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PoccHACKMA KOHCEHCYC N0 AMaTHOCTHEE W ASMEHMID XPOHWMECKDID NaHKPEATHTa NOATOTORAEH N0 WHHUMaTuee PocouAckoro
aMankpeaToonMecson Ky Gas © USAKID BEACHEHHR M KOHOOAMASLIMK AMHEHHA DTEYECTEEHHER CNEUMAAWCTOS (rRCTposHTEpOWD-
OB, XHPYRMos | rnau.ua'rpna!l No HaWDOARE BaXHEM NPODAEMaM AHATHOCTHEH M ABYEHHR XDOHH-ECKOND Nadkpeatira. Hactoawas
CTATEA NPOAOAKAET CEpMID My OAMKAUME, pamssicHAWMY HaWionEe BAKHEE NOACKEHMA MEKLHCUWIAMHADHOTD KOHOEHCYCE H
MOCESILEHE BONPOCEM I3WMECTHTEALHOR deepreHTHOR TEpanum.

Kaowegwe cnosa: Pocowioxmi KOHCEHCY'C. AMS THINCTHE 3, ABYWEHHE xpcu-lmcx.lﬂ IMAHKEITHT, 33MECTHTE ALHIR I#EFH,EHTHE‘H ™=-
PaITHRA.
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The Russian consensus on the diagnosis and treatment of chronic pancreatitis has been prepared on the initiative of the Russian
Pancreatology Club to clarify and consolidate the opinions of Russian specialists (gastroenterologists, surgeons, and pediatricians)
on the maost significant problems of diagnosis and treatment of chronic pancreatitis. This article continues a series of publications

exglaining the most significant interdisciplinary consensus statements and deals with enzyme replacement therapy.
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IIH — noscpreaskbdl RETCpELT

MK — gscHami@arncpeTHan KKa

30T — sameccTrTeaLHAR GEPMOHTHAR TOPITIH
HITH — surafumop oporoHHon Sacocy
HPE — pofurromsmnii poct Baxrepi

MMCIT — sovrse-smxpocdepnn mankpeaTHia
TEK — nomscoay novnas xeacia

Cll — caxapnsii nuabet

¥TK — ypoBcHE MIOKOSH B KPOER

PEI — dubpommpyoman EOIOHONATHT

X1 — xpossseckmii naHKpeaTeT

BHITA — 3x305pHHHAN HETOCTATOMHOCTE IHOAMETY IO %00 -
nEI

Xpomwsueckuit nankpearsr (XIT) otnocures K zabonena-
HHAM, BOTPOCH THAMHOCTHEH H ASUeHHA KOTOPLIX HAXOIATCR
B cihepe MMTEpECOB TACTPOSHTEPOIOIOE, XMPYPIOB, MEIH-
ATPOR M Bpaueit IpyTHX cnemmansiocTel. pro BRpaseHHEIT
MEXTHCITHIUTHHAPHER XapakTep 3T0d HOIOMOMHH OGYCI0B-
JIMBAET HEOOXOIHMOCTE COGNANHA PEKOMEH AN M0 THAMHD-
CTHKE M JEYEHHID, MPHIHABIEMEIX BCEMH VEAZAHHEMH CO00-
WECTEAMH CIELHATHCTON, HA OCHOBE (DOPMHPOBAHHA €IM-
HEX nooonos (Koucencyca) B nedmronmn XI1, yaudampo-
BAMHOND OIMMCAHHA €10 KIHHHYMECKHX MPOARIEHMA H OCI0®-
HeHHI, KPHTEPHER NOCTAHOEKH IHATHOG H BRIOODA TAKTHEH
JIEYEHHA.

HuHIMaTOpOM COIAHHS TAKDIO KOHCEHCYCE M KOHCOIM-
JALMHE MHEHWH BeIyIIHy 0TEYECTREHHEIX CIELHATHCTON (ra-
CTPOSHTERIOTOR, XMDYPIOB, NENHATPOR) N0 HANGOMeE AKTY-
ANLHLIM BOIPOCAM THATHOCTHEH K JteneHnd Goneren X 11 pei-
CcTymmaa ofimecTeenHas opraduiamus «[Ipodeccuonansnoe
megHuHHcEDe conbmecTao “Ilankpearonormueckuii Kye™s
(www._pancreaticclub.ru). B paGore npussans yuactie 47 axe-
neproe U3 16 ropogos PoccHy (racTposHTEDOIOIM, XHPYDTH,
neguarper), npeactanagomme 30 yupexnenma. Crnucok no-
NpOCOR 1nA obcyxaeHHE chapMHPOBAH HA OCHOBE BOTTPOCOR
Esponefickoro mamkpearonorsueckore kyvGa  (European
Pancreatic Club, remepansuiid cexperaps npodeccop Péter
Hegyi) 1 Besrepckoit rpynne no H3y4eHHN MOIKETY 109H0H
wenestl (Hunganan Pancreatic Study Group). Sxcnepret
NOATOTORHITH CITPEBER [0 MOPYYeHHEIM HM ponpocam. Ouu
HIVIHIH COOTBETCTEYIIIHE MONOXEHHA FAPYDeKHEX KOH-
CEHCYCOR, OUEHHIH IOKAATENLHYI0 Dagy, HA OCHOBAHHH KO-
Topoil chopMy THPOBAHE! 3TH NOIOKEHHA, TPOAHATHIHPORI -
JIH NOKAIATENEHEE HCCIEMOBAHKA, NOARMBIIHECH TIOCTE ITy-
GIMKALHK KOHCEHCYCOR, NMPEACTARMIH TIO3MLIAID 110 TaHHOMY
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ponpocy B Pocowm (TpamMiMM, ONMT, GAHHBIE WCCTET0RI-
umit). [Momyuennnie cnpasky 00LEIHHEHE] B eMHHEIT JOKY-
MEHT, MEMBIIHACA oCcHOBOR mag dopMMPOBAHMH MOZHITHA
SKCMEPTOR TPH HTOTOBOM OHAaiH-ranocosanuy. OHo npo-
peneno no Jemsdmiickoll cHcTemMe © MCNOABIORAHMEM LIE—
CcTHOAUTEHOH mxankn Jlafikepra: | — «NOIHOCTRID COTMECEH s
(A+), 2 — scormaced ¢ HeQOMBIIMMH 3aMeuaHHAMMs (A),
3 — sCOmmAaced CO IHAYMTENEHEIMHE saMeuanmaMMs (A—),
4 — sHE COTMACEH, HO NPH 3TOM CO 3HAYHTEALHEME 3aMeua-
umsmie (D), 5 — sHe cornaced, HO MPH 3TOM C HEDOIBIITH-
MM 3aMeuanuaMis (D), 6 — sKSTEMOPHYECKH HE COrMACEHs
(D+). Cornamense CuMTANOCE BOCTHTHYTEIM MPH COTTACHH C
nonokenHed (A+, A, A—) Bonee */, skcnepron (Bonee 67%)
[1]. Hroru paboTs! ¥ pesyiETaThl MOAOCOBAHHA MPEACTARNEHE
ua Kouceucyc-xondepeHiiMe Mo IMATHOCTHEE W IEUEHHK
XTI, opranwzopanHod «[lankpearonorsvecksM KvOoMs B
pamicax 42-i1 ceccun IITHHHT (Mocksa, 2 mapra 2016 r.).
Crpyerypy Poccrifckoro KoHCceHCyca Mo DHAMHOCTHEE M Ae-
yennio X1 cocranmmm 103 nonoseH#s, crpynmMpoBaHHEX B
12 rnas. BTH nono#EHMA ONyOIHKDEAHE B XypHane « Tepa-
nesTHueckuil apxuns [1], ooHaKo IHaAYHMTEIRHER ofbem 10—
KYMEHTA ¢ I0KATATENEHOH Gasolf 1 KOMMEHTADHAMH HE T0-
ABOJEET YMECTHTE M0 B pamME onuoil crated. [Tootomy axe-

Konmarmnan urgopmaius:

Bopdun Twampuii Cmanucigsosuy — AWM., 338, OTI [ATOROTHE
NOIECYI09HOH KCACIH, KOTMHEX TyTCi B BCPXHHX OTICT0R MH-
ICEAPHTEARHOM TRAKTA MKHLI M. AC. Jlorseosa [13M, npod.
xad. obmei spascbHod npakrikn (comcirod mommumn) OO0,
nHTepHaTypel i opaasatypa [EOY BI1O «Teepekod rocynaperecn-
HEL MeTHUHHCERR yHrEeperTeTs M3 PO, yuenwil cexperaps «[lan-
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NEPTAMM NPMHATO PEMIEHHE OMyONMKOBATE HaubDONee BaX-
HEIE PAINETE KOHCEHCYCA B CEPHH OTIEMEHEIN TEMATHUECKHX
crareit [3—35].

HacToanas cTared NOCEAMEHA BONPOCAM 3AMECTHTE -
uoil heprenTioi repaman (3MT) mpu XT1.

XIT — rpynna XxpoHHYECKHY 3a00MeBaHHIT TOTEETyIoY-
ot xenessl ([THE) pazmmusof 5THONOIHH, BOCTIATHTEILHOH
NPHPONE, XAPAETEPHIYIOMNCH GO0 B KHBOTE, PASBEHTHEM
HEQOPATHMELX. CTPYKTY PHEX HIMEHEHHH NAPEHXMMEL H [PO-
TOKOE, 3AMEMEHHEM HX COeTHHMTENEHON (dhrbposmoit) Tea-
HEID H PAIBHTHEM BCASACTEHE 3TOMD 3K3I0- H SHIOKDHHHOH
unenocraroudocTi TTK [6].

¥poaens docmuzyymose cozadwenwn: A+ 72 5%, 4 27 5%,
A= 0: D— 0: D 0; D+ 0.

BxsokpuHnan HegoctatounocTs DK (SHITK) v Goms-
e X1 moxeT conpopoxaaTsCca cTeaTopeei, noTepeli MacckH
TeNa M MAMLHYTpHIMER B cpoxu 1o 8—0 net y GombHEX ATKO-
roneHeM XIT 1 Gonee 15 ner npH MIKONMATHYECKOM HEATKD-
ronkHOM nankpeatiTe. Pasaumee nedeuMTa HYTPHEHTOR
(WTH HYTPHTHEHOH HETOCTATOUHOCTH) ARIAETCH HEmIO0E-
HEHHO YacThIM annenues npu XI1, uro p nexoTopoii crenems
OOLACHAETCH CHORHON maToduInonorvell  MATEHY TPHITHH
NpH ITOM 3360MERAHNH, BIJTIOYAN, TIOMHMO MATEIHTECTHH H
caxapuoro muabera (CII), pasmoobpasHHE OTpaHHYEHHA B
MATAHHH, OCOGEHHO MPH NOCTIPAHAHATEHOM YCHIEHHH G0-
MTH, CIENMGHKY paiinoHa, o0yCAORIEHHYI XPOHHYECKHM an-
KoromuaMom, 1 ap. [7].

