb [ 16, 18].

Jleuenue nopaskenuii neuenu npu MB

Ha coBpemennoM aTarie jieueHre HOPKEHUH IIedeHN BKIIOYa-
€T: KOPPEKIIMIO IUTAHUsI, TEPAIIEBTUYECKOE U XUPYPrUUecKoe Jie-
YeHMe, B TOM YMCJIe TPAHCIJIAHTAIHIO ITedeH . [ eHHast HHKeHepHst
ocraercs ToKa Teparnueii 6yayero.

EnnHCTBEeHHBIM STHOTPOITHBIM JIEKapCTBEHHBIM IIPEMapaToM, J10-
Ka3aBIIHM CBOIO 9(h(HeKTUBHOCTH BO MHOTHX PAHIOMU3NPOBAHHBIX
UCCIIEIOBAHMSX, ABJIsIETCS ypcogeokcuxoieBas kuciota (Y IXK),
JIABHO NPUMEHSIOIIASICST [IPH JIEYEHIH JKeTYHOKAMEHHO# 60J1e3HN
1 3(hPeKTHBHO PACTBOPSIIONIAs B TAKUX CIIyYasiX XOIeCTePHHOBbIE
kamuu [11]. Eme B 1990 roxy 6s110 nokazano, uro ¥ IXK yiryu-
IIaeT IPOIBIUKEHNE JKETIHBIX KUCIIOT 32 CUET CTUMYJISIN Gora-
TOTO GUKApGOHATAMH JKeJTueoT/eeHns. VIMEHHO 9TOT MEXaHU3M
BaJKEH JIJIs1 KOPPEKIMK HapylneHuit B neueru npu M B, rie sxeru-
Hble TIPOTOKY 3a0MTHI BSI3KUMU U IUIOTHBIMU cekpetamit. Y [XK
06J1a/1aeT U TIPSIMBIM [IUTONPOTEKTUBHBIM JICHCTBUEM, Barofapsi
crioco6uocTH Mosiekyst Y IXK 06pa3oBbIBaTh APYT C APYTOM M-
MEpHI ¥ B TAKOM BHJIE BCTPANBATHCSI B MEMOPAHBI TEMATOIITOB,
TEM CAMBIM JIeJIasl X HEYSI3BUMBIMU K I[UTOTOKCHYHBIM MUIIET-
sam. Kpome Toro, mocpeactBoM Mexanuama oOpaTHOIl CBSA3U OHa
CHIKAeT BCAChIBAHNUE XOJIECTEPUHA B KHIIIEYHNKE, CEKPELLHIO X0Jle-
CTEpUHA B JKeJIYb U CHHTE3 X0JIeCTePIHA B IIeYeHH, YTO YMEHbIIa-
€T JIMTOTeHHOCTD kesruu [ 16, 18, 19]. MHOrMMY MccIeI0BaHUSI MU
mokazaHa 3G eKTUBHOCTD codeTanHoTo HasHaueHus ¥ /I XK n ta-
ypuHa [11]. ¥ no6Ho 17151 meteit siBaisiercst skukas opma Y IXK,
KOTOpasi, K COXKaJIeHuio, He Bceraa nocryiia B PO.

Pe3ysbraThl KIMHIYECKUX UCIBITAHUIL, IIPOBEIEHHBIX COBMECT-
Ho ¢ T.IO. KanycruHoli, ykasslBaloT Ha HEOOXOAMMOCTh HazHaUe-
nust Y/IXK B no3e He MeHee 15—20 mr/kr/cyT 6osbHbiM MB mipu
HAYaJIbHBIX KITUHUKO-Ta00pPAaTOPHBIX TPU3HAKAX TTOPAKEHN Tie-
yenu. [Tpu 5ToM HaGITIOIaeTCS BHIPAKEHHOE XOIEPETHIECKOE JIETi-
creue Y/IXK y 6obupix MB. KpoMme Toro, HaMmu BbISIBJIEHO MeM-
GpaHocTabHIN3UpyIoliee efiCTBUE ¢ BbIPAKEHHBIM aHTHOKCHU-
naHTHBIM a(hdexrom npenaparos Y /XK [18].

ITosBuBLMEcs B TocenHee BpeMst Ha Poccuiickom hapmarieBTH-
YeCKOM phIHKe ipyTHe JekapctBeHHbie hopMer Y XK, Briouast oT-
e4ecTBEHHbIE, B IPOTUBOIIOKA3AHNSIX UMEIOT JIETCKUIT BO3PACT M Ha-
JIM4MEe BHIPAKECHHBIX HAPYIIEHUH (HYHKIUN TTOKETYIOYHON sKeie-
3bL. YuurbiBas, uto 6osiee 70% 6oubibix B PD — e, a 9K30KpuHHAS
[TAHKPeaTHYeCcKast HeIoCTATOYHOCTH BbisiBistercst y 90%, Ge30macHoCTh
IprieMa TaKKX MPerapaToB BbI3bIBAET TOKA HACTOPOXKEHHOCTb.

B Poccyn nepnordecku IpeIPHHIMAIOTCS MOTIBITKY N3YYeHNsT
KJIMHIYecKoii apdexTuBHOCTH Tperapata «Ienrpai» (s-ademetionine)
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Tabauna 3. YacToTa HEKOTOPBIX MATOJIOTHYECKHUX COCTOSTHUI
CO CTOPOHBI JKeJy/JOYHO-KUIIEYHOTO TPAKTA IIPU
MYKOBHCIHU/I03€ (COOCTBEHHBIE IaHHbIE U JIAHHBIE
smreparypsl) [3, 9, 11, 20, 21]

ITaTosornyeckoe cocrosinue Hamm Jlurepatypusie
JTaHHbIE JIaHHbIE

T'actpoasodareanbHblit pedurioke 11% 26,5-80%

C]/IH[[[)OUM JIMCTaIBHON WHTECTH- 8% 8-16%

HAJIBHON 06CTPYKIMI

XpoHnYECKIE 3aII0PbI 2,3%

Anneniuiur 3% 1,5%

MeKOoHUEBBIIT UIIeyC 4,5% 6-20%

VuBarnnanus 1% 1%

Ienuakus 0,4% 0,4%

Bonesns Kpona 0 0,22%

VndexImonHble 9HTEPOKOIUTHL

(Clostridium difficile, 7% 16%

Giardia lamblia)

BrInazieHne npsMoit KAIMKA 21% 20%

®Dubposupyioiast KOJIOHOMATUS Hz;}ﬁfa(;m cefiyac peaKo

OHKoOJIOTHYECKHE .

saGonesarus SKKT OJIMH CIy9ail | pemKue Crydarn

dbupmbl «660TT> [20]. OHAKO 0CTOBEPHDIX IAHHBIX O HEOOXO/IH-
MOCTH 1 6€30TIaCHOCTH ero IIPUMEHEHUS, 0COOEHHO Y JleTelt, Hul oTe-
YeCTBEHHBIMH, HU 3apyOesKHBIMY aBTOPAMHU MOJYYEHO He OBLIO.

ITepecanka neyenu nokasana 60abHbIM ¢ MB ¢ TepMutaibHO
cTazivell HopaskeHns IeYeHH, HO C OTHOCUTEILHO COXPaHHOI (pyHK-
el BHEITHEro AbIXaHnsI. Bo3MosKHa mosHast MJIn YaCTUYHAS T1e-
pecajika nederu. I1o JaHHbIM pa3HbIX aBTOPOB, GoJIee O[HOTO TO/a
BBIKUBAIOT OT 75% 110 80% GoubHbIX, Gostee 10 et — 60%. TIpu co-
YeTaHHOH NepecajiKe JIETKUX ¥ TIeYeHU, UJIU JIETKUX, CEeP/IIIa U TIe-
yeHn 6oJiee OIHOTO To/ia BBIKMBAKOT 10 70% [16].

