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B nocnegHue rofbl AOCTUHYTbI 3HAYUTENIbHbIE YCMEXU HE TOJIbKO B 061aCTH MOHUMaHUs MaTtopuanoornyecknx OCHOB
W FreHEeTUKM MYKOBMCLIMAO03a, HO U pa3paboTaHbl COBPEMEHHbIE MOAX0Abl K IeHeHUI0 JaHHOro 3aboneBaHus. depmeHTHas
Tepanus BASETCS O[HON M3 MaBHbIX COCTaBASIOLMX JIe4e6HOro rnpoLecca npu MyKoBucLmaose. [paBuibHbIA BbI6Op npe-
rnaparta 1 pexkMma 3aMecTUTEIbHON pepMeHToTepanum Mo3BoJAET JOOUTLCA 3HAYUTENILHOMO YyYLIEHNS COCTOHNUA 60/ib-
HOro, CyLeCTBEHHO YMEHbLUAET PUCK OCIOMHEHMI camMoro 3a60/1eBaHMA M MOBOYHbIX IPPEKTOB OT MPOBOAUMON Teparmu.
B cTatbe npuBOAUTCSA a/irOpUTM GepMeHToTEpanu Npu MyKOBUCLMAO3E U pa3bupaloTcss Hanbosiee YacTble KIMHUYecKue
OLLIMBKM, BO3HMKaIOLME NP BbIGOPE CXEMbI JIEYEHMS.

KnroyeBble cnoBa: xpoHU4YecKas rnaHKpeaTnyeckas He[oCTaTOYHOCTb, 3aMeCTUTEIbHasA pepMeHToTepanus, MMHUMUKPO-
cpepbl, MyKOBUCLUA03, AETH.

3a nocnefHue rofbl AOCTUTHYTbl 3HAYUTENbHbIE YCMEXWU He
TONbKO B 06/1aCTU NOHWMaHUS NaTOPU3NONOrUYECKHUX OCHOB U
reHeTMKU MykoBuMcLmao3a (MB), Ho M pa3paboTaHbl COBPEMEH-
Hble cTaHAapTbl IPPEKTUBHOIO NEYEHUS ITUX BONbHbIX [1].

[Ons nNpaKkTUKyloWero neavatpa BaXHO MOHWUMATb, 4TO
paHHAS (C MOMeHTa MOCTaHOBKM [AMarHo3a), ajleKBaTHas
(B COOTBETCTBMM C MEXAYHAPOAHbLIM NMPOTOKOJIOM) Tepanus
He TONbKO ynyyluaeT TeyeHre MB, HO 1 NOBbIWAET Ka4ecTBO
KM3HM 60JIbHBIX M yNyyllaeT NPorHo3 3a6oneBaHus, npeay-
npexaaer pa3BuTUe HeobpaTUMbIX U3MEHEHUIN B GPOHXO-
JIErOYHON CUCTEME U XKENYAOUYHO-KMIeYHoM TpaKTe (FKKT).
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No3BONAET N36eXKaTb HEHYKHbIX, 06PEMEHUTENbHBbIX, AOPO-
rOCTOSAILLMX AMArHOCTUYECKMX M TepaneBTUYECKUX Mepo-
NpUSTUA. AKTUBHOE MPUB/IEYEHUE POAUTENEN B JIe4EOHO-
peabunnTaLMOHHbIA MPOLECC CYLECTBEHHO MOBbIWaeET
3DDEKTUBHOCTb KOMMJIEKCHOW TEepanuu.

YacTon OWnOKON, K COXaneHuto, ABNIETCH MHEHKE, 4TO NpU
MB cyLIeCTBYIOT TaK Ha3blBaeMble U30AUMPOBaHHbIE GOPMbI.
B naTtonormnyeckun npouecc npu aTom 3aboseBaHnn BOBfe-
KaeTcsl BeCb OpraHnaM, B 60/bLIEN CTENEHN — OpraHbl Ablxa-
HUS M MULLEBAPUTENbHBIN TPaKT: NOMKeNyaoyHas Xenesa,
NeYeHb, XeNyHble NyTh, a TaKKe NOoTOBble ene3bl U Noo-
Bble OpraHbl (0CO6EHHO Y UL, MYXCKOMO nona), T.€. UCXoas

Peculiarities of replacement enzyme therapy in children
with cystic fibrosis: benefits of high-tech enzymes

In the past years we have gained enormous success not only in the field of understanding of pathologic basis and genetics of cystic
fibrosis, but we have also developed new therapeutic approach to this disease. Enzyme therapy is one of the main parts of a complex
treatment of cystic fibrosis. Correct therapeutic decision upon medication and treatment regimen allows to reach dramatic amelioration
o patient’s condition, and significantly decrease the risk of complications of the disease itself and side-effects of the treatment given.
This article contains guidelines of enzyme therapy in cystic fibrosis and clinical mistakes analysis that occur while deciding upon
therapy.
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M3 onpegeneHus, «npu MyKOBMUCLMAO3€E MOpaxaloTcs BCe
enesbl 9K30KPUHHOM cekpeluun». MMEHHO NO3TOMY B KK-
HUYECKOW KapTuHe, B 3aBMCMMOCTU OT reHOTUNa, Ha NepBbIn
njiiaH MOryT BbICTyNnaTb T€ WX MHble CUMMNTOMbI MOpaxeHus
OpraHoB W cUCcTeM oOpraHu3ma, BMeCTe WKW MO OTAeSIbHO-
CcTW. [Ina Bpaya BaXHO YNOBUTb MUHWUMAJIbHbIE NMPOSIBIEHUSA
60/1€3HM M HavyaTb NPodUNAKTUHECKME MEPOMPUATUS.
Hanpumep, y 60/1bHOr0 B aHaMHe3e OTMe4yaloTcsl MHEBMO-
HUW, Kallenb, MOKpPOTa M Apyrue pecrnupaTopHble CUMMTO-
Mbl, @ co cTopoHbl YKKT »kano6 HeT. PaccTpoincTtBa cTyna
1 BONEN B XXMBOTE HET, BUOXMMUYECKME NOKa3aTeNn B HOpme,
Ha Y3 — 6e3 0cobbix M3MeHEeHUN. MOXKHO BbICTaBNATb Auar-
HO3 «MyKOBMCLMA03 C NIErOYHbIMU NPOSBAEHUAMMU». HO npu
6onee BHUMATENIbHOM PAacCMOTPEHUN UCTOPUM 6ONE3HM NaLu-
€HTa MOXHO OTMETWUTb OTCTaBaHWe B GU3UYECKOM Pa3BUTUK
(ocob6eHHO Mo Becy), cnaboBbIParKEHHYIO MOAKOKHO-XKUPOBYIO
KNeTyaTKy, CTyN C YacToTom 10 2—3 pas B ieHb, NEPUOANYECKHME
3NnU304bl METEOPU3MA W APYrMe CUMMNTOMbI HapyLIEeHUs nuLe-
BapeHUsl, KOTopble Anst 60/IbHOr0 KaXKyTcst He3Ha4MTeNIbHbIMMU.
Mpw gononHuTenbHOM o6cnefoBaHWM B TaKOM Ciydae MoyTH
BCeraa BbIIBASIOTCA NPU3HAKK HapyLeHUs GyHKUUKU NoaKeny-
[IO4HOWM enesbl U NevYeHu, 4To TpebyeT n3mMeHeHne auarHosa
Ha «MYKOBMCLIMA03 C NIEFOYHBIMU U KULWEYHBIMUW NPOSBIIEHUS-
MW» M HA3HAYEHUST 3aMEeCTUTENbHOM pepMeHTOoTepanuu.
[AnarHoctpoBaTb BOBpPeEMS CTeMNeHb HefOCTaTOYHOCTH
GYHKUMM NOMKENYA0HHON Xene3bl 04eHb BaXKHO ANns 60Mb-
HOTO M C/IOXKHO C TOYKM 3peHMs nabopaTopHOM AMArHOCTH-
Kn. OueHka HapyweHuin B KT gBnsetca KOMMAEKCHbIM
aHann3oMm, TaK Kak gns nogdbopa A03MPOBKU GEePMEHTHOrO
npenapata KpoMe onpejeneHns ypoBHS NaHKpeaTUyecKon
anactasbl-1 B Kane, ApYruMx BbliCOKOCMEUMPUYHBbIX TECTOB
HeT. 3TO YCNOoXHAET 3ajady crneumanmcToB.

MaTtoreHes GyHKLMOHaNbHbIX U CTPYKTYPHbIX UBMEHEHWI NOJ-
EeNyAo4HOW enesbl Npu MyKOBUCLMAO3Ee CBA3aH C Hapy-
LeHWeM aHWOHHOro TpaHcrnopTa B auWMHycax U BbIBOAHbIX
ee MNpoToKax, YTO MPUBOAMUT K U3MEHEHMIO PEONOrMYyeCcKUX
CBOWCTB CeKpeTa MNOMXKEeNyao4yHOM >Kenesbl, B TOM 4ucne
NOBbIWEHMIO BA3KOCTU M HapYLLIEHWIO ero oTToka. YactuyHas
WY MOMHas 3aKyrnopKa MPOTOKOB eflie3bl CBA3aHa TaKKe
W C TeM, YTO BENKK, BXOASLLME B COCTaB CEKPETa, NPeLUnuTuU-
PYIOTCS Ha CTEHKaX MeJIKMX BbIBOAHbLIX MPOTOKOB. B npouecce
60/1€3HM CO BPEMEHEM MPOUCXOAUT AECTPYKUMA U aTpodus
aLMHYCOB M BbIBOAHbIX MPOTOKOB MOAXKENYA04YHON Xenesbl.
XpoHnyecKas nmaHkpeaTuyeckass HegocTtaTodHocTb npu MB
B TOW WM MHOW CTENEeHW OTMeYaeTcsl MPaKTUYECKU Y BCEX
nauneHToB — o 99%. Hapywaetca npouecc BcacbiBaHMs
XUpa n 6enKka, KOTopbln KNMHUMYECKM NPOSABASETCA CTeaTto-
peen n Kpeatopeen. O6bIMHO YpOBEHb NMMNAa3bl HaxoauTCs
Ha HWXHEW rpaHuLe WM HWXKEe HOopMalbHbIX MOKa3aTe-
new. MccnegoBaHns MnoKasanu, 4YTO A1 NepeBapuBaHuUs
MPOB AOCTAaTOYHO CeKpeuuun oblen nMnasbl U Konunasbl
B 06beMe 1-2% MaKcuMManbHOW BeNWYMHbLI. [lonycKaeTcs,
410 Yy 10-15% 60NbHbIX AaxKe HET KIMHUYECKUX MPU3HAKOB
HapylweHUs ycBOeHus Xupa, a y 85-90% — unmetoTca Bce
CUMMTOMbl 3K30KPUHHOM HEAOCTAaTOYHOCTU: MEKOHMWANbHbIN
uneyc, aKBMBaNeHTbl MEKOHMANbHOrO Uneyca (CMHAPOM AMC-
TanbHOM UHTECTMHANLHOW OGCTPYKLMK), BbiNageHUe npsaMon
KWULLIKK, CTeaTopest, NaHKpeaTuUT, caxapHblv anaberT [2].
BeayLivMm B naTtoiorMyecKom npouecce Ao CErOAHSIHEro gHA
OCTaeTCs MOpaXKeHne ABYX CUCTEM: BPOHXOSIErOYHOM M NuLle-
BapuTEeNbHOW, KOTOPbIE B OCHOBHOM W OMpPEAENtoT TaKTUKY
Tepanuu, ncxod 3aboneBaHus 1M cyabby Kaxaoro nauueHTa.
MMeHHO noaToMy M niedyeHne MB — MHOrOKOMMOHEHTHbIV
KOMMMIEKC MEAMKaMEHTO3HbIX U HEMELWKaMEHTO3HbIX BUAOB
Tepanuu. 3afjava 3Ta TpyaHas, HO peasibHO BbINOJIHMMAdA
B COBPEMEHHbIX ycnoBuax. Kaxkgaa yactb 6a3MCcHON Tepanuu
MMEET YeTKoe naTtoreHeTnyeckoe 060CHOBaHWE U KOHKpeT-
Hble MOKa3aHWsa Ans Ha3HavyeHus npenapartos [3].

Komnnekc 6a3ncHon Tepanuu ans 60abHoro MB MOXHO pas-

[ennTb Ha ABe cocTaBAsoLme:

1. JlekapcTBeHHasa Tepanusa: 3aMecTuTesbHas Tepanus
depmMeHTamMK MOAKENYAO0YHON Kenesbl, aHTUOaKTepu-
anbHasi, MyKonutTuyeckas, GPOHXONUTUYECKASs, CUMMTO-
MaTuyecKasi, NPUMEHEHMEe renaTtoTPonHbIX NpenapaTos,
BUTAMMWHO- M IMETOTEPANKS, IEHEHNE OCNTOXKHEHUN.

2. HemeanKaMeHTO3HOE NeyYeHune: KuHeanTepanms (cneum-
anbHas TexHWKa apeHaxa 6poHXManbHOro Aepesa, Tpe-
HUPYIOLLME YNPaXKHEHUS, 31EMEHTbl CMOPTUBHON aKTUB-
HOCTH), CaHaTOPHO-KYpPOpPTHasa peabunutaums. MoapobHo
JaHHble MeToAbl Tepanuu onucaHbl B CheLWanbHOM
nutepartype [4].

3amecTuTenbHana Tepanusa gepmeHTamm
noaKenyao4Hou xenesbl
Mprem depMeHTHbIX npenapatoB Npuv MyKOBUCLMAO3E —
HeoTbemfiemas 4acTb Tepanuu. MNoyTtn Bce naumeHTtsl ¢ MB
[OJIKHbI MOAy4aTb 3aMECTUTENbHYIO Tepanuio depmMeHTa-
MW MOMKENYAO4YHOW Kenesbl, TaK KaK MNaHKpeaTuyeckas
HeaoCTaTOYHOCTb MPUCYTCTBYET Bcerga npu 3atoM 3abone-
BaHUW — OT MUHWMaNbHbIX NPOSIBAEHUI A0 MONHOIO OTCYT-
CTBMSI MaHKpeaTMyeckux GepMeHTOB: nunasbl, amunasbl,
TpuncuHa. PepmMeHTbl NPUHUMAIOTCH MOCTOSHHO, MPU KaX-
OM NpUeEME MWLM, HEMOCPEACTBEHHO MNepea eaon unu
C «NepBOM NIOXKON» [5-T71].
[03bl GEepMeHTHbIX MpenapaTtoB Noa6UpaloTCa MCKIOYN-
TeNbHO WHAMBMAYyanbHO! TpagMUMOHHO crneayeT pacCyuTbl-
BaTb HEOBGXOAMMYIO JO3MPOBKY MO KONMYECTBY €4MHUL, MUNa-
3bl Ha 1 Kr Macchbl Tena B AeHb, PaBHOMEPHO pacnpeaenss
CYTOYHYIO J03Y ANS KaXK/I0ro npuema Mnuiin u perynmpys ee
B 3aBMCUMOCTK OT npeanonaraeMom XupHocTu. Hanpumep,
B HACbILWEHHbIV XXMPOM 06€e U YXKUH MOXKHO MPUHATb MaKCK-
MasibHOE KONn4ecTBO GepMEHTOB, a Ha NePeKyC UAn BTOPOM
3aBTpaK — A03Y MOMEHbLLE.
Kakon npenapaT BbiGpaTb Ana 6a3vcHOW Tepanuu npu
MyKoBMcLMA03e? KaKkow npenapaT OKa3biBaeTcs Haubonee
3ODEKTUBHBIM NP CTOSIb TAXKENON XPOHUYECKON NaHKpeaTu-
YeCcKoW HeaoCTaTOYHOCTH Yy 60/bHbIX MyKOBMUCLIMAO30M?
Ewe HegaBHO B Poccuy nauMeHTbl MMeNn BO3MOXHOCTb
NPUHUMATb TONbKO TabnetupoBaHHble GOPMbl PEPMEHT-
HbIX NpenapaToB, CoOAepallimMe NaHKpeaTUH B KOMBGUHaLMK
C Opyrumu depMeHTaMu: Hanpumep, amunasa, npoteasa,
KuweyHble GepmeHTbl U IMNOTPONHbIe BellecTBa. Bce oHM
(Pectan, Mesum oopTte, MaH3nHopM, Opas3a, IH3UcCTan
W Ap.), OAHAKO BCe BblllenepeyncneHHble npenapatbl He
MMEIOT [OoKazaTeNbHOW 6a3bl Yy MNauMEHTOB, CTpadatoLinx
MYKOBMCLMAO30M. B psige cnyqyaeB npu Ha3Ha4YeHMU JaHHbIX
npenapaToB /15 KOPPEKLMU CTeATOPEN Y AETEN C MYKOBUIC-
LUMA030M MPUXOAMNOCL Ha3HavyaTb 60/bllOe KOJAMYECTBO
Tabnetok — nHoraa Ao 50 Ha npuem. MNpun 3TOM HEO6X0ANMO
6b110 cobniogaTtb CTPOryld AMETY C OrpaHUYEeHUEM KUPOB
B pauuoHe. Ho gaxke npu ucnonb3oBaHMKM 6GOMbLIMX 03
He Bceraa yaaBanocb AO6UTLCS HOPManbHOro HyTPUTUBHOIO
cTaTyca M yCTpaHeHus cuHapoMa Manbabcopbumu. Mo gaH-
HbiM npodeccopa H.H0. Kawunpckon, okono 90% 60MbHbIX
MB “menu Ty Uin UHYIO CTeNeHb OTCTaBaHUs B GU3UYECKOM
pasBuTun [2].
Tepanus 9K30KPWMHHOWM HEAOCTAaTOMHOCTWU MOAMKENYA0YHOM
enesbl — CNOXHbIM BOMPOC HE TONbKO B MEAMLIMHCKOM,
HO M TEXHONOIMMYECKOM acrnekTe. B 4em ke 3ako4vaercs
OCHOBHasi npobnema? [ns xopolwero ne4yebHoro adpdeKra
Heo6xoaMmo, 4Tobbl GpepmeHTHbIM npenapaT obecneynBan
cnegytolne BaxHbole GaKTopbl NULLEBAPEHUS:
® [MaHKpeaTuH (AencTBylolee Havyano npenapaTa) 4OMKEH
JOCTMraTb TOYKM MPUIOMKEHUS B ABEHaAALATUMEPCTHOWM
KULLKe, He nofBeprasicb NpeaBapuTelbHOMY PaspyLlEHUIO,
W NPOSIBNIATb CBOK aKTUBHOCTb TOIbKO B KULWEYHWKE;
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Puc. Victopuyeckme Bexv GepMeHTHbIX MpenapaTtoB
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Kenynok AMNK  HeaktmBHble AKTUBHbIE
pH<5.5 pH>6 depmeHTbl depmeHTbl

Paamepbl nekapcTBEHHOM GOPMbI 1 ACUHXPOHU3M.
I. Ihse et al. (1980); J.N. Meyer et al. (1985); M.G. Bruno et al. (1995).

e oddeKT npenapata [O/MKEH pa3BMBATLCA C Hayanom
NOCTyMNAEHMS MWLM B ABEHAALATUNEPCTHYIO KULLKY;

® |lelb COBpPEMEHHOM depMeHToTEpPanumM, Mo cnoBam
J. Dominguez-Munoz (2005) [8], — «1ocTaTo4HOE KOnm4yecT-
BO aKTMBHOW /IMNasbl B HY)XXHOE BPEMS U B HY)KHOM MeCTe».

TpeboBaHUs K naeanbHOMy GepMeHTHOMY npenapaTty nomKeny-

[OYHOW YKenes3bl Ha COBPEMEHHOM 3Tane JOCTaTO4HO BbICOKM:

® nponopumu coctaBa GEpPMEHTOB;

®  KWCNOTOYCTOMYMBOCTb;

® BbICOKOE COAEPIKaHWE npoTeas;

® paBHOMEpPHOE M GbICTPOE NepeMeELLNBaHNE C NULLEN;

® OJHOBPEMEHHbIN Maccax C MNuLLen Yyepel3 NpuUBpPaTHUK
N NMUNOPUYECKUI COUHKTED;

e O6bicTpoe U 100% BbicBOGOXAEHWE DEPMEHTOB B [ABe-
HaaLaTUNEepPCTHON KULLKE;

e 6e30MacHOCTb.

CoBpeMeHHble GepMeHTHble NpenapaTbl OTINYAOTCH MeXay

co60M npex/e BCEro no coctaBy U COOTHOLIEHUIO aKTUBHbIX

KOMMOHEHTOB (Tab.).

McTopus co3gaHns TEXHONOrMM Mpou3BoACcTBa 3DPEKTUB-

HbIX GEePMEHTHbIX NpenapaTtoB 6bi1a AINTENBLHON U CTOXKHOW:

OT MOopollKa M TabNeTok A0 COBPEMEHHOW 3hPEKTUBHOM

flekapcTBeHHOW Gopmbl B BUAE MUHUMUKpOchep (pumc.).

Mpenapat KpeoH (Abbott, CLLUA) npon3BoanTcs Ha 3aBone

B [epMaHuMM ¢ NOMOLLbIO YHWKANbHOM TEXHONOMMU B Buae

MUHUMUKpOchep M He umeeT aHanoros. lNepBas HayyHas

nyéanMkaumsa o npenapate nosieunacb B oKkTsa6pe 1900 r.,

a B anpesne 6bi1 0pOpPMJIEH NEPBLIM NATEHT Ha €ro NPOM3BOA-

ctB0. 30 anpensa 2009 r. npenapaT 04o6peH YnpaBneHnem

no HaA30py 3a KayeCTBOM MULLEBLIX NPOAYKTOB U MeanKa-

meHToB CLLA (FDA). 310 nepBbIvi npenapaTt — npeacrtaBuTeNb

Knacca GepMeHTOB MOMKENYA0HHOW XKenesbl, NMoay4nBLINI

paspelueHne FDA B cOOTBETCTBUE C HOBbIMU PYKOBOACTBaMM

ana nogo6Horo Knacca [9].

14 wioHsa 2011 r. FDA ogo6puno HoOBYO AO3MPOBKY Mpe-

napata Ans Tepanuu 3K30KPUHHOW HEeAOoCTaTOYHOCTM MNOf-

eNyo4YHOW Kenesbl y AeTen ¢ MyKoBMCLMAO30M. KpeoH
MUWKpO (pnakoHbl ¢ MUKpochepamm U MEPHON NOMKEYKOWN),
obecneynBaeT MHAMBMAYaAbHBIV NOAGOP A03bl AN KaXKAOro
nauuneHTa. OgHa mepHas noxedka coaepxut 5000 Ea nuna-
3bl. [laHHaa dopma obecrneymBaeT 60nee TOYHYIO JO3UPOBKY
nueBapuTeNbHbIX GPEPMEHTOB B COOTBETCTBUM C PYKOBOA-
CTBOM MO NpueMy nekapctB y aeter ¢ MB. 1o cux nop naum-
E€HTbl UKW UX POAMTENN OOMKHbI OblIM OTKPbIBATb Kancyny
N OTMEPSATb HYXKHOE KonmnyectBo depmeHToB. HoBas Ao3u-
poBKa NO3BOMSET TOYHO perynMpoBaTb NpuMeM npenapara
NPy KaxaoM KOpM/EeHUM pebGeHKa B 3aBMCUMMOCTM OT BOS3-
pacTa U Beca masbllla, a TaKKe MHAMBUAYaNbHbIX 0CO6EH-
HOCTEW NoparKeHUs B NOAKeENyA04HHOWM Kenese.
Cama MUHUMUKpOchepa MMEET CNOXKHOE CTPOEHHUE:
e onTMMasnbHbIM pa3mep chepbl — 1,25 mMm;
e cdepa MNOKpbITa creyuanbHoM 060/104KOM, KOTOpas
He pacTBopsieTcs B enyake npu pH < 5,5;
® Hayano pacTBOPEHMS MPOUCXOAWUT TObKO B KULLEYHUKE
npu pH > 5,5;
® BbICBOGOX/AEHME DEPMEHTOB B KUILEYHUKE MPOUCXOANUT
0Y4eHb ObICTPO.
MexaHn3M [AeNCcTBUA MUHUMHUKPOCHEP MOXKHO pasfenutb
Ha 4 atana:
1) B TeyeHne 1-2 MWH PacTBOPSETCS KenaTtuHoBas Karncy-
Na B KeNyaKe;
2) BbICBOGOXAATCA MUHUMUKPOCHEPLI Pa3MeEPOM MeHee
1,2 MM 1 paBHOMEPHO CMELLIMBAIOTCS C NULLEN;
3) O4HOBPEMEHHO MPOUCXOAWUT MOCTYN/IeHWe MWHUMMKPO-
cdep ¢ NopuUMSMKU XMMYyCa Yepes NPUBPATHMUK;
4) ObICTPOE W MNOSIHOE BbICBOGOXKAEHUE (EPMEHTOB Npu
pH > 5,5 B ABeHaguaTMnepcTHon Kuwke [10].
[MpoBoaMAMCb MccnefoBaHUMA MO OnNpeaeneHuto pasmepa
MUKpocdep, KOTOpble MOryT 3BaKyMpPOBaTbCA M3 Kenyaka
BMeCTe C Pas3nyHbIMK MO Macce U KanopuMHOCTM NOPLUAMHU
nuwm [11]. NoKka3aHo, YTO MMEHHO pa3Mep MUKpOrpaHyn
onpegenseT AMHaMUKY 3BaKyaLMM NaHKpeaTuHa U3 XKenyaka
B KMLLEYHMUK.
Cdepbl agnameTpoMm B 1 MM BCerja 3BaKyMpoBainch bbictpee
cdhep avameTpom B 2,4 nan 3,2 MM Nocnie Ux npuema Bme-
cte ¢ nopumamu nuum no 100 unm 420 r. CTaTUCTUYECKUI
aHanM3 nokasan, 4Yto AnameTp cdep AOMKEH COCTaBAATb
1,4 £ 0,3 MM, 4TOb6bl 06€CNeYnTb UX OQHOBPEMEHHOE MPOo-
XOX/[EHWE BMECTE C NULLEV Yeped NMUIOPUYECKUI COUHKTP.
B nnanasoHe 3HavyeHu anameTpa oT 1 4o 3 MM pa3mep chep
Obl1 6051€€ BarKHbIM GAKTOPOM, ONPeAENIoLIMM UX IBaKya-
LMI0, HEXENN BENNYMHA NOPLMI MPUHUMAEMON MULLK.
B pa6ote G.Adler ¢ coaBT. (1993) m3dyyanocb BAUSAHWE
pasdMepa MUKPOrpaHy/n naHKpeaTMHa Ha CKOPOCTb Mpo-
XOX/AEHUS 4yepe3 NPMBPATHUK C MOMOLLbI CIOXKHOW METOo-
OvKKM [12]. Y6eantenbHO nokas3aHo, YTO YPOBEHb MEYEHOro
14C0O, B BblgbIXaeMOM BO3Ayxe nauueHToB 4Yepes 30 MUH
nocne npuvemMa MUHUMUKPOCcHep NaHKpeaTMHa pa3mMepoMm
B 1,0-1,2 MM AOCTOBEPHO BblIlLE, YEM MOCE NPUEMA MUHK-
MUKpochep pasmepom B 1,8—-2,0 mm.

Ta6nuua. CoctaB pa3nuyHbIX NpenapaToB NaHKpeaTnHa (B eAMHULax akTUBHOCTU GpepmeHTa)

HasBaHue
Cocras Me3um | MaH3uHOPM ®ectan Nanuutpat | MaHuutpar | KpeoH KpeoH KpeoH
¢opte | dpopte 20 000 10 000 25 000 10 000 25 000 40 000

Jlunasa 3500 20 000 6000 10 000 25 000 10 000 25 000 40 000
Amvunasa 4200 12 000 4500 9000 22 500 8000 18 000 25 000
MpoTteasbl 250 900 300 500 1250 600 1000 1600
[Opyrue B B Henub — 25 wmr, _ B B B B
KOMMOHEHTbI remuuenntonoda — 50 mr




3TU [JaHHble, MOATBEPHKAEHHbIE APYrMMWU AOMNONHWUTENbHbIMU
nccnegoBaHUsAMKM, CTanM OCHOBaHWEM ANs NMPOM3BOACTBA
MUHUMUKpOCchep anameTpom B 1,25 mm [13].
B camoi xenatuHoBOM Kancyne MWHUMUKpocdhepbl pac-
npegensaoTca crneagywwmm obpasom: cdepbl pasmMepom
0,8-1,25 mm — g0 90% obuiero Konn4yectaa; chepbl MeHee
0,8 Mm 1 6onee 1,6 MM — Kaxaaa meHee 1%. OnTMManbHbIM
CYMTaeTCs COOTHOLWEHME Konunasbl 1 nnnasbl — 1,9 1 BbICO-
Koe cofepxaHue kap6okcunactepnaunnasbl (CEL) docdonum-
nasbl A2 [14, 15].
B cneumanbHbIX UCCNEAOBaHUAX MO CPABHEHMUIO IMNOAUTU-
YECKOWM aKTMBHOCTM NpenapaTtoBs, cAeNaHHbIX N0 TEXHONOMMK
MUHUMUKPOCHEP MU MUKPOrpaHyn NaHKpeaTuHa, U3y4anochb
pacuienneHune X1MpoB B ABEHAALATUMNEPCTHON KULLKE Yyepes
4 4 nocne npvema TeCToBOM NuLn. Joka3aHo, YTo IMNONNUTH-
YyecKasi akTMBHOCTb Npenapara, cogeprallero MUHUMUKPOC-
depbl, B 2 pasa Bbllle, HeM Y MUKPOTab/IETMPOBaHHbIX GOpM
naHkpeatuHa [16].
B pa6ote S. Huwel ¢ coaBT. (1996) oTpaxeHo, 4TO MUHUMMU-
Kpocdepbl apdeKTMBHEE MUKPOTAbNETUPOBAHHbLIX Mpena-
paToB YCTPaHAIOT HapyLWeEHWS MULLEBAPEHNUS, YTO SBNSETCS
3anorom adbeKTMBHOM Tepanunn 3a cHeT 6bICTPOro U NOJIHO-
ro BbICBOGOXAEHUS TMNasbl U3 MUHUMUKPOCPEDP C aKTUBHO-
cTbto 25000, KoTopble cpaBHUBanMcb ¢ Kotazaumom doprte
20000, NaHumtpatom 25000 u MaHkpeaTnHom 20000 [17].
BbicBO6OXAEHME NMNa3bl N3 MUHUMUKPOCHEP MPOUCXOANI0
Ha 10-# MUH, y Apyrux GepMEHTHbIX npenapaTtoB — M60
nosxe (6onee 20 M1H), NM60 A0 20 MUH, HO C HU3KOW aKTUB-
HOCTbO nna3bl (MeHee 10000 EA) [10].
B xope KIMHWYECKUX uccnefoBaHUK Yy B3POC/bIX NOKa3a-
HO, 4YTO KO3bPUUMEHT abcopbLmmn Kupa Ha doHe npuema
npenapara, coAepxalero MUHMMMKpocdepbl, AOCTUraeT
87 npotvB 51% B rpynne nnaue6o [18].
J. Lohr ¢ coaBT. (2009) BblAennn HECKO/IbKO BaXKHbIX OTANYUI
KpeoHa oT apyrmx GepMeHTHbIX NpenapaToB:
® CKOPOCTb BbICBOOGOX/EHWUSI AENCTBYIOLWEro BellecTBa Ha
25% 6bicTpee, 4em y GepMeHTOB B BMAE MUKPOTABNETOK;
° nouiajb CONPUKOCHOBEHMS C XMMYCOM B 2 pa3a 60sblue
u cocTtasnset 19 cM2/r npotve 8 4o 9 cM2/T y MUKpoTa-
ONeTOK 1 Apyrnx GepMeHTHbIX NpenapaTtos;
® HeT orpaHMyeHust No BO3PAacCTy, HTO OYEHb BaXKHO B Neau-
atpuu (MaHuuMTpaT, HanpuMep, paspeLlleH K NPUMEHEHUIO
c 6 ner);
® penapaTt He COAEPXWUT COMOMMEPbI C METAKPWUIOBOM
KUCNOTON, UrpatoLine KIOYEBYIO PO/ib B Pa3BUTUN TaKUX
OCNOXHEHWUN, Kak dnbpo3Hasa KonoHonatus [10].
Mpodeccop H.b. [y6eprpuy, aBtop 60nee 700 Hay4HbIX
paboT 1 12 moHorpadui, NOCBSLLEHHbIX BOMPOcaM naHKkpe-
aTuTa, 06bACHUNA, NOYEMY IKEHEPUKU MeHee IPDEKTUBHDI:
® yacTuubl, KOTOpble COAepKaTCA B Kancyne [mKeHepuKa,
NPaKTUYECKN HEBO3MOXHO Ha3BaTb cdepamu, Tak Kak
OHW MMEIOT HeMnpaBwbHYIO GOPMY, K TOMY e 3HauYuTeNb-
HO KpynHee MUHUMUKPOCPEP OPUTMHaNbLHOMO Npanapara;
® OKOJI0 MOJMIOBMHbI YacTULL KEHEePHUKa GbICTPO paspylua-
0TCA M NpeBpaLlLalTcs B NMOPOLLOK M 06/I0MKHM, cneaoBa-
TeNbHO, YacTb NaHKpeaTuHa, NpeBpalleHHas B MOPOLLOK,
OyfeT MHaKTUBMPOBaHa B XKeNyaKe cpasy e nocse pac-
TBOpPeHMA Kancynbl [19].
C 2008 r. B CMNUCOK XM3HEHHO HeobxoaMMbIX npenapa-
TOB Anst 60/IbHbIX MYKOBMCLMAO30M O6bl1 BKAKOYEH npena-
paT MUKPOrpaHyMpoOBaHHOIO NaHkpeatMHa — MuKpasum
no 10000 n 25000 EA. OaHako npoBeaeHHoe B 2008 T.
npodeccopamu H. 0. Kawmpckon un H.U. KanpaHoBbIM My/ib-
TULLEHTPOBOE MCCieAOBaHUe Mo KIMHUYECKON 3hdEKTUBHO-
CTM 1 6e30MacHOCTM JaHHOro npenapaTa y AeTen, 60MbHbIX
MB (42 nauueHTa), BbISBWIO, 4TO npenapat MuKpasum
10000 o6nagan BbICOKOM HacToToM (26%) cepbe3HbIX M060Y-
HbIX SIBEHWA CO CTOPOHbI XKEeNyAOYHO-KULIEYHOro TpaKTa,
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B nomowyb Bpavy