L. ManxpearHH cHEMYET HATHAYATE MAIMEHTAM C BRIpA-
HEHHOH CTEaTODEEd WM TeM, ¥V KO0 OHA NpeAroarasTes
(NpM HATHYHH B Kane &upa =15 r/oyT, naronormueckux mi-
MEHEHHAX (FYHKIHOHATEHEX TECTOR B KOMOHHAIMH ¢ KIH-
HHYECKOH kapTHHoll Mankabcophumm).

Ypogens docmuznymozo cozaawenin: A+ 92 5% A 7 5%,
A= 0: D— 0: D 0; D+ 0.

Y¥pogewnns doxazamersiocmu T, kuace pexomendauun 4.

Maumenram ¢ npuanacasy SHITK u norepu Maccs Tena
crporo noxazana IMT [§, 9], npe sToM HyEHD TOMHHTE, YTO
KIMHHYECKH 3Haunmie npridakn YHITK (creatopes u me-
TEOPHEM) BOZHHMEAIT MPH CHHEEHHH IKIOKPHHHOMA dyvak-
e T pa 90% u Gonee [10]. Hapyvinense pcackiBanms xH-
POPACTBOPHMEIX BHTAMHHOR M EMTamiHa B | Taxse xapaxrep-
HO AnA 5Toff KOrOpPTH NAUMEHTOH, OMHAKD, KAk NMDaBHmn,
NPOTEKAET CyOITHHWIECKH.

2. TlanxpeaTiy HYXHO HATHAYATL NPH SKCKDEIHH de-
kankHoro xmpa {(7— 15 rfoyT) B cnyuae, eciM ecTs MPU3HAKH
MANBACCHMMIALHH (HANPHMED, MOTEPH MACCH TENA), HIH
NPH HATHYHHA MTPHIHAKOR HADYIIEHNA NEPEBAPHEAHAA M Ma-
neabCopbIMM.

Ypogens docmuznymoze coztamenus: A+80%; A 7 5%,
A— 12.5%: D—0: D 0: D+ 0,

Y¥pogewnns doxazamersiocmu T, kuace pexomendauun 4.

BHITAE momer GETE ADCTOBEPHO YCTAHORNEHA MPH M0-
Tepe 7 r XHpa H GONEE B TEUEHHE CYTOK NMPH NPOBEIEHHH
T2 yacoBoro TECTA ¢ KOIHYECTHEHHON OUEHKOH KCKDELHH
texansnoro #mpa [11]. Baecre ¢ tem neoBxommsmo yuMTh-
BATE, 4TO YEEAHYEHHE (PeKATRHOTO KHPA H HATHYHE CTEaTO-
PEM HE SRTHETCH cTporo crenHtmaHim npuaHakom X[ u we
KOPPEIHPYET ¢ THRECTRID MATEHYTPHIHH. DTOT KPHTeRHi
AODKEH PACCMATPHEATECH B COOTEETCTHY IIIEM KAHHHUECKOM
KOHTEKCTE, NPH HCKTIEHAH BOCTIATHTEIRHEX 3a00neBanmi
KHIIEYHHER, NETHAKHE, CHHAPOMA KOpPOTEDH ToMKOH KMm-
KM, CHHIpOMAa wi0emounore pocta Gaxtepuit (MPE) B Ton-
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wof xamxke 1 ap. [12]. Kpose toro, ama MeTongHMka He BOCTIPO-
HIBoOMMA B nopceanendod npakmake. [Tootomy mna Toro
yrohk witewars ¥ Gomsue X[ ocnommendi, coazsaunkmx
MATLHYTPHITHES, CHEmyeT HauMuaTs 3T, KaK TOMLKD mpen-
nomaraerca SHITK [13]. Hawbonee mocTymHiie TecTs mim
npakTHEYIDm#X Bpaueil B Pocown (dexkansban smacrasa- |,
Ka4eCTREHHOE OIPEIENeHHe HEHTPATEHOID XHPA B CTYJIE ) 28-
JIAIOTCH MEHEE TOWHEIMA {MEHEE UYBCTEMTENLHEIMH [IPH JEr-
koft crenens IHITA). B ceazn ¢ amHM anacTaInkil TECT HaH-
Gonee HHGOPMATHREH ¥ NALMERTOR C BHCOKOT BEPOATHOCTEID
wanpaes DHITK na ocnope apanuia KIHHAYECKHY AAHHEX
[14].

3. DdwbexaenocTh IMT CHEmyeT OHEHHEATE B MEPEVID
OQUEPENE TI0 KIMHHYECKIM TIOKAZATENAM (VESTHYEHHE MACCH
TENA, HOPMATHIAINA BEHTAMHHHOMD CTATYCA, NMPeKPalieHHe
010MHHATEHE CHMITTOMOR).

Yposews docmuznymozo cozaamenus: A+ 72 53%; A 25%:;
A= 2.5%: D-0; D3; D+ 0.

Yposews docazamessnocmu 2b, icaace pexosmendaigun B,

[ToTepR Maccel TENA CTPONO ACCONMMPORAHA C HAPYLIE-
HHeM pcackmanma sapor [15]. Oreer wa neuvenne nagkpea-
THYECKHMH depMenTaMi 06LMHD HEoGXOIHMD OLUEHHEATL
NPEXRIE BCETD HA OCHOREAHIH KTHHMUECKHY CHMITTOMOE (Kop-
PEKIIHE MaCChH TEN3/HHIEKCA MACCH Tena, YMEHBIIEHHE Bhl-
PRXEHHOCTH/ HCYEIHOBEHHE CHMITTOMO R MANEIHrecTHH) [16].
Pan womEpgeckux wccaefomaHmi  MO3BONHIOT TPENnon-
HHTE, 9TO YPOoRHH BRTaMiHa E, Marons ¥ OeAkoR maassMel, B
YACTHOCTH PETHHOACRAILBAINEND Bema, anpiyMuHa, W mpe-
ANETYMHHA B CHBOPOTKE EPORH MOTYT HMETE THATHOCTHYECKDE
IHAYSHHE A MOHHTOpUHra Mdexrammocy 3MT [17].

