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PE3IOME

Mpegnocbinkn. bonesHb ®Mabpu pasBuBaeTcA
M3-3a HeQOCTAaTOYHOW AKTUBHOCTW O-rasakTo3vgasbl
A 1 HakoneHnsa rmoboTprao3nLepamMmaa, Bbi3blBalo-
LWero MoYeyHylo HeoCTaTOYHOCTb, WMHCYNbTbI, runep-
TPOPUUECKYID KapAMOMMUOMATUIO N PAHHIO CMepTb.
Mbl oueHUnK 10-neTHME pe3ynbTaTbl Tepanmm pekomou-
HaHTHOW a-ranakTo3ngason A.

MeTtogbl. OueHuBann uCXoAbl (CepbesHble Ku-
HUYeckrne cobbiThA, MoyeyHylo OGYHKUUIO, CTPYKTYpY
n OyHKUMIO cepeyHol Mblwupbl) y 52/58 naumeHToB
C Knaccuuyeckon 6onesHbio (Pabpu, yuyacTBOBABLUMX
B KAWHUYECKOM uccnegoBaHun 3 ¢asbl 1 ¢dase npo-

JOMKEHNS, a TakXKe NOo AaHHbIM U3 pernctpa 6onesHu
®abpu. OueHMBanM 4acToTy NporpeccupoBaHus 6o-
Ne3HUN y NauMeHTOoB C NIerkum nopaeHnem nodek (J1M1,
n = 32) unn cunbHbIM NopakeHuem novek (CII, n = 20)
B MCXOOHbI MOMEHT.

Pesynbratbl. 81% nauuneHToB (42/52) He ncnbiTbl-
BaNM KaKMX-IMOO Cepbe3HbIX KANHUYECKUX COObITWI
B nepuopn nevyeHns, n 94% (49/52) Obinun *nBbl K KOH-
uy nepuoga nccnegosaHuA. 10 nauyneHToB coobLm-
nm o 16 cobbitusx. MaynenHTbl, KnaccnduymMpoBaHHbIe
Kak JIMNM, Hauanu Tepanuio B Bo3pacTe Ha 13 neTmnaguwe,
yem nauueHTbl ¢ CMMN (B cpegHem 25 1 38 net). CpepHee
CHUXeHMe cKopocTn Knyboukoson dunsTpaumn y na-
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yuenTtos ¢ JIMM v CMNMN coctaBuno —1,89 mn/mMmnn/1,73 m?
B rog n —6,82 mn/muH/1,73 m? B rog COOTBETCTBEHHO.
B uenom cpegHAA TONWMHA CTEHKU NIEBOMO XeNyfouKa
N MeXXKenyoYkOBOW Meperopofky OCTajnCb Heuns-
MEHHbIMW 1 HOPManbHbIMW. Y MNaLMeHTOB, HauyaBLUUX
neyeHue B Bo3pacTe oT 40 neT 1 cTaplue, OTMEYEHO 3Ha-
YNTENbHOE YBENMYEHME TOMLWMHBI CTEHKMN NIEBOTO Xe-
NyAoYKa 1 MeX»KenyfgouykoBon neperopogkun. CpegHaAn
KOHUEeHTpaLua rnoboTpraosnnLepaMmmaa HOpManm3o-
BaJlacb B TeYeHMe 6 MecALEeB.

BbiBogbl. D10 10-netHee wuccnegoBaHWe noja-
TBepxaaeT 3dPeKTUBHOCTb Tepanuu arancmaasbl 6eta
(1 Mr/Kkr maccobl Tenla Kaxable 2 Hegenu) npu 6o5e3Hn
®abpu. bonbWMHCTBO NaUMeHTOB OblIM NO-NpeXHeMy
XMBbI, 'Y HUAX He 6blNo KNNHUYeCKux cobbiTuin. Mauw-
€HTbl, HauaBLNe NeveHne B 6onee MoNoOAOM Bo3pacTte
N NPy MeHee BblpaXKeHHOM NMOpaXKeHn NoYyek, Nonyyu-
NN Hanbonbluylo Nonb3y OT Tepanuu. Y NauneHToB, Ha-
YaBLUKX JIeYeHne B CTapLUEM BO3paCTe U/UN NMEIOLLNX
NO3JHIOK CTAaANIO MNoyeyHoro 3aborneBaHuA, 605e3Hb
nporpeccnpoBsana.

BBEOAEHUE

bonesHo ®abpu (OMIM #301500), cuenneHHoe
C X-XpOMOCOMOW, Mporpeccmpyroliee n yrpoxato-
ee XM3HM TreHeTuyeckoe 3aboneBaHue, Bbl3blBa-
eTCA HefOCTaTOYHOWM aKTUBHOCTbIO O-ranakTo3nga-
3bl A (a-Gal A) [12]. Y niogeit ¢ TaKenbiMu MyTaLmamn
B reHe a-Gal A (GLA) n ¢ pakTyeckn oTCyTCTBYIOLLEN
OCTaTOYHOW aKTMBHOCTbIO a-Gal A HakannueaeTca rno-
6oTpraosunuepammg (GL-3; Takke cokpallatoT Kak GB-
3) n gpyrve rmukocGUHroNMnMAabl BO BCEX TUMAX KIETOK,
1 CUMMTOMbI (60S1b, XKeNyAOUYHO-KMLLEYHbIE HAPYLLIEHNUA,
aHrMokKepaToma, rMnornapos, MNpPoTeNHYpUA ” Apy-
rme CUHAPOMbI) OObIYHO MOABAAIOTCA YXKE B LETCKOM
Bo3pacTe [13]. Mo mepe nporpeccmpoBaHna 60ne3HM
®abpu yxyawaeTca GyHKLUMA NOYeK N pa3BUBAETCS M-
neptpoduyeckas KapanmommonaTia, a TakxKe noBsblla-
€TCA PUCK Pa3BUTUA OCNOXKHEHUI, BKIOYAA MOYEYHYIO
He[OCTaTOYHOCTb KOHEYHOW CTaguu, MHCYnbT, ¢pnbpos
cepaua, apuTMUM U NpexaeBpeMeHHy cvepTb [1, 2,
4-8]. Nictopuueckne faHHble 3a nepuopf, Korga noveu-
HaA 3amecTuTeNIbHaA Tepanua 1 Apyrue nogaepxusato-
e mepbl He 6b1IM LUIMPOKO AOCTYMHbI, U JO NOABNEHNA
bepmeHTO3amecTuTEeNnbHOM Tepanum (O3T) nokasbiBatoT,
YTO CpepHuin BO3pacT cMepTn 94 60nbHbIX 60Me3HbIo
®abpu 6e3 neveHuns coctasun 41 rog [4]. Y reteposurot-
HbIX XXEHLUMH TaK»Ke BO3MOXHbI NpoaBieHnsa 6onesHu,
HEeKOTOpble HACTOJIbKO »Ke TAXKeNble, Kak Yy MyuuH [18],
BEPOATHO, M3-3a NPEANOYTUTENBHON UHAKTUBALUN Of-
HOW X-XpOMOCOMbI MO CpaBHeHMIo ¢ gpyron [19].

Arancmpasa 6eta (@abpasum®, Genzyme, Sanofi,
Kembpugx, Maccauycetc, CLLUA) — pekoMObUHAHTHas
¢dopma uenoseveckon a-Gal A. AMMHOKUCNIOTHaA mno-

ClefoBaTeNbHOCTb PEKOMOMHAHTHON GOPMbI, KaK U KO-
AVpyloWasa ee HyKneoTUAHasA MOCNefoBaTe/IbHOCTb,
nAeHTUYHbI NpupoaHon ¢opme a-Gal. Arancupasa 6eta
npumensetca ana O®3T npu 6onesHn Oabpu 1 BBOANTCA
BHYTPMBEHHO pa3 B ABe Hefenu B fo3e 1 Mr/Kr Macchbl
Tena[10, 11]. 3a npegenamm CLUA ona neyeHuns 6onesHm
®abpu TakxKe AOCTYMHa arancupasa anbda (Pennaran,
Shire HGT, Kembpugx, Maccauycetc, CLUA) (0,2 mr/kr
Maccbl Tena 1 pas Kaxkable 2 Hegenu) [12].

20-HegenbHOe MHOrOLEHTPOBOE, pPaHAOMM3NPO-
BaHHOe, nnauebo-KOHTponMpyemoe, ABOMHOE clienoe
nccnepoBaHue 3 dasbl € yyactmem 58 naumeHToB Noka-
3as10, yto arancupasa 6eta B gose 1 Mr/Kr Maccobl Tena
Kakgble 2 Hegenu ygansaeT otnoxeHusa GL-3 B sHpoOTe-
NN COCYAOB NMoYekK, Koxku 1 cepgua [10, 13]. B oTkpbiTon
54-mecayHon ¢aze NpoaomKeHNA neyeHus arancugasa
6eTa cTabunusmpoBana QyHKLMIO MOYEK Yy MaLUEHTOB
C MopakeHneM MoyYeK OT Nlerkoro fo ymepeHHoro [11].
MpoTenHypua B UCXOZHbIN MOMEHT (> 1 r/cyT), rnomepy-
nocknepos Bbiwe 50% v Bo3pacT ctapLue 40 net Npu Ha-
yane fieyeHusa ObiiM 3HAUNMbIMU daKTopamMu, OorpaHu-
UMBaABLUMMM OTBET MOYEK Ha neyeHne [11].

B 3TOM nccnepoBaHMM OUEHMBANNCh [ONTOBPEMEH-
Hble ncxogbl y 52 n3 58 MauueHTOB C KNacCUYecKom
6onesHblo Pabpu, y4acTBOBABLUMX B KIIMHUYECKOM UC-
cnepoBaHUK arancugasbl 6eTta 3 ¢asbl, C UCNONb30Ba-
HMeM 0606LEHHbIX AAHHbIX N3 UCCNeaoBaHNs 1 ¢asbl
npopomxkeHnsa (NCT00074971), a Takxe pernctpa 6o-
ne3nn ®abpu (NCT00196742). MNpencTtaBneHbl daHHbIe
O BO3HUKHOBEHWUWN CEPbE3HbIX KIIMHUYECKNX COObITUIA,
noyeyHol GpyHKUMM U CTPYKTYpe u GYHKUUKN cepaed-
HOW MbILILIbl MOCSe NeyeHuns arancugason 6eta (1 mr/kr
Maccbl Tena Kaxable 2 Hegenu) 3a 10-neTHu (MegmaHa)
nepuop nocneaytoLlero HabnogeHusa.

METOAbI

MnaH nccnepoBaHMA N yHaCTHUKA

B nccnepoBaHue BKOUYEHbI AaHHble 52 maunMeHTOB
¢ 6onesHblo ®abpy (50 My»KUMH, 2 >KEHLMHBbI), 3a4nC-
NEHHbIX B KNMHNYECKOe nccnegoBaHue 3 ¢asbl Ha Haze
8 OCHOBHbIX MCCNefoBaTeNIbCKUX LIEHTPOB B YeTbl-
pex cTpaHax (CLUA, BenukobputaHus, HupepnaHgpl
1 ®paHumn) [10]. Y Bcex naumeHTOB 6bia Knaccmyeckas
dopma 6onesHn Mabpwn, noaTBepxaeHHasA nccnenoBa-
HMem akTMBHOCTU a-Gal A 1 aHann3oM mMyTauuun B reHe
a-Gal A (cekBeHMpPOBaHUE BCEX SK3OHOB U FPaHUL, MeX-
4y dK30HaMM N UHTPOHamu reHa a-Gal A wnun aHanu3
Ha cneyunduueckyo myTauumio B reHe a-Gal A, ecnm 6bina
N3BeCTHa ceMelHaa MyTauua) B COOTBETCTBUMN C MeCT-
HbIMW CTaHZapTamu. [JaHHble cobupanm BO BpemMa WUC-
cnepgoBaHus 3 ¢asbl [10], 54-mecsiuHOM OTKPbITON dasbl
npogonxenus [11, 14] n n3 pernctpa 6onesHn Oabpw
(pnc. 1). JaHHble 6 NauMeHTOB U3 ucciegoBaHna 3 ¢pasbl
He[OCTYMNHbI, TaK Kak OHU He 6blIV BKIIOUEHbI B PerncTp
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6onesHn ®abpu (puc. 1). MeguaHa gnUTeNbHOCTY Neye-
HUA 52 NauMeHToB arancupason 6eta coctaBuna 10 net
(25-75 npoueHtnnun: 7,3-10,3 neT). KnuHnuyeckne paH-
Hble NauMeHTOB cObUpanu Yepes NHTepPBarbl, YCTaHOB-
NeHHble MPOTOKOJSIOM, TOrAa Kak AaHHble HabnoaeHua
n3 pernctpa 6onesHn Qabpu cooblanncb yepes pas-
NYHble NHTepBanbl. Bo BpeMa paHAOMM3MPOBAHHOM
yactn umccnegoBaHna 3 ¢dasbl 1 Pasbl NpoJomKeHUA
nepuoanyeckn 6panu obpasubl CbIBOPOTKU A0 UHOY-
3UM ANA aHanm3a Ha aHTUTena Knacca lgG K pekombu-
HaHTHOW yenoBeyeckon a-Gal A. 3a nepuopg Habnoge-
HUs pernctpa 6onesHn abpu TepaneBTbl onpeaennIu
nepuoanYHOCTb B3ATUSA NPob. OnybnnmkoBaHO Nogpob-
HO€ OnuncaHne aHanuTnyecknx metogos [14]. UcxoaHbim
MOMEHTOM CUUTaNU JaTty nepBoli MHbY3MK arancugasbl
6eTa. Kputepmn BKNIOYEHMA/UCKNIOUEHUS AS YYacTHU-
KOB KIMHMYecKoro uccnegoBaHua 3 ¢asbl 1 gpasbl npo-
JOMKEeHNA ONrcaHbl B APYrmMx UcTouHmnkax [10, 11, 14].

OueHKkn

Cepbe3Hble KNVMHUYeCKue cobbiTa onpeenanv
Kak ONUTENbHbIA AManus3, nepecagky nouku, nHoapkrt
MUOKapAa, 3aCTONHYI0 CepAeYHyl0 HefOoCTaTOYHOCTb,
npoBefeHVe BMeLLaTebCTB Ha cepale (Hanpumep, M-
nnaHTauma 6annoHHOro Hacoca, KapanosepTepa-aedu-
6punnATOpa UAN NEPBOrO KapAUoCTUMYNATOpPa; nnbo
onepauusa WYHTUPOBAHMUA), UHCYNLT U cmepTb. C nc-
CnefoBaTeNbCKUMM  LIEHTPaMU  CBA3bIBaNNCb, UTOObBI
ybenmTbca, uto perucTtp 6onesHn Pabpu copepkan Bce
[OCTYMNHble AaHHble MocsieaytoLero HabnogeHna.

PacueTHylo ckopocTb KnyboukoBol ¢unbTpaumm
(pCKB) BblUMCAANM MO KOHUEHTpAUUW KpeaTUHMHA
B CbIBOPOTKe No ypaBHeHuto CoTpygHuyecTBa B obna-

58 naumeHToB paHAOMM3NPOBAHO

(
G)aeza = 29 29 nonyyanu
ABONHOE B rpygne arancmpasy 6eta
G, NPEEISSY 1 Mr/Kr Kaxkable
20 Hepenb l 2 Hen
[ 58 nauuneHTOB
OTKpbITas R 6 NaLMeHToB
daza He BK/oYeHO
{ arancupgasy 6eta —»
NPOAOIKEHNS: B peructpe 60e3Hu
1 mr/Kr
54 mec. ®abpu:
\  Kaxnable 2 Hep.
« 1 ymep, oCTaHOBKa
(
Nakb 52 nauueHTa cepaua
dHEIC nofnyyani - 1 HefloCTyneH
nccneaoBaHua
N ean/ICT a arancupasy 6eta ANA Habnopenma
6F:)ne3H|E|) {1 mr/kr kaxaple + 1 6e3 neuetna
®abou: 2Hen. VBKMloueHbl  ° 3 HanedeHnm
BCero 1% J:IeT B perncTp
\ 6one3Hn Oabpm

Puc. 1. [InaH donzospemeHH020 HAb/1I00eHUS HA hpomsixe-
HUU Kaxx0020 U3 mpex UHmMepaasos Ucc/1e008aHus

CTU 3NNAEMUOSIONNN XPOHUYECKUX 3abonieBaHuin no-
yek. MpoTenHypuo N3MepAnM No COOTHOLIEHUIO Gen-
Ka 1 KpeaTuHuHa B mMoue (CBKM). Yncno knyboukoB
C OOLWMM CKNEPO30M WM NIOKANbHbIN CErMeHTaNbHbI
rMOMepY/oCKepo3 OLeHMBaNU nyTeM aHanmsa 6uo-
MTaTOB, B3ATbIX BO BPEMSA KIIMHNYECKOTO UCCNefOBaHNs,
[0 BU3KnTa 3a 6 mecsaue [10].

[na onpepeneHna TONWWHbI 3aiHE CTEHKN NIeBO-
ro xenygouka (T3CJTK) u TOAWMHBI MeXKenygouKko-
Bon neperopoakn (TMMI) ucnonb3oBanu cTaHAapT-
Hble ABYMEPHble 3XOKapauorpaduyeckme nsmepeHus
B M-pexunme.

CraTucTnyeckum aHanus

DukcmpoBanu mncxogHble pemorpadpuyeckme paH-
Hble, Apyrme OCOBEHHOCTVM MaLMEHTOB U Cepbe3Hble
KNnHMYeckne cobbitusi. OueHMBanM HAKMOH  Kpu-
BbIx CKO, T3CJ1XK 1 TMXKI n BblUMCNANM COOTBETCTBY-
loLue 3HauYeHMA p, NoKasbiBalowwme, eNCTBUTENIbHO Nn
HaKNOH KPUBOW CTaTUCTUYECKM OT/IMYEH OT HynA, C Nno-
MOLLbIO JIMHEMHOW CMeLLaHHON perpeccun. MayneHToB
¢ CbKM <0,5 r/r n meHee 50% cknepoTU3NPOBAHHbIX
KNyObouKoB KlaccnpuumpoBanm Kak UMeoLWmMX nerkoe
nopakeHue noyvek (JIMNM); naumneHtos ¢ CBKM > 0,5 r/r
unn 6onee 50% CKNepOTU3MPOBAHHBIX KiybouKoB
KnaccmouumpoBanu Kak UMELWMX CUNbHOE Mnopaxe-
Hue noyvek (CMM). PeweHune cTpatnduumpoBatb nauu-
eHToB no CBKM 0,5 r/r ocHOBbIBanocb Ha nutepaTtype.
Ona cpasHeHua CIIM n JIMNM ncnonb3oBanu He3aBUCK-
Mble BYXBbIOOPOUHbIE KpUTEPUU (t-KPUTEPUIA NN KPK-
TepuUin YUNKOKCoHa). [Ina ctaTucTnyeckoro aHanmsa uc-
nonb3oBanu nporpammy SAS B. 9.2 (SAS Institute, Kapu,
CeBepHas KaponuHa, CLLA).

PE3YJNIbTATDI

Lemorpaduueckne xapakTepucTnku 52 naumeHToB
C Knaccuyeckon 6onesHbio Qabpu (NoaTBep>KaeHHOM
nccnepoBaHem akTMBHOCTU a-Gal A 1 MyTauum B reHe
a-Gal A) nokasaHbl B Tabnuue. CpegHuin Bo3pacT nayu-
€HTOB MNPW Havane neveHus 6611 30 NeT, oAHAKO Nauu-
eHTbl, KnaccuuumpoBaHHble Kak nmetowme CIMM B nc-
XOAHbIA MOMEHT, 6binn 6onee uem Ha 10 neT craplue
nmetownx JIMNM (38 v 25 net, p < 0,001). 11 13 52 naymeH-
TOB MMenu Bo3pacT 6onee 40 feT B UCXOAHbIN MOMEHT;
8 (1 XeHLmMHa) 6binKn KnaccuduLMpoBaHbl Kak UmMetoLLme
Crr v 3 — JINM (Bce my>kunHbl). Bo3pacT camoro noxu-
NOro nauMeHTa, My>KUuHbl, 6bi1 62,2 roaa B UCXOAHDIN
MOMEHT; 3TOT nauueHT umen CI1. Y HeKoTopbIx NaumneH-
ToB ¢ JIMM y>ke 6binn 3HaUnTeNbHbIE NPU3HAKU NOpaKe-
HUA MOYEK B UCXOAHbIN MOMEHT; 13% mnmenn He 6onee
20% (Ho meHee 50%) CKNepOoTM3NPOBaHHbIX KIyHOUKOB.

T3CJTXK B cxoaHbI MOMEHT (CpeaHee) 6bino Bbllle
y naumeHtoB ¢ CII, yem y nauymenTos c JIMM (11,9 mm
n 9,8 mm, p = 0,005), kak 1 TMKI (11,9 mm 1 10 mm,
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Tabnuua. [lemorpacmyeckue gaHHble 1 0COOEHHOCTH NALUEHTOB

XapaTopucTa U o nouen (G o e B e OO
KonnyecTso nNauneHTos (MyX4UH/MKEHLLMH) 311 19/1 52 (50/2)
Bo3pacTt B Hayane neveHus (ner) < 0,001
CpepnHee (CO) 25,3 (7,7) 37,7 (8,7) 30,1 (10,0)
MeauaHa (guanasoH) 22,5 (16,5-44,7) 36,6 (26,3-62,2) 29,4 (16,5-62,2)
Boapact Ha MOMEHT nocneaHero
Ha6MAeHNA B perucTpe (Ner) <0,001
Cpeanee (CO) 37,2 (7,6) 48,7 (8,2) 41,6 (9,6)
MeamaHa (gnanasoH) 34,8 (26,8-53,5) 47,3 (38,5-73,8) 40,0 (26,8-73,8)
Bpems HabnoaeHus (ner) 0,659
Cpeanee (CO) 8,7 (2,5) 8,4 (2,5) 8,6 (2,5)
Meguana (guanasoH) 10,0 (1,4-10,5) 10,0 (4,5-10,5) 10,0 (1,4-10,5)
CBKM (r/r) B NCXOAHbI MOMEHT < 0,001
Cpeanee (CO) 0,2 (0,1) 1,3 (0,9) 0,6 (0,8)
Mezauana (amanasoH) 0,1 (0-0,5) 1,1 (0,4-3,6) 0,3 (0-3,6)

2

St <000
Cpeanee (CO) 126,0 (18,71) 101,6 (22,78) 116,6 (23,44)
MeguaHa (guanasoH) 127,7 (73,1-170,0) 108,9 (49,1-138,5) 118,8 (49,1-170,0)
T3CJ1XK B UCXOAHbBIA MOMEHT (MM) 0,005
Cpeanee (CO) 9,8 (1,66) 11,9 (2,67) 10,6 (2,31)
MeauaHa (guanasoH) 10,0 (7,0-13,0) 11,0 (9,0-18,9) 10,4 (7,0-18,9)
TVDKI (MM) B UCXOLHbIA MOMEHT 0,007
CpepnHee (CO) 10,0 (1,73) 11,9 (2,63) 10,7 (2,31)
Megamana (ZnanasoH) 10,0 (7,0-16,0) 11,0 (9,0-20,0) 10,3 (7,0-20,0)
3lc_mfeiTnna3M9 (MKr/M1) B UCXOAHBIN 0,606
Cpeanee (CO) 9,5 (3,02) 9,9 (2,66) 9,7 (2,86)
MegauaHa (ananasoH) 9,5(3,6-16,7) 9,6 (4,7-14,5) 9,5 (3,6-16,7)

*JINM = CBKM < 0,5 1/r n < 50% cknepoTtuanpoBanHbix Kny6o4kos; CINM = CBKM > 0,5 r/r unu > 50% CKnepoTU3MpoBaHHbIX KNy6O4KOB.

N =52 gns Bcex napametpos, kpome T3C/TXK u TMXKI (06a n = 50), n CBKM (n = 47).

pCK® — pacyeTHast CKOpPOCTb Ky604K0BOIA (hunbTpaumm; GL-3 — rno6oTtpraosunuepamug; TMXKI — TonLwmHa MeXOKenya04KkoBoi neperopoaku; T3CIK —
TOMLLMHA 3aHeli CTEHKN neBoro xenynoyka; CBKM — cooTHoLeHe 6enka 1 KpeaTHUHA B MOYe.

p = 0,007) (tabnuua). XoTa cpefHue cepaevyHO-COCY-
aucTtble napameTpbl y nauuneHTtos ¢ CMM B ncxopHbIn
MOMEHT O6blnn B npegenax HOpPManbHOro Avanaso-
Ha, Yy 8 naumneHToB OOHapy»keHO OTKNOHeHue T3C/TK
(> 12 mm) n TMPKI (> 12 MMm) B UCXOAHBIN MOMEHT; Y 6 na-
LIMEHTOB OT HOPMbI OTK/TOHANCb 06a NapameTpa.
BonblwmnHcTBO NaumeHToB (81%; 42/52) He UCNbITbI-
BaNiM KaKMX-MOO cepbe3HbIX KINMHUYECKUX COOBITUI
B nepuofd neuyeHus, n 94% (49/52) 6binn *MBbl K KOH-
uy 10-neTHero nepuoga nuccnegosaHua. 10 naumeHToB
(19%) coobwwunm o 16 cepbe3HbIX KIMHUYECKUX COObI-
TUAX BO BPeMA KIVMHUYECKOro nccrnefoBaHua (3a nep-
Bble 54 mecAUa), U 8 — BO Bpemsi MHTepBasa Habnoae-
HUA pernctpa 6onesHn Mabpu. BosHuKwne Taxenble
KNUHUYecKme cobblTvA nokasaHbl Ha puc. 2. Hanbonee
pacnpocTpaHeHHbIM Bbin MHCYNBT; 5 nauneHToB (9,6%;
4110, 1 CIMM) nepeHecnu B Lenom 8 MHCYynbToB. Y 4 na-
umeHToB (7,7%), Bce ¢ CIM B NCXOAHbIA MOMEHT, 6bIN10
cepbe3Hoe noyeyHoe cobbiTre. CoobLanocb 0 ABYX
CepAeUHbIX COBBITUAX, B YaCTHOCTM CMePTU OT 3abone-
BaHUA cepAua B Bo3pacTe 52 net (nauueHT ¢ JIMIM), vH-

dapKTe Mnokapga B Bo3spacte 53 net (mauyment ¢ CIM).
[lBa naumeHTa C MHOXECTBEHHBbIMW NHCYNTBTaMN UMENW
BO3pacT 20+ KO BPEMEHWN NEPBOro CEPbE3HOrO KANHU-
yeckoro cobbiTus. MNMoyeyHble N cepaeyHO-coCyancTble
Co6bITNA Yalle BCEro BO3HMKANM Y NALMEHTOB CTaplue
40 net. 3a HayasbHbIV 5-NETHUIN Nepuod NeYeHus B KNn-
HWYECKOM WCCIefoBaHNN Cepbe3Hble  KIMHMYEeCKue
CO6bITUA BO3HUKAN Y 7 NALMEHTOB, TOrAa Kak y 3 nauu-
€HTOB nepBoe CobbITE BO3HUKIIO B NEPUO NO34HEro
nocneaytoulero HabnogeHua (puc. 2).

3a nepuop HabnoaeHUA CpefHUn HAKMIOH KPUBOM
pCK® y 32 naumenTtoB B Kateropuw JIMIM coctaBun
-1,89 mn/mMnH/1,73 M2 B rofl; CpeiHAA HaKITIOH KPUBOWA
pCK® y 20 nauyueHTos ¢ CIMMM 6bin —6,82 ma/MuH/1,73 m?
B rog (puc. 3A). Ob6a 6biNN CTAaTUCTUYECKU 3HAYM-
Mbl (3HaYeHua p 0,001 n < 0,001 COOTBETCTBEHHO).
Y nauyunentoB ¢ JIMNM n CBKM < 0,5 r/r Ha npoTaxe-
HUM nedyeHUs Oone3Hb nporpeccupoBana MepaseH-
Hee (1,48 mn/mMnH/1,73 m? B roa, n = 20) No cpaBHe-
HUo ¢ nauveHtamn ¢ JIMMN v CBKM 6onee 0,5 r/r
B nepuopg nevenus (-2,6 mn/mnnH/1,73 m? B rog, n = 12)
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(p < 0,001 gns 060MX HAKNOHOB KPUBbIX; AHHbIE HE Mo-
KasaHbl). Kak cooblaeTca B ApYrnx NCTOYHUKAX, HEKO-
Topble NauueHTbl, 0COBEHHO C CUIIbHOW NPOTEUHYpPUEN
UNn No3gHen cTaguen rnoMepynockneposa, noyyanu
nHrnbutop AlQ/6nokatop peuentopa aHTUOTEH3MHA
Il no ycMoTpeHuio nleyallero Bpaya; OgHaKo BAUAHUE
Ha NpoTenHypuIo 66110 pasnnyHbim [11].

CpegHunin HaknoH kpueon T3CJK coctaBun +0,08 mm
B rog (p = 0,221) n 40,10 mm B rog (p = 0,282) y nauu-
eHToB B rpynnax JIMNM v CIMIM cootBeTcTBEHHO (pUc. 3B).
B uenom cpegHaa T3CJIK (n = 50) octanacb B npepge-
nax HOpMbI K KOHUY nepuofa HabnogeHus 3a T3CITK
(10,6 + 2,3 MM B MUCXOAHbIN MOMeHT, 11,7 + 3,0 mm
npu nocnegHem namepeHun T3CTTXK). T3CJIK He n3me-
HMNacb 3a O6LWUI Nepuog NeyeHns y naumeHToB B BO3-
pacte meHee 30 net (n = 26) unun ot 30 o 40 net (N =13)
Ha MOMEHT nepBoi MHOY3MK (CpefHUIA HAKINIOH KPUBOM
+0,05 mm B rog (p = 0,515) n +0,07 mm B rog (p = 0,494)
COOTBETCTBEHHO). Y MaUMEeHTOB, HauyaBLIMX JleyeHune
B Bo3pacTe 40 net u ctapuwe (n = 11), oTMEYEHO 3Hauun-
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Cepbe3Hble KIIMHNYeCKNe ABNEHNA:

o — /lHcynbT

a — CeppeyHble

m — [ToyeyHble

X — CmepTb (0T cepAeUHbIX MPUYKH)

¢ — CmepTb (He OT cepAeUHbIX MPUYMH)

Puc. 2. CepbesHble KauHUYeckue cobbimus, 603HUKWUE
Ha npomseHuu UHMep8easose ucciedosaHus. lopaxeHue
nouex: JI[[1 = HesHa4yumesnbHoe nopaxeHue noyek; Clf1 =
CU/IbHOe nopaxeHue noyek. YepHele cUMBOJIbI: cepbe3Hble
KIUHUYecKUue cobbimus, 803HUKWUE 80 epeMs paHOOMU-
3UpPOBAHHO20 NIAUYE6O-KOHMPOUPYEMO20 UCC/Ie008aHUA
3 ¢passl unu nocnedyrowel gasel npodonxeHus. KpacHeie
CUMBOJIbI: Cepbe3Hble KUHUYecKkue cobbimus, 803HUKWUE
8 nepuo0 Haboo0eHuUs peeucmpa 6one3Hu Oabpu. [opu3oH-
maneHele TUHUU NOKA3bI8AOM 803pdcm npu nepsoli UHQy-
3UU (HUXHASA JIUHUA) U NOc/Ie0HUl 8U3Um 8 pamKax nocsiedy-
fowe20 KIUHUYEeCK020 Hab/1loOeHUs (8epXHAA TUHUA)

TenbHoe yBenuyeHue T3CJIK (cpegHMin HAKNOH KPYBOW
+0,30 mm B rOZ, p =0,013).

CpenHun HaknoH Kpusbix TMXKI coctaBun +0,04 mm
Broa (p=0,536) n+0,14 mmBrog (p =0,068) y nayneHToB
B rpynnax JIMNM v CMM cooTBeTcTBEHHO. B 06eunx rpynnax
06HapyKeH CXOAHbIN XapakTep MUHMMAasbHbIX N3MeHe-
HUM N OTCYTCTBUE CTAaTUCTUYECKOW 3HAYMMOCTU (puc.
3C). B uenom cpegHaa TM2KI (n = 50) octanacb B npe-
Zenax HopMbI K KOHLY nepuopa HabnogeHus 3a TMXKIN
(10,7 £ 2,3 MM B UCXOAHbIN MOMeHT, 11,5 + 3,1 mm
npu nocnegHem nsmepeHun TMXIM). TMXI1 He nameHu-
nacb y nauyneHToB B Bo3pacTte monoxe 30 net (n = 26,
HaknoH Kpuson —0,02 mm B rog, p = 0,725), cnerka yBe-
nuumnack y nayueHtos ot 30 fo 40 net (n = 13, cpegHun
HaKNoH Kpueon +0,17 mm B rog, p = 0,049), ogHaKo 3Ha-
YynTeNbHO yBENMUYMIach y NaumneHToB B Bo3pacTe 40 net
n Boiwe (n = 11, cpegHUN HakNoH Kpuson +0,23 MM
B rog, p = 0,028).

CpepHAaAa KoHuUeHTpauua GL-3 B nnasme Hopmanu-
30BaJlacb B TeUeHMe 6 MecALEB JSlIeYeHMA U OCTaBanacb
HOPMasnbHOI Ha MOMEHT nocsiefHero HabnoaeHus.

Pe3ynbraTtbl nccnepoBaHvA Ha aHTUTena knacca IgG
BO Bpems KINHUYECKOro UCCNefoBaHUA OMMcaHbl pa-
Hee [11, 14]. Y 60nblUMHCTBA NALMEHTOB MYXCKOIO Nnona
BblpaboTanucb aHTUTena, 6osbluell YacTbio B NepBble
TpW MecsAUa NleYeHns arancruaason 6eTa, a Co BpeMEHeM
OTMEYEHa TeHAEHUUA K CHUXKEHUIO TUTPOB, MPWU 3TOM
Yy HEKOTOPbIX TUTPbI aHTUTEN AOCTUFAN NaTo Nnbo pas-
BUacb TonepaHTHOCTb (MDA He nokasan o6HapyKMmo-
ro KonmyecTtsa aHTuTen IgG, 1 ABa nocnegoBaTesbHbIX
noaTBepXKAalLWmX NCCIefoBaHNA METOAOM PaguouMm-
MYHOMpPEeUUnUTaunn Janu oTpuuaTenbHbI pesynbTaT).
B sTo Kkoropte BbipaboTKa aHTWTEN, MO-BMAUMOMY,
He BNIMANA Ha YacTOTy peakuunid, CBA3aHHbIX C UHDY3U-
en, co BpemeHem [11]. Pe3ynbTaThl aHann3a Ha aHTUTe-
na 3a nepuop HabnoaeHua peructpa 6onesHn Oabpu
6b1IM JOCTYMNHbI HE AN1A BCEX NALMEHTOB, YTO He NO3BO-
NMNO BbINOJSIHUTL JOCTOBEPHDIN aHanus.

OBCYXAEHUE

81% B3pOC/bIX NaLMEHTOB C Kaccuyeckon 6ones-
Hbto ®abpwy, nonyyaslume nevyeHne arancupason Heta
Ha npoTaxeHuun 10 net (MegmaHa), He UCNbITbIBaNU ce-
PbE3HbIX KANHUYECKMX COObITUN, N 94% Obinn KKBbI.
OTO OTNMYaeTcA OT AaHHbIX APYrux nybnukauun, rge
OnucaHbl TAXesble MoyeyHble, CepAeYHO-COCYANCTbIE
CcoObITUA M HapylleHMA MO3roBOro KpoBoobpalieHus
Ha YeTBEPTOM U MATOM AECATUNETUAX XU3SHU Y MYXK-
uuH, He nonyyaswwux O3T [1, 2, 4-8], uTo MoBbIWANO
PUCK NpeXaeBPeMEHHON CMEPTU B BO3pacTe HEMHO-
ro ctapwe 50 net [5, 16, 17]. ®3T He morna NOMHOCTbIO
NpefoTBPaTUTb Pa3BUTME TAXKENbIX KIUHNYECKMX ABe-
HUN. U3 TaxenbiX KINHNYECKNX COObITUN, BO3HUKLLUNX
B TEKYLLEM UCC/IeAOBaHNM, CAMbIM YacCTbIM Y NaLMEeHTOB
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mnagwe 40 net 6611 NHCYNbT. Ha BTOpoM mecTe Mo Ya-
CTOTe CTOANW TAXEsNble MouyeyHble ABNeHUA (Quanus,
nepecagka noykm), KoTopble BCTPEYaNNCh rMMaBHbIM 06-
pa3oM y nauueHTOB CTapLuero Bo3pacta. Mbl 06HapyXu-
nu, yto y nauueHTtos B rpynne JIMI (cpegHmin Bo3pacT
25 neT B MCXOQHbI MOMEHT) MPOU3OLWIO HEKOTopoe
cHwkeHmne pCKO (-1,89 mn/mMuH/1,73 m2 B roa) Ha npo-
TAxeHun 10-neTHero HabnopeHus. NporpeccupoBaHne
rnovyeyHoro 3abonesaHus, NO-BUAMMOMY, 6bIN0 CBA3aHO,
Mo KpaiHe Mepe YaCTUYHO, C TAXKECTbIo 60NE3HU JO Ha-
Yyana neyeHus. B ston nccnegyemont nonynAaumm y He-
KoTopbix naumeHToB ¢ JIMM yxxe 6binn 3HaunTeNbHblE
NPU3HaKM NOBPEXOEHUA NOYEK B MCXOAHbLIA MOMEHT,
1y nauymnentos c JIMM, y kotopbix CBKM 6bino He 6onee
0,5 r/r Ha NpoTAXeHUn nepuopa neyeHns, NPorpeccu-
poBaHMe 6bINoO MefneHHee, Yyem y naumeHtoB ¢ JIMM,
y KoTopbix CBKM npeBbicuno 0,5 r/r 3a nepunod neyeHums.
Takmum 06pa3om, BO3MOXKHO, Uto Havano ®3T go pa3su-
TUA 3HAYUTEIbHOTO FNOMEPYIOCKIepo3a U NPOTENHY-
pumn ABNAETCA KNYOM K Nnpodurnaktuke ganbHenwero
nopakeHus nouek. CoobLyaeTca, YTo CKOPOCTb CHU-
xeHuna pCKO B 3p0poBoOI B3pOCON NONyNALMU Haun-
Hana ¢ 40 net coctaBnsieT -1 mn/munnH/1,73 m? B roa [18].
Y My>UuH ¢ 6onesHbo Gabpu 6e3 neyeHns N NCXo[HON
pCKD > 60 mn/mnH/1,73 M? onncaHa CpeaHss CKOPOCTb
nporpeccnpoBaHus —2,93 mn/mun/1,73 m? B rog 1 o6Ha-
pYy>KeHa CBA3b MeXAY TAXECTbIO NPOTEUHYpUN 1 bonee
ObICTPbIM CHUXKeHeM pCKO [2].

B HacToAwem wnccnepgoBaHum y nauuentos ¢ CIIM,
HauaBLWMX JleyeHMe B cpegHem Bo3pacte 38 net
N yXe WMEBLUMX 3HAUYUTENbHOE MOpa)eHMe Mnouek,
MokasaHo Haubonbliee CcHuXeHne Kpueon pPCKO
(-6,82 mn/MunH/1,73 M? B rop). 9T AaHHbIe JalOT OCHO-
BaHWA Mnonaratb, YTO Hayaslo NeYeHna [0 TOro, Kak BO3-
HUKHYT 3HaUUTENbHbIE NOBPEXKAEHUA CTPYKTYPbI NOYEK,
MMeeT pelualLLee 3HaYeHne 1, BOSMOXHO, CyLLeCcTBYeT
MOMEHT, MOCie KOTOPOro HapylleHue KnybouykoB He-
n36eXXHO nporpeccupyeT [0 Pa3BUTUA MOYEUYHOWN He-
JOCTaTOYHOCTM. XOTA NO34HO HayaToe ieyeHne MoXeT
B JyulLeM Cilyyae Nnib 3aMeaInTb NPOrpeccupoBaHne
noyeyHoro 3abonesaHuA [19], OHO BCE ke MOXeT Mno-
MOUYb MOBbICUTb OXMAAEMYI0 MPOAOIKNTENIbHOCTb XKIN3-
HW Yy NaUMeHTOB CTapLUero Bo3pacTa C NO3AHeN cTaguen
6one3Hn Oabpu. B 31Ol KOropTe TAXKeNble CepAeyYHO-COo-
cyaucTble ABeHUs 66111 AOBOSIbHO peaKuMin. 10 OTNKU-
YyaeTca OT paHee onybGNMKOBaHHbLIX PAbOT, B KOTOPbIX
CcoOobLAeTCA, YTO CepaevHO-cocyaucTble 3aboneBaHunA
6bINKn camol pacnpPOCTPaHeHHOW NPUYNHOM CMepTH Na-
LmneHTOB c 6onesHbio Oabpu 6e3 neveHnn [16, 17].

B uenom Ha npotaxeHun 10-neTHero (MegmaHa) ne-
puoga neyeHna He 6b1I0 OOHAPYKEHO 3HAUMTENBHOIO
yBenuueHua T3CIIK n TMXKI1, uyto roBopuT o cTabunu-
3auuu TeyeHna 3aboneBaHUA CoO BpeMeHeM. Y nauuneH-
TOB B BO3pacTe mMonoxe 40 neT, NofyyaBLINX arajcu-

fasy 6eta, T3C/IXK n TMXIM octaBanuncb cTabunbHbIMU.
B NpoTBOMNONOXHOCTL STOMY Y MaLUMEHTOB B BO3pacTe
cTapwe 40 netT Ha MOMeHT nepBoi MHoY3MnM T3CTIK
n TMXI 3HauMTeNbHO NPOrpeccnpoBan Ha MOMEHT
nocsiegHero HabnlogeHNa No CPaBHEHMIO C UCXOAHbIMI

=

: CpeaHuit HaknoH Kpueon pCK® (mn/mMuH/1,73 m? B rop):
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Puc. 3. HaknoH Kpusbix pacyemHol ckopocmu Kiy604Ko-
8ol ¢punempayuu (pCK®), monwuHsl 3a0Hel CmeHKU J1e8o-
20 xesnyooyka (T3CJIXK) (B) u monwuHel mex»xesny0o4kosol
nepezopooku (TMXKT) (C). CuHue (He3Ha4umesneHoe nopa-
XeHue noyek, JI11) u KpacHvle (cunbHOe nopaxeHue noyex,
CT1I) XupHeie UHUU NOKA3bleaom cpeOHUl HaK/TOH JIUHUL
pezpeccuu 0514 2pynn. TOHKUe JIUHUU npedcmasnaom Ha-
KJ10HbI KpUBbIX 0mOesibHbIX NayUueHmMo8 8 Coomaemcmayio-
wux epynnax
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3HaueHVAMN. XOTA HeNb3A NCKITIYMNTb NOTEHLNaNbHOro
BKNaga NoyeyHom HelOCTaTOYHOCTM WA TMNepTeH3nn
B MPOrpeccrpoBaHne yTOMLWEHUA CTEHKM NTIEBOTO XKeny-
[0YKa, 3TV AaHHble COrnacyloTca C pesynbTatamm Apy-
rMx UccnefoBaHNi, MOKasaBLWKX 6GnaronpuATHbIA OTBET
Ha NeyeHne Co CTOPOHbI CepAeYHO-COCYANCTON CUCTe-
Mbl Y NaLMeHTOB, HauaBLUMX JSleyeHne arancraason 6eta
B 6onee monogom Bo3pacte [20].

3a HayvasbHbIV 5-NeTHUN Nepuog fieYeHUs B KINHU-
YeCKOM MCCNiejoBaHNN Cepbe3Hble KINHUYeCcKme co-
6bITA BO3HMKNW Y 7 NaUMEHTOB, a B Nepuof no3aHero
nocnepytoulero HabnogeHus — y 3. B HacTosLwweM Uc-
CflefOBaHNN BrepBble ONUCAHO CHMXEeHWe Ynca naym-
€HTOB C TAXKENbIMA KINHUYECKMMU ABJIEHNAMW nocne
ponrospemeHHon O3T arancupason 6eta. BoamoxHble
00BACHEHUA CHUXEHWA YaCTOTbI TAXKENbIX KITIMHNYECKUX
COObITUI BKIOYAIOT AONTOBPEMEHHYIO NOJb3y YCTOW-
ynBoro yganeHus GL-3 13 opraHusma [21] 6narogaps
neyeHuto arancmpason 6eta, nyyllee JOMNOMHUTENbHOE
neyeHwue, coobuieHmne He 060 Bcex ABMEHMAX MU MOSO-
[0 BO3pacT Ha MOMEHT Hauyana nevyeHma. Kak ynomu-
Hanocb BblILLE, MHCYNLT Obl1 Hanbonee pacnpPoCTpaHeH-
HbIM TAXKENbIM KNMHWYECKUM COObITMEM Y MauUMeHTOB
B Bo3pacTe o 40 net. Bananme O3T Ha puck nocnepy-
IOLMX UHCYNbTOB OCTAeTCA HEM3BECTHbIM, U NMOKa3aHo,
YTO PEKOMOVHAHTHbIA NIM30COMHBIN pePMEHT He npo-
HMKaeT Yepes rematosHUedpanmyeckun bapbep.

OpHO wnccnepoBaHMe NOKasano, YTO Ha NO3AHeN
ctagumn 6onesHn Pabpu neyeHue arancupason beta
NPVMBOAWIO K 3HauutenbHoMy (61%) CHUXeHuo OT-
HOCUTENbHOrO pPUCKa BO3HUKHOBEHUA Yrpoxato-
LMX >KM3HU OCIOMKHEHMI CO CTOPOHbI MOYeK, cepaua
N MO3roBoro KposoobpalleHna Mo AaHHbIM aHanu3a
Nno NPOTOKONY C MOnpaBkoW Ha npoTteuHypuio [19].
N HaobopoT, ABe NybnMKauun He CMOMN MOKa3aTb
3HauutenbHoro BnuAHMA O3T Ha ncxon npu nosgHen
CTapgumun 60ne3Hu, XOTA B 3TUX UCCIIefoBaHUAX He 6blno
paHAOMU3NPOBaHHOW rpynnbl nnauebo [22, 23]. B oa-
HOM nybnuKaumm OnMMcaHo yxyflleHne napameTpoB
noyek, cepaua M MO3roBoro KpoBoobpalleHnsa B KO-
ropte 13 31 My>KUMHbI 1 9 XKEeHLMH, NONlyYaBLUMX feye-
Hue arancmpaason 6eta B fo3e 1 MI/Kr Ha NPOTAXKEHWN
6 net (MeanaHa). CpeiHUN BO3PacT B 3TOI KOropTe 6bin
40 £ 9 nert. 15 asneHun (7 cmepTen, 4 clyyasa MOYEYHOro
3a60/1eBaHNA HAa KOHEYHOW CTagun N 4 HCYNbTa) BO3-
HUKNKW y 13 naumeHToB. CnegyeT OTMETUTD, YTO HENpPO-
naTuyeckon 6onb (n = 37), KOTopas He oLUEeHMBaNacb
B 3TOM MCCIefOBaHNW, yMEHbLWINACh Y 25 NaumneHToB.
CornacHO pPeTpoCneKTVBHbIM AAHHbIM, MOMYYEHHbIM
u3 perncTpa 6onesHn Oabpw, yactoTa ABMNEHUN MeXTY
rpynnoii ®3T v rpynnoi 6e3 neyeHns (MCTOPUYECKON)
He pasfnuanaco [23]. MeguaHa AnMTenbHOCTY Nocse-
ayowero HabnopeHna B rpynne ®3T 6bina MeHblue,
yem B HacToALleM nccnegosaHum (6 n 10 net cooTseT-

CTBEHHO), M TyAa BOWAW MauueHTbl, HayaBwwme O3T
B CTapluem Bo3pacTe (cpegHee > 38 neT) [23]. B npyrom
nccnepoBaHuy 30 MyXKUMH, 3a KOTOpbIMWU Habnoganu
Ha NpoTaAXeHun (MefnaHa) 5,2 net, noyeyHaa QyHK-
umA cHmsmnaco (-3,4 mn/mnn/ 1,73 m? B rog, p <0,001),
a Macca cepgua nosbicmnacb (+1,2 r/m?7’; p < 0,001),
HecmoTpA Ha O3T (arancmpasa B go3se 0,2 unun 1 mMr/Kr
2 Hepenw) [22]. ®3T He npepoTBpaLLANa NOBPEXKLEHUA
6enoro BellecTBa roloBHOro Mo3ra. CpaBHeHue nauu-
eHTOB, nonyyatowux 1 He nonyyawowmx O3T, nokasano,
YTO OTHOLUEHME LIAHCOB Pa3BUTUA MEPBOro MU BTO-
pOro OCNOXHEHNA YMeHbLUAeTCA C BO3pacTaHUeM Aju-
TenbHOCTW NnevyeHus [22]. HepgaBHO 6bln BbINOMHEH 06-
30p pokasatenbcTB 3dpdekTuBHocTn O3T npm 6onesHn
@®abpy Ha OCHOBaHUM BbIOPAHHbIX paHee onybnMKo-
BaHHbIX NCCNIeAOBaHNIA, B KOTOPOM COOOLaeTcA O He-
3HAYNTENBbHOM BAMAHUM HA NoYeuHyto GyHKUuo [24].
OpfHako B MccnenoBaHUsX, BbiGpaHHbIX AnA 0630pa,
He ncnosib3oBanacb 6MONCUA NOYEK B MCXOAHbINA MO-
MeHT unn CBKM Ha npoTaxeHun HabnogeHna. Kpome
TOro, He 6bINo cTpaTUdUKaL MK MO NeYeHno arancmuga-
301 anbda 1 arancugason 6eTa, a Takke Mo BO3pacTy
Hauana neuveHuna O3T. Hawwn pe3ynbTaTthl, Kacatowmecs
cnocobHocTn arancupasbl 6eta 3ameanATb CKOPOCTb
CHMXeHMA noyeyHon PyHKUMM y naumeHTtos c JIMM,
He COrnacylTCA C BbIBOAAaMM 3Toro ob63opa. 311 nauu-
€HTbl, 3a KoTopbiMy Habntoganu 6onee 10 net, YyBCTBO-
BanuM cebA nyyle, yem NaumneHTbl IOObIX U3 FPynn fe-
YyeHuA, OMNMnCaHHbIX B BbllleynoMAHYTOM 0630pe [24].
Ewe B ogHOM mccnefoBaHuu arancupasbl anbda ne-
puop HabnoaeHusa npu O3T 6611 Kopoue (5 neT) u HeT
NAHHbIX O TAXENbIX KNNHNYeCKux apneHusx [25]. Heac-
HO, CTpafanu N1 BCce NaumeHTbl OT Kfaccnyeckom 60-
ne3xun ®abpw [25].

OrpaHuyeHnem 3TOro UccnefoBaHnA ABNAETCA €ro
nepexos OT PaHAOMU3VPOBAHHOrO, ABOMHOINO Cleno-
ro, KOHTPONUPYEMOIO KIUHUYECKOTOo WCCNefoBaHUA
K HabntogatenbHOMY Ha OCHOBe CBOGOAHOrO permcTpa.
BO3MOXHO, YTO faHHbIe, BHECEHHbIE B PErNCTP, MEHee
[OCTOBEPHbI, YeM NOSTyYEHHbIE B TLATENIbHO KOHTPOJN-
pyeMbIX KNUHUYECKMX nccnefoBaHuax. OgHako 3a ne-
puogn nocnegywowero HabnogeHna perynsapHo npoBo-
AWNocb HabnopeHne B MeAULUMHCKOM YupexaeHuw,
W BpayaM U3HayasbHO 1 B Mocnegyiolem neprogmnye-
CKMN HAaMOMWHANM O BaXXHOCTW CBOEBPEMEHHOIO 1 Npa-
BUbHOIO NpefocTaBneHna nHbopmauun.

Kpome Toro, B 3ToM UCCNefoBaHUN OLLEHMBANNCh
TONIbKO Cepbe3Hble KNHMYecKne cobbiTna, Torga
Kak 6osiee nerkue, Takue Kak HEMOCTOAHHbIE apUTMUU,
TPaAH3UTOPHO MLIEeