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BriBoabr: [Tomysmnupudeckum MetonoM PM6 mpoBeieHO mpeABapUTeIbHOE KBAHTOBO-XUMUYECKOE MOJIEITPOBa-
Hue BTX. Heammupraeckum MeTooM Teoprur (pyHKIHOHAA TIOTHOCTH PM6 paccunTaH 3JEeKTPOHHBIN CIICKTP MOJICKY-
JIBI B CpeZie BaKyyMa. YCTaHOBJICHO, YTO CaMbIil MHTEHCHBHBIHN MUK HaOIromaeTcs npu AuuHe BoaHbI 278.19 M. lnpuna
3amperIeHHON 30HbI coequHeHus cocraBisieT -0.309773B. D1o o3Hauaet, uto BTX o0manaer BRICOKUMHU aHTHOKCHIAT-
HBIMH cBoiicTBamHu. B mocnenyromem BTX Oyner cuHTe3upoBaThes ¢ 6emkoM. OOpa3oBaBIeecs BEMEeCTBO MOKHO OylIeT
HCIIOJIb30BATh JUISl JICYEHUsI PAKOBBIX OITYXOJIEH M Ipyrux 3a00JeBaHuUi
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depMeHTO3aMecTUTEIbHAS Tepanus, npeokenHas B 1964 rony Kpucrtuanom ae [drose u Pocko bpanau, or-
KpBbLIa HOBBIE IIEPCIEKTUBHI B JICUCHUU HACIIEICTBEHHBIX 3a00JI€BaHHM, 0COOEHHO CBA3AHHBIX C HApYLICHUEM (YHK-
IIUH JTU30COM. DTOT METOJ JICUCHUS CTaj KITIOYEBHIM MOMEHTOM B YTIPABICHWH MAaTOJOTMYECKHUMH ITPOIECCAMH,
OCHOBaHHBIMH Ha Jie(pUINTE OIIpeieeHHbIX GpepMeHToB. CBoeBpeMeHHOE 1 3(heKTHBHOE BBEACHUE (hepMEHTO3a-
MECTHUTENBHBIX MIPENapaToB MO3BOJSIET HE TOIBKO KOHTPOIMPOBATh MPOSBJICHUS 3a00J€BaHUIl, HO M 3HAYUTEIHHO
YAydIINTh Ka4eCTBO KU3HU NMAIMEHTOB. B aHHON cTaTbe paccMaTpHBAIOTCS OCHOBHBIC ACHEKTBHI M JOCTHKCHUS
(hepMEHTO3aMECTHTENILHOW TEepaIiK, a TAK)KE €€ 3HAYCHUE B JICUCHUH PA3IMYHBIX FCHETHYECKUX M MeTadomye-
CKHX 3a0051eBaHuU.

Enzyme replacement therapy, proposed in 1964 by Christian de Duve and Roscoe Brady, opened new
perspectives in the treatment of inherited diseases, particularly those related to lysosomal dysfunction. This method of
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treatment became a pivotal moment in managing pathological processes based on the deficiency of specific enzymes.
Timely and effective administration of enzyme replacement therapies not only allows for the control of disease
manifestations but also significantly improves the quality of life for patients. This article, explore the fundamental
aspects and achievements of enzyme replacement therapy, as well as its significance in treating various genetic and
metabolic disorders.

Knroueswvie cnosa: hepmenTozamecTuTenbHas Tepamus, 6ones3ns [omre, 6omesns @adpu, MyKomonmcaxapumaos, 60-
ne3nb [lomme, momkenyrouHast skenes3a, XpOHUUECKH aHKpeaTuT

Keywords: enzyme replacement therapy, Gaucher disease, Fabry disease, mucopolysaccharidosis, Pompe disease,
pancreas, chronic pancreatitis

https://doi.org/10.46646/SAKH-2024-1-288-292

Fonesnwv I'oue mpencTapiseT coboit Hanbonee pacipoCcTpaHEeHHOE HACIEICTBEHHOE 3a00I€BaHIE JIN30COM, KOTOPOE
nepeiaeTcst B pe3yJyibrare yXyaumeHus padoTsl f—D—1iroko3nia3el, OTBETCTBEHHOTO 32 METa00JIM3M IVIFOKO3bI B OPraHu3-
Mme. Kitaccugumpyertcst Takoe HapyIieHne 3 KTHHIIecKuMU popmamu. HemHoro nosaHee, a uMeHHO B 1994 rony cranmm
UCIIOJIb30BaTh PEKOMOMHAHTHYIO TIIOKoLepeOpo3uaasy (nmunionepasy). OTBeT Ha JieYeHUE 3aBUCUT OT THIa 3abose-
BaHMs M CTENEHH MOPaXKEHUs KIETOK, OPraHoB U cucTeM. HekoTopble acleKThl, CBA3aHHBIE C MOBPEXKIEHUAMN KOCTEH,
TaKHe KaK OCTEOHEKPO3 U OCTEOJIU3HUC, HE MOTYT OBITh MOTHOCTHIO M31edeHbl. OJHAKO, €CITU JICUCHNE HauaTh Kak MOXHO
paHbIIIe, TO MOXXHO CHU3UTH PHCK BO3SHUKHOBEHHSI HEOOPATUMBIX OCJIOKHEHHUH. DPPEKTHBHOCTH 3aKIIIOYAETCS B KyITHPO-
BaHHHM ITUTONIEHUYECKOTO CHHIPOMA, YMEHBIIIEHUH CKOPOCTH MPOTrpecCupoBaHUs 3a00JI€BaHNs, BOCCTAHOBIICHHUE YPOBHS
TTIOKOLIepeOpo3H1a3bl, YCTPAaHEHHH OOJICBOTO CHHPOMA M BOCCTAHOBJICHUH KOCTHOW TKaHHU. Teparst mpoBOANTCS I10-
JKU3HEHHO [1].

bonesnv @abpu — 310 X—XpOMOCOMHast peLieCCUBHO HacietyeMast 00Ie3Hb HaKOIIJIEHHsT TM30COMHBIX ITHKOC(HHUH-
ronmunuoB. OHa MPUBOIUT K aHOMAJIHHOMY OTIIOKEHHIO HEHTPANBHBIX IIMKOCQHHHTOININIOB, H3BECTHBIX KaK IIT000-
TPHAO3WILEPAMUJIBL, B PA3JIMYHBIX TKAHSAX U THIAX KJIETOK OpraHn3Ma. JTH OTJIOKEHUs HaOMIOal0TCsA B TAKUX OpraHax,
KaK MOYKH, Cep/Ilia, KoXKa M KIIETKH, BEICTHIIAIOIINE KPOBEHOCHBIE COCY/IBI.

Jetn ¢ 6one3npto @adpu 0OBIMHO HE MMEIOT KaKMX—JIMOO 3aMETHBIX U3MEHEHUH BHEIIHEro Bujaa. Y IalleHTOB
pa3BHUBACTCS MMOPAKEHUE BHYTPEHHNX OPraHOB: MOYEK (IIPOTEHHYPHS, IIPOTPECCHPYIOIEEe CHIKEHHE CKOPOCTH KiITy0ou-
KOBO#1 (pusibTparum), cepaua (rurneprpodust Muokapaa). JlanHoe 3a00eBaHie 3HAYUTEIBHO Yallle HAOMONAeTCs y MyK-
4uH. OTO CBsI3aHO ¢ TeM, 4To reH GLA, xoxupyromuil o—ranakro3unasy A, JOKaau3yeTcsi Ha X—XpOMOCOME, KOTopast
MPUCYTCTBYET TOJBKO y MY>KUIHMH. Y *KEHIIMH 3TOT T€H BCET/Ia HAXOAUTCS B TETEPO3UTOTHOM MTOJIOKEHHUH, YTO OTIPE/IeIIsAeT
Oosee sierkoe TedeHne OOJIEe3HNU, OIHAKO YCTAHOBUTDH JIMArHO3 TPYyAHEE, B CBSA3U C OTCYTCTBHEM XapaKTEPHBIX CHMIITO-
MOB (aKpOTIApECTEe3UH M aHTMOKepaToMbl). B KOHTEKCTE AnManm3a, clexyeT OTMETHTh, 9TO (hapMaKOKHHETHKA TEePAITuu
HE M3MEHSIETCs Y MALMEHTOB, NPOXOASAIINX JAHHYIO ITPOLEaypy. DTO 00yCIOBICHO TEM, UTO Mperaparbl, U3BECTHBIE Kak
arajcuaasa ajabda u araucunasa 0eTa, He yIasroTcs B POIECce TeMOINaIN3a.

Myxononucaxapuooser (MI1C) pencraBisitor coO0H IpyIITy HACISICTBEHHBIX JIN30COMHBIX O0JIe3HEH HAKOTLIICHHS,
KOTOpPBIE Pa3BUBAIOTCS BCICACTBHE (PYHKIIMOHAIBHOTO IE(UINTA ITTMKO3aMUHOIIINKAHOB. JIM30COMBI, KOTOpBIE OTBEYa-
I0T 3a JeTrpaJalllio BELIECTB, CTAHOBSITCS 3alOJHEHHBIMU YaCTUYHO JAErpajupOBaHHBIMU [IMKO3aMHUHOIIMKAHAMH. DTO
MIPUBOUT K TIPOTPECCUBHOM TMOEIH KJIETOK M TKaHEH, a Takke AUChyHKINUU opraHoB. CoracHo UX (EHOTUIMNIECKUM
IPOSIBICHUSAM, MYKOTIOJIMCaXapU 1035l MOJKHO pa3AeinTh Ha ABe Ipymnmsl. [lepBas rpymnmna BKIIOUaeT MyKOIOINCaXapuio-
351 ¢ ['yprep-moo0HbIM peHOTHIIOM, a BTOpasi IPyIIa BKIIIOYACT MyKOIIOIHCAaXaprua03bl ¢ MOpKHO-1Tog00HBIM (heHOTH-
oM. OTHAaKO CTOUT OTMETUTBH, YTO BCE MYKOIIOJIMCAXapHI03bl, 32 HCKIIIOUCHHEM MyKomonrcaxapuaosa I tuma, koTopsrit
ABJIsIeTCS X-CIETUICHHBIM 3a001€BaHNEM, HACIIETYIOTCS TI0 2y TOCOMHO-PELIECCHBHOMY THITY [2].