4. B cayyae nomno3peHHA, YTO COXPAHEHHE CHMITOMOR
cagzanHo ¢ HeadwbextHEHocTRD DT, B npouecce neveHMA
He0OXOIHMO HCCTE0BATE KAT HA XMPE WIH NPOBSCTH TECTH
ana oueHkn dymxmm [HE.

Yposens docmuznymozo coenamenus: A+ 67 5%; 4 20%;
A= 7,5%; D— 0: D 5%; D+ 0.

Yposens dowazamersiocmu 20, xagee pexomendanuu 8.

Mouwropuur oreera Ha 3@T nomxeH Ga3NPORATECH HA
OOLEKTHEHEIX MAPAMETPAX — HODMATHIAIUMH NHIIERIDH-
TENEHOH HYHKIHH, Y4TO ONPEIENAETCH PH NOMOIIH HIME -
peHna KoadudpuumenTta aGoopbume xHpos W dexansHON
IKCKPELHH HHPa, PEIYIETATOR YC-TPHIMHUIEPHIHOTD TRIXA-
TEJBHOTO TECTA MM 110 MOKASATENAM CTATYCA MATAHMA M-
ureHTa. H3-3a orpanwueHHol D0CTYNHOCTH YIOMSHYTEX
AHAMHOCTHYECKHX TECTOR, I8 TOro YTodk CIenaTs BHBog ob
appexmianocTr 3IMT, B DoALIUMHECTEE COYYAEHE NTOCTATOYHD
HOPMATHIAUMY HYTPHTHEHEX NAPAMETPOR M CHMITTOMATH-
YECKOTD yiydmenus (ypossns docazameisiocmi: 2b; kagee
pewoMerndauui: &) [18].

5. MamxpeaTHy COETyeT NPHHHMATE BO BPEMS eIk

VpoBeHE IOCTHIHYTOrO cornamenus: A+ 87, 5% 4 12, 5%;
A= 0: D= 0: D 0: D+ 0.

Yposens doxazamersiocmu 1b, cmenens pexoserdaiuu A.

Ha sroT cueT chopMHpoBaHo e IHHOE MHEHHE JKCIIEPTOR
BCEX KOHCEHCYCOR C YPOBRHEM mokazarentHoctd 1b, knace pe-
KOMEHIAUHH A, BEIOYAA MHEHHE BEIYIIMX JKCIEPTOR 110 W3-
yuenno XI1 8 Poccun. BonkHeIM pexoMelTyeTcs IPHHMMATE
Kancyii epMeHTHOrD MPEnapaTa UelHEOM (He pasmenkl-
BAH) BO BPEMS MPHEMA [MHITH, 3AMHEaS OONBIIHM KOTHUE-
CTEOM FHMIKOCTH (10 CTAKAHA BONE HIH hpYETOBOMO cOXa).

6. TlamenTs ¢ coxpasenHod cexpenmell ®emynouHOrD
COKA JODEKHE] TPHHHMATE (hePMEHTHEE ITPENAPATH ¢ KHCI0-
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ToycTofunpoil  obonouxodl, DOCKOIBKY MNAHKPEATHYECKHE
depMEenrT paspy IAINTCH B KHChofl cpene.

Yposorw docmuzriymezo coznawenun; A+ 77 5%; 4 20
A=25%: D-0: D0: D+ 0

Yposonw doxazamesswocmu 2b, xaaee pexovendauuu B,

(MepMERTHEE TPENAJETE TEPHIOT CBOMD AKTHREHOCTL B
BEPXHHX OTAEMAX XKelyAoYHO- KHINSIHOMD TRAKTA: THIA3a —
npu pH smenee 4, tpancun — npu pH senee 3. o nocrymne-
HHA e PMEHTHEIX TPENAPETOR B ABSHATIETHIIEPCTHYID KHII-
iy (IIMTK) sossoxmo paspymenne nanass 1o 9—22%. [Moa-
TOMY CTOMT OTOABATE NPEATNIONTEHHE JHTEPOCOMDGHTEHEM
dhepMEHTHEM NPEEpaTas, TAK Kk OHH YIVIIIR0T BCACEEL -
HHE ®XHPOE B cpenmem Ha 20%, ueM auanord, He HMEKIIHE
Tako# obomouKH; He Pa3pyIIAIOTCH B KHCIOH Cpefe XKemynod-
HOMD COKA, YTO NMOBKIIEET WX WpheKTHEHOCT:E B NEYeHHH
donsasx XTI [19].

7. lIna Gonee >gubeXTHEHOID CMEITHBAHMA XHMYCE M
MAHKPEaTHHA W o0ECIeuEHHMA ONTHMATEHOM e KTHRHOCTH
CNeayeT EMOpPaTh MPENAPAETH © KHCIOTOSAIHINE HHEIMH Ya-
CTHIAMH, THAMETPOM %2 ML

¥posoru docmuzwymoao cozramenun: A+ 82 3%; 4 12 5%;
A= 53%: D-0:D@: D+ @

Yposonw doxazamesswocmu 2b, xaaee pexowendauuu B,

MuxporafneTkn H MHHH-MHEDpOCtheDH NEHEPEITHHA
(MMCI), noxpumae KMmedYHO-pacTEOpHMO# 0O0I0UKDH,
sipthexTiaiee TAOAETHPORAHHEX NPENAPATOR [IPH AEYEHHH
CTEATOPEH, NDCKOILEY TAKAA ACKAPCTBEHHAA hopaMa npenoT-
BPAIIAET WHAKTHEALMID NHITEASH T00 DefiCTENEM KHCIOTH B
KEAYIKE H MMEET YIYIIIEHHYI0 hapMIKOEHHETHEY, KOTOpas
obecneuneseT GONEe BEPOSTHEN KOHTIKT (hepMEHTOR C XHMY -
cOM M GOTRBIIYIO MOIIAE kouTarTa [20].