ITopakeHue :kery10YHO-KUIIEYHOTO TPAKTA

[Tomumo Hapymienust GYHKIUK TOKENYOUHON Kee3bl y
6osbHBIX MB MMETCS NaTtoJornyecke U3MEHEHUSI B CAMOM
xkemrynouno-kuniedHoM tpakte (JKKT). M3BecTHO, 4TO Tpems
OCHOBHBIMH (DYHKITUSIMU KETYI0YHO-KUIIEYHOTO TPAKTA SBJISI-
10TCS IlepeBapuBaHIe, BCACBIBAHUE U NPOABIIKEHNE KUIIEYHOTO
coznepskumoro. VInrectnHasnpHble Hapymenus npu M B mpezncras-
JISIOT 0001 KOMOHHAIIIO HAPYTIEHHON XJIOPHIHO CEKPEIHH, KO-

Tabauna 4. Kpurepun 1MarHoCTHKU CHHAPOMA UCTATBHON
uHTecTHHATBHOI 00cTpyKiuy (CANO) y 6onbHbIX
MYKOBHCIIM/I030M, Bblpaﬁoranmﬂe EBponeiickum
o6mecrsoM ESPGHAN

Topas BeZleT K JleTuipaTalii KUIMIEYHOTO COAEPKUMOTO, U OBbI-
1eHust cJn3eo6pazoBanst. IIOBBIIIEHHOE BbIjIeJIEHHE KLY I09HO-
ro coka (nmeioreecst y 70% Gombubix MB) Ha hone cHIKEHHOTO
KOJIMYecTBa OMKapOOHATOB B COKE TO/IKETYIOUHOMN JKeTe3bl BEET
K HU3KOMY pH B ABeHaAmaTHIIEPCTHOI KHIIKe. VI3OBITOK BA3KIX
TJIMKOITPOTENHOB 1 GOKAIOBH/IHBIX KJIETOK B TOHKOW KHIIIKE BE/IET
K CHIDKEHUIO BCACBIBAHUS IIUTATEIBHBIX BEIIECTB. Y BeJUUCHHOE
KOJIMYECTBO OOKATOBUIHBIX KJIETOK OOHAPYKEHO B PA3IMIHBIX
OpTraHax: B IPsIMOI KHIIIKe, alllleHInKCe, IPOTOKAaX MOJKeIy 104~
HOII JKeJTe3bl, MUIEeBO/ie, ABEHAAIATUIIEPCTHOI KHUIITKe, a TAKKe B
OGPOHXMATBHOM JiepeBe. MHOTMMU aBTOPaMHU OTIMCAHO 3HAYKTEb-
HOE CHIZKEHUE CKOPOCTHU IIPOJIBIKEHNUS COAEPKUMOTO B TOHKOM
KHIIKe, YTO MO3KeT IIPUBOAUTD K ITOBBIILICHHOMY POCTY IaTOJIOTH-
yecKUX OaKTepUil, BeAyleMy K yCHJIEHUIO Manbabcopouu. ITo
MOJKET BBI3BIBAThCSI HATMUNEM HeTlepeBapEHHBIX JKUPOB U AMITHO-
KICJIOT B HIDKHEM OT/IeJie TOHKOU Kummku |3, 9, 21].

Baiaroapst mpoBOANMBIM 00CTEIOBAHUSM OOJBHBIX € MYKO-
BUCITI/I030M, B KQKZIOM KOHKPETHOM CJIydae MOTYT BBISIBJISTHCS
passnutbie 3a6oseBanusi co croponbl JKKT, siBiistioruecst 0ciox-
HEHUeM CaMOro MyKOBUCII/I03a NJIH CBSI3aHHbBIE C UMEIOIIMUCS
npu HeM HapymenusiMu (Tabr. 3). [lapanieabHo BO3MOKHO BbI-
SIBJIEHYE COITYyTCTBYIONINX COCTOSTHUH, HalpuMep JIaKTa3HO! He-
JIOCTATOYHOCTH VJIM JIJIEPTUH K OeTKaM KOPOBBETO MOJIOKA, KO-
TOPBIE HE MO3BOJISIIOT CIIPABUTHCS C CHHAPOMOM MasibabcopoImn
TOJIbKO 3aMeCTUTEIbHOM ITAaHKPeaTHueCcKol Tepalieit.

