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B ctaTtbe npeacTaBieHbl JaHHbIE 10 UCTOPUM CO3AaHNS U BHEAPEHUSI B KIIMHUYECKYIO MPAKTUKY NaTtoreHETMYECKON pepMeH-
TO3aMECTUTE/IbHOM Tepanuu naymneHToB ¢ 60s1e3Hbto fowe. OTMeYeHb! ABa M1aBHbIX 3Tana: Ha4yas0 NPUMEHEHUS aHasaora
depmeHTa B-D-roKo3uaassl, MOy4eHHON U3 MaaueHTbl, — aabiiioLepasbl; BHeAPeHUe PEKOMBUHAHTHOM 0KoLepebpo-
3uaassl — umuroLepassl. llokazaHo, YTO eAUMHCTBEHHbLIM 3PPEKTUBHBIM METOAOM /ie4eHns 601e3Hun [olle CayxuT pep-
MEHTO3aMeCTUTEIbHas Teparuns, KOTopas, Mo AaHHbIM MEXIyHapOoAHbIX MCCAEN0BaHMI, KyrMpPyeT OCHOBHbIE KIIMHUYECKMUE
nposiBaAeHNs 601€3HM, yay4qluas Ka4eCTBO XN3HMN 6OJIbHbIX M HE OKa3bIBasi BbIPayKEHHbIX MO60YHbIX 9PPEKTOB. B HacTosee
BpeMs MCronb3yT uMuIoLepasy, noa AeACTBUEM KOTOPOM MPOMCXOAMT rMAPOAN3 [IMKOMNUAA [loKoLepebpoanaa
[0 [T1II0KO3bI U Liepamuza rno o06bIYHOMY MyT MeTabom3ma MemMBpaHHbIX TMNnA0B. IMurnoLuepasa nokasaHa A5 A/IMTeb-
HOV 3aMeCTUTENIbHON epMeHTOTeEPanun y 60J1bHbIX C MOATBEPKAEHHOM 60/1e€3Hbto [owe 1-ro n 3-ro tmna.

Knr4yeBble cnoBa: 60/1e3Hb [oLie, pepMeHTO3aMeCTUTEIbHAs Tepanus, UMUIOLepasa, AeTH.

(Meanatpnyeckasn papmaronorus. 2014; 11 (3): 80-84)

BBEAEHMUE

bone3Hb lowe (Bl) — Hanbonee pacnpocTpaHeH-
Haf ayTOCOMHO-PeLECCUBHO Haclegyemas NM30COMHas
60/1€3Hb HAaKOMJIEHUS, BO3HMKaAOWAA B pe3ysbTaTe CHU-
eHnnsa odyHKuum depmerTta B-D-rnioko3upassl Bcnen-
CTBME MyTaLMi B reHe rnioKouepebposnaasbl GBAL, pac-
NnonoXxeHHoMm B xpomocome 1q21. Jednunt aKTMBHOCTH
depmeHTa NPUBOANT K HAKOMIEHMIo cybcTpaTa, CIOXKHOIo
rAMKonunuaa rnioKkouepebpo3naa, B TKaAHEBbIX MaKpo-

darax MHOrMX OpraHoB, TaKMX KaK MeyvyeHb, cenesdeHka,
KOCTHbIM MO3r [1].

KnuHnyeckun pebiot Bl BKAOYaeT renatocnieHo-
Meranuio, rematonorM4eckme U3mMeHeHunsa (TpoMo6oLUTO-
MEHUID, aHEMUIO, NTEMKOMEHWMIO), CKEeNleTHble HapyLlleHUs
(XPOHUYECKYIO KOCTHYIO 60/ib, KOCTHblE KPW3bl, CHUXKE-
HWEe MUHePanbHOM MIOTHOCTM KOCTHOM TKaHW, MHOAPKThI
Tpyb4aTbiX KOCTEW, OCTEOHEKPO3, OCTOENIM3UC U NaToNo-
rMYecKMe nepenombl), HapylweHue pocTa; oTMevaeTcs
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3HAYUTENbHOE CHMXXEHWE KayecTBa KU3HKU pebeHKa v ero
ceMmbM [2]. TpagmumoHHasa Knaccudukaumsa bl npusHaet
3 KAMHUYECKU OTINYHbIE POpMbl: TUN 1 — HEHeWpoHona-
TUYECKUI, TUN 2 — OCTPbI HEMPOHONATUYECKUIN U TUN 3 —
XPOHUYECKUM HenpoHonaTtuyecknn. bonesHbp lowe 1-ro
TUMNa OTAMYaEeTCH OT 2-ro U 3-ro TUNOB OTCYTCTBMEM HEBPO-
NIOFMYECKUX MPU3HAKOB M CUMMNTOMOB, XOTS COYeTaHHas
HEeBpOIOrMyecKas MNatoNiorns MOXKeT BCTpeyaTbCs M Mnpu
aTon popme [2].