[Mpenapark NAHKPEATHHA C KHMCIOTOZAITHIIEHHEMH a-
CTHUAMH THAMETPOM %2 MM JYUIIE CMEIIHBAIOTCH C XHMY-
COM, 9T0 OOBECMIEYMBAET MX ONTHMATEHYI0 MhhekTHRHOCTE
(ypogers doxazamerssocmu 25) [21]. MMCII nsamerpom ot |
no 1,2 vMm spakyHpyoTcs onHospemenno ¢ maned [22]. Hx
shhexTHEHOCTE Ha 25% BRINE, YeM MHKPOCHED HIIH MHKDO-
TabneTok paidepoM 1,8—2 mm (yposens doxasamedstiocmu 1)
[23, 24].

8. JloaHponKa MauKpeaTHHA, OUEHEHHAH TH) COIEPAaHHID
JIMIASH, OODKHA COCTARNATE He sedee 25—40 tme. en.
(Ph. Eur.) na ocHOBHOH NpHEM MHIIM H NPHATHIATEILEHO
10—20 Thic. en. THMATH UTH POMERYTOMHOND TPHEMA TTHITH.

Yposens docmuzpymozo coedamenua: A+ 75%; A 22 5%;
A= 2,5%: D— 0; D 0: D+ 0.

Yposenw doxazameasiocmu 2b, kaace pexomendauun B,

B GoannMHCTEE KOHCEHCYCOR OTMEUEHO, YTO IMAIMEHT
IOTDKEH MOAY4ark #e Mexee 25—40 Teic. en. TMNAIE HA OC-
HOBHOM mpueM mxure ¥ 10—25 Thic. e, MHNEIE HA IPOMERY -
TouHE npues (Vposens docazamersiocmu 2h) [22].

9. B orcyrereme anexpaTioro sbibexta 30T crenyer no-
OapMTE K MEHKPEITHHY MHTAOHTOp NPOTOHHOTO HAacoca
{MITH).

Yposorw docmuzrymozo cozngwenun: A+ 75%; A 17 5%:;
A= T5%;: D-0;: Do: D+

Yposens doxagzametsiocmy 3b, kaace pexomendouuy B,

O ot 13 nprumry HerocTarounod stbexruamocTa 3T
y GoneHEX ¢ X[ aansercas yqenemenne pH g AIK senen-
CTEHE CHIOkEeHHA cexpeiriH Guxkaphonaron [T, HenocraTou-
HOE OllenaunBanme ®emynodaporo xusyca B AIK semer k
CHHEEHHID AKTHBHOCTH mHnaskl npu sxskosm pH. Hecneno-
BAHHMA MNPOIEMOHCTPHDOBATH VAYUIIEHHE TNEPERIPHBAHHA
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MHITHADE MPH MOIAATEHHHE XMy I0MHOH CEKPEIHHE ¥ TTHIT, 10—
TYAIIIHY HESAMHINEHHEE JHTEPOCOTIOHIEIEM TOKPEITH-
eM thepMedTHREe npemaparsl [23]. Pan xodcencycon pexo-
smerayer npasMenAaTs HITH, econ cTearopes He KOHTDOMHDY -
erca 3MT [18, 22]. [Mpu s10M aHTHCEKPETOPHAH TEPAITHH HE
noKataHa GONEHEIM ¢ ATEKBATHRIM KITHHHYECKHM OTBETOM Ha
IDT[26, 27].

10. Ecnm nobaanenme k naukpeariay HITH we naet we-
naesmore HperTa IeYeHHA, HYAHO HCKaTh JPYTHE IMPHYMHEL
COXPAHAIIIMECH CHMITOMOH,

Yposens docmuznymozo coznamenus: A+ 85%; A 10%; 4—
2.5%; D- 2.5%; D0: D+ 0.

Ypoaews doxasamensocmu b, xagce pexoMendauiu 8.

Biwbextinnocts 3IMT momeT GLTE HELOCTATOUHON B CH-
1Y HECKOMBEMX mpramH [28—31]:

— vuaxTuBamms gepsentor TDE mmcnomoll w/mm apy-
THMH ITPOTEASAMH;

— HEANEKBATHOE NEPeMENIHBAHHE (DePMEHTOR H HYTPH-
EHTOR MPH NOCTYIUEHHH B TOHKYI KHIIKY;

— PAMIENLHOE MOCTYIUIEHHE (epMENTHRX NPENEPATOR W
TIHIIH W3 EMYIKA;

— umzenit pH g MK 1 tomedt xrnke 1na obecnegems
OITTHMANEHOTD EPEBAPHBAHKA HY TPHEHTOR;

— 3AMENTEHHOE PACTRODEHHE OOOIOYKH MHKpOCHeD B
TOHKOH KHIIKE;

— HM3KAH CTENEHL COOMIOIEHHA MAIMEHTOM HATHAYEH-
HOH CXEME TEUEHHA;

— cuHapos MPE B Tonxoil mmme;

— HHEIZHA NPOCTEAITHX;

— NENHAKHA.

11. Mowm Bo Beex depMEHTOZAMETIANIIHY MPENapaTIX
(mocTynuex B Poccuiickodt Menepaium) congepxuTca cRHEO
NMEHKPEITHH. DTH IEKAPCTREHHEE NIPENIPATE MOTYT NPHHH-
MEATE MANMEHTEL, KOTOPEIE B IV THY CIYYAAX OTKATHBAKTCH OT
CEMMHX NMPOIYKTOR (DETHTHOSHEE WIH 3THUSCKHE yOeRme-
M ).

Yposens docmuznymozo cozrmwenun; A+ T2 5%; A 25%;
A= 2,5%; D— 0: D 0: D+ 0.

Yposens doxazamesssocmu 5, irace pexomendayu ).

B epponeiickux KoHCEHCYCAX HET VEAzaHHA Ha HeoOxO-
JMHMOCTE YYHTHEBATE PEAHMHOGHEE WIH HHHE HATHOHATBHEE
TPATHLIHM [P MPHMEHEHHH NAHKPEATHHA, HCTOUHHKOM KO-
toporo sargerca DK comuen. [Ips sToM BA%HO OTMETHTE,
YTO MAHKPESATHH He ARINETCH «CBHHHHO: B UMCTOM BMIE, a
MHINE NEKAPCTREHHEM SKCTPAKTOM, HE HMERIITHM 10 CHX 0D
ANETEDHATHEHEIX AHATOTOE.

MNposoagTes HCCNEADEAHKMA ANBTEPHATHEHEX WCTOYHH-
KO8 mHoHTHYecKHX tepsenTor [32]. TTorenumansied mH-
Teperc NpeAcTARNAST AHNA3A rpHGoE HiH OaKTepHil, coxpans-
0IAY AKTHEROCTE B nuanazoue pH or 3 no 10, crafunesrocTs
B [MPHCYTCTEHH MPOTENIHTHYECKHX (epMenTon H aduerxTH-
HOCTE B OTCYTCTEHE MEMUHEX KHCIoT ¥ konunas. [lepenex-
THEHEIMH BEITTIAIAT HCCTENOBAHHA PeKoMOMHaNTHON THNa-
anl yenonexa [33].

12. IMpu HasnayeHHH PepMEHTHRIX MPEMapaToR BHHME-
HME HOMAHO GRITE VIEIEHD BOIMONHEM MOGOUHEM PEaKii-
AM: AGnoMMHATEHEM cHMOTOMOM (MeHee yem v 10% Gook B
FUBOTE, HIMEHEHHMA Nedexanny, TOUHOTS/ PROTa) B aniep-
MMYECKHM peakiiuaM (MeHee yem ¥ 1% nanmenTon).

Yposens docmuzyymozo coctawenun: A+ 60%; 4 22 5%;
A— 7.5%: D— 5%; D 5%; D+ 0.

Ypoaews doxasamensocmu 2b, xagce pexoMendauiu 8.
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BoNBIIMHCTRO ARTOPOHE CXOIATCH BO MHEHHH O BRCOKOH
G230MIACHOCTH, XOpoieil NepeHoCHMOCTH M HM3KOH YacToTe
HEKENATENLHEX HEMEHHA NPH NPHEME DEKOMEHTDBAHHE
o3 3T [34].

MakcHMansHREE PEKOMEHIOBIHHEE N0SH MAHKPEITHHA
mo B ThIC. £, TMITASH HA MPHEM MTHITH CONPOBIAIAITCH HE-
CyINecTEeHHLIMH HEXeMSTENLHEIMH HENeHHAMM (a0IoMH-
HANEHAA GOfL, YYBCTAOD BIAYTHH/PACOHPAHMA, IMAaped),
BcTpeyanuHMiuca B8 7,8— 13% coyuaer, 4To CONOCTARMMO C©
aifuherrom naanebo H He TpeGyYET MONOMTHHTEIEHOTD BMELE-
Te/ILCTES HIH JeKapeTeeHHON Tepanmn [35, 36].

B 1o ®e Bpem#a SHATHI TPYIINE M0 HIVHEHHID MYKOBEHC-
HA03A B TeHeTHHECKHX Hapymenuit Koxpeiinopckoro pers-
crpa uccnenopanuit (Cochrane Cystic Fibrosizand Genetic
[Dizorders Group Trials Register), KoTopeii EXmOUaT HoCTE-
AOEAHHA, MPOREIEHHEE H NPOIoTEamninrecd K apryery 2014
I., A TAKME AHANHS HHOPMALTHH, NpeICTARTEHHOM Ha cafiTax
thapMALEETHYECKHY KOMIAHWA — mnpoM3ponHTened dep-
MEHTHEIX NPEMEPATOR, HE T3ET OIHOTHAYHEIN TEHHEX [0 100-
rocpousoit GesonacHocTd IMT. B ananus sKmoYMeHE paHED-
MHIHDOBAHHEE WOCNEIDEANHA, B KOTOPEX YYaCTHOBANH Ta-
IHEHTH ¢ MYKOBHCITHIO30M, puaaManmme 3MT B Teuenmue
KAK MHHHMYM 4 HEN, N0 CPaRHEHMIO © IAANEH0 WIH IPYTHMH
thepMEHTHREIMH NpenapataMy. CHeman BRBON O HeLOCTITON-
HOCTH JAHHELX JUTH OLUEHKH Z0NrocpouHoil sbdexTHEHOCTH H
GezonacuocTa 3T [37].

Yro kacaeTca OE30NACHOCTH NMPHMEHEHHH (he PMEHTHEI
NPENAPETOR B MEPHON GePEMEHHOCTH, BOABITHHCTEO M3 HHX
oTHOoCATCH K Knaccy C B CRA3H C HEQOCTATOMHOCTEMD TAHHED
ANA OUEHKH HX De30MAcHOCTH ¥ ITOH KATErOpHH MalMeHTOK;
TAKEE HET JAHHELX O BEUIENEHHH NPENADETOR C MPYIHEM MO-
mokoM [32].

13. Mo poamMoEHOCTH cAeOyeT HIDEraTk DOABIIMY 103
thepumenTon (Gomee 10— 20 Teic. en. munasel Ha | kr Maccs Te-
N B IEHL).

Y¥poaens docmuzrymozo cozamwenua: A+ 72 5% A4 2A0%;
A= 2.5%; D- 5% D0 D+ 0

Y¥posens dowazameasiocmu 3b, wiace pexomendaiuu B

B coorpercTEMH ¢ AaHHEMH OONEITMHCTEA KOHCEHCY COR
PEKOMEHIOBAHHAA Hayaneras 103a 30T e p3pocisx (cTap-
mie |8 met) coctannaer 25—40 TrIC. B0, MTHNAI HA MPHEM TH-
M, MAKCHMANEHAA M03a — 75—80 Teic. en. ua npHeM MMM,
[Tpsem Gonee pRCOKMX 103 (epMEHTHEIX Npenapaton (Goxee
10—20 Trac. en. ga | kr Macck Tena GOMEHOTO) MOMKET GRITE
ACCOLMMPOBAH © PHCKOM paserTHH gubpoampyiomedt xono-
womaTie (METT) [10].

Pexomennaunn ABCTPATHACKD-A3HATCKOND NAHKPEITH-
yeckoro kKnyta i Hrankamckoit accolmaHe mo MIyue Mo 3a-
Gonepanmit [DK npepnaranT orpaHMuHBATE MAKCHMATEHYIO
pexoMeHnoBaHHy 0 no3y 10 ThIC. 80, THIAIE, KT/ CYT C YUETOM
prcka pazerTHA METT npe npuese Gonee BRICOKHX 103 dep-
MeHTHEX mpenaparos [ 14, 38). B xauecTne sepaed rpanmi
yEA3RIEAETCH n03a §0 TeC. en/MpHeM AN (Vposers doKxasa-
measyocmu 20). Y peTedi ¢ MyKOBHCIMIO30M MOKATAHO VEETH-
YEHHE OTHOCHTENRHOTD pHeka pazenmis @K npur nopsme-
HHH 103 tepmerTon Gonee 24 TriC. e, aMnazeLKroyvT [39],
UTO MOKET OETE CEA3AH0 C KHCAOTOYCTOMuMBOl obomomkod
HEKOTOPEIX (DepMEHTHEIX NPENIPATOR, B COCTAR KOTOPOI BX0-
AT KONomHMepsl MeTakpiunopodt kucnores [40]. Tax, orwocs-
TenkHEH prck pazaamia MK, accoumupopanmiil © nosod
thepmenTHr nperapatos 24 001 — 50 000 en. numassy kr/cyT
no cpapHed Iy ¢ o30d ot 0 no 24 TeC. en/Kr/cyT cocTaBHN
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10,9 (npu 25% nopepurentuom weTepeane — JIH or 1.6 oo
71,8), npHyeM VESAHYMEHHE PHCKA, CEAIAHHOE C 0030 Gonee
50 mac. en/xr/cyT, coctapimo 1995 (opu 95% H ot 9.9 no
4026,0) He3aRHCHMO OT MPOHIBOIHTENA IPLMAPATa H CHOHCTR
obanouis, Kancymkl. Qmicano TacKe painHTHe THIEPYPHKE-
MHH H FTHNEPYPHEYPHA Ha hoHe npHMeHEHHA BHCOKHX — G0-
nee 10 Taic. en/kr/oyT — noa hepMmedTHRIX mpenaparon [41].
Taxsm obpazom, peKoMeHIOBIHHAR 1033 (PepMENTHRX Mpe-
MIPATOR AMA GOIMOHHCTE NAIHEHTOR HE NODKHA TPeRki-
matk 10 taic. en/xr/cyT.

14. ¥ Goassax CJ1, Henapio HAMaEIIHX MPHHHMETE AH-
KPEaATHH HIAH YEEAHYHENIHNY 103y (epMEHTHEDN IPENapaTon,
chenyer Bonee TIHATEARHD KOHTRUIHDORATE VROBEHE THKD-
31 kposn (¥TK), Tak xax ymyumese BCackBaHHe YIIEROI0R
MOXET IPHBECTH K THNEDTIHKEMHH.

¥posews docmuzriymozo coznamenus: A+ 50%; A 20%; 4—
7.5%; D— 0: D 20%; D+ 2,5%.

Yposews dowazamessnocmu 35, Kaace pexoserdaiun B,

Jannie 0 HEoGNDTHMOCTH OUEHKH JH10KpHHHON dryx-
unn [TK B ceaan ¢ pavanow 30T wm nopmeRNeM 1035
thepMerTOR 0UEHE OrpadMiensl B GonmumucTee pexovenna-
il CONepMaTeA YKaIauHA Ha poaMoxHoe Hamaune SHITK v
marenTon ¢ CI 1-ro # 2-ro Thoon #, HaobopoT, o Hapyie-
HHH ofiMeHa rmoknasl v mamsermosc XTT[15, 42].

OnHosHAYHEX pexoMerIami 0 HeoGXOIHMOCTH OIIpe-
menenns ¥TK nepen waganow 3T wan B cBA3M C NOBRINE-
HHEM 03 fepMedTon HeT.

B cooTeeTcTEMH C HEKOTOPHMM PEKOMEHIAIHMAME HEOO-
XOJTHMO OUEHHEATE 3HnokpHaEyio dyvaxino TRK nepen naga-
mom 3T, nampusep myTem savepedns Y TE natomak (yposess
docazamerssocmy 4, Kigce pexoserdaui C), MOCKOMEEY ¥ MHD-
rix ranmeHTon ¢ X1 yae HMeeTcs HAPYIEHHE TONEPAHTHOCTH
K rmokoae [42, 43]. Kpose Toro, pexoMeHIyETCHE NPOBOIHTE
OUEHEY CTENEHH COBmOoneHHa GOIEHEM CXEMEL COOMONEHMA
MHETE M MPHEMA Npenaparon (xnace pexovmerdauin A). Omakxo
MAHHEX 0 poasoxsosM nossmmensy ¥YTK n coman ¢ naganom
3IOT WM ypenHIeHHEM 1005 eDMEHTHRIX NMPENapaTon HE
npHBoTHTCH. TaKan HempeneIe HHOCTE CEASAHA, 110- BHITHMOCTH,
C TEM, UTO NOKA HENOCTATOUHD YOEIMTEEHE TAHHEDN O BIHS-
wim 3T ua ¥TK, a wnumense MeTadomHaMa rmoxoas Ha go-
ue 30T nokazano He po Beex uecnenoearms [38, 43].

15. [Mpumumnuaneso paxHo, yrodd GonesHee XIT c
DHITK nomyuanmn ofkauoe cHamaHCHPOBAHHOE MTHTAHHE H
anexearHy 3IMT. [IpH aToM cheayeT pEacTpeNeIHTE MPHEM
mHmy Ha 4—6 yacTedl (COOTRETCTREHHO MEHBINETD OGREMA)
IR MyYIHETO YCBOeHHS.

Ypogews docmuznymozo coznamenus: A+ 82 3%; A 15%;
A= 25%: D—0:D 0: D+ 0.

Vpoeews doxazamersiocmu 5, kagee pexomerdayuy D,

[Maumenr, crpananommit XI1 ¢ SHTLEK, cnocofen npumm-
MATE M YCBAMEATE COANAHCHPOBAHHEL PALMOH TONBKD Garo-
maps anexnarikm qozas MMCTI [44]. poGuoe maranwe mo-
IBOAET ONTHMH SHPOBATE FACTPOIY IEHATEHEH TRAHCIOPT H
abcopbHo (vepoenue HytpuenTon) [45]. [Ipees npenaparon
NAHKPEATHHA NOJCEEH OCYIIECTRIATECA BO BPEMHA MO0
MPHEMA TTHIIH, CONEPREIIEND XHp W/ win Senox [44].

l6. B GompmmHCcTS: COyusEn He COEMyeT OrpaHMUMBATE
CONEPKAHHE XHpOBR B paunone. KonnuecTso noTpedaieMerx
HHMPOB MOKET ORTE COXPAINEHD TONEKD B CAYY3E, ECTHM Ha-
GIIONAKNTCH KIMHHYECKHE CHMITTOME HADVIIEHHA BCACHB-
HHA XHPOE B COUETAMMH C HAPACTAIONIIMMH AREHHIMM
BHEIHECEKPETOPHOMN HEOCTATOMHOCTH.
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Ypoaens docmusrymoso coztamenus: A+ 60%; 4 25%,; 4—
7.5%; D— 2,5%; D2,5%; D+ 2,5%.

¥posorw doxagzamenswocmu Ic, knace pexosmerdanuu B,

JmeTa ¢ HHIKHM CONEMKANHEM KHDA TRATHITHOHHD De-
xoMmernoRanack mamdentam ¢ X[ Janmas pexomenzammma
HOCHT IMITHPHYECKHH XapakTep, TAK KaK nNpH nedsmre -
MA3: PEIBHBIINIAACH IMAPEA H CTEATOPER MOTYT YIIPARIATE-
A penykmiedi aupa B panvore. [Mockonsxy cnemmdpmecinx
HCCAETORAHWH MO My YeHHID PEEHMOB NOTRE0MEHHA MAKDO-
HYTPHEHTOR, CTIOCOGHIIX NPeIOTEPETHTE PAIBEHTHE OTICAEH-
HEX OCHOKHEHW, HE TPOBOAMANCE, 10 CHX [TOP OTCYTCTEY 0T
JAOKATATENEHEE TAHHEE O HEoGXOIMMOCTH CHHKEHHE 0T -
GneHHA KHPOE Y MAIHEHTOR ¢ NaHEPeaToreHHo cTeaTopesi.
Onuaxo TH#ENAH CTEATOPEd NPHOMMESET HeyIo0CcTEO, Oy-
CNORMTHEIET COMHATEHYI AEIANATTAIHID H CNOCO0HA MPHBO-
JIHTE K OpMEPORINND OKCANATHEX KOHEPEMERTOR B MOYE -
prix myTaX. [lepexon Ha nneTy © orpaHMHeHHEM CONEPRANMA
HHPOR HEMHAETCH CAOMHOR 3agaqell, YTO MOKET VXV IIIHTh
MHINERCH GANaHC H MPHBECTH K CHHKEHHID ¥ PORHS HHTAMM-
Hoe. HumepresnmmoHHLe HCCNEAOBAHNA N0 HIYYEHHID OMPa-
HMueHMa norpefnenua xupor v namwedTon ¢ SHIDE une
nposorHack [45]. Bo Boex HAUMOBATEHE KTHHHYECKHY De-
KOMEHIAIHAK, Bmouan pexosentammy Pocomiickoil ractpo-
IHTEPOAOIHYECKO ACCOUMALIMN, HA 3TOT BOMPOC CYIECTHYET
TONEKD DAWH OTEET — B NEPEYI0 OYEPSIE: TPH NEPCHCTHRY -
meit crearopee HeodXOIMMO VBETHYHTE 03V MEKPOKANICYTH-
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