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HoBbIA 3pUTPONOI3-CTUMYNUPYIOLLMI
npenapart ApaHecn (Aap63no3TuH anbga)
B KOppeKLyun aHeMUM NO4eYHOro reHesa

B HO. Wwuno

Pabouan rpynna no anemuu (PrA);
Llentp Auanusa npu FKB Ne20, Mocksa

Knawouesvie caosa: Tponuteckas 6one3ns nouxu; penaavhas anemus; puII0; rponunecxan no-

yeunana ueaocmamounocmb; duaaus.

Beenenne

AHemusa ssnsetrcA Hauboslee PaHHUM U 4ac-
TbIM OCJIO}KHEHMEM XPOHMYECKON Mo4YeyHON Hemo-
cratoyHocT (XITH) u obwiuHO pa3BuBaeTca npu
CHMIKEHMM CKOPOCTM KJIYOOHKOBOM (uabTpauumu
(CK®) no 60-40 Mn/MuH, XOTA MoOxeT Habmio-
JaTbCA M Ha paHHMX CTaAMAX XPOHMYeckoit 6o-
Je3nu noyek (XBII). AHeMus BHOCUT CylleCTBEeH-
HbIif BKJ2J B BLICOKYIO KapAMOBACKYJIAPHYIO CMep-
THOCTb, XapakTepHyio AnA Gonbneix XIIH, kax
yKe HaXOAALUMXCA Ha 3aMeCTUTEJILHOM Tepanuwu,
TaK M OKMIAIOLIMX AManau3a. B oranume oT apy-
rux (aKTOpPOB pMCKAa CepAeYHO-COCYAUCTBIX OC-
JIOXKHEeHMI, HedporeHHasA aHeMUS ABJIAETCA NO-
TeHUMaJbHO uaMeHsieMbIM dakTopoM. Koppekuus
aHEeMMUM 3PUTPOII0I3-CTUMYIUPYIOLIMMU Npenapa-
TamMu cHukaeT 3abosieBaeMOCTb M CMepPTHOCTb
DONbHBIX HA 3aMECTUTEJIbHOM NO4YeuyHOM Tepanuu

Yponorma. Hecbponorwa, Ne 9(37), Hon6pb 2007 r.

(3IIT), yMeHblUaeT U NpaKTUYECKH YCTPaHAET
norpebHOCTL B reMOTpaHCY3UAX, yAydlUaeT Ka-
YeCTBO JKM3HU U COUMAJbHYIO peabuauTauuio
6onbHeIX. Anemus npu XBII HocuT xapakrep ru-
flopereHepaTOPHOM, HOPMOXPOMHON! M HOPMOLIM-
TapHOI, CO CHMXKEHHBIM YUCJIOM PETUKYJIOLMUTOB,
M UMeeT MHOKeCTBEeHHbI} reHe3. OCHOBHbLIMM NMpU-
4yMHaMM pa3BuTua aHemum npu XIIH asasoTca
HeN0CTAaTOK BbIPAabOTKM 3HAOTEHHOTO 3PMUTPOINOd-
T1Ha (3I10), yMeHblIEeHNe CPOKA JKU3HM IPUTPO-
LMTOB B YCJIOBMAX yPEMMUECKOTO OKPY>KEeHUA (re-
Monus), pepuumut sxenesa. Takum obpasom, mno-
YeyHYI0 aHEMUIO MOXKHO XapaKTepM30BaTb Kak
runoperesepaTophyio («3I10-peduuutHyo»), ¢
npu3HakaMy remosamsa u aeduuymra Kenesa. Be-
Ayulee 3HayveHue B pa3Butum aHemuu npu XIITH
npuHagaexut aeduuuty saaorerHoro SI10. Ype-
MMM CBOJMCTBEHEH He CTOJIbKO abCOJIIOTHLINA, Kak
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OTHOCUTENbHbI Aeduuut sugoreHHoro 3IIO.
Konuenrtpauus 31O B kposyu Gonbubix XITH BO
MHOrO pa3 HuXke, 4yeM y GONbHBIX € TaKoi ke
TAMKECTbIO aHeMuu APYroi aTmonorum. B noaput-
PONO3TUHOBYIO 3Py NpobiaeMa Ne4eHMA aHeMMy
peluanach rjaaBHbIM 00pa3oM NyTeM reMOTpPaHC-
¢yauit, NnpUMEHeHUA npenapaToB KeJje3a M aHA-
poreHos. BHeipeHue B KJAMHMYECKYIO [IPAKTHKY C
koHUa 80-x rojoB NpOLJIOFO BE€Ka MpernapaToB
peKoMOMHAHTHOrO YeJI0BEYECKOro 3PUTPOMNO3TH-
Ha (pudIIO) peBOMOLMOHHBIM 06pa30M M3MEHNJIO
NMoaxod K Koppekuuyu HedpOreHHOM aHeMuH, Kak
npencTaByeHUs 06 aNeKBATHOCTH AMAJIM3HON Te-
panuu B uesioM. PeaynbTaThl PaHAOMU3NPOBaH-
HbIX, KOHTPOJIMPYEMbIX MCCJIeIOBaHMIt NNPOAEMOH-
CTPMPOBaJHM, YTO MX NpHMEHeHMe NO3BOJSAeT yC-
TPaHUTb aHEeMMYECKMH CMHAPOM M YMEHBLIUTHb
norpe6HoOCTL B FeMOTPaHCy3UAX Y NAaLMEHTOB Kak
Ha MpeaAvafiM3HON cTaauu, Tak u Ha ['Il, cuu-
3uTh 3ab0J1eBaeMoOCTb ¥ CMEPTHOCTL OONbHBIX 3a
cYeT cepAeyHO-COCYANCTBIX M MH(EKLMOHHBIX OC-
JIO’KHEeHUM NpH coOJIIONeHMM PEKOMEeHAOBAHHBIX
LleJIeBbIX 3HAaYeHUit ypoBHA remornobuxa [1). He-
MaJIOBa)XkHOe 3HAaY€HMe MMeeT MOBbILIeHME Kaue-
CTBO 3KM3HM, YJAyUlIeHue KOTHUTMBHBIX DYHKLMHA
M BO3MOKHOCTb COXpPaHeHUS TPYAOCMOCOOHOCTH.
Tlpodunaktika u xoppekuus anemuu pu3I10 npe-
moTBpawaer u/uan crnocobersyet obpaTHomy pa3-
BUTUIO TMNIepTPoduM MUOKApAA JIEBOFO 2KeJyNo4-
Ka, a TaKXKe CHMXKaeT yBeJMYeHHbIN BCJeACTBUE
aHeMuM cepAeydHblit BbIGpOC.

XuMuuyecKas crpykrypa

OpUTPONOATUHBI NEPBOrO MOKOJIEHMA, P4d-
I1O anbda u Gera, 110 CBOEH XMMMYECKON! CTPYK-
Type 6bl1M MaeHTHM4Hb! HaTuBHOMY JIIO M npen-
cTaBaAau coboi FIMKONPOTEMA C MOJIEKYJIAPHOIL
maccoir 30,4 klla. B cTpykType monexkysnr IIIO
BBLAEJIAIOT €JUHYIO MOJUMIENTUAHYIO LEeNOYKy U3
165 aMMHOKMCJIOT, MOABEPTrHYTOM TJIMKO3UJINDPO-
BaHMIO C NpucoeaMHeHMeM 4 cJIoKHbIX N-cBA3aH-
HbIX YTJIeBOROPOAHBLIX Lemneir (3amellleHue 3 ac-
naparMHOBBIX W_OAHOFO CEPUHOBOTO YYACTKOB),
MMEIOLMX HECKOJIbKO OTPUIIATENIbHO 3apAMKEHHbIX

cBOGOAHBIX CHAJOBBIX OCTATKOB, ONMpeAeNArLIMX
akTuBHocTh IIIO [13). Oxasanock, 4TO BbIpada-
TbIBA€TCA HEe eAMHas TFOMOTeHHas MoOJIeKyJa, a
cMechb pa3nMyHbIX M30gopM, onpeaesseMblX no
yucny cBOGOAHBIX CMAJIOBBIX OCTATKOB. JTO CBA-
3aHHO C TeM, 4TO TauMkKo3uauposahue pu3IIO
ABJIAETCA IMOCTTPAHCKPUITLIMOHHBIM IPOLECCOM 1
He HaXOAUTCA NMOA TAaKMM CTPOTMM FeHeTHMHeCKUM
KoHTpOJIeM, Kak TpaHcaAauua pudIIO MPHK. N-
cBsA3aHHble OOKOBbIe YrJieBOAHbIE LieNM NpeAcuH-
Te3UPYIOTCA Pa3JIMYHbIMU IH3UMAMM M ABJIAIOTCA
JIOCTYTHBIMM AJIA MOCTTPAHCAALMOHHOrO AobaBJe-
HuA k noaunentuay pydIlO. Kaxknaa nsocgopma
obnagaer cobcTBeHHOI G1oakTUBHOCTBIO. Haubonb-
et 3pMTPONOITUYECKON aKTMBHOCTbIO obnajaer
nsodopma 14. C gpyrosit cTopoHbl, u30¢opMbl
MEHbIWMUM YUCJIOM OCTATKOB CMAJIOBOM KMCJOTbI
nmeroT Gosbuiee cpoacTso K peuentopy OIIO
(OIIO-P), HO Dosee KOPOTKMI1 NMepMOn LMPKYJIA-
upu. OuniLeHHble koMMepyeckue npenapatsl 110
anbga u Gera cocToAT M3 cmecyu nsodopm ot 9 o
14 [2}.