[Jo HepaBHEro BpeMeHU OOGHapyKeHue KneTok [ouwe
B MyHKTaTe KOCTHOIO MO3ra, Me4YeHn u ceneseHKn 6bino
€[IMHCTBEHHbIM MeTOo40M, noaTBepxaatowmm bl B 1994 .
Ha lMepBoM EBponenckom paboyemM coBelLlaHMn Mo nayye-
Huio Bl (UTtanund) 6bI10 YyCTAHOB/IEHO, YTO OMOXMMMUYE-
CKMM KpuUTEpMEM TO4YHOro auarHosa bl aBnaeTcs CHU-
EeHWe aKTUBHOCTM depMeHTa [B-D-rnokosungasbl HUKe
30% o1 Hopmbl. YpoBeHb [3-D-rnoko3upasbl onpepens-
eTcsa B fienKkouuTax (in vitro) nnn B Kynbtype ¢mnbpobna-
cToB (in vivo). bBuoxmmnyeckoe onpeneneHme akTMBHOCTH
3-D-rnoKo3naasbl MPOBOAMTCA C MCMNONb30BaHUEM CY6-
cTpaTa — paAMoaKTMBHO MeYeHOro raKouepebposnia
WM UCKYCCTBEHHOTO cy6ecTpata 4-MetTunymoéennudepun-B-
rntoKonupaHosnaa.

bonesHb lowe 1-ro Tvna crtana nepBon M30COMHOM
601€e3Hblo, NPU KOTOPOW ycrelwHo B6blla NnpuMeHeHa dep-
MeHTo3amecTutenbHasa Tepanusa (P3T): nepBoHa4vanbHO
(c 1991 r.) npumMeHsanacb noflydeHHasa M3 NnaueHTbl Mto-
Kouepebposngasa (anbrnwouepasa), a 3atem (¢ 1994 r.) —
pekomMbuHaHTHasa rKoLepebposnaasa (MMUraoLepasa).
Mpn BuUcuepanbHOM (OpraHHOM) W remMaTo/IoOrMYECKOM
pe6ote bl umurnouepasa Tak e BbICOKOIPPEKTUMBHA,
KaK M Npu HEKOTOPbIX acneKTax KOCTHOW NaTonorMm B npe-
fenax WMPOKOro gMana3oHa TepaneBTUYecKnx 4o3. OteeT
Ha JiedeHne o0yc/oB/IEH TUNOM 3a60/ieBaHUS U CTEMNEHbIO
BOBJ/IEYEHHOCTHU K/IETOK, OPraHoB M cuctem. B uenom Hau-
NyYlWKUI OTBET NpeAcTaBAeH MpU OLLEHKe remartosiormye-
CKMX M OpraHHblX NapameTpoB. HekoTopble acneKTbl KOCT-
HbIX MOPaXEHWN, TakMe KaK OCTEOHEKPO3, OCTEONU3WC,
He MOryT 6biTb 06paTUMbl. TeM He MeHee paHee Ha4dano
Nle4eHUs CHUXKAaEeT PUCK HeobpaTUMbIX OCNTOXKHEHUN [3].

U3 UICTOPUMU BOMPOCA

Ha Ha4vanbHbIX 3Tanax nevyeHune bl npoBoaMNOChH NKLlb
C NOMOLbIO CUMMATOMATUHECKON UKW NannaTMBHOW Tepa-
nuK, 3aK/lYaBlUenca B CnleHIKToMun. OgHaKo, aaH-
HOe BMelaTeNbCTBO XapaKTepM30BaloCb MOBbIWEHHBIM
PUCKOM MpUCOEAMHEHNUS BTOPUYHON MHPEKLMK, NOBbIWE-
HWEeM 4acTOTbl KOCTHOM NaTON0M MK, M36bITOYHbLIM OTIOXKEHU-
em cybcTpaTta B nevyeHu ¢ pa3sutuem ¢unbposa n umpposa
W B NIEFKMUX C Pa3BUTUEM IEFOYHOW TMMNEPTEH3UU, yxyale-
HWEM HEBPOJIOTMYECKUX NPOSABAEHUIN NpK 3-M TUNE.

Maoes BO3MOXHOM KOPPEKLUMW IM30COMHbIX 60n1e3HeMn
HaKoMNIeHUs nyTeM BeBeAeHUa pepmeHTa 6blsia BbiCKa3aHa
ewe de Duve B 1964 r. OgHaKo, A0 BHEAPEHWUSA 3TOr0 METO-
[a B K/IMHUYECKYIO MPaKTUKY NpoLnio eue okono 20 net.
B 3aKkcnepuMeHTax Ha KynbType K/IeTOK C HU3KOW aKTUB-
HOCTbO JIM30COMHbIX (EPMEHTOB OblIO BbLISBEHO, 4YTO
BHECEHHbIN B KynbTypasnbHylo cpedy dbepMeHT cnocobeH
NPOHMKATb B KNETKY M YCNELWHO paclennsTe HaKOMIEHHbIN
BHYTPUKNETOYHbIM cybcTpart. [pu aToM 6bIS1I0 MOKa3aHo, Y4To

HEeT HeO06XOANMMOCTH BO BBEAEHWNUN BbICOKMX 403 pepMeEHTa,
MOCKONbKY Aa)ke noagepraHue 1-5% ero HopmanbHOM
AKTMBHOCTM AOCTATOYHO AN KOPPEKLMMU METAaBONYECKOTO
nedekta. B Hayane 1970-x IT. B MUAOTHbIX KINHUYECKUX
ncenegoBaHusx 6bi10 MOKa3aHo, YTO BUCLIEPabHblEe opra-
Hbl XOPOLIO OTBEYAlT Ha Tepanuio, HO MPU NTU30COMHbIX
60Ne3HAX HaKOMIEeHUs He yaaeTcs BOCCTaHOBWUTb HEBPO-
Nornyeckuin gedunumT, NOCKONbKY GEepMEHT He MPOHUKaeT
B rematoaHuedannyecknin 6apbep [1, 4].

Bnepsble B 1974 1. R.O. Brady npuMeHuUn B KayecTBe
Tepanuu 3KCTPaKT niaueHTapHon B-D-rnoxko3ungasbl [5]
M OTMETUN MOCTENEHHOE YNyYllEeHWEe COCTOSHUA 2 60J/ib-
HbiX. B nocneaylolwmx uccnegoBaHmax 6bl10 yCTaHOB-
NIEHO, 4YTO BHYTPUBEHHbIE MHPY3UM HATUBHOM nnaueH-
TapHou P-D-rnoKo3uaasbl  CHUXKanM  KOHLEHTpauuio
rnoKouepebposna B NeYeHU U KPOBM, HO KIMHUYECKas
3pPEKTUBHOCTb AaHHOM Tepanuu 6bina orpaHuyeHa [6].
CneumnodunyHoe Bo3aencTene 3-D-rnoKo3nasbl Ha KNETKK-
MULWEHN (MaKpodarun) 6bi10 Moay4eHo nocne Moandu-
uMpoBaHns depMeHTa C MPUCOELMHEHMEM K HEMY MaH-
HO30-Kap6ornapaTHbIX OCTaTKOB, KOTOPbIM Obll Ha3BaH
anbrapuepason.

B 1991 r. B cBOEeM mnccnegosaHum N. W. Barton n coaBT.
[6] BnepBble ans neyeHuss 12 nauyueHTtoB ¢ bl npume-
HUNK anbriouepasy (Uepepasa), kotopas npeacraBnser
cobon rnKkouepebposnaasy, NoayYeHHyto M3 MNaaueHThbl
yenoBeKa, HanpaB/lEeHHO BO3AENCTBYOLWY Ha MaKpoda-
r'n. Y4eHble ycTaHOBMAK, 4TO Npu ao3e Llepeaasbl 60 EL/Kr,
BBOAMMOMW NapeHTepanbHO Kaxable 2 Hefl, pa3mMep nevyeHu
coKpalanca Ha 15-20% B TeyeHUe nepBbIX 6 Mec feve-
HUA U 6onee Yyem Ha 25% nocne 12 mec nevyeHus. B nocne-
OylolleM YCTaHOBMEHO, 4YTO 3dGdEKT OT 3aMeCTUTENIbHOM
Tepanuu oTMeYaeTcs U Ha 60o/iee HU3KOW 03e PpepMeH-
Ta — 15-40 E[J/Kr c BBegeHMeM Kaxable 2 Hepq [7].