Tactpoasodareasnbhbiii pedioke Betpedaercs Gosee uem y 1,/3
60sibHbIXx MB. ET0 pa3BuTHe CBS3aHO C 33/[€PIKKOIT JKETYIOIHOTO
0CBOOOK/IEHIIST, TOBBIIEHHON MPOAYKINEH KUCIOTHI M HApyIIie-
HUEM TIePHCTAIbTUKH Kesyaka. OH moJyiepKuBaeTcsl y MHOTUX
GOJIBHBIX M3-3a OPAKEHUST JIETKUX U YCHUIIUBAETCSI IPH KaIlie 1
olpezie/IeHHbIX TpueMax ¢usnorepanuu. CieyeT yduTblBaTh, 4TO
u caM perokc-230(aruT MOXKeT IPUBECTH K YCUIIEHHIO TIOpaske-
HUS JIeTKUX. PeryJisipHO IpoBOAMMast 9HJ0CKOIHS MTO3BOJIUT BO-
BpeM:sI HA3HAUNTh MeJINKaMEeHTO3HYI0 Tepanuio. /|71 TedeHns He-
06X0/INMO BO3BBIIIIEHHOE TOJIOKEHUE Toce efibl. Hasznauatorest
JeMOJIC(UKAHTBI U TIPOKMHETUKHU — IIperapaTsl TPYIIILI METO-
KJIOIIPaMU/IA, MOBBIIIAIOINE TOHYC FacTPoa3odareaIbHoOro chuH-
kTepa (rmsanpus uiu npemnysabens 10 Mr 3—4 pasa B genb 3a 30—
15 MUH JI0 €/IbI ¥ TIePe/i CHOM B3POCJIBIM U JIeTsiM cTapiie 12 jer, 12-
HeZIeTbHBIN KypC), TPYTIIBI IOMITepH/I0Ia — MOTHInyM. V13 anTari-
JIOB B TTOCJIE/THEE BPEMSI IIMPOKO HAYAJIH TIPUMEHSITHCST OTOKATOPBI
IIPOTOHHO¥ ITOMIIBI (OMeTIPas30J1, JIAHCONPa3o 1o 20 MT B CyTKH),
CHIKAIOIIUE KUCJIOTHOCTD SKeJIyJOUHOro coka. K xupyprudeckomy
JIeYeHUI0 00OPAIIAIOTCS TOJBKO B KpaiiHuX cirydasix [3].

MeKoHMANBHBIIH MJIeyC TIPY POXK/ICHUH, CHHAPOM JINCTAIbHOM
MHTECTHHATBHON 0OCTPYKIMNN (MIIH 9KBUBAJIEHT MEKOHIATBHOTO
njeyca B CTapIieM Bo3pacTe) 1 3aII0PbI BOSHUKAIOT ITPU MYKOBHC-
III7103€ B pe3yJIbTaTe HOBBIIIEHHON BA3KOCTH KUIIEYHOTO CeKpe-
Ta U HU3KOI CKOPOCTH IIPO/BIKEHUS KUIIEYHOTO COLEPKUMOTO.

Tabauna 5. Kpurepun 1uarHocTHKy 3an0poB mpu
MYKOBHCLHI03€, BbipaGoranusie EBponeiickum
001IECTBOM /A€TCKHX [ACTPOIHTEPOJIOIOB,
renaroJsioros u aueroynoros (ESPGHAN)

1. ITomHast TOHKOKHIIEYHAs! HETIPOXOAUMOCTb, COIIPOBO>K/IaeMast
PBOTOII C JKeJIYbIO M/NJIM YPOBHSAMHU JKUIKOCTH B TOHKOI KUIIIKE
Ha PEHTreHOrpaMMe GPIOIIHOI MOJI0CTH

2. DekajbHBIE MACCHI B nJjIeoneKaaIbHOM YTy

3. AGroMuHaIbHbIE GOJIN U/WJIK B3AyTHE FKUBOTA

Tonusrit C/INO: kpurepuu 1, 2 u 3;
Hemnomuprit C/IO: kputepun 2 u 3, 6e3 1.

1. A6romMuHaIbHBIE GOJIN /1IN B3/[yTHE JKUBOTA

2a. Camskenue 4acToTsl JedeKkarny B HOCIeAHNe HECKOIBKO He/lesb
WJIH MeCSIeB

26. IToBbINIEHIE [LTIOTHOCTU CTYyJIa B IocJje/JH1e HECKOJIbKO
HeIeJIb UJINn MECAIIEB

3. Paspemienne kpurepues 1 u 2 npu npuMeHeHUN
c1abUTEbHBIX CPE/ICTB

3anop: kpuTepun 1 mam 2a nm 26 u 3.
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MMeetca onucanne HaIM4Yusa MEKOHHAJILHOTO UJIeyCa y HOBOPOXK-
JIEHHBIX C COXPAHHOI1 (DYHKIIMEN TTO/[KeJTyI0UHOM JKeJIe3bl, YTO yKa-
3BIBACT HA HAPYIIEHNE CEKPEIUH B KMIIIEYHOM CTEHKE KaK Ha Tiep-
BOTIPIYMHY BOSHUKHOBEHHUS IAHHOTO COCTOSTHUA Y 11072 [1pu ti-
CTOJIOTHYECKOM UCCJIEIOBAHNI OOHAPYKUBAIOTCS KUIIIEYHbIE KPUTI-
TBI, pACIIMPEHHBIE U 3aNI0JTHEHHBIE CJM3bI0. JTHU K€ MEXaHNU3MBI
MIPUBOJIST K 3a110paM Y GOJIbHBIX MYKOBUCIIHIO30M.

Henasro EBponeiickum 06111eCTBOM JIETCKUX FaCTPOIHTEPOJIO-
roB, rernatooros u auerosnoros (ESPGHAN) Gbuin BbIpaboTaHbl
OTJINYUTEJIbHBIC TPU3HAKU /IBYX COCTOSTHUIL: CUHAPOMA INCTAIb-
HOI MHTECTHHAIBHOI 0OCTPYKIMU ¥ 3alI0POB Y GOJIBHBIX MYKO-
BUCIIU/I030M [22].

[Ipu HeTsiKes0M coCcTOSHIM XOpOoInii 9(hheKT MOryT OKa3aTh
JIaKTyJ103a 1,/1iu N-aleTU/IIuCcTenH, Ha3HayaeMble Yepe3 PoT 1o
2-3 pasa B fieHb. JIakTy103a HA3HAYAETCS B 3aBUCIMOCTH OT BO3-
pacta B 7103e 0T 5 710 15 M1 yTpom miru Bedepom, N-aneTusiucren
(BMeCTO MJIM BMeCTe ¢ JIakTy103011) — 110 200—400 Mr Tpu pasa B
netb. [Ipu TSKENBIX COCTOSTHUSIX — B CTAI[MOHAPe 11071 HabJIo/[e-
HUEM XHMPYypra IpUMEHEHSIOT BbICOKOOCMOJIIPHBIC PACTBOPLI B
KJIM3Max TPU BHYTPUBEHHON PErvIpaTalliOHHON TE€PANK B Te-
JyeHre HeCKOIbKUX iHeit. B Poccun Mot ncniosbayem 20% pacTBop
N-ametmiucrenHa sk MHTJIAINN W BHYTPUBEHHOTO BBeJIE-
Hus (50 mur anerwaiucrensa + 50 M (PU3MOTOTMIECKOTO pac-
TBOpa B KJau3Me 2 pasa B JieHb). B gasbHeiiniem Tpebyercst Kop-
PEKIH 103bl TaHKpeaTnueckuX (GepMeHTOB € OJHOBPEMEHHbBIM
JUIMTEIbHBIM Ha3HAYEHUEM JIAKTYJI03bL. 3apyOe/KHbIMU aBTOPAMU
HapsIy C JAKTYJI030i1 B TIOCJIeIHEE BPEMSI C YCIIEXOM UCIIOJIb3Y-
€TCs O3 TUIIEHTIIKOJIb (Per 08, B BUIE KJIU3M HJIH KUIIEYHOTO
JlaBa’ka) M, 3HAYUTEIBHO Peke — METTTIOMIH INaTpU30aT (TIpera-
part «Tacrporpaduns, pupmst Schering AG, T'epmanust). Ha hone
[IPUMEHEHNS BCeX BbIllleyKa3aHHbIX CPEJICTB I0BOJIBHO YaCTO y/ia-
eTcst u3bekaTh XUPYPrudeckKoro JedeHus, 1a’ke MEKOHUAIBLHOTO
uneyca [21, 22].

¥ 20-30% nereii g0 5 Jer 6e3 mMoJydeHUst a[leKBaTHOM TaH-
KpeaTn4ecKoi Tepanni MOKET Pa3BUTHCS PEKTATBHBIN IIPOJIATIC.
[TaTodusunorus ero He coBceM MOHITHA, OTHAKO U3BECTHO, YTO
OH He OXBaTbIBaeT BCIO CTEHKY TOJICTOI KUIIKU, a TOJIBKO ee CJIU-
3UCTBIN U TOACAUBUCTBIH con. [Ipu npuMeneHnn HOBBIX HOpM
MUKDPOTPaHYJIUPOBAHHBIX MaHKpeaTnyeckux depmeHToB ¢ pH-
4yBCTBUTEILHON 0GO0JOUKOIT OH MPAKTHYECKH HE BCTPEYAETCS U
He TpebyeT XUPYPrudecKoro JeUeHus..

DubpPo3UpyOIIast HEIPOXOIMMOCTD TOJICTON KUIIKH, KOTOPYIO
CBS3BIBAIOT C BBICOKUMHU 103aMU HEKOTOPBIX (hOpM ITaHKpeaTuye-
cKkUX PepPMEHTOB — KpaiiHe peikoe 0CJI0KHeH e, Tpedylolee, Kak
MIPABUJIO, XUPYPIUYECKOTO JICUCHUS.

Cpezn 60J1bHBIX M B niMeeTcst OBBITIIEHHBIN PUCK PA3BUTHS OH=
kosormyecknx 3abosesannii JKKT, 4To cTano 04eBUIHBIM C yBe-
JIM4eHNeM TIPOOJDKUTEIBHOCTH XKU3HN |3, 11, 21].

3akaouyeHne

TaxkuM 06pa3oM, U3ydeHre MEXaHU3MOB TIOPAsKEH st OPraHOB
TIHTIIeBAPEHUS TIPU MYKOBUCITU/IO3€, & CJIE0BATEIbHO, M pa3pa-
60TKa CXeM Tepali, KOTOPas CTPEMUTCA MaKCUMaJIbHO IPUGJIH-
3UTh IIPOIECCHI TIEPEBAPUBAHUS U BCACBIBAHUS K (hU3NOJIOTHYE-
CKOIi HOpMe, ellle IaJIEKO He 3aKOHYEHbI U OY/IyT HPOJOJIKEHbI B
OyylieM COBMECTHBIMU YCUJIMSIMU YUeHbIX U Bpaueil. [TaHkpe-
aTnyeckue epMeHThl B Bujle Kpuctauwios (liprotamase), moay-
YeHHbIE 110 TEXHOJIOTUSM TeHHON UHKEeHEePUH, a TaKKe Bbipaba-
ThIBaeMble U3 OaKTepuii, yCTONUUBDBIE K KEJIYA0UHOMY COKY, YIKe
B GunisKaiiliee BpeMsi MOTYT CTaTh JAOCTYIHBIMU HAIINM HallUeH-
taM. Pacimpsiemast reorpadus mponsBo/ICTBA MAHKPEATHYECKUX
(GepMEHTOB U yPCOJEOKCUXOTIEBOI KUCIOTHI, BKIIOYAST HAITY
cTpaHy, TpebyeT NpPOBeIeH s KIMHUIECKUX UCCIEM0BAaHUN JIJIs
usydenvst apHeKTUBHOCTH U 6E30MACHOCTH BHOBb MTPOU3BO/IN-
MBIX TIPENapaToB.
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