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AKTyanbHOCTh. bonesns 'ome - Haubosiee yacTas popMa HaCJIEICTBEHHBIX (hDePMEHTOIIATHUH,
00BbeIMHEHHHIX B T'PYIIITY TU30COMHEIX 00JIe3HEN HAKOIIJIEHUS, TPUBOOSAININX K HACIeqCTBEHHOMY
neduiuTy B-raokonepedpo3umassl (B-riIroK0o3uaas3sl) - JIN30COMHOTO (pepMeHTa, Y9aCTBYIOMIETO B
merpafaluy IPOOYKTOB KJIETOYHOT0 MeTabonu3Ma. AKTUBHOCTE JAaHHOTO (pepMeHTa 3aBUCHUT OT
MHOTUX (paKTOPOB, TaKUX KakK MpaBUIILHOE CBOpaYMBaHUe U JIM30COMaJsibHas JTOKaIu3allus, Ha
KOTOpPHIEe BIUSIOT MyTaluu B reHe (GBA) [5]. 3aboneBanue BcTpedaeTcs ¢ 4acToTou oT 1:40 000 mo
1:60 000 y npencraBuTesieid Bcex STHUYeCKUX rpynn. Yto kacaetcs Poccurickou @epmepaiuu, T0 C
y4eTOM OaHHBIX IOCTIEeIHEeN Iepenucyu HacesleHus, npoBegeHHou B 2020 rony, 4ucio
OUArHOCTUPOBAHHBIX CJIy4yaeB cocTaBisieT onuH Ha 430 Twic. yenoBek. HaubombIas
pacmnpocTpaHeHHOCTh OTMedYaeTcs B YpanbckoM (31 manueHT Ha 12,3 MiH xkxuTenei), [IpuBOIXKCKOM
(68 Ha 29,2) u LlenTpansuoM (88 Ha 39,4) denepanbHbIX OKpyrax. OCHOBHOU (pOPMOU JT€UeHUS
6ose3nu I'o1rre siBNIsieTCs epMeHTHAsI 3aMECTUTEeJIbHASA TePamus, OIUTEIbHOCTh KOTOPOH
cocTtaBsieT oT 1,5 Mecs1ieB o 22 neT, IpenapaToM umirnuiepasa (Ilepe3uwM, [IkeH3alM,
I'mypasum). [1]

IDenb. BeisiBUTL 9 GEKTUBHOCTS UMUTITIOIIEPA3kl, PACCMOTPETh (hapMaKOOUHAMUKY U
(hapMaKOKMHETUKY HaHHOTO Mpernapara.

MeTtoapl. M3yueHne qaHHOM TEMBI OCYIIECTBJISIIIOCh Ha OCHOBE MPUMEHEHUT 00IeHayYHBIX
METO[IOB MCCJIEJOBAaHUS B paMKaxX aHAIUTUYECKOT0 ¥ CTaTUCTUYECKOT0 aHaJIn30B, a TaK¥kKe
CpaBHEHUSI.

Pe3ynbTaThl. B cepenune XX Beka, Ha HadaJIbHBIX 9Talax, jedeHue 00Jie3HU ['ollle TPOBOOMUIIOCH
JIUIIb C TIOMOIIBI0 CUMIITOMATUYEeCKOM UM ITajl/InaTUBHOU Tepaluu, 3aKJIl0YaBIIecs B
crinenakToMmuu. Boepsrie B 1974 r. R.O. Brady npuMeHUI B KAYeCTBE TePAITUU SKCTPAKT
IIalleHTapHoM b-D-TmioK0o3umas3sl, KOTopas CHUXKajla KOHIIEHTPAIHUIo TII0Kollepebpo3uia B IeUYeHu
1 KPOBU, HO KJIMHUYeCcKast 3(pPeKTUBHOCTEL MaHHOU Tepanuu Oblyia orpaHudeda. B 1991 r. N.W.
Barton nmpuMeHUn anbsriolepasy, IOJIyYeHHYI0 ITocae MoguduIupoBanus GepMeHTa C
IIPUCOEeINHEHNEM K HeEMY MaHHO30-KapOOTUAPaTHEIX OCTAaTKOB. MEHHO 3TOT IIpemapaT JeiCcTBOBal
Ha cnemnududeckre KIeTKu-MuineHu (Makpodaru). M Tonpko nuitik B 1994 r. mocne mpoBeneHust
KJIIMHUYECKUX MUCCIIeNOBAaHUY K MPUMEHEeHHUI0 OblyIa AOITyIeHa nMuriionepas3a. OHa mpeacTaBiiseT
co60o¥ MomuPUITMPOBAHHYI0 (GOPMY KHUCIOH B-TIIIOKO3UIa3kbl YeJI0BeKa, MPOOyIUPyeMy0 KJIeTKaMu
SUYHUKOB KMTACKUX XOMSYKOB C ITOMOIIBI0 peKoMOuHauTHOM [JHK-TeXHOJI0THH, C MAaHHO3HOU
MonuduKalen Ojisd HallpaBIeHHOT0 B3auMoaecTBUs ¢ Makpodaramu. [3] Kak u3BecTtHo, meduuT
AKTUBHOCTHU B-TTUKO3UAA3bl MPUBOOUT K HAKOIIJIEHUIO Cy0CTpaTa, CJIOKHOTO TJIMKOIUITHAA
THII0KO0Ilepebpo3nga, B TKaHEBHIX MaKpodarax MHOTUX OPraHOB, TaKUX KakK IIe4YeHb, Celle3eHKa,
KOCTHBIM MO3T. ®apMakKoJIOTUYeCKOoe OelCTBUE IpellapaTa HallpaBIieHO Ha KOMIIEHCALUIo
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(byHKIIMOHATBEHON HEIOCTATOYHOCTH (hePMEHTATUBHON aKTUBHOCTH B-TIII0KOIIEPeOpo3umas3Hi:
KaTaIu3upyeT TUAPOJIN3 JIUIINIA - TIII0KOoIlepedpo3naa, B pe3yabTaTe 4ero 00pasyTcs TJII0K03a U
liepaMu, IpenyInpexkaasi CKOIJIeHHe TIII0Koepedpo3uma B Makpodarax, mpernsiTCcTBY s
o6pa3oBaHUIO KIeTOK ['o1re.

Bo BpeMs BHYTpUBEHOU MH(DY3UU UMUTIIIOLIEpa3kbl B TedeHue 1 daca, ycrouuuBas hepMeHTHad
aKTUBHOCTB mocTturaeTcsa K 30 MUHYTe, IOC/Ie YeTro OHa OBICTPO CHUIKAETCS C IIePUOOM
nonyBeiBemeHus oT 3,6 go 10,4 munryT. [I1a3dMeHHBIM KIUPEHC BapbupyeTcs ot 9,8 mo 20,3
Mi/MuH/KT. O0BbeM pacupenesieHus B IepecyeTe Ha MacCy Tejia manueHnTa kKonebsietcs ot 0,09 mo
0,15 n/kr. Umurmionepas3a He ctocoOHa MPOHUKATh Yyepe3 reMaTodHIedanndeckuii 6apsep.

IIpemapart mmoKa3aH AJI OJIUTENBHON 3aMEeCTUTETbHON (DePMEHTHOU Tepanuu y O0JIBHBIX C
IIOATBEPKIEHHBIM OUarao3oM 6o0e3Hs ['ome 1-ro Tuna 6e3 mopaxkeHus: HEPBHOUW CUCTEMEL UJIU C
XPOHUYECKUM ITOpakeHNeM HEPBHOU CUCTEMEI, ¥ KOTOPHIX IPUCYTCTBYIOT KJIMHNUYECKHN 3HAYUMEBIE
HEHEeBPOJIOTUYECKUE IPOsIBIIeHNs 3aboeBanus (3-uit tum). K HEHEBPOIOTUYECKUM IPOSIBIEHUSIM
OTHOCSITCSI: @HEMU S, TPMOOILIMTOIIEHU S, KOCTHBIE 3a00JIeBaHUsI, TelaTOMeraius Uin
cuyieHoMeranusi. B cBsi3u ¢ TeTepOTeHHOCTHIO 60Jie3Hu ['olle mo3y mpemnapaTa AJjisi KaXkaoro
naiueHTa cienyeT mondupaTh MHOUBUAYAJIBHO, €€ MOKHO ITOBHIIIATh MJIM CHUXKATh B 3aBUCUMOCTH
OT YCIEITHOCTH OOCTUXKEHUS TepaleBTUUYECKUX Ilejied Ha OCHOBaHMUU OII€HKU KJIMHUYECKUX
nposiBneHul. [lepBoHavanbHas o3a uMuriionepassl coctasnsgeT 30-60 EII/kr npu 1-om Tune
6ome3uu I'omre u 120 EJI/kr ipu 3-M Turme. [IpemapaT BBOAST BHYTPUBEHHO KarenbHo 1 pa3 B 14
nHel. JledeHue criocOOCTBYET MMPUOCTAHOBIIEHUIO IIPOTPECCUPOBAHUSA O0JIE3HU M YMEHBIIIEHUIO
BBIPAK€HHOCTU CUMIITOMAaTHKU CO CTOPOHEI KOCTHOM cucTeMul. [IpuMmeHeHre B fo3e 2.5 EII/Kr 3
paza B Hepmemto unu 15 EJI/kr 1 pa3 B 2 Heenu CI0COOCTBYET YITYUIIIEHUIO TEMATOIOTUYECKUX
IapaMeTpOB, YMEHBIIEHUIO Pa3MeEPOB IeUeHU U CeJIe3eHKH, HO He BIUSAET Ha CUMIITOMEL CO CTOPOHEI
KOCTHOU CUCTEMEHI. [2]

HpI/IeM UMUTIIIOOEePa3bl MOZKET COIIPOBOXKOATBECSA PA3BUTHEM HE2XKeJlaTeJIbHBIX peaKHI/IfI, a MMEHHO:
OIBIIIKA, KallleJlb, aHl"I/IOHeBpOTI/I‘-IeCKI/Iﬁ OTEK, 3Y[, ChIIIb, 9YTO BCTPEYAEeTCA OOCTATOYHO PEenKo.
Peakuiuu Ha BBeIeHUE IIpernapaTa CBA3aHEBI C 06pa3OBaHI/IeM AHTUTEJI IIPDOTUB BBEOEHHOT' O Oernka, HO
OHHU H€e IIOCTOsAHHEIE U MOT'YT OBITH KYyIIUPOBAHBLI.

B 3aksioueHnu, X0TeJI0Ch OBl 00paTUTh BHUMaHUe Ha 3¢ (PEeKTUBHOCTD IIpenapaTa - y HallieHTOB C
aHeMuel ypoBeHb reMorjioOuHa BO3POC 10 HOPMAJILHBLIX BEJIMYUH B TeueHue 6-12 mec. Cpenu
[TallMeHTOB C TPOMOOLUUTONIeHNEHN U COXPAaHHOM! celle3eHKOM pe3yibTaT OblI IIONIyUYeH B IIePBLIE 2
rofa C IOCTEeIleHHBIM YIy4IlleHrneM B ITIOCIEOYIONIEM, V CIIJIEH3KTOMUPOBAHHBIX NAlliEeHTOB
KOJIMYECTBO TPOMOOIIMTOB HOPMAJIM30BaJIOCh B MepBhie 6-12 Mec. O6beMEl meYeH! COKPATHIINCh Ha
30-40%, cene3eHku - Ha 50-60%. Cpenu maliieHTOB C KOCTHBIMU KPHU3aMM ITPOSBIIEHUS
KyIIMPOBAJIUCh Yepe3 2 roga oT Hadaja Tepanuu y 94%.

BeiBoabl. EquHCTBEHHBIM 3¢ GEKTUBHLIM METOOOM JledeHus 0one3Hu ['oire cnyKuT ¢pepMeHTHAs
3aMeCTUuTeJIbHasdA Tepallud, KOTopasd CHOC06Ha Ky'l'[I/IpOBaTB OCHOBHBEI€ KJIMHUYECKHE ITPOABIICHUA
00Jie3HH, yiIyydlllas KaueCcTBO KU3HM OOIBHBIX M HE OKa3bIBasi BIPA’KEHHBIX TOOOYHBIX 9 GEKTOB.
[Ipyrue BapuaHTH 3aMEeCTUTEIbHON Tepanuu GepMeHTOB, HalleJIeHHBIX Ha MaKpodaru, IpoXoOsaT
KJIMHUYECKWE UCITBITAaHUS: (ejlarioiepasa, moaydeHHas u3 Gubpo61acToB YeI0BeKa, U
TaJIUTIIIoNepas3a - GepMeHT PAaCTUTEIILHOT O ITporcxoxkneHus. B gomonaernun K 3T s
3(hGEeKTUBHOTO JIeueHusT 00JIe3Hu ['0Ille pacCMaTPUBAIOTCS: CyOCTpaTHAS PEOYKIIMOHHAsT Tepalus
(Zavesca), omoOpeHHas OJisd HNaIlleHTOB C JIeTKOol (hopMoil 3aboieBanus; ¢hapMaKOoJIorundecKas
Tepanwus IarepoHoM, CIoCcoOHas mepecekaTh reMaTosHIehaTndecKuii 6apbep U HallpaBIeHHas Ha
MTOBHIIIIEHWE OCTATOYHOM aKTUBHOCTH (hepMeHTa IyTeM CTaOuIN3allny HeIPaBUIbHO CIIOXKEHHBIX
MYTaHTHBIX O€JTKOB, IpeOoTBPallleHre 3HIOOIIa3MaTUUYeCKOM PETUKYIYM-aCCOLIMUPOBAHHOMN
merpajaliiy B IIPOTEOCOMAaX U aKTUBHOT'0 000pOTa IU30COM; TPAHCILIAHTAIIMS I'€MOIO3TUYECKUH
CTBOJIOBHIX KJIETOK. [4,6]
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