Cunpapom ['yprepa, TakxKe U3BECTHBIH KaK MyKOITOJIHcaxapuao3 | Tuma, SBIseTcsl HacIeICTBEHHBIM U IIPOrPECCH-
pytomumM 3a001eBaHHEM, KOTOpOe 00yCIOBICHO HECIIOCOOHOCTBIO OpraHu3Ma MPOM3BOIUTE (PEPMEHT JIM30COMAIIBHBII
a-L-unyponar. 3ToT epMEeHT HEOOXOIMM TS Pa3JIOKESHNS MYKOIIOIHUCAXapUIOB, YTO B CBOIO OYEPEab MPHBOIUT K Ha-
xoreHuto MIIC B pa3nuuHbIX TKaHsAX U opraHax. Cunapom I'yprepa HacnemyeTcs 1o ayTOCOMHO-PELECCUBHOMY THITY
HaclleOBaHUSA. Pa3BUTHE CHMITOMOB MPOMCXOIUT MEXKITY TPEMs M CEMb JIET M BKIIOUAIOT B ceOs: 3aepKKy pocTa,
YMCTBEHHYIO OTCTaJIOCTh, IITyXOTY, 3a00JI€BaHMsI CyCTaBOB U CEpAlla, a TAKXKE aHOMaJIbHbIE KOCTH ITO3BOHOYHMKA U KOT-
TUCTas pyKa.

Jlaponnnasa, pekomOuHaHTHast yenoBeueckast o-L-umyponunmasza (CIIIA), sBiseTcs OCHOBHBIM IIperaparoM, UcC-
TIOJTE3yEMBIM JIJISI JISUCHNST 3a00IeBaHui MyKomoarcaxapuno3a I tuma. C ToproBeIM HazBaHUEM «AJTbTypa3uM», TaHHBIT
mpenapar cTaji MepBbIM, TOTYIUBIINM OJ0OpPEHHE AJIs JIedeHHs MyKoronucaxanose | tuma [2].

Myxkononucaxapuno3 I Tnna (cuaapom Xantepa) — peakast reHeTHIecKast 00JIe3Hb, KOTOpast IIepeaaeTcs 1o Hacle -
CTBY U CBf3aHA ¢ XpoMocoMoit X. DTo 1u30coMHast 60JIe3Hb HAKOIUICHHSI, BBI3BAaHHAS HEJJOCTAaTKOM (pepMeHTa UaypaHar-
2-cynbaraspl. Y aereid, cTpajaromunx OT 3Toro 3a0o1eBanusi, HaOJIIOaeTCsl HAKOIIEHHE CIM3UCTBIX OPraHOB M TKaHEH.
CuMnToMBI MyKoTioncaxapuosa Il Tuma BKITIouaroT 3afepykKy pocTa, e OopMaIiiio KOCTei U CyCTaBOB, TPyObIe YePThI
JIUIA, OpaXKEHUE CepAlla, JIETKUX U IEHTPaIbHON HEPBHOW CHCTEMBI, yBEIMUEHHE MEUEHH U CENE3eHKH, a TaKKe Ha-
pymIeHne cimyxa. Y aered ¢ Tshkenoit ¢popmoil 3aboneBaHMs cMepTh HacTymaeT B Bo3pacte oT 10 mo 20 jer. OnxHako
y MAIMEHTOB C JIETKUMH CUMITOMAaMHU, MPOJOKUTEIBHOCTD KU3HU MOXKeT gocturare 50-60 net. B Hacrosiee Bpems
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HCCIEAYIOTCS Pa3JInYHBIC MTOAXO/bI K JICUCHUIO 9TOM OOJIC3HH, BKJIIOYAsi TPAHCIUIAHTALMIO KOCTHOTO MO3ra M I'eHHYIO
Tepanuro. OHAKO MOTHOIIEHHOTO UCIIETICHUS OT MyKomonucaxapuao3a Il Tnma moka He CyIiecTByeT.

Tepanus nayeHToB ¢ MyKonoyimcaxapuao3om 1l Thna mpoBOANUTCS C NCTIONB30BAHUEM MY PCYIb(hasbl U HIAYPCYIIb-
(ha3pr O6era. DTH Tpemaparsl MPEICTABIAIOT CO00 PEeKOMOMHAHTHYIO (DOPMY UEIIOBEUECKON HITypOHAT-2-Cyab(ara3bl
U cTanu kommepuecku goctynubivu ¢ 2006 roga B CIIA nox ToproBeiM HazBaHueM «Onanpasza». [Ipu ucnonszoBanuu
JAHHOM Teparnmy HaOJIIONAI0Ch CHIDKEHUE Pa3MepoB TIEUCHH U cene3eHKH Ha 20% 1 25% COOTBETCTBEHHO OT MCXOIHBIX
JIAaHHBIX [2].

Myxkononucaxapuno3 IV tumna xapakrepusyercs psiioM ocodeHHOCTel. Bo-niepBbIX, HOpMasbHas TONIMHA KOCTEH
CBOJIa Yeperia — 3TO OJ{HA U3 KIIFOUYEBIX 0COOCHHOCTEH MyKomonucaxapuao3a [V tuma. OmaHo# U3 0co0BIX 0COOCHHOCTEH
MIIC 1V sBusiercst Tunormiasus 3y00BUIHOTO OTPOCTKA. JlJaHHOE 3a00JIeBaHUE TPUBOANT K HEJOCTATOUHOMY Pa3BUTHIO
9TOrO y4acTKa 4eperia, YT0 MOXKET BBI3BIBATH OTPE/ICICHHBIC CUMIITOMBI 1 OCIIOKHEHHS Y TTalleHToB. Enie oHOI BBIpa-
JKEHHOH 0COOCHHOCTBIO MyKoIIocaxapu1o3a [V Tumna siBisieTes IaTHCIIOH M - COCTOSTHHE, TIPH KOTOPOM TI03BOHKH
MO3BOHOYHNKA YTOHYEHHBIC WIIH axke AeopmupoBanHslie. Hakoner, nanHoe 3a0o01eBaHue XapakTepu3yercs aedopma-
nueit snudusos [2].

JLis 3amMecTUTeNbHOM Tepanuu MyKoronucaxapumo3a [V tuma paspadoran npemnapar anocyinbdasa anbda, KOTOPBId
MIPEe/ICTaBIsIeT cO00H PEeKOMOMHAHTHBIN (hepMeHT N-alleTHIraaakTo3aMHH-0-Cylib(arassl. DTOT Hperapar, W3BECTHBIN
I0JT TOPTOBBIM Ha3BaHueM «Bummsumy, 06t o00pen B CILIA, Espore u bpazwmuu B 2014 roxy [2].

Cunzapom Maporo-Jlamu, unn Mykorucaxapunos VI Tuma, sBiseTcss peJKUM I'eHeTUYeCKUM 3a00JIeBaHUEM, CBS-
3aHHBIM C AepunnToM apuicyinbdarasel B (N-anetniranakro3aMus-4-cynbdarassl). ITa TH30cOMabHAS 00JIE3Hb HAKO-
IJICHUS XapaKTepU3yeTcs 3aepKKOH pocTa, KOCTHO-CYCTaBHBIMU U3MEHEHHUAMH, TeNaTOCIIEHOMeTaIuel, yBeTUIeHHEM
cep/la KilanaHbl ¥ KapAuOMHONATHeH. J{jis ieueHnst 3Toro BpoykAGHHOTO HAPYIICHNSI 0OOMEHa BEILecTB OblIa 0100peHa
pexomOuHaHTHast hopma apuicyibparassl B, n3BecTHas moj ToprossM HazBaHHeM «Harmasumy (rancynsgasa) [2].

bonesuv Iomne unu enuxoeenos I muna — penxoe reHETHIECKOE 3a00JIeBaHNE, TIEPEAAIOIIeecs! 110 ayTOCOMHO-pe-
[IECCUBHOMY THITy U XapaKTepu3yromieecs 1e(UIMTOM KUCIION anbpa-Tmnko3naassl. OpraHaMHu-MHUIICHIMA JaHHON 00-
JIE3HU SBISIFOTCS CKEJIETHBIE MBIIIIIBI, IEYE€Hb U CEPIEYHAs MBIIINA. B 3aBUCHMOCTH OT CPOKOB MPOSIBIIEHHS] CHMIITOMOB
BBIZICIISIIOT JIBE KIMHWYECKHe (POpPMBI OOJIe3HH — PaHHIOK (MH(PAHTUIHHYIO) W TO3IHIOK (FOHOIIECKYIO M B3POCIYIO).
Wndantuipnas Gopma nposiBIsieTcsl B IEPBII roJ] )KU3HN peOCHKa, XapaKTepH3yeTcsi OBICTPBIM IPOrPECCUPOBAHUEM
M BBICOKOM 9acTOTOH JIeTATBHOTO ncxona [3].

Hawubornee yacTbiMu cumMntoMamu imkoreno3a 11 tumna sisistiorest MuonaTust (MpIILIeYHas c1adoCTb U arpodus), Ma-
Kpomntoccus (YBeIMUCHUE pa3Mepa sI3bIKa), YacThle HH(EKIIUH IbIXaTeIbHBIX ITyTel U THIepTpoprIecKas KapAHOMHUOIA-
Tus (3aboneBaHue cepAla, XapaKTepHusyolieecs YTONIEeHHeM CTeHOK MUOKap/a). KiimHuueckas kapTuHa mpejcTaBiIeHa
TpeMs BUAaMH OOJIC3HU: pPaHHENH(aHTWIBHOM (OCTpOe TeUeHHe, JeTAIBHBIN HCXoM 10 | Toma), roBeHWIbHOH (3—10 Jer,
CepACYHO—JIETOUHAsI HeIOCTaTOUHOCTh nocie 20meT), B3pocioit (20-35 yeT, CKoIno3 TPyIHOTO OTAENA U A0KUBAIOT JI0
CTapoCTH).

Jleuenne 6one3nn [Tomne mpenmonaraet MOXU3HEHHOE MTPOBEICHIE (PEPMEHTO3aMECTUTEIFHON TepaIiy, HallpaB-
JICHHOH Ha yiry4nieHne (OyHKIUH JbIXaTeNIbHOM U Cep/IeuHO-COCYINCTON cucTeMbl. JIedeHue BKIIIo4aeT B ce0sl MHBEKIINU
PpeKOMOMHAHTHON KUCIION anb(a-TITNKO3MAA36], TOTYISHHOW M3 KIETOYHOW JIMHUH SWYHHWKA KUTalckoro xomska. [Tpn
JTAaHHOM 3a00JIEBAHUH ITPOMCXOUT HEIOCTATOYHOCTh AKTUBHOCTH JIN30COMHOH 0-d-IVTIOKO3MAa3bl B MBIIILAX U ITEUCHH,
YTO TPUBOANT K OTIOKESHHUIO HETHIPOIIM30BAHHOTO TIIMKOT€HA M PA3BUTHIO MATOJIOTMYECKOTO IIporiecca. MBITIIIEL, 0CO-
OEHHO Cep/IeUHbIE U CKeJIETHBIE, CTPAAAIOT OT HAKOIUICHHSI HETUAPOIU30BaHHOTO TIIMKOT€Ha, YTO IPUBOIUT K IOCTETIEH-
HOMY HapyIICHUIO METa00JIM3Ma MBIIIEYHBIX KJIETOK M MPOTPECCUPYIOIEH MBIIIEYHON TUCTpOdHN.