Takum o6pasom, ¢ 1991 r. B Mupe cTana NpMMeHsTbCS
natoreHeTndyeckas Tepanusa bl Tvna 1 (blrl), ocHoBaHHas
Ha NOXW3HEHHOM 3aMeCTUTEeNIbHOM BBeAeHUN depMeHTa,
aHasnora 4yenose4vyecKoro pepmeHTa 3-D-rnoKko3naasbl, 4To
NPUMBOAUT K perpeccy natofiorM4yecKmux M3MeHeHUn nopa-
YEHHbIX OPraHoB U BOCCTAHOBMEHUIO UX QYHKLNNA.

Ycnex 3TOro metoja fleyYeHuss CTUMYAIMpOBa YYeHbIX
K paspaboTtke O3T ana apyrux Gopm NM30COMHbIX 60n1e3-
HeW HaKonjeHus. B ganbHenwem aTomy crioco6cTBoBano
COBEPLEHCTBOBAHWE TEHHO-UHXEHEPHbIX METOAO0B: CO3-
[aHue CcUCTeM, CMOCOBHbIX MPON3BOANTb BOJbLUME KONTNYe-
CTBa YenoBevyecKoro d¢epmMeHTa, 1 IMHUN MblLLIEN, Ha KOTO-
PbIX MOXHO BbIMOMAHATb AOKAMHWMYECKUE MCCedoBaHUA
no ®3T. B KayecTBe nepBbix CUCTEM AN NMPOM3BO/CTBA
depMeHTOB 4enoBeKa ObliM BbipaboTaHbl KINETKU AUY-
HUKOB KUTAWCKOIO XOMSiYKa. ATU KIIETKU XOPOLUO KyNbTU-
BUPYIOTCH, U B HUX peannsdyeTcs ovyeHb 6aM3Kas K 4yeno-
BEKY cucTeMa MoauduKaumn 6enKoB. TaKKe BaXKHO, 4To
cBepxakenpeccns K AHK nM30COMHbIX GpEPMEHTOB B 3TUX
KNeTKax NpMBOAUT K TOMY, 4YTO YeSI0BEYECKNIN BENOK CeKpe-
TUPYETCS B Ky/bTypasbHYtO cpedy, YTo NO3BOASET NonyyaTb
depmMeHT B 60MbLUMX KonnyecTBax [8].

OueHKa remMaToNOrM4ecKoro M OpraHHoro oTeeTa M
KOCTHbIX 060CTPEHUIN SBNSETCA CTaHAAPTHbIM MUHUMab-
HbIM KpUTEPUEM OLEHKN 3PPEKTUBHOCTU Tepanun npu bl
B NOBCEAHEBHOM NPaKTUKe.
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B npaKTUKy neguartpa

B 1994 r. nocne ycnewHoro npoBeaeHns ABYX KIUHU-
YECKUX MCCnefoBaHUM K MPUMEHeHUo 6bina gonyueHa
UMUINoLepasa — venoBeyecKas pekombuHaHTHasa ¢op-
Ma rnoKouepebposngasbl (Llepesnm, xkensanm, CLUA).
OAHO M3 NepBbIX UccnegoBaHWM NO CpaBHEHUIO 3P PEKTUB-
HOCTM MMUIOLEpPas3bl M arfuepasbl 6bI10 NPOBEAEHO
G.A. Grabowski n ap. B 1995 r. OHo BKAtOYano 15 nauwu-
eHToB ¢ Bl 1-ro TMna, 1 No pe3ynbTaTtaM UccleaoBaHus
3pPEeKTUBHOCTb NpenapaTtoB Oblfia 3KBMBaneHTHa [9]. MNoa
LecTBMEM MMUTAOLEpPasdbl MPOUCXOAUT FMAPOANS TNK-
Konunuaa rniokouepo6bpo3naa A0 MOKO3bl U Liepamuaa
no o6blYHOMY MNyTM MeTabonnamMa MeMOpaHHbIX JIUMK-
nos. B nepsom uccnegoBaHuu oueHuBanucb 6e3onac-
HOCTb M 3QPEKTUBHOCTb anbrioLepasbl U UMUIOLEPa3bl
B pexxume 60 E[l/Kr Kaxable 2 Hef, BO BTOPOM — CpPaBHMU-
Baslacb YacTtoTa BBegeHua 15 E[l/kr 1 pa3z B 2 Hea v 3 pasa
B Hef, NPW 3TOM CYLLECTBEHHbIX PA3IMYMIN MEXKAY rpynnamu
He nony4yeHo [1].

Mmurnouepasa 9BASeTCsS CTaHA4APTOM NE€YEHMS C OMbl-
TOM K/IMHWMYECKOro npumeHeHuss 6onee 19 net 6onee
yeM y 5500 naumeHToB. [NOKa3aHMe K NPUMEHEHMUIO: AU-
TenbHasa depmeHTo3aMecTuTeNbHas Tepanus y naumMeHToB
C NOATBEPXKAEHHbIM AMarHo3om 6one3Hu lowe 1-ro Tmna
(6e3 HeWpoHOMaTUYECKUX MNPOABAEHUN) unn 3-ro Tvuna
(C XpOHUYECKMMWU HEMPOHOMATUYECKUMU MPOSABAEHUAMM),
Yy KOTOPbIX MMEKTCA KIMHUYECKM 3Ha4YMMble HEHEBPOSO-
rMYecKue nposiBieHUs AaHHOro 3aboneBaHusd. K HeHeB-
POSIOTMYECKUM TMPOSIBAEHUSAM OTHocAaATcsa 1 unm 6onee
M3 cneaylolwmx CUMMNTOMOB: aHEMUS (MOCNE WUCKIOYEHUS
OPYrux MPUYMH, TakKUX Kak aedpuuut xenesa), TpPomb6o-
LMTOMEHNS, KOCTHble 3abosieBaHus (Mocrie UCKIoYEeHUs
OPYruxX NPUYKH, Takux Kak aeduuut BuTtamuHa D), rena-
ToMerannsa wmnu cnaeHomeranua. Metoabl 3PpPEKTUBHOM
Tepanuu ang 2-ro TMnNa He OMucaHbl B CBSI3W C TEM, 4TO
npenapaTt He MNPOHMKaEeT Yyepe3d remaToaHuedanmyeckum
6apbep. Lepesum Bbinyckaetca B gose 200 unun 400 EL.
B cBs3u ¢ reteporeHHocTblo Bl go3y npenapata cneay-
eT noabupatb WMHAMBMAYANbHO: €€ MOXHO YBENW4MBaTb
WK CHWXKaTb B 3aBMCUMOCTM OT YCMELIHOCTU AOCTUKEHUS
TepaneBTUYECKUX LeNner Ha OCHOBAHWKU OLEHKWU KIIMHUYe-
CKUX nposiBfieHun. NepBoHavyanbHasa Ao3a COCTaBASET OT
30-60 EA/Kr npu 1-m TMne go 120 EA/Kr npu 3-M Tune.
lMpenapaT BBOASAT BHYTPMBEHHO KanesbHO MeANeHHo 1 pas
B 14 gHen [10].

MmeloTcs MexayHapoaHble pekoMeHjauuu no
neyeHuto 6o0ne3Hn [owe: NpPUMEHEHME [O03 HUXKe
2,5 E[/Kr maccbl Tena 3 pasa B Hea MAW OOHOKpaT-
Hoe BBegeHue 15 E[l/Kr mMaccbl Tena Kaxable 2 Hepq
NnoKaszano Yyay4ylweHne remaTosiorMyeckMx napameTpoB
M CHWXXEHWEe opraHoMeranuu, HO He BAMSANO Ha napa-
METpbl KOCTHOW cUCTeMbI. [IpUMeHeHne Ha4vanbHbIX
no3 60 E[l/Kr maccbl Tena OAHOKpPATHO KaxKable 2 Hepq
B Te4YeHue 6 Mec Nnokasano ynyyleHue remartosnorunye-
CKMX M BUCLiepanbHbiX MapaMeTpoB, a B AafibHenwem
npMBOAMIO K MNPUOCTAHOBNIEHUIO MNPOrpPeccupoBaHms
MW YMEHbLEHUIO BblIPaXKEHHbIX KOCTHbIX MOPaXKeHuw.
Peakumn Ha BBeaeHue npenapaTta cBA3aHbl ¢ o6paso-
BaHWeM aHTUTen NpOoTMB BBeAEeHHOro 6enka, HO OHM
He MOCTOSIHHbIE M MOTYT 6bITb KYNMPOBaHbI CTaHAAPTHLIMMU
cpeacteamu [11, 12].

AAHHbBIE KNTUHUYECKUX UCCNIEAOBAHHUI

MNepBble MacwTabHble pe3ynbTatbl NO OLeHKe abdeK-
TMuBHOCTM ®3T y 1028 nauneHToB Ha ¢GOHe 3H3MMOTe-
panun B TevyeHue 2—-5 net 6biavM nonydyeHbl B 2002 T.
no JaHHbIM MexayHapofHoro peructpa bl Cpeau nauu-
E€HTOB C aHemMuel ypoBeHb reMorfiobnHa Bo3poc A0 HOp-
MasbHbIX UK NMPAKTUYECKU HOPMasIbHbIX BEIMYUH B Te4e-
HMe 6-12 mec. Cpeamn nMauMeHTOB C TPOMOOLIMTOMEHUEN
M COXPaHHOWM cefie3eHKOM OTBET Obln MoJiyYeH B Nnepsble
2 rofla Cc MOCTENEHHbLIM YyNyylleHWeM B MocielyloLlem,
Y CMNEH3KTOMUPOBAHHbIX NALMEHTOB KOIMYECTBO TPOMOO-
LMTOB HOpManuM3oBanocb B nepBble 6-12 mec. O6beMbl
neyeHn cokpatunucb Ha 30-40% (B 1-1,5 pasa), cene-
3eHKM — Ha 50-60% (B 2—-8 pas). Cpean nauneHToB
C KOCTHOW 60/1bI0 M KOCTHBIMUW KPU3aMW NPOSBAEHNUS KyMu-
poBanucb 4yepes 2 roga OT Hayana Tepanun y 52 n 94%,
COOTBETCTBEHHO [13].

MNocneaHne paHHble no pesynbtatam 10-netHen O3T
y 60/ibHbIX ¢ 1-M TMnom Bl ony6nukoBaHbl B 2012 T.
MpoBeaeH aHanua B 2 rpynnax cpeiu HECMIEHIKTOMUPO-
BaHHbIX WU CMIEH3KTOMUPOBAHHbIX NauneHToB. HavanbHas
[03a Tepanun coctaBnsna ot 15 go 90 EJ/kr, nocne 10 net
y 60nblWKMHCTBA NauneHToB — oT 15 no 45 E[l/Kr Kaxable
2 Hep. NpoaeMoHCTPUPOBAHO 3HAYUTENLHOE YCTOMYMBOE
ynydleHue coctoaHuns naumenTos ¢ bl (p < 0,05), KoTopoe
OLleHMBANIOChb MO TaKMM NapameTpam, Kak ypoBEeHb remo-
rno6uHa, Yncno TPOMOOLIUTOB, 0OBEM MEYEHU U CENIE3EHKHM
(ecnu 60/1bHOMY HE MPOBOAUIN CMIEHIKTOMMUIO), Hanu4une
KOCTHbIX 60J1EM U KOCTHbIX KpU30B [3].

TepaneBTnyeckne uenn O3T B negvaTpum UMeOT
CBOM OCOGEHHOCTM B CBA3W C TeM, 4YTO pebeHOK npej-
cTaBnfeT cobon pacTylwmi, pa3BUBaIOWKUNCA OpPraHuU3M.
Han6onee nonHbi aHanma adpodeKTMBHOCTM P3T anbriio-
Lepason/MmMurinioLepason B neaguatpuyeckon npakTuke
npoeegeH B 2008 r. y 884 peten ¢ bl 1-ro tTuna. B 49%
cnyqyaeB bl 6bina guarHoctmpoBaHa ao 10 net u ewe
B 17% — B Bo3pacTte oT 11 po 20 net. NccnepoBaHue
BKJIIOYANIO OLIEHKY YPOBHSA remMornobuvHa v TpoMO6OLMTOB,
pa3mMepoB CeNe3eHKU U NevyeHu, MUHEPaNbHOW NIOTHOCTH
KOCTHOW TKaHW Mo Z-Score, KOCTHbIX MposiBNieHun (6onum
B KOCTAX M KOCTHble KpK3bl) U POCTOBLIX MOKa3aTeNew.
Yepes 8 net oT Havyana Tepanuu 6bII0 NOKa3aHOo yy4lle-
HWEe KIIMHWYECKMX NapameTpoB Yy abCoOTHOrO 60JbLUNH-
ctBa geten: y 100% Hopmann3oBancs ypoBEHb remMorsio-
O6uHa, y 95% — ypoBeHb TPOMOOLMTOB, HOPMaNM30BasNCh
06beMbl NMEYEHU U CeNIe3eHKU; Yyepeld 6,6 SIeT Hopmau-
30BaiCb MapaMeTpbl MUHEPaNbHOM KOCTHOW MAOTHOCTU
(ncxopHas megmaHa Z-score — -1,4, KOHeYHasa MeanaHa —
-0,34), yepes 2 roga He 0TMeYanoChb KOCTHbIX MPOSIBIEHUI
B BME KOCTHbIX 60/1€M U KOCTHbIX KpM30B [14].

B otaenbHbIX nccnefgoBaHusax Oblia NnpoBeeHa OLeHKa
BAnAHMA P3T Ha oTaenbHble KIAMHUYECKME NnapameTpbl.
Mpn aHanuM3e pocToBbIX MOKazaTenewn okono 25% petew
¢ bl 6b11n HMKe oXmaaemoro pocTta. Bocemb M3 geBaTH
nauneHToB, KOTOpble ObLIM Ha YPOBHE WM HUXKe 5-ro
NepUEHTUNA B Havane uccnegosaHus, 4yepe3 4-36 mec
oT Havyana P3T nmenn HopmanbHble TEMMbI POCTa. Takum
o6pa3oM, Ha poHe P3T y geten yganocb o6UTbLCA cpea-
HUX 4019 nonynsauMu nokasaTenen pocrta. B petpocnek-
TUBHOM uccrefoBaHum 212 nayneHToB ¢ 60ne3Hblo [owe
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TMoka3saHuAa K npumMeHeHNIo: [11A ANUTENbHON GePMEHTO-3aMeCTUTENIbHON Tepani y NaLUMEHTOB C NOATBEPX/AEHHBIM A1arHO30M 60/1e3HM owwe NepBoro Tuna (6e3 HeMPOHONATMYECKUX NPOAB/EHMIY) UM TPETHENO THNa (C XPOHNYECKNMM
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p ! uyBCT HOCTb K aKTMBHOMY UHTPEAMEHTY UV APYIMM KOMMOHEHTaM npenapara.

C ocTopoxHocTbio: CieayeT co6/ioaTh OCTOPOXHOCTb MPY BBEAEHNM NPeraparta nauneHTam, y KOTopbix Hab/iiofaeTcs 06pasoBaHiie aHTUTeN Wi CUMMTOMOB TO| 0if YyBCT KL (anbrniouepase).

Cnoco6 npumeHeHNA U A03bi: [1nA BHYTPUBEHHON MHY3UN. MNepea NpYMeHeHemM ColepXXIMOoe Kaxaoro dnakoHa cneayeT BOCCTaHOBUTL BOAIOW NA UHBEKLNI, O6bEANHUTD HECKONbKO GNakoHOB B 3aBUCMMOCTY OT NPeAN1CaHHO A03bl 1
passectu pacteopom NaCl 0,9 % ana B/B nHbeKUWii Ao obiero o6bema 100-200 M7, Moce Yero BBOAUTDL MyTem B/B UHY31M B TeueHre 1-2 4acoB M CO CKOPOCTbIO, He MpeBbilwatolei 1 Ef/Kr macchl Tena B MUHYThI. BoccTaHOBNEHME 1 pa3BefeHre
npenaparta ciieayeT NPOBOANTD B aCENTUYECKMX YCroBuAX. TpuMeHeHMe HauabHbIX 403 B 60 EA/KT Macchl Tena OfHOKPATHO KaxX/able 2 HEeN B TeUeHMe 6 MecALIeB MOKa3ano ysyulueHe reMatoforMyeckix 1 BUCLEpabHbIX NapameTpos, 1 B

[AanbHelilem NPUBOANIO K NPYOCTAHOB/EHMIO MPOrPeCCMPOBAHNA NV yMEHbLUIEHIO BbIPAX@HHOCTI KOCTHbIX MopaxeHnid. [pymeHeHne o3 Hike 2,5 Ef/Kr maccbl Tena Tpy pasa B HefieNio U OAHOKpaTHOe BBeAeHMe 15 Ea/Kr macchl Tena kaxapble
2 Hepienn NoKa3aso ynyuleHue reMaTosornyecknx NapameTpoB 1 CHIKEHIE OpraHOMerau, Ho He BAMANIO Ha NapaMeTpbl KOCTHOM CUCTEMbl.

Mo6ouHoe aeicTeue: K Hanbonee YacTbiM HeXenaTeNbHbIM PeakunAm (MPUGNUUTENBbHO 3 % NaLVMEHTOB) NPV NPUMEHEHUM NpenapaTa OTHOCATCA PeaKLy NOBbILIEHHO YyBCTBUTENbHOCTY. CUMMTOMbI NOABMINCH BO BPEMSA NPOBEEHMA NHby3nn
VN e BCKOpe Noc/e ee OKOHYaHWA; OHM BKAKOYanu B ce6a 3yA, NPUMBI, KPanvBHWLY/aHT MIOHEBPOTNYECKI OTeK, AMCKOMPOPT B 061aCTh rpyAHON KNETKM, TaXMKapAWIo, LMaHO3, PeCcriMpaTopHble CUMMTOMbI 1 NapecTesuio.
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B npaKTUKy neguartpa

No OLEHKe KayecTBa MW3HWM C MOMOLLbIO BOMPOCHMKA
SF-36 Health Survey 6b110 NOKa3aHO CHUXeHWe Gpuanye-
CKOM aKTMBHOCTM U 0OLWEro COCTOSHWSA 340POBbS Y JnL,
c 60ne3Hbto lowe no cpaBHEHUIO € ob6uien nonynsaunen
W yny4qlweHue 3TuUx napameTpoB Ha ¢oHe P3T. B ogHOM
M3 KIWHWUYECKUX MCCNeaoBaHWM, BKAOYaBLUEM 6-NeTHUN
nepuog HabnwoaeHun, y 9 geten ¢ bl 1-ro tvna u 2 geten
¢ bl 3-ro Tna Ha poHe P3T Mmurnouepas3on oTMeveHa
HOpManusauusa ypoBHSA remMoriobuHa 4vepes 2 roga u
KonunyecTtBa TpombounToB 4Yeped 1 rog y 7 nauuMeHToB,
KynMpoBaHWe remMopparMieckoro cCMHApoma yepes 6 mec,
CHWXXEHWe YpoBHA xuToTpuosmpgasbl B 10-20 pas [15].
B apyrom nccnepgoBaHuun no BausHuio 3T Ha cocTosHMe
KOCTHOW TKaHW y AeTer M NoApoCTKoB y 19 nauneHToB
OTMEYEHO yny4leHne Z-score No CPaBHEHMIO C MCXOAHbI-
MU AdaHHbiMK: ¢ -1,38 go -0,73 3a 8-9 net, aHanormy-
Hbl OTBET Y 23 NoApOCTKOB — € -2,16 ao -1,13 3a 10 net
ne4vyeHus [16].
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3AKJ/IIOYEHME

KnuHnyeckrne nccnegoBaHusa nokasanu, 4To GdepMeH-
TOo3aMecTuTeNbHaa Tepanusa addeKTuBHaA, 6Ges3omnacHa,
XOPOLO MNEPEHOCUTCA M MMEET HWU3KYK 4acToTy nob6ouy-
HbiX 3ddeKTOB. PaHHAS AMarHocTMka 6one3xHun lowe w
CBOEBPEMEHHOE HayaNlo Tepanuu WUMUIIIOLEPa30n
(Uepesnm) — BaHble coCTaBngowme Ans OOCTUMKEHUN
TepaneBTUYECKUX LeNen.

BHenpeHne depmMeHTO3aMecTUTENbHOM Tepannn B KNn-
HUYECKYIO MPAKTUKY MO3BOJIMIO 3HAYWUTENIbHO COKPaTUTb
4Yncno HeoBOCHOBAHHbLIX MaNIMaTUBHbLIX BMeELLATENbCTB;
npu NPUMEHEHMM B COOTBETCTBYIOLLMX 1O3MPOBKAX — HOP-
Manu3oBaTb MapameTpbl remorno6vHa M TPOMGOLMTOB;
COKpaTUTb pasMepbl MeYEeHU W CENE3EHKW; YMEHbLIUTb
60/b B KOCTSIX, 4aCTOTy KOCTHOMOSIOBbIX KPU30B, KOCTHO-
MO3roByl0 MHOWNLTPALMIO KneTKamu [olle; Hopmanuso-
BaTb KOCTHYIO Maccy, pOCTOBbIE MapaMeTpbl U 3HAYUTENbHO
YAYYLINTb KAYECTBO XU3HN NALMEHTOB U UX CEMEN.
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