noTpeboBaBLIMX €ro OTMEHbI, M OTCYTCTBMEM 3DPEKTUBHOCTH
eule y 14% naumeHToB. OH He 6blal PEKOMEHAO0BaH K LUMPOKO-
MYy MPUMEHEHMIO Y 6O/bHbIX MyKOBUCLMAO30M [20].
OdDDEKTUBHOCTL GEPMEHTHON TEPANNUM TaKKe CYLLLECTBEHHO
3aBUCUT OT Cxembl Npuema. lMpenapat cneayet ynotpebnsaTb
BO BPeMSs efbl: NnM60 BCIO O3y HEMOCPEACTBEHHO Nepes npu-
eMOoM NuK, Nn6o B 2 npuema (nepes eaon u Mexxay nepsbim
n BTOpbIM 6/11040M). Micnonb3oBaHWe npenapaTta nocne efbl
ABNAETCH rpyoon OWNGOKON. Ecnn pebeHOoK He MOXET Nporno-
TUTb Kancyny LLeIMKOM, TO ee MOXHO BCKPbIBaTb, @ COAEPIKU-
MO€ MPUHUMaTb OAHOBPEMEHHO € HEGONbLWMM KOIMYECTBOM
MULLK, Y4TO ABNSETCS AONOMHUTENbHBIM NPEUMYLLLECTBOM MNpe-
napaTa Ha OCHOBE MUHUMUKpochEp.

Mpun go3ax Bbilwe 6 TbiC. €AMHUL TMNa3bl Ha K Macchbl Tena
3a 1 npuem nNuwm unmn 6onee 18 Thbic. eAnHUL, TMNa3bl Ha Kr
Macchl Tefla BO3MOXKHO pa3BUTUE TAKENOro OCNIOKHEHN —
GMOPO3HON KOMOHOMNATUKN U HEMPOXOAMMOCTU KULIEYHMNKA.

B nto6om Bo3pacTte, KaK NpaBuio, He TpebyeTcs Ha3HavYeHUs
depmeHToB B A03e 60nee 300-350 TbiC. eANHUL, TnNasbl B
CYTKM.

O6bI4HO Npu MB cyTovHas fo3a npenapaTa «10000» cocTas-
naet ot 5-8 0o 9-12 Kkancyn B AeHb [21].

[eTtn B Bo3pacTe Ao 1 roga — Ha Kaxgable 120 mn Mosou-
HOM cCmecu unu rpyaHoro mMosioka ot 1/4 po 1/3 Kancynbl
«10000».

[Jetn B BOo3pacTte 1 roga u ctapwe — 1-2 kancynbl «10000»
Ha npuem nNuwu 1 1/2-1 Kancyna npu nerkom 3aKycke.
Mofg6op AO3MPOBKKM NpenapaTta Mo akTMBHOCTU OCYLLEeCTBAS-
€TCS MHAMBUAYANbHO: €CNN CYyTOYHas NOTPe6HOCTb B Npena-
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pate cocTtaBnset 20 n 6onee Kancyn ¢ aktmeHocTbio 10000,
uenecoobpa3dHo MPUMEHATb npenapar ¢ AO3UMPOBKOWM
«25000» (npumepHbIn nepecyeT 10000:25000 Kak 3:1).
Cb6anaHcupoBaHHasa aveta ¢ MCNoNb30BaHMEM crelnannau-
POBaHHbIX MPOAYKTOB NUTaHWSA BMECTE C MPMEMOM COBPEMEH-
HbIX GEePMEHTHbIX MpenapaToB NO3BOJSET, HE OrpaHWynBas
coAepyKaHus B paLMOHe XUPOB, JOOGUTLCS YBENUYEHUS IHEP-
reTM4eCcKow LieHHOCTH pauynoHa Ao 120-150% HopMbl, peKo-
MeHAyeMOW 3[00POBbIM AETAM, KOMMEHCUPOBATb MOBbIWEH-
Hble aHeproaaTtpaTtbl peb6eHKa, 60/bHOr0 MyKOBUCLIMAO30M,
M obecrneynTb HopMaJsibHble TeMMbl €ro pocTa U pasBuTus [6].
MogaepaHnme oNTMManbHOrO HYTPUTMBHOIO CTaTyca OYeHb
BaKHO Ans 60nbHbIX MB. MNonHOUEHHOE PU3MYECKOE pa3BHU-
TMe pebeHKa ¢ MB — 3TO 3as10r XOPOLIEro Ka4yecTBa XU3HM.
Y Takux NauUMEHTOB pexe oTMeyvatoTcsl 060CTPEHNS BPOHXO-
Nero4yHoOro npoLecca 1 pexe pasB1MBalOTCH OCOXHEHUS.
Taknm o6pa3oM, B 6a3UCHOM KOMMNEKCHOW Tepanuu 60/ib-
HbIX MYKOBMCLMAO30M 3amecTuTeNnbHas dbepmeHToTepanus
UrpaeT KayeBytd ponb. IODEKTUBHOCTbL depMeHToTepa-
NMUN 3aBUCUT HE TOJIbKO OT afleKBaTHO NOJ0OpPaHHOW MHAM-
BMAyanbHOW A03bl Mpenaparta, HO M OT ero MnpaBWIbHOrO
npuema. Bce nauueHTbl ¢ MyKOBUCUMAO30M [LOMMKHbI NONy-
YyaTb COBPEMEHHbIE MaHKpeaTuyeckne GepmeHTbl: OT 3TOro
3aBUCUT Te4eHne 3ab0/1IeBaHUSA, KAY4E€CTBO XU3HU BONbHOIO
M MPOrHO3.
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