OnoaTuHbl anbga u 6eTa MMEIOT OTHOCUTEJIb~
HO HebGOoMbLION NepHOoA IMOJyBbIBEAEHMA, YTO ANK-
TyeT HeoBX0AMMOCTb BBOOUTb MX B a3y KOppek-
UMK He pexke 3 pa3 B HedeJslo, M TOJILKO B MNOJA-
nepkuBawlyo a3y nedyeHuMA AOMYCKaeTcA
NoAKOXKHOe BsejieHue 1 pa3 B Hegemo (Tabamuua).
3aKOHOMEpPHO, YTO IJIMTEJIbHOe BpeMA yCUIUA
KJMHMIMCTOB M papMaleBTOB ObliM HanpaBJi€Hbl
Ha co3flaHMe npernapaToB HOBOrO INOKOJIEHUA C
oNbLINM NEePHMOAOM MOJYBbIBEJEHMUA, YTO MO3BO-
auno Obl NpuMeHATH Gosnee ynobGHBIE CXeMbl UX
Beenenus (1 pa3 B Hegesto, M Jaxke 1 pa3 B 2 He-
neau), YTO NpeACTaBJANOCH 0COGEHHO aKTyaJib-
HbIM AJs 6oJbHBIX B NpeAMajiM3HOM nepuone,
Ha NEepUTOHeaJbHOM AMaNM3e MJIM MOocjie ajoT-
paHcnaHTauuu nouku. ObbplyHaA cTpaTerusa 3a-
MeJAJIeHUA CKOPOCTM BblBeeHMA 6MOMOJIEKYJ cO-
CTOMT B MX METrMAMPOBaHMM, AMMEPUIALMM UIN
cuHTe3a 0eJIKOBBIX M MOJMIENTUAHBIX DJIEMEHTOB.
IIpu co3mauuy gap63Mo3THHA ObLJ NMPUMEHEeH Ho-
BaTOPCKMI1 MOAXOM, B LIeJIOM HallpaBJIeHHbIA Ha
MOBbIIIEHNE aKTMBHOCTU M CHMIMKEHMM KJMPEHCa,

Tabsuua  CpasBHuTesbHaA xapakrtepuctuka pudIlO anbda u Geta M napbamosTuna anvda
Haumenosanue Inoatun-a JnoaTkH-p Hap63noatii-a

Copnepxanse yrmesooposos, % 40 40 52
Yueno N-CBA3aKHBIX YMEBOAHbIX Lened 3 3 5
Nepuog nasyBbIBEAEHUA, YaChl:
BHyTpHBeHHbI% NyTL 4-11 8,8-10,4 18-253
MoAKOKHBI OYTh 19-25,3 24 48,8
Buogoctynrocts (n/k nyTs), % 30-36 15-50 37
KnupeHc (B/B yTb) MA/Yac X kr - 8,1-8,6 79 2,0
YacTota BBefieHms (pa3 B Hefenio) 1-3 0,5-3 0,25-1

ITpumenanue. Adanmuposano u3 Deicher R,Horl WH,2004 [11].

88

Yponorus. Hediponorus. Ne 9(37), Hoa6ps 2007 r.



TP

3aKJIIOYaLMIiiCA B HanpaBJIEHHOM
NeperaMKko3uIMpPOBaHUM — TIpUCOe-
AVHEHMM 2 OONOJIHMTEJbHbIX N-cBaA-
3aHHBIX YTJIEBOAOPOAHBIX YYacTKOB C
aKTMBHBIMM CMAJIOBbIMKM OCTAaTKaAMM K
6a3oBoit Mosekyne 3IIO, Tak Hasbi-
BaeMbllii «TJIMKOMHX>XEHEPUHI» UJU
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PMCyHOK 1. AMMHOKUCJIOTHaA [ocJIe0BaTENbHOCTL MOJIEKYJIbI

nap63n03TuHa a.nbd.)a

3aMeHa 5 aMHHOKUCIOT B MOMMMENTHOHON UeNOYKe MeTOROM
CafiT-HaNpaBJeHHOro MYyTareHeda MO3BO/MNA CO3JaTh 5 cait-
TOB IJHKO3M/POBAHMA, M3 KOTOPLIX 2 NOMNONHMTENbLHBIX B
nonosxenint 30 31 80. AGanmuposano ua Lin F-K, et al. Proc
Natl Acad Sct USA. 1985,82:7580-7584 u Elliott S, et al. Nature
Biotechnol. 2003;21: 414-421.

caiiT-HaMpaBJIeHHbI MyTareHes, [26).
B pesynbraTe 6bna cosmaHa npum-
LUMIIMAJIbHO HOBaA MoOJIeKyJa napba- 165
nosTuHa annda ¢ maccon mo 37,1
kla, uMelowasa 5 y4aCcTKOB FIMKO3U-
JIMPOBaHMA, a YMCJIO CBOBOAHBIX CH- 160
aJIOBbLIX TPYNN JAoBeldeHO pgo 22
(puc. 2, cM. us. BryaagKy). Jap6anos-
THMH asibda MMeeT MeHblUee CPOACTBO
kK peuentopy, 4yem OIIO anbca u
b6era, 4yTO mepeBewIMBaeTCA 3HauM-
TeJIbHO 60JIblIelt aKTUBHOCTBIO U /M-
TeJIbHbIM TIEPUOAOM TMOJIYBbIBEAEHUA
(20). Kax 1 npenapats! JIIO asbda u
6era, mapbsnosTur mpoayumpyercs
OBapuaJIbHbIMM KJIETKaMM KMTaNCKO-
FO XOMAYKA, NOABEPrHYTbIX BRJIIOYe-
HUIO TeHa Kap63no3THAa. AMMHOKMC-
JIOTHas MOCJIeNOBaTeJIbHOCTh aap6a-
MO3THHA OTJMYAETCH OT TAaKOBON
venoseyeckoro DIIO B 5 mosoxenn-
AX, YTO M MO3BOJMJIO OCYLUECTBUTH
npucoeAMHeHue AOMOJHUTENbHBIX
BETBejf yrieBoJOPOIOB K acNaparuHo-
BbIM OCTaTKaM B nonaoxeuuax 30 u
88 6e3 paspyweHuna obweit KoHGpoOp-
Mauum moJsiekyanl (puc. 1). Takum o6-
pa3oM, DapO3MO3TMH OTAMYAeTCA OT
OIIO BrIcOKMM comepIKaHMuEM YrIeBo-
OOB M CMaJIOBbLIX OCTaTkoB, DoJjee
BBICOKOM MOJIEKYJIADHON Maccoit u
YBeJIM4YEeHHBIM OTPHLATEJbHbIM 3apA-
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fononxutensHan N-CBA3aHHAR yrMEBOAHAA Lenb

—  3aMeHeHHbie aMHUHOKUCAOTDI
3amMeHeHHbIE aMHHOXHCNOTLI:

- Ala—30—ASN - His—32—Thr
-  Pro—87—Val - Trp—88—Asn
- Pro—90—Thr

BoM [23].

Mexanuam pedcTens

IlonaratoT, uro nogobuo pudIIO papbsnos-
TUH aJibha cBaA3biBaeTca ¢ DIIO peuentopom Kne-
TOK NpeJlIecTBEHHNKOB 3PMTPON033a, aKTUBUPY A
BHYTPUKJIETOUHbIE CUTHaJIbHble MEXaHU3Mbl, XOTH
U MMeeT CHMMKeHHoe Ha 23 % CpOoACTBO K pelen-
Topy no cpaBHeHuto ¢ pudIIO. Axktuauma 3I1O-
P Beger x ero docchopunupoBaHuio u noaumepu-
3aliM¥, OTKPBIBAaA Y4YaCTKM CBA3bIBAHUA AJA
BHYTPHKJIETOYHbIX CUrHaJbHbIX GesnkoB (Ras/mu-
TOreH-aKTUBUpPYIOWeN KHUHa3bl, KUHa3bl-3-goc-
daTUIMI-MHO3UTONA, TPAHCKPUNIUMOHHOrO ak-
Topa STAT), yro cnocobcTByer mposmdepaumi,
auddepeHUMaLMM U BbIYKUBAHUIO KJIETOK 3PUT-
pounHoro pocTka [13). HecMoTpa Ha cHuMMKeHHOe
CpOICTBO K pelentopy, Aap6anostun obnapjaeTt
bosblIet GMoNOrMYeCcKOi aKTUBHOCTBIO M IIPUMep-
HO BTpOe GOJbIIMM NEepPHOZOM MNOJYBbIBENEHMA,

Yponorua. Hedbponorua. Ne 9(37), Hoabps 2007 r.

yem JIIO asnbca. B nepBbIx MccaenoBaHMAX 1O
BIMAHMIO AapbanosTHHa anbda Ha IPUTPONOI3 Ha
MbllllaX, BHYTPMBEHHOe BBeJeHMe NAHHOrO Iipe-
napata B gode 2,5 MKr/Kr 3 pa3a B HeJeJio Npu-
BOAMJIO K JOCTOBEPHOMY IOBBILIEHUIO FeMaTOKPH-
Ta ¢ 23 mo 34 [12). B ykazaHHO# Ao3e npu oboux
cniocobax BBeleHMA ONapO3no3aTHH asbda nokasas
B 3,6 pasa GoJbllyl0 aKTKHBHOCTb, yeM pudIIO,
Ha3HavaeMmblit 3 pasa B Hememo. IIpu BBemeHuu
1 pa3 B HeZlesmo reMONO3THYECKAA AKTUBHOCTb dap-
6anoatuHa Geia B 13-14 pa3 Bbiwe, yem pudIIO
[12]. B nByx nepBbIX paHAOMM3MPOBAaHHBIX MCCJIe-
[OBaHMAX C MOBbLILLIEHMEM J03bl, TPOBEJEHHBIX Ha
75 remoamManu3HbIX nauMeHTax M 47 naumeHTax
Ha MepPUTOHEaJIbHOM AuaJsmn3e, Japb63Mo3THH ajb-
¢a, BBOAMMBIT BHYTPMBEHHO M TIOJKOXKHO B J03€
0,45 n 0,75 mr/kr/vHen 1 unn 3 pasa B HedeJslo B
TeyeHue 4 HeJesb, NMPUBOAMJ K MOBBLILIEHUIO
ypoBHA remoryiobuHa Gosee yem Ha 1 r/on y 60-
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80% nauMeHTOB, MPHM ITOM pa3HMLA MeKAy BBe-
neHmem 1 pas B Heflemo M 3 pa3a B HELEJIO OT-
cyTcrBoBasia (18] Menbiune no3sl (0,075 unui 0,225
MK/Kr/Hez) MoBbllIaJM ypoBeHb remornobuna >1
r/an y 0-40% nauuenros. Ilytem nogbopa U TUT-
poBaHMsl JO3bl YPOBEHb remMorjobuHa yaasnocs no-
BbICUTb ¢ McXoOHbIX 8,4-8,7 r/an, mo 10-13 r/on
K 16 Hepese, u MOAAEPKMBATbL D2 HepeJsu.

®apMaKkoKHHETHYECKHH npothnnb

Y nauMeHTOB Ha IePMTOHEAJIbHOM Auanause
CpeHAs CKOPOCTb MOJIyBbIBeAeHus aapbsnoatu-
Ha asbtha NpM OAHOKPATHOM B/B BBeleHuu Oblna
25,5 yaca, 4yTO mpumepHo B 3 pa3a bosbie, 4eM
y pudIIO (8,5 yaca). Ilocsie NOAKOMKHOM MHBEK-
LIMM CKOPOCTH TOJIyBbIBEAEHUA ANA apbanosTHa
OKa3aJlach NPUMEpPHO BABoe Bbllle — 48,8 4acos.
Takaa pa3HMLa CBUAETEJILCTBYET, YTO MePuoxd
NoJyBbIBEAEHNUA MPU NOAKOMHOM BBELAEHMN QnIpe-
JIeJIAeTCA He TOJIbKO CKOPOCTbIO 3JIMMMHALMM Npe-
napaTta M3 NPOCTPaHCTBa KPOBM, HO MeMJIEHHOM
agcopfumenn M3 MOJAKOMHOM KJETYaTKM B 30HE
MHBbEeKIMK. BuomoctynHocTy gapbsnosTuHa npu
NMOAKOMXHOM BBeJeHuu cocrtaByser 36,9%, 4To
oyeHb cxoxe ¢ pudIIO [19] Ilnowans moa xkpu-
BOJt KOHLIEHTPAaLlMM B CbIBOPOTKe Obljla 3HaYMTeJb-
HO Bbille AJsi Oap63Mo3THMHA, a KJIMPEHC HuXKe,
yem y DIIO. O6bem pacnpesesiesus y napbanoa-
TMHA OKasajcsa cxopsbiM ¢ pudIllO (52,4 nportus
48,7 MJ/Kr), YTO NPUMEPHO COOTBETCTBYeT ofbe-
My nua3mbl. PapmakoknmHeTuka napbanoatusa
u3ayyanach M NpU AJIUTENBHOM IOAKOKHOM [3] 1
BHYTpUBeHHOM npuMeHenuu [14]. lap6anostun
Ha3Ha4aJiM BHYTPMBEHHO 3 pa3a B Hejemo u 1
pa3 B Henemo M cpaBHuBasu ¢ pudIIO 3 pasa B
Hegesto. Tak ke Kak ¥ B NpeRblAyIIMX MCCIen0o-
BaHMAX C OJHOKPATHOM [030¥, MEePHOA IOJYyBbI-
BefleHuA Aap63No3TMHA NpU ANUTENILHOM BHYTPH-
BEHHOM IpUMEHEHMM OKa3aJICA NPUMMEPHO B 3 pa3a
6onbute, yem y pudIIO. Bonee Toro, dapmako-
KuHeTuKa Aapb63M0aTHHA Oka3asoch 6aMaKoR K
JIMHEHOM, NPHU 3TOM He Habiofanoch aKKyMy-
JIALMK TIpenapaTa npu oboux pexxumax BBeAeHMA
(1 pas B Hezemo, 3 pa3a B Hemesl) B TedeHue
48 Hepenb. B npyrom mccnegosanuu 16 maumeHn-
TaM Aap63no3THH BBOOMIIM MOJKOXKHO, 1 pa3 B He-
Aemo, a hapMaKOKMHeTHUYECKMiT Npoduib ucce-
JI0BaNM eefHeBHO B 1 1 8 Hellesr0 B ANUTENLHOM
noAfep)KuBawLLeit gase JedeHus. Pe3ysabTaTsl
NOATBEPANUIN OTCYTCTBME BJIMAHMA NO3bl M Bpe-
MeHM npyuema Ha DapMaKOKMHETMKY M He BbIABU-
JIM aKKyMyJIAUMM JapO3nosTMHA Npu AJIMTEeSbHOM
MOJAKOXHOM npumMeHenun. Pacnpenenenue npena-
paTa u3dy4anyu B HeDONbIIIOM MMeauaTpUUYeCKOM Mc-
caegoBaHuu Ha 12 maumenrtax [17). U npu B/B, n
npyu n/k BBeAeHuu AapbanoaTMHa ero apmako-
KMHeTMKA Yy NeAuaTpuUyYecKUX IMalMeHTOB He OT-
Jmyasace oT B3pocabix. OfHaKo, npu CpaBHEHUM
BpeMEeHM TMOABJIEHUA NMMKA KOHUEeHTpaLuM Mocje
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MOAKOXKHOrO BBEAEHMs, OKa3aJloch, 4YTO y JeTen
abcopbuna nap63noaTHHa U3 MMOAKOMHOM KIIeTYaT-
Kku npoucxonur GeicTpee (36,2 yaca y nereit u 54,1
yaca y B3pOCJIbIX), YTO CMPaBeAJIMBO M AJA Pud-
Io.

Mera6onuam W anUMUHaLKA

Kak y»xe ormeueHo, fap6anoaTux obnajaer
YAJNUHEHHbIM NePUOJIOM NOJIyBLIBEICHUSA U 3aMen-
JICHHBIM KJupeHcoM no cpaBHeHuto ¢ pu3Il0. Toy-
Hble MeXaHU3Mbl, 00bACHALIIME 3aMeAJEeHHbI
KAMpeHc Aap63noaTHHa ajbca u ero metabonna-
Ma [0 KOHLIa He BbIACHeHbl. CHMIKeHUe YPOBHA
OIIO B kpoBK ONUCLIBAETCA NBOIHOM 3aTyXaloLlen
JKCMOHEHTOM, U NepBaA ¢a3a BbicTporo cHuke-
HMA MoeT ObIThb 00ycJoBJIeHa CBA3bIBAHMEM C
JIHAOTEJIMAJIbHBIMU U 3PUTPOUIHBIMU KJI€TKaMu.
B To Bpems, xak NeyveHb, NMOYKM, U KOCTHBI
MO3T PaccMaTPUBAlOTCA B KayeCcTBe BO3MOMHbIX
castoB gerpagauuu I3IIO u gapbanoaTuna, nep-
BMYHBLIM 3BE€HOM ero mMetabonusma sABJAeTCHA
IPUTPONO3TUYECKAA TKaHb Yepe3 MexXaHU3M
OIIO-peuenTop -MHAYLUMPOBAHHOTO 3aXBaTa.
B takoM ciyvae pa3HMLia MeXAy ObicTpeiM yna-
nennem gecuasmposanHoro 31O u 3ameaneHHbIM
KJIMpPeHCOM Aap63nosTitHa o6ycJioBJIeHa pasyiuym-
eMm B cpoactee k JIIO-peuentopy [23]

Knunuyeckue uccnefoBaHna aap6anoaruxa

ITporpamMMa KJIMHMYECKMX MCTIBITaHMI Rap63-
NO3THMHA MojgpasyMmeBaja MUCCIeJOBaHMA TpexX oc-
HOBHbIX 3TaloB JieyeHuA HedporeHHoi aHeMuu:
ctaguu Koppekumu, kousepceuu puOIIO Ha pap-
65M03THH M OJUTeNIbHOM (pa3bl NoanepIKuBalolle-
ro seyeHus fapGanoatuHoM. McesnenoBaumua a3t
KOppeKLMU noapasyMmeBasu uaydeHue acpdexra
nap63no3TMHa Yy MalMeHTOB C pPeHaJIbHOM aHeMy-
eit, He noay4aBuinx paHee pudIIO («IIIO-nan-
BHbIX»). MccmenoBauusa ¢asbl KOHBEPCUM OLIEHMU-
BaJM cNocoBOHOCTL Aap623M03THHA KOHTPOJIMPOBATD
yKe NOCTUTHYTbIl ypoBeHb remorsobuHa npu no-
moun pudIIO npu nepeBofe GOJbHBIX Ha Hapba-
no3TuH. VI, HakoHel, MCCJIEIOBAHUA TOAIAEPIHKU-
Bawllein ¢a3bl AOJKHBI ObIIM ONpenesmTh,
criocobeH su Dap63Mo3THH AJIMTEJILHO COXPaHATb
L{eJleBOil ypoBeHb remoryobuHa.

Cragua koppexumuu. ViccienoBanus nposoam-
auch y GonbHbIX ¢ aHeMmueit, BbiaBaHHOM XBII,
KaK HaXOAAIMXCA Ha Npeaauanu3aHoi craguu [15,
24, 28, 29], Tak M y)Ke MoOAyydalolUMX reMmomgma-
JIM3 UIN NepUTOHeaNbHbll Anama (8, 32]. Kpure-
pUAMY BRIIOUeHUA Obln Hasmume aHemun (Hb<10
r/on mam <11 r/pn), agekBaTHble 3anachl JKeJje-

'3a, onpefenseMble MO YPOBHIO (heppUTHMHA Cbi-

BopoTku >100 Mkr/s u HacblilleHMI0 TpaHcdep-
puHa >20%, 1 OTCYTCTBMe JIeueHUsA NpenapaTaMu
pudIIO no kpaiiHeit Mepe B TeueHMe 12 Hepesb.
Y npeaamaNM3HbIX NALMEHTOB UCCeNOBaHME Jap-
6anoaTuHa mposoauau B 3 rpynnax 60nabHbBIX C
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paanuunoit CKd: 30 mn/mMun, 40 mn/mMuu u 70
ma/mun (13, 24, 28]. M3 uccnenoBaumii Mckmoya-
JINCh MALUEHTbl C HEKOHTPOJMMPYEMON TMIepTeH-
3uen, (auactonuyeckoe gasyenue >100 uau >110
mm Hg), cepaeyHoyi HeAOCTAaTOYHOCTHIO, HELaB-
HUMU TreMOTPaHCcYSHAMMU, reMaTONOTMYECKIMI,
MH(EKUMOHHBIMM, BOCMANMTENbHLIMM 3aboJeBa-
HUAMM-U OPYTMMK COCTOSHMAMM, BJMSIOIIMX Ha
remornoas. Jlosa TMTpoBaJach AJ1A NPUPOCTA FeMOr-
nobuHa >1 /0N UM/MIM DOCTUIKEHMS LeEeJIeBOTro
YPOBHsA remoraoduna 11-12 yam 11-13 r/an. Ipe-
napaTsl kKeJjie3a HasHauyaJIMChb [IJIA MOAAep>KaHuA
ypoBHAa cdepputuHa >100 MKr/a M HacblLleHUs
TpaHcheppuna >20%. SddextusrocTy apbano-
3TUHA B JieyeHun nauuentos ¢ XBII, e monyua-
IOIUUX OMAJIM3, u3yHeHa B 4 MYJbTUUEHTPOBbIX
UcCJIeIOBAHUAX MPOAOKUTENLHOCTBIO 24 man 52
Henesu [15, 24, 28, 29). CrapToBbie [o3b! nap6s-
no3TuHa coctapnsaam 0,45 (npu BBenenun 1 pas B
Hepeno) no 0,75 mkr/kr (1 pas B 2 uenenu), BBO-
AMMOTO NOAKOXHO. Bulo ycTaHoBneHo, 4To map-
6on03TiH anbca 3hheKTUBHO CTUMYIAMpPOBAN
3pUTPOMNO33 y GONLIUMHCTBA MALMEHTOB KaK MpU
BBeZIeHMM 1 pa3 B Hefleo, Tak M 1 pas B HeZenu.
Bo Bcex uccnenoBaHuax OblayM AOCTULHYTBI nep-
BMYHbIE KOHEYHbIE TOYKM (MPUPOCT remorJjobuHa
ambo NOCTHHKEHME LeNIeBbIX €ro yposHeir). B ca-
MOM KPYITHOM 10 YMCAY GONbHBIX 24 -HenesbHOM
uccnenosauuu [29] cpennsas nosa nap6anosTuHa K
MOMeHTy mocTuskenua Hb> 11 r/an (nepeuunas
KOHe4YHas Touka) cocraBuna 63,6 Mxr 1 pas B 2 He-
Aenyn. BropuuHbii aHanM3 NpoAeMOHCTPUPOBAJ
CXOAHbIE pe3yJbTaThbl, AOCTUTHYTbIN LeJeBOi
YPOBeHb reMorjiobyHa yJaBaJloch XOPOLIO KOHT-
pOAMpOBaThL O KOHLA MCCJEeNOBaHUIl NpMU BBege-
HMM CHMKEHHbIX J03 Jap63nosTuHa 1 pas B Hege-
no u 1 pa3 B 2 Hejeamm.

Y 6onbHBIX Ha AuManu3e 3¢hHeKTUBHOCTL Jap-
63n03THHaA B (ha3y KOppeKuuM OLeHeHa B OTKPbI-
TOM MHOTOLEHTPOBOM KOHTPOJIMPYEMOM MCCIEN0-
BaHUM NpPOROMXKUTeAbHOCTbIO 20 Hepenb, B
KOTOPOM MalUMEeHTh! noay4anu aubo nap6anosTux
1 pa3 B Hepmeno B craproBoit fose 0,45 MKr/kr
(MOAKO’KHO M BHYTPUBEHHO), aMOO 3MO3ITUH aJb-
¢da B noze 50 ME/xr 3 pasa B Hegemo [8] B uc-
cjenoBaHMe BKJOYAJMCh JMIUL MAaUUEHThI, He
nonyyasluue [o 3Toro npenapatsl pu3IIO
(«3I1O-HauBHbIE»). B MepBUYHOM aHaJIM3e OLEHM-
BaJICA OTBET HAa TEPaNuIo Mo JOCTMXKEHUIO Liesye-
BOTO YPOBHA reMoryiobuHa (>11 r/an). Bropuunsnit
aHaJM3 roApasyMeBaJl cpaBHeHMe [03bl Npena-
paTta K MOMEHTY AOCTMXKEHMA LieJIeBoro reMorJio-
6uHa 1 k 20 Hepmenu JIeYeHMA, TEMNbl NMPUPOCTa
remorsiobuHa, kKosiebaHMA YPOBHA reMorjobuHa B
XoAe uccijenoBaHMA M HeoOXOIMMOCTb B reMOT-
paHcy3nAX. Y 10BIeTBOPUTEJbHBIN IPHTPONO3TU-
yeckui oTBeT (NepBUYHAA TOYKa) y HonbIUMHCTBA
naunenTos Ob1 nosydeH B obeux rpynmnax cpas-
HeHua. VI B rpynne pap63nosTtuna, u B rpymnne
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aMo3dTuHa anbda B TeueHMe NepBbix 4 HeleNb
JleYeHMA NpUpocT remMoryiobuHa coctaBug bonee 1
r/an. llenesoit ypoBeHb remoryiobuna 6u11 moetsr-
HYT K 8-10 Henesn u ocTaBaJics CTaGMJIBbHBIM J0
KOHUa MCcChenoBaHUsA.

Konsepcusa u noaaep:xusaroman ¢asa. Hau-
GoJiee Moxa3aTeNbHbBIMU ABJAIOTCA ABA KJIMHEMUYEC-
KMX MCCJIeNOBaHUsA, KOTOpble ObliM MOCBAIIEHDI
nposepke 3¢dekTuBHOCTH U He30MacHOCTH nepe-
BOJIa MAaUMEHTOB C aHeMMueli ¢ OOBIMHOrO peXxuma
Tepanuu p4dIlO Ha napbanoaTMH ¢ yMeHblueH-
HOWM 4acTOTOM BBeNeHMA nocyegHero (22,31). B uc-
CJIeIOBAHUSA BKJIIOYAJIMCh MALMEHThl C XOPOLIMM
otseTom Ha pudllO, y KOTOPBIX yAanoch OCTHYL
M YCNELHOo MOAAEePKUBATh LieJIeBOi YPOBEHb re-
morsobuna. enbrs uccnenosanui 6b110 nogTBEp-
OMTh TUIOTE3Y, COMJIaCHO KOTOpOit nap6anoaTun
cMoxkeT 3dheKTUBHO Noiaaep»KMBaTbh Heobxoam-
Mblif ypoBeHb remorsiobuHa, paHee JOCTMIHYTBIA
npu nomomn pudIIO, HecmoTpst Ha ero Gonee
penxoe seelenue. IlepBUUHON KOHEYHON TOYKO
6bina NMpuHATA pasHMUA B YpOBHe remoryoGuHa
MeMXJy ero MCXONHBbIM 3Ha4YeHHeM, B Nepuon Je-
yeHus pudllO, U B KOHTPONBHYIO (ha3y JeyeHus
Japbanoatusom (20-24 Hepesin). B nBoitnoe cie-
noe CeBepoaMepMKaHCKOE MCCJENOBAaHME M UC-
caegosaiue B EBpone M ABcTpaJsmu BOLUAKM CTa-
6uNbHbIE NMauUMEeHTHI, NMOLAepPIKMBaOLIMe YPOBEHD
remoryiobuHa B xofe 4 HelleJbHOrO CKPMHMHIOBO-
ro ¥ HavajbHoro nepuoma ot 9,5 mo 12,5 r/gn.
Janee nauueHTbl OblM paHAOMM3IMPOBaHLl KGO
B rpynny pudIIO, roe npogposxanu jedeHue B
npeHeit pose, nubo B rpynny nap63nosTuHa,
KOTOpbII BBOAMJIM B 3KBMBAJIEHTHOM HeNeJIbHOMN
[o3e, HO C MeHblIeit yacToTon. Jo3bl napbanos-
THHa ONpenesiAyu, UCIONb3Ys CTaHAAPTHYIO dhop-
MyJny AN BbIpaBHMBaHMA 6eskoBoit Maccs! obeux
Montekyn: 1 mMr gap6snosatuna = 200 ME pu3IIO.
IIyTb BBeNeHMA OCTaBJIAJNM NMpexxkHUM. B nBoitHOE
cnernoe CeBepoamMepuKaHCKOe McclelOBaHMe
pomno 507 mauMeHTOB Ha remMoAmuaJju3e, PaHAo-
MM3UPOBaHHbBIX B nponopuun 1:2 B 2 rpynnsl: nep-
Basf nosay4ana 1 pas B Henemo nap6anoatuH + 2
pasa B Hepeso niuauebo B/B, GONBHBEIM BTOPOIt
rpynnsl npogoJskanu BeoauTbh pudIlO B TO XK¢E
nose B/B 3 pasa B Hememo. CpenHnit ypoBeHb re-
Morsio0uHa ocTaBanicsa cTabuibHbIM B 06eux rpyn-
nax OT HayaJia MCCJe[OBaHusl N0 KOHTPOJIbHOM
¢ha3sbl, pa3HuUa MeXkAy rpynnaMy cOCTaBusa Bce-
ro 0,16 r/an v Oblna CTAaTUCTHMYECKH HE [OCTO-
BEDHOJ, KaK M He 3HAauMMOM KJAMHMuecku [22]
B EBpo-ABcTpammiiickoM uccienoBaimyn B 31 LeH-
Tpe, NMPMHABILUEM y4dacTue B MCCIeNOBaHuM, 522
naijfieHTa Ha remMo- M NepUTOHEaJbHOM Juajule
OblIM paHOOMM3MPOBAHbl € COOTHOLUeHHeM 2:1 B
rpynnel gap6anoatuHa u pudIIO nmoakoxkHO M
BHyTpuBeHHO. [TaumenTsl, kotopbiM pulIIO BBO-
ouacsa 2 unu 3 pasa B HeJeJl0 NepeBOAMAMChL Ha
nap63no3TuH 1 pa3 B HeneJo, Te XKe, KTO MNoJy-
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yan pu3IIO 1 pa3 B Heneso, Ha3Ha4YaJM IKBUBA-
JIeHTHy10 103y papbsnoatuHa 1 pas B 2 Henesu.
Bcero nap6anoatuH nosyy4anu 347 60JbHLIX, KOH-
TPOJIbHYI0 TPpYNNy cocTaBuau 175 MauMeHTOB,
KoTopblM npopoJkasn seoguts pu3IIO B npe-
»Hel no3e M teM ke nyTteM. CpenHee 3HauyeHue
remorsiobuHa B obeux rpynmnax ocraBaJioCh CTa-
OMJIbHBIM, C HE3HAUMTEJILHOW pa3HMLeN YypOBHEeN
reMorJI06MHa B MCXOZHbIA M KOHTPOJILHbIN Nepuo-
abt (-0,03 r/on ona pap6anoatuHa u -0,06 pns
pudIIO). Pasuuua B ypoBHe reMoryiobuHa mexnay
rpynnamu B KOHTPOJIbHbIA nepuon (24-32 Henenn)
Obls1a CTATUCTUMYECKU He JOCTOBEPHA M KJIMHMYEC-
KM He 3HaumMMa. B rpynne pap6snoatuHa y 97%
MaLMeHTOB, MOJy4YaBiuMxX NMpenapaT 1 pa3 B He-
nemo, 1y 95% u3 nony4yasiuux 1 pa3 B 2 Hegenu
yOaBaJIOCh XOPOIIO KOHTPOJMPOBAaTh yPOBEHDb re-
morsiobMHa, HeB3Mpas Ha ero Sojee pefikoe sBe-
nenue. Takum obpa3om, Mo cpeJIHEMY YPORHJO re-
morsiobuHa, HeesNbHOM HO3e, YacTOTe KOPPEeKLMM
no3b! rpynnsl gapbanoatuna u pudIlO nocrosep-
HO He Pa3JjM4yaJiuch He3aBUCHMO OT IIyTH BBele-
HMA [perapara, faxe ecJ Aapbaro3TMH BBOAMII-
ca 1 pa3 B 2 Hepesn. Ilpu ucenenoBauum BIMAHUA
MyTH BBEJAEHMA Ha A03Y ObLIO yCTaHOBJIEHO, 4YTO
no3bl Kap63noaTuHa OblIM MPUMEPHO paBHBIMM
npy1 BHYTPUBEHHOM U NMOAKOXKHOM BBeieHuy. Ha-
npotus, Ao3bl pudIlO gocToBEepHO pas3anvanuch
M NpyU MOAKOXHOM NMYTH BBEeJEeHMA OKa3aJMCh Ha
229% ™enblIe [31]). BeiBOA, KOTOPBI T MOXKHO coe-
JNaTb M3 06OMX MCCIIeNOBAaHNA COCTOUT B TOM, UTO
napb3no3THH, BBOAMMBIM 1 pa3 B Hegesio miau 1
pa3 B 2 HefeJs CcTOJb Xe 3(pdeKTUBeH, Kak pud-
I1O npu cTaHAAPTHBIX pPeXKUMaX Tepanuu.

Ilna onpenenenus scddexTBHOCTH Rapbano-
3THHA B nojazep>kusamoulyio dasy 703 naumeHra B
Espo-ABcTpasuiickom uccnenosanum 6bv1am nepe-
BeneHbl ¢ p4dIIO Ha mapO63Mo3THH M Moayvaan
ero TeyeHue 1 ropma. IlaumenTam, nosy4aBLUIMM
pu3IIO 1 pa3 B Hegmeswo (n=157), nap6amoaTux
HasHavasca L pa3 B 2 Hemenn, a TeM, KOMY pud-
I10 BBOAMAM 2 pa3a B Hememo (n= 203) u 3 pasa B
Hefemo (m=343) uucio BBeAeHMi RapbanoaTuHa
coxpaTuJin 10 1 pa3a B Hegeno. Jlo3a map6anos-
TMHA TUTpOBaJjlach C TeM, YTOObI ypOBeHb remor-
nobunHa Gbln He meHbule 1 r/Q u He GoJsblue 1,5
r/AJN OT MCXOQHOrO YPOBHS M HaXOOMJICA B Aua-
nasone 9-13 r/an. K 36 Hepesnu cpefHuit ypoBeHb
remorsiobuHa- oTaMvasncA ot ucxogHoro Ha 0,08 r/
IJ1 1 3Ta pa3Huua Obljla CTaTUCTUYECKH M KJIMHM~
yecky He 3Hayuma. CpefHue HepesbHble NO3bI
Rap6aro3THHa GblIM 3KBMBAJIEHTHbL! HeAeJbHBIM
nosam pudlIO no Hauana mccnenosauus, y 95%
NMauMeHTOB ypOBeHb reMorJoGMHa He BBIXOAMJ 3a
npefnesibl yCTaHOBJIEHHOrO LeJIEBOro OMana3oHa
npu ero sBeaeHuu 1 pa3 B Hefleso u y 89% — 1
pa3 B 2 Hefenn.

Iensbtit pAan uccnenoBaHuil, NPOBEAEHHLIX B
MOCNAeACTBUM, MOATBEPAUIM, YTO BBEJEHUE Hap-

6ano3TuHa 1 pa3 B ABe HeeJM MPAKTUYECKHU CTONb
ske addexTMBHO, KaK M 1 pa3 B HefleNo, He3a-
BUCMMO OT MYyTH BBeAeHUsA. B yacTHOCTH, K TaKum
BbIBOZaM MpPMIUIKM aBTOpPbl ofbeamMHEHHOro aHa-
JM3a 8 MHOTOLIEHTPOBBIX MCCJEROBaHMI IO 3TON
npobaeme [21]. DTy TOuKy 3peHMA pa3fesIAIOT aB-
Topb! Apyroro o63opa, nmogyepkusaA, uto bGosee
penkoe BBeeHMe Nap6anoaTuHa He TpebyeT Kop-
PEKLIMM [03bl M HE 3aBUCMUT OT IIyTH BBeOeHuA. B
NpeArnpMHUMAIOLIMXCA TMOMNBITKaX BBOAUTL NOA-
KOXHO cTaHgapTHble pu3IIO 1 pa3 B Hexeso uan
crnieumasibHo oToOpaHHbIM GonbHBIM 1 pa3 B nBe
HeAenM, Kak npasuio, Tpebosasioch yBesqnueHue
n03bl. ABTOpB! 0030pa pe3loMUDPYIOT, UTO eCcayu
peKoMeHAalUMaA no BBefeHMI0 napbanoatuHa 1 pas
B 2 Hejenu onupaeTcA Ha GoJsbuioit o6beM Xopo-
110 BBITIOJIHEHHBIX KOHTPOJIMPYEMbIX MCCJIeNOBa-
HUH, TO BO3MOMCHOCTbL OoJjlee pelKOro BBeIeHus
npenapatos pudlIO ewe Hy)kaaeTcA B JONOJHU-
TEJIbHONM MpOBepKe B KOHTPOJMPYEMbIX MCCIEeHOo-
BaHMAX ¢ paHgoMm3auueir 6osbHbIX (7] B mocye-
AHWEe TroAbl NMPOBedeHbl MCCNENOBaHUA MO elle
Gosiee peokuM pe)xxMMaM BBefdeHuUA AapOanmosTu-
Ha: 1 pa3 B 3 Henesn, u paxe 1 pas B mecauy [30].
Hap6anoatun cTosb ke 3dhdeKTUBHO KOHTPOJIM-
poBaJl ypoBeHb reMoryiobuHa y 60JbHbBIX Ha reMo-
avammse [16] u B npeanmasmanblit nepuon XBII
npu M3MEHEeHUM YaCTOThI ero BBeJeHUA ¢ 1 pasa B
2 Hepmesm Ha 1 pa3 B mecsn 9]

dddexkTurHOCTs AapbamoaTHHA Yy AeTeil U
noapocTkoB. HeMHOrouncnaexHHole nybamnkaumuu
CBUAETEJLCTBYET, 4TO Aap6ano3aTuH acddekTuBeH
B MeAuaTpuyeckoi npakTuke. B HeGosbluom uc-
crefoBaHuM 7 fieTeit, HAXOAAUIMXCA Ha FreMOmMa-
au3e (cpenuuit BospacT 11,5 net), nosydasume
B/B 3M03THMH anbda B TedeHue 6 mec, ObLaM ne-
peBeneHb! Ha B/B Aap03moaTud anbda 1 pas B
Hegemo B nose 1,59 mkr/kr. Takoit pexum npu-
BeJl K M30bITOYHOMY MepBOHAa4aJIbHOMY MOBbIIIe-
Huio remornobuHa y 6 gmertest, uto morpebosaso
BPEMEHHOTr0O MpeKpaLleHus BBefeHUs Npenapara
U TMOCJIeRYIOIEr0 CHMMXKeHUA no3bl. Janee B Teve-
HMe 3 Mec. CpeIHUi ypOBeHb reMoryiobuHa crabu-
Ju3upoBajcsa u coctasun 11,8 r/nn, a nosa pap-
63noaTuHa asabda okasasack paBHoit 0,51 mkr/kr/
Hen. Yepea 6 Mec. remorsiobun 6b1n paBeH 11,4 r/
AJ1, a cpenHAA poaa 0,55 mkr/kr/Hen. [10]. B Mmysb-
TULIEHTPOBOM MCCJIEeNOBaHUM TPOAOJIKUTENIBHOC-
Tbio 6 Mec. 10 maumeHTamM OETCKOro BO3pacTa
(cpenumit Bo3pacT 11,2 sleT) ¢ peHaNbHOI aHEMM-
eif, elle He HaXOOAILIMMCA Ha AMaJM3e, Ha3Ha-
yanca napbsnosatvn B pose 0,45 MKr/kr/Hen., B
TO BpeMsA kak 29 geTtet, nonyuyaswmx pudIIO,
M3 KOTOpbIX 23 Haxoguauch Ha Auanuse, OblIn
nepesepens! ¢ pu3IIO Ha nap6anoatux. Jlosa Aap-
69M03THHA MM YCTaHaBJIMBaJlach Ha OCHOBaHMM
ko3 duumenta koupepeun pudIlO : gap63anosTHH
anbda 200:1. Y 3IIO — «HauUBHBIX» NALMEHTOB
ypOBeHb remoryiobuta Boapoc ¢ 9,5 no 11,7 r/nm,
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NpH dITOM CPelHsiA 403a Aapbano3aTMHa cocTaBMJIa
0,34 mxr/kr/Hen; y 6GonbHBIX, nepeBeeHHbIX C
pu3IlO ra nap6smoaTuH ypoBeHbL remornobuHa
ype3 6 mec Tepanuu Buipoc ¢ 11,1 go 11,5 r/an a
cpefiHAA fo3a AapbanosTiHa anbda k 6 Mec Gbina
paBHa 0,73 mkr/xr/Hen [4].

be3onacHocTb U NEepeHoCcMMOCThb

B npoBeneHHbIX KNMHMYECKUX MCCJIENOBAHM-
AX NepeHOCMMOCTb AapbanoaTuHa B LesioM Gblna
XOpoLIef U He OTJIMYaNach B XYLy CTOPOHY OT
pudIIO. B uHTerpuposasHblit aHanus no Gesonac-
Hoctn FDA, B KOoTOpOM 00'beiMHEHb! JaHHbIE Ky~
HUYeCKUX MccnenosaHui gapbanostuna II u II1
da3sbl, BowaKM AaHHble 1538 nauMeHTOB, nony-
yaBwnx pap6anostun u 600, nmonyuaBwmx puo-
I1IO. BonbiumucTBO nobounbix a¢hekToB B 0Benx
TPYNNax OTHOCMJIMCb K MATKWUM M CPeJHUM, a fONs
GonbHbIX, NOTpehoBaBIINX NpPeKpalleHua Tepanuy
B CBA3M ¢ pa3suTtueM nobounbix 3dppexTos, co-
craBuia 2% cpeam MosyyaBUIMX Jap6anosTul u
4% — puO3IIO. Obman 4acToTa He)KesaTeJbHbIX
noboyHbIx 3hekTon Gbina B uesTOM HUdE B TpyII-
ne nap63moaTuHa, 3a MCKJIWYeHMeM 6onu wmau
AuCKoMOpTa B MeCcTe MHBLEKUMM NPU NOAKOMK-
HOM BBefleHuu napbanoatura. Kak npasuio, 6onb
M AMCKOM(OPT BO3HMKAJIM [0CJIE [1€PBOiH MHDBEK-
LUn, oO6bI4HO Opinn cnaboil MHTEHCUBHOCTM M
BINOCJEACTBMM NPOXOAMJIM CaMOCTOATENbHo. ITo
Takum 6 Hanbosee 3HauMMbIM NoGOYHBLIM 3chhek-
TaM, KaKk runepreHaus, TpomGo3 cocyaucroro
noctymna, cynopoxHsle npunagku, OHMK u
UIIeMUU MMOKapfa, KOTOpble MOryT MMeThb IO-
TeHUMAJIbHYIO CBA3b C IPMEMOM DPUTPOINOI3-CTHU-
MYJMPYIOIIMX NPenapaToB, pa3HMULIbI Mexcy Aap-
6anoatnHoM u pudIIO mo ganHbiM aHasmaa FDA
He BblABNeHo [32]. OpgHako TOT e aHaJM3 He
rokasaJl CBA3M MeX Yy runepTeHaueit, Tpombo3om
poctyna M apyrumu nobounniMmu 3dpdpexktamu c
YPOBHeM remorsiobuHa MaM TeMIamu ero npupoc-
Ta. Cpeau nobGoyHbiX 3¢p¢eKTOB pas3yIMyHOi CTe-
neHyu TsaxecTu Hambosee yacTo (>10% GONBHBIX)
Habmopanucb runepreHsus (oo 19%), onbiluka (no
17%), aprpaaruu (15%), 6oab B >xkusore (13%),
TowHoTa, pBoTa (13%), ronosHaa Goab (11%),
6pouxut (11%), otexkn (9-11%), obuiaa cmaboctb
(11%), npyrue pecnupatophble mHdexuun (10%).
Uncao nobounbix 3hpdeKTOB He pasamMyalioch U
MpM passM4YHbLIX MHTepBaJlax BBeaeHus papbano-
3THHa. ¥ MeAnaTpUYeCKMX MALMEHTOB B 2 cayya-
AX JleueHusa Aap6GanosTuHoM norpebosasiock Bpe-
MeHHO NpeKpaTUTb JedeHue (Ha 2 Helesnu) u
YBEJIMYUTb AO3Y aHTMTUMEPTeH3MBHbLIX Npenapa-
TOB B CBA3Y C BO3HMKHOBEHUEM TMIIEPTEH3UM, OT-
Me4aJsoch 1o OAHOMY ciayudaio 6osm B KUBOTE U
TpomBo3y mOCTyNa, B TO >Xe BpeMEHHO He OTMe-
YEeHO HM OAHOrO cJiydasd BO3HMKHOBeHMA Gonm B
Mecte unbekuuu. Cepbeanble nobouHsle addex-
Tbl BCTPE4aJMCh ¢ OAMHAKOBOM HacTOTOM y MoJiy-

HE®@PONOrUA

yaBwux p43IIO u napbGanoatus, 3a uckiOUeHU-
eM 6oJjiee BBICOKON YHaCTOThI MH(EKLUMOHHBIX 0C-
JIOKHEHMI M Cerncuca y NalMeHTOB a3MaTCKOro
npoucxoxmiaenus, nonydasuwmx pudIIO [23]. B
oGobienHom aHasm3e 8 EBponeiickux MHoOroueH-
TPOBLIX UCCJIEJOBAHMMI Cepbe3Hble MOBOoUHbIX 3¢h-
exTbl Npu BBefeHMM AapbINO3TMHA 1 pa3 B He-
ZeJllo 3aperucTpupoBaHbl y 24% NauMeHTOB, B TO
BpeMsA Kak Mpu ero Ha3HaueHuu 1 pas B 2 Hegenn
oy Habuswopanucs yl18% Gonbubix [21]. Yucso
noboyHbIX 3¢hheKTOB, paCUEHEeHHbIX KaK UMEBLIMX
BO3MOXXHYI0 CBA3b ¢ MpUEMOM MpemnapaTa, 6bL10
CXOOHLIM MpHU BBeJeHMM RapbamoaTusa 1 pas B
Hefleno u 1 pa3 B 2 Hepesnu (9% vs 8%); 1% no-
604HBIX 3(P(HEKTOB OTHOCHIICA K KaTErOPUM Ccepb-
e3nblx. OnpenesieHHbI MHTEpPEC NPEACTABJAIOT
JaHHble M0 UMMYHOreHHOCTH AapbanoaTuHa. Boa-
MOKHOCTb MOABJIEHUA AHTUTEN K AapO3nosTuHy
sieenenoBasiack y 2600 maumeHTOB Ha mpoTsKe-
Huu Gontee 2 ser [20] , M Ko HacTOALIEr0 BpeMeHU
TONbKO y 1 naumeHTa k Hemy OOHapy»KeHbl aHTU-
Tena {25]. IIpn oTmeHe papbsnoaTMHa npoucxo-
AMT MOCTENEHHOe M NJABHOE CHIKEHUE YPOBHA
remMorsiobMHa, TEeMINbl KOTOPOTO He OTJIMYAKTCA
ot pu3IIO [20].

Hasnauenue 1 no3bl

Hapbanostne oduumanbHo pa3pelleH K npu-
menenuo B CIIIA u EBponeitickux crtpaHax ans
JieYeHMA aHeMMuM MnoyeyHoro reHesa. OH Takxke
onobpeH AsA Jle4YeHMs MHAYLUMPOBAHHOM XMMMO-
Tepanuei aHeMUM IIPU 3JIOKAUECTBEHHBIX OMYX0-
nax. B Pocenitexoin Penepaunn nap63anosaTux anb-
¢a (Apanecn) 3aperucTpupoBaH B uwoJse 2007.
ITaumentam Ha gmasmse fapb3no3THMH MOXKET Ha-
3HayaTbCH MMOJAKOMHO UJIM BHYTPUBEHHO B CTap-
ToBo¥ no3e 0,45 MKr/kr 1 pas B HejeJso, nocjue
crabummzaumu Hb Bo3ModkeH nepexon Ha BBefe-
HMe OAMH pa3 B ABe Hefdesu. IlaumeHTaM c aHe-
mueit, BoizBaHHOi XBII, B npeaauanuaHoMm mne-
puoge papb3noaTH Ha3HavarwT B gose 0,75 mxr/
Kr pa3 B [Be HeJleJu C NepexoloM Ha BBeleHue
1 pa3 B Mecsll B noaaepxuBalollyo ¢dasy. B cay-
yae nepesona Gonbubix ¢ puldIIO Ha pap6anoa-
TMH, B eBPOMNEeNCKMX CTpaHax, BkIwouasa Poccuio,
HayaJIbHag [03a ONpefefifeTCA TeKyllei R030if
pulIIO, penennoit Ha 200. OgHako TOYHBIA KO-
3¢ dHUMEeHT KOHBEPCUM BCe ellle ABAAETCA Npen-
MeToM auckyccuu [27). HekoTopble aBTOpPbI NoJa-
raloT, YTO Rap63no3ITuH ABJsAeTcA GoJjlee MOLLHBLIM
cpeacrsoM, yeM pu3dIIO, HecMoTps Ha paBHOe
coaepxanue Genka 1 Gosee peakoe BBefenue [11].
Pasuuua B aKTMBHOCTM B MOJb3Y Aapbano3TuHa
MO3eT MOBBILIATLCA NPU nepeBofe OONLHBIX ¢
BBICOKMX A03 3noaTuHa. Tak, npu posax pudIlIO
(Tun He onpenenen) 2500-4999 ME B Heneno ko-
addpuumeHT KoHBepcun coctapaAet 300:1, a npu
nosax 18 000-33 999 ME pasen 433:1 [5]. Ilpu
UCMOJIL30BAHUM PEKOMEHJOBAHHOTO MHCTPYKLMeit
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3KBMMOJIAPDHOro MNepecyeTa MOXXHO TOBOPUTb O
(apMaKOIKOHOMMYECKMX NpEeMMYyLIecTBax nepe-
Boaa Ha nap6amosTMH, TaK Kak nocljeaymoliee
CHMIKEHMe ero 103bl MoxkeT gocturaTbh 32% [23]
MoryT HabnmoZaTbCa MHAMBUAYaAJIbHbIE Bapyauuu
YyBCTBMTEJILHOCTM K AapBINosTHHY, Kak U K pu3-
Io.

3aknoyenne

Ha ocHoBaHMM npuBeNeHHbIX Pe3yJbTaTOB
KJMHMYECKUX UCCJIeJOBaHMIt MOXKHO CeJIaTh PAX
BbiBOZOB M 0600LIeHMil, KacalolMuXca NpUMeHe-
HuA gapbanosTuHa B JedeHmu anemuy npu XBIL
¥ naumeHTOB, He MoJy4aBuMx JedeHne pudllO
napbanosaTuH, BBOAMMBIA 1 pa3 B HegeJo, obec-
MeyMBaeT TaKOi Ke NMPUPOCT remMoraobuHa, Kak u
p43IIO 3 pasa B Hegemo. Y NauMeEHTOB, MOJY-
yaBwux pudIIO, gap6onoaTuH npu aobom nyTu
BBeleHMA (BHYTPUMBEHHO M TOLKOMHO) M YBeJu-
YEeHHOM MHTepBaJle BBeaeHuA (1 pa3 B HeeJo UJIn
1 pa3 B 2 Hexesu) MO MeHbIUEA Mepe CTOJb XKe
adexTuseH, kak u npenapatsl pudllO. B cra-
IUU KOppeKuuyu npu remopuainse sddexTrbHasA
crapToBas go3a JapbanoaTuna coctasaser 0,45
MKT/KT/Hel Kak NpuM BHYTPMBEHHOM, TaK M MoOJA-
KOXXHOM BBeleHMM. B noamepxxkupamolyio ¢gasy
rnocJyie JOCTUXKEHUA L1eJIeBOro YPOBHA remoryiobu-
Ha PEKOMEHAYeTCA NepeBOA Ha BBeldeHue napba-
nodTMHa 1 pa3 B Ase Hepesn. Ilocsie mepesoga
BonbHbix ¢ pudIIO Ha pmapbanosatu ¢ koaddu-
umenTom 200:1, ZOCTUTHYTEHI paHee YPOBEHDL re-
MorsiobMHa ylaeTcs yCrelHO MoANepP > MBaTh NpH
yno6erBe Gonee penkoro BBefeHMA. BoabHBIM,
KoTopble noay4asu py3IIO 2-3 pasa B HegeJuo,
Aap03Mo3TMH HasHa4aloT 1 pa3 B Hezeswo, a Io-
ayyasue pydIIO 1 pa3 B Hemgenwo MOTyT ObIThL
nepeBeJeHb! Ha 1 MHBbeKLMIO Aapb3noaTiHa B 2 He-
nOesu. VI3aBeCcTHO, YTO MMeeTCA CylleCTBEHHaA Pa3-
HMLA B Oos3e, poxojAuiaa fo 30%, mexxknoy nop-
KOXXHBIM M BHYTPMBEHHBIM NYTAMM BBeIeHUA
pudlIO npu oAHOM M TOM >Ke TeMOMNO3ITUYECKOM
acddekxTe, MOITOMY C LEJbIO IKOHOMMUM Npenapa-
ThI 3MOITUHA CTAPAIOTCA BBOAMUTD ITOAKOXKHO, B TOM
uncyie U 60JbHBIM Ha Amannse [6]. B To ke Bpe-
MA AJA Hapb3Mo3TMHAa ROCTOBEPHON! Pa3HMULbI
MEeXIY MOAKOXHBIM M BHYTPMBEHHBLIM NYTAMM
BBeJEeHUA He BBIABJEHO, YTO OOBACHAT YOJIMU-
HEHHbIM MIEPUOAOM ero MoNyBbIBeAeHuA. 3To JaeT
onpefesieHHble NpeuMylllecTBa Jap6anoaTuHy npu
JleyeHUM NAaLMEHTOB Ha reMoAMan3e, TaK MO3BO-
JIAeT NepeBOAMTbL MX C MOAKOYXHOTO BBeAEHMA
pu3IIO Ha Gojee KOMQOPTHHIA BHYTPUBEHHbBINA
nyTts (C y4eToM HaJIMuUMA COCYAMCTOro LOCTYIA)
6e30 BcAKOro cHu»KeHua ahdeKTa B TOM e Jo3e.
Panee 6blna goKa3aHa BO3MOXKHOCTb BBENEHMSA
NauMeHTaM, He HY>XKIAWLIMMCA B AMaau3e, Jap-
6onosaTuna 1 pa3 B MecAy ¢ Toi e a¢pdeKTUBHO-
cTbio, 4To 1 1 pa3 B 2 Hemenu. IlaumeHTaM Ha
AManu3e TaK >Xe BO3MOXKHO BBeleHMe 1 pa3 B
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MecAl, YTO ObLIO NPOJEMOHCTPUMPOBAHO B OJHOM
M3 MOCJEeAHUX KIMHUYECKMX MCCJIeNOBaHMM, on-
HaKO 3Ta PEKOMEHJALMsA ellle HY>XJaeTCA B Jo-
MOJIHUTEJLHOJ NpPOBEPKEe B MHOTOLIEHTPOBBIX,
KOHTpOJMpYyeMbIX ucciegoBauuax. HapbamoaTun
nmeet cxoaHbiil ¢ pudIlO npodune GesonacHoc-
T ¥ B LeJIOM Xopolio nepeHocutcs. Hemanopak-
HO, YTO aHTMTeJNa K Japb3Mo3THHY BCTpedaloTcs
3Ha4YMTENbHO peke, YeM K JoObIM npenapartam
p43II0. Takum obpazom, Dap6anosTuH anwda 3a-
pexkomeHgoBan ceba xak sddexTuBHbIl U Geso-
MacHbIA NpenapaT B JIeYeHUM aHEMMM NOYeHHOro
reHesa, He YCTYNAOLLMIA MO reMOMO3TUYECKOMY
adderty pudIIO, Ho obnamaromwmit Npyu 3TOM
PALOM MPEUMYILECTB, PaClUMPAOMIMX BO3MOMKHO-
ctu cpapmakorepanuu. He ciyuaitio, 4to B paApe
cTpaH 2ap63no3TuH anbda ABJNAETCA NpenapaTom
BoIGOpa O/ KOppeKUuM HedpOreHHo! aHeMMu.
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Aap63anoaTtnH anbpda

AnnOMHWUIcYn.mblO
YrnesoAHbIE LENKn

-
'
* 3 N-cBfi3aHHble YrneBoAHble Lenun *5 N-CBH3aHHbIX YreBOAHbIX Lenei
¢ 0 14 0CTAaTKOB CUA/IOBbIX KUCNOT *[l0 22 OCTATKOB CMaNoBbIX KUCNOT
* 30,400 fanbToH *37,100 JanbToH
* coep>kaHue yrnesonos ao 40% *cofiep>xaHue yrnesoos Ao 52%

PucyHok 2.

CpaBHeHMe CTPYKTYpbl MONeKynbl Aap6anoatuHa anbta (cnpasa) u pudMO (cnesa)

CTpenkamu nokasaHbl 2 JOMOMHUTENbHbIE TETPpa-aHTeHHbIe N-CBA3aHHbIE YrNeBOAHbIe Lenu, 6narogaps 4emy
UMCI0 CBOGOAHBIX CUAMOBbIX OCTATKOB BO3POCN0 [0 22, 4TO MPUBENO K 60/blueli 3pUTPOMNOITUHECKOA aKTUBHOCTU
MOMEKY/Ibl 4ap63n0sTUHAa BCeACTBUE YANMHEHNS Mepuoda NoslyBbiBeAeHUs (MOSCHEHUS B TEKCTE).
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