OCHOBHBIM ITpENapaToM, UCIIOIb3YEMbIM BO BpeMs (pepMEHTO3aMECTUTEILHOM TepamuH, siBisieTcs mpenapar «Muo-
3um» (CILHA). DtoT npenapar npezcrasiseT co00i peKOMOMHAHTHYIO KHCITYIO alb(ha-IITIOKO31UAa3y ¥ BBOAUTCS BHYTPH-
BEHHO JUIsl KOMIIEHCALIMH HEI0CTAaTOYHOCTH (epMeHTa. [laToreneTnyeckas Tepamnus HalpasjieHa Ha yCTPaHEHHUE JIbIXa-
TEJIBHON U CepAECUHO-COCYAUCTON HEOCTAaTOUHOCTH [3].

PesynbraroMm 9x30kpunnoll (6HewnecexpemopHoul) GyHKyuu nooAHceryOOuHoU ducenesvl SIBISIETCS MPOIYKITHS TaH-
KPEeaTH4EeCKOro CEKpeTa, KOTOPBII COIEP)KUT OCHOBHBIC IMHIIEBAPUTEIbHBIC (DEPMEHTHI — JIMIA3y, IPOTeasy ¥ aMuIIasy,
a Taxoke BOAY C EKTPOIUTAMHU. DTH (pepPMEHTHI BRIITOIHSIOT POitb «Oydepa» B TIOIOCTH ABEHAIIIATHIIEPCTHON KHIIIKH,
noaaepKuBas ontuManbHbd pH 7,5-8,5 mi1s ruaponrsa Nuum U HEWTpainu3ysl KUCIOTHBIN JKeTyIOuHbId Xumyc. BbI-
pakeHHas PK30KpHUHHAs HETOCTATOYHOCTh MPU XPOHHYECKOM ITaHKPEaTHTE MPOSBIACTCS CHaYaja B HETOCTATOYHOCTH
JUMasbl. 3aTeM BO3HHUKAET KpeaTopesi, yKa3blBarollas Ha HeJOCTaTOK MaHKpeaTHIeCKUX MpoTeas, KOTOpoe B TeUEHUE He-
KOTOPOTO BPEMEHH MOKET KOMIIEHCHPOBATHCS KUIIEIHBIMU (PEPMEHTAMH.

OCHOBHBIM JIEHCTBYIOIIMM BELIECTBOM (DEPMEHTHBIX MPENapaToB SIBISIETCS MaHKPEaTHH, KOTOPBI CONEPXKUT ITPO-
Teasbl, TUIMa3bl U amunasy. [Iporeassl — TpUIICHH, XUMOTPUIICHH, MENTHA3BI U 2JIACTa3bl — Pa3pyHIAIOT IENTHIHBIE CBA3U
B aMHHOKHUCIIOTHBIX Ileroukax. OHaKo MaHKpeaTndecKas JIMIa3a MOKa3blBaeT AKTUBHOCTh TOJIBKO MPU HATMUUH JKEITIH
B TOJIOCTH JBEHALATUIEPCTHON KUIIKU. AMHIIa3a, B CBOIO OYEPEb, NEHCTBYET HA MOIMMEPHBIE YITIEBOJBI, TAKUE KaK
KpaxmaJl, INUKOTeH U MeKTUHBI, 00pa3ys MalbTO3y, MATETOTPHO3Y U APYTHE ONUrocaxapuasl. Bee ¢hepMeHTHI maHKpeaTu-
YECKOT0 CeKpeTa (PyHKIMOHUPYIOT ONTHMAJILHO B HEUTPAIbHOM MM cIa0oIIeIoqHoN cpene ¢ pH-onTumymoMm.

JLis mpoBeieHNst 3aMeCTUTENFHOH (hepMEHTHOM TepaNiy IIPH XPOHNUECKOM TAaHKPEaTuTe U KYITHPOBAHHUS O0IEBOTO
W JIUCTICTICHYECKOTO CHHAPOMOB Hanbonee d(QEKTUBHBIMU SIBIISIIOTCSI ITPENapaThl, COAEPKAIINE YUCTHII MaHKPEaTHH.
Onu crierUIeCcKH BO3ACHCTBYIOT HA HOPMATM3AIHIO MTHIIEBAPEHIS ITyTEM BOCCTAHOBIICHHS HAapyIICHHBIX ()eépMEHTa-
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TUBHBIX 3(P()EKTOB MMOHKETYIOTHON Kelle3bl. B COBpEMEHHOM MPaKTHKE UCTIONB3YOTCS MUKPOTAOICTKH, 3aKITFOYCHHBIC
B Karcyiay U 00JaIaroniue JBOWHBIM YPOBHEM 3aIIUThI. MeXaHu3M CHUKEHHs 00JIEBOTO CHHIPOMA MpUeMoM (pepMeHT-
HBIX [IPEapaToB IIPH XPOHUYCCKOM MTAaHKPEATHTE OCHOBAH Ha 00PATHOI CBS3M — M30BITOK CEKPETa B MOJIOCTH JABEHA/ILA-
TUNIEPCTHOM KUK YMEHBIIIACT €T0 BBIICICHNE, a ACPHUIINT CTUMYITHPYET CEKPEIHIO TTODKETYI0OYHOH skene3bl. J[BoiHas
000JI04Ka 3aKITFOYACTCs B KAICYyy U IUICHKE, MOKPBIBAIOIIYI0 MUKPOTAOIETKH, PACIIOIOKEHHBIC BHYTPH KaIlCylbl. B 3a-
BHCHUMOCTH OT YPOBHS 3JIaCTa3bl 10 pe3yiIbTaTaM 3JIacTa3HOr0 TecTa MOa00p 036l (PepPMEHTHOTO TIperapara y O0IbHBIX
C XpOHUYECKUM MAaHKPEATUTOM MOXKET BapbUPOBATHCSI.

Jlns medenust XpOHIMYECKOTO MTAaHKPEaTHTa M3 BCEX CYMISCTBYIOIINX Ha COBPEMEHHOM PHIHKE (DEPMEHTHBIX TTaHKpe-
aTUHCOAEPIKAINX MPernapaToB HHTEPEC 3aciTyKUBAeT npenapat «IpMutaiby (I'epmanus). DpMHUTaIb COAEPKUT MaHKpe-
aruH, norydeHHbIi u3 [DK cBHHBH, 1 Ha HaIlIeM pBIHKE MPeCTaBicH B 3 (opmax. DepMeHTO3aMEeCTUTEIBHAS TEPAITHS
OOJBLHBIM ¢ XPOHUYECKUM MMAHKPEATUTOM TOKa3aHa MOXU3HEHHO, HO JI03bl (PEPMEHTHBIX MPENapaTtoB KOPPEKTUPYIOTCS
C YYETOM TMHAMHKH KIMHUYCCKHX MPOSBICHIA MaTbaOCOpOLNH, N3MCHEHUH MTUIIEBOTO PAIIOHA, COCTOSHHS COCCIHUX
opra”oB u cucteM. [Ipu Tsoxensix Gopmax XI1 ¢ BeIpaxkeHHOW BHEITHECEKPETOPHOM HEIOCTATOYHOCTHIO JIJIST 3aMECTH-
TeJIbHON Tepanuu J103a MaHKpeaTHUHa B pacyeTe Ha JIMIMAa3y MOXKET A0CTUraTh 150 ThIC. €MUHUILL TUNa3bl B CYTKH [4].

Ha ocHOBaHMM KIIMHUYECKUX UCCIIEAOBAaHUHN YCTAHOBJICHO, YTO (ePMEHTO3aMECTUTEbHAS TEPAIus SIBISIETCS 3(-
(eKTHBHBIM ¥ 0€30MaCHBIM METOJIOM JICUCHHSI, XOPOIIO IMEPEHOCHMBIM ITAIUCHTAMHU U O0JIAIAIOIINM HU3KOW Y4aCTOTOM
MOOOYHEIX (P PeKTOB. PaHHSAA MHarHoCTHKa M HAYaJl0 TEPAITUU UMEIOT BaKHOE 3HAUEHHE /IS JOCTIKCHUS TePaIleBTH-
YeCKUX Liesiel y manueHToB ¢ 6onesnbio [oe. [Ipumenenne GpepMeHT03aMeCTUTEIBHON TEPAITMK B COOTBETCTBYFOLIMX
JTIO3MPOBKAX TTO3BOJISICT HOPMAJIM30BaTh MapaMeTPhl TeMOTIIOOMHA U TPOMOOITUTOB, COKPATHTh Pa3Mephl IIEYCHH H Cele-
3€HKH, YMEHBIIUTH O0JIb B KOCTSIX U YaCTOTY KOCTHOMO3TOBBIX KPHU30B, a TAKKE 3HAYUTENLHO YITyUIIUTh KAY€CTBO KU3HU
MALUEHTOB U UX CEMEH.

JlnmurenpHOE MpUMEHEHNE Tepaluy y MAMeHToB ¢ 0osie3Hbi0 [01le B T€USHHE TSITH JIET MO3BOJIIET COKPATUTh Ha
25% 4uCIOo TSHKENBIX OCI0KHEHUH, CBI3aHHBIX C CEPIAECYHO-COCYIUCTON CUCTEMOH U oukaMu. PaHHee Havyallo JiedeHus
MpeIoTBpaIIaeT ocloKHeHus Oonee yeM B 20% ciiydaes, 3aMeJIsieT Pa3BUTHE THKENIBIX OCIIOKHEHUH M yBETNYHBACT
[IPOAOJKUTENILHOCTD M KAY€CTBO YKM3HU MaLMEHTOB.

VY nereii ¢ pa3IMIHBIMA THIIAMH MYKOITOJIMCAXapHI030B, 0COOCHHO TSDKEIIBIMU (PEHOTHIIAMH, U Y TTAIIUEHTOB C MY-
Koronrcaxapuno3om Il tuma, HauaBIIMX PEPMEHTO3aMECTHTEIBHYO TEPAITUIO 10 5 JIeT, HAOIFOIACTCs CHIXKCHUE DKCKpe-
MY TIIMKO3aMHHOTJIMKAHOB C MOYOM, CTaOMIM3AIlHs PEerypruTaliy Ha KilanaHax cepira U HopMaau3aius GepMeHTOB
TICUCHH, a TAKXKE Pa3pCIICHUC T'elaTo- U CIUICHOMETaJnu. JTO MoaTBepkaacT 3()(EKTUBHOCTD JIUTEIBHON Teparuu
y IeTel ¢ MyKOTIoJIncaxapua03aMH, BKIIFodas HefipoHomaTimaeckue GopMsl, U y AeTeil ¢ Mykomnoircaxapuao3om 11 Tuma,
HAuaBLIUX TEPAIUIO A0 5 JET.

Myxomnonucaxapuo3 VI THma 0O0bI9HO JIETKO ITOI03PEBACTCS y IETSH U TMTOIPOCTKOB C TSDKEIBIMU (hopmaMu 3a00-
JieBaHUs Onarogapst XapakTepHbIM BHEINTHUM MTPU3HAKAM, OJTHAKO TP MEIJIEHHOM MPOTPECCUPOBAHUH CUMIITOMBI MOTYT
OBITH MCHEE BBIPAYKEHHBIMH, YTO 3aTPYIHICT JHATHOCTHKY. Bee marueHTs! ¢ Mykononrcaxapuao3oM VI tuma pa3BUBaioT
CephE3HBIC OCIOKHEHHSI. 3aMECTUTENbHAS TepaIus rajcyibha3oit HeoOXoAMMa TSl CHUYKEHHUS SKCKPEITUH TITMKO3aMHUHO-
IJIMKaHOB C MOYOH U YITyUIIICHHS MTPOSIBICHUN 3a00JICBaHUS Y TIAIIUCHTOB.

Bonesns [Tomrie xapakTepu3yeTcst TSHKEIbIM TEICHHEM W pa3HOOOpa3ueM CUMIITOMOB, YTO CITOCOOCTBYET MO3IHEH
nuarHoctuke. OHa TpeOyeT MUpoKoro audQepeHInaIbHO-IHarHOCTHYSCKOTO MTOUCKA, HCKITFoUas IPYrue HapyIICHUS
HEHPOMBIIIIEYHOW CUCTEMBI M TIIMKOTEHO3BI. biraromapsi METUKOTeHEeTHIECKUM METO/IaM M aHajoraM ()epMEHTOB CTajlo
BO3MOKHBIM YJIYYIIUTh TIOKA3aTEeIH KU3HU U MPOJOIKUTENBHOCTE AeTel ¢ 6osesnpio [Tomre.

®DepMeHTO3aMeCTHTEIbHAS TEPAIsl HEOOXOMMa TIPH PAa3BUTHH IK30KPHHHOMN HETOCTaTOYHOCTH IMOKEITYTOIHON
JKEINIe3bl M €€ paKa B CIydasiX, KOTa MpOUCXOauT atpodus Oonee yem 90% mapeHXUMbI OpraHa, 4YTo 4acTo MPOUCXOIUT
IIpU XPOHUYECKOM NaHkpearuTe. OCHOBHBIMU MTOKa3aHUSMU AJIs1 TEPAIIUU SIBJISIFOTCSI CTEATOPEs], POrPECCUPYIOILEE O-
Xy/JlaHUE, THapesi ¥ JUCTICIICHUYCCKUE CUMITTOMBI. D()(HEKTUBHOE JICUCHUE BKITFOUACT OTKA3 OT aJIKOTOJISI, TUCTY C HU3KOKa-
JIOPUHHBIM COZIep’KaHUEM JKHPa, 3aMECTUTEIHHYIO TePaInio 1 00ph0y CO CTOWKHM B3IyTHEM JKHBOTA.

Bce BbIIIIe mepeunciIeHHbIe TATOIOTHH SIBIISIIOTCS CEPhEe3HBIMU 3a00JIeBaHUSIMU, TPHUYNHON KOTOPHIX B OCHOBHOM,
SIBIISIFOTCS TCHETHYCCKUE IE(EKTHI, TPUBOJISIINAEC K HEJOCTATOYHOCTH OIPEICICHHBIX (pepMEeHTOB. DTH 3a00IIeBaHHS Xa-
PaKTEPHU3YIOTCSI TIPOTPECCUPYIONTUM TEUSHHEM, BBICOKOW MHBAMJIM3AIMEH W BBICOKOW CMEPTHOCTBIO marnueHToB. Oc-
HOBHBIMH TIPU3HAKAMHA KIIMHUYECKON KAPTHUHBI ISl OOJNBIIHMHCTBA OOJIE3HEH SBISIOTCS OPraHOMETausl, KOCTHBIC aHOMa-
JIUY, HapyIIeHHS IEHTPATLHOM HEPBHON CHCTEMBI B OCOOCHHOCTH CTPOCSHHSI BOJIOC U JIUTIA.

[NanueHTs! ¢ TSOKENBIMU WK pedpakTepHBIME aHADUIAKTHYSCKUME PEaKIMsIMUA TTPHU (pepMEHTO3aMEeCTUTEILHON
Tepanuu TPeOyIOT IUTNTETHFHOTO KIIMHIIecKoro HabmoneHus. [loBTopHOE Ha3HAUCHHE ITperapaTa ClieTyeT OCYIIeCTBIATh
C OCTOPOXKHOCTBIO y TAIIUCHTOB, Y KOTOPBIX B IMPOIILJIOM OTMEUAIIUCh aHA(DHIAKTUICCKIE PEaKIK Ha BBeICHHE (pepMeH-
TOB. B mporecce Tepanny HEOOXOIUMO HAIWYHE CIIEIHAIbHO 00YIEHHOTO METUITMHCKOTO TIepCOHANIa U PeaHNMAaIliOH-
HOTO 00OpynoBaHUs. TspKeNble U OMacHbIe AJIs )KU3HU PEaKIMU TUTIEPIYBCTBUTEBHOCTH SIBIISIIOTCS POTUBOIIOKA3aHUEM
JUIs1 TIOBTOPHOT'O MPUMEHEHMSI TEPAITUH.
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B 60opn0e ¢ pakoM MomKeITyJO9HOH KeTe3bl, OTHUM U3 HanboJjiee arpeCCUBHBIX M CIIOKHBIX BUIOB OHKOJIOTH-
YECKUX 3a00JICBaHHH, TOUCK I(PPCKTUBHBIX JICKAPCTBEHHBIX MTPEIAPATOB SIBISICTCS OCOOCHHO aKTyaIbHOM 3aJa4uci.
HeCMOTpH Ha 3HAYUTCIIbHBIC ITPOPHIBLI B MGHHHHHCKOﬁ HayKe, JICHCHUE 3TOT'0 BUA paKa OCTACTCA CIIOKHBIM U Ya-
CTO HEOCTATOUHO 3((HEKTHBHEIM. B CBsI3M € 3THM Ba)KHO IIPOBECTH TITyOOKHIA aHAIN3 TIOTEHITHATFHBIX JICKAPCTBECH-
HBIX COCIMHCHHI C LENIBI0 BBISIBICHUS MPEHApaToB, COCOOHBIX IPPEKTUBHO OOPOTHCS C PAKOM MOIKEITYIOYHOMN
JKEJIC3BL.

In the fight against pancreatic cancer, one of the most aggressive and challenging types of oncological diseases,
the search for effective drugs is particularly relevant. Despite significant breakthroughs in medical science, the
treatment of this type of cancer remains complex and often insufficiently effective. Therefore, it is important to
conduct a comprehensive analysis of potential drug compounds to identify those capable of effectively combating
pancreatic cancer.

Kniouesvie crosa: pak, mopKeny0uHast )kenesa, reMiuTabuH, Gropyparu, S3pioTHHIO
Keywords: cancer, pancreas, gemcitabine, fluoruracil, erlotinib
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Lenp nanHON pabOTHI — MPOBECTH CPABHUTEIIBHBIN aHAIN3 TeMINTA0NHA, (TOPYpaLiIa U SPIOTHHHOA C aKIIEHTOM
Ha UX 3((EKTHBHOCTD B JICUCHUH PaKa MOHKEITYI0THON KeIe3bl. AHAIN3 HU3NKO-XUMHUICCKUX CBOHCTB, (hapMaKOKIHE-
THKH U TIOTEHIIMAJIA KayK/I0TO U3 IPernaparoB MO3BOJINT BELIBUTH HaHOOJIeE IIEPCIEKTUBHbIC HAITPABJICHHS B Pa3paboTKe
HOBBIX JICKAPCTBEHHBIX MPETIapaToB JIIsi 00PbOBI ¢ ATOH THKEIION U OTTACHOH ITaTOIOTHEH.

[Torpebienne GOBILIOr0 KOJIMYECTBA KMPOB B IHILY, @ TAKKe KypeHHE, XPOHHUECKHH MaHKPEaTUT M CaxapHbIH
JadeT SABJIAIOTCS OAHUMHM U3 IIaBHBIX (DAaKTOPOB PUCKA PA3BUTHS paKa MOKEITyI0YHON skene3bl. Ecim ponb caxaproro
qua0eTa B KauecTBe (pakTopa pUCKa OICHUBACTCS PA3IMYHBIMU MCCIEAOBATEIIMU HEOAHO3HAYHO, TO 3HAUYCHUE XPOHU-
YECKOTO MaHKpeaTuTa NpU3HaHO BceoOmmM. [Ipy Hamuuuu XpOHHMYECKOTO TTAHKPEaTUTa PUCK PAa3BUTHS PakKa IODKEITy-
JIOYHOM keme3sl yBennuuBaeTcs B 20 pa3, a mpu HacIeICTBEHHON MpepacnoIokeHHOCTH — B 60 pa3. CBOIHBIC TaHHBIC
HCCIIEZIOBaHU 3apyOCKHBIX U OTEYECTBEHHBIX aBTOPOB MOKA3bIBAIOT, YTO PAK ITOXKEIYJOUHOI JKele3bl BBISBIISICTCS Ha
TEPMHUHAIILHOU CTaINM (HAJIMYMe HE PATUKATHLHON OMyXOJIH WIH yIaJeHHBIX MEeTacTa3oB) y 85—90% mannueHToB, ¥ TOIb-
k0 B 10-15% ciyuaeB coxpaHsieTcsi BO3MOXHOCTb ITPOBEIEHHSI PaUKaIbHON onepanyi [1].

Tl'emunTabun (puc. 1) — 3T0 IeKapCTBEHHOE CPEICTBO, BXOAINEE B TPYIITy aHTarOHICTOB MUPHMHUIMHOB U 00Iagaro-
1ee UTOTOKCHUecKUM ddexToM. OH yCIenHO TPUMEHSIETCSI B XUMHOTEPAIIMU HECKOJILKUX BHJIOB paKa, BKIIIOYasi paKk
SWYEK, PaK MOJIOYHOM KeJIe3bl, paK SIMIHIKOB, HEMEIKOKIETOYHBIH PaK JIETKHX, PaK MOKEITYIOIHOM JKelle3bl U pak MO-
9YeBOTO My3bIpsi. MexaHu3M AefcTBUS TeMIIMTa0lHA OCHOBAH Ha €ro MPHHAJUICKHOCTH K TPYIIE IPernapaToB-aHaIoroB
HyKJIe03u10B. OH OiokupyeT nporiecc coznanust HoBoi JIHK, 4To mpuBOIUT K THOSIIN PAKOBBIX KJIETOK [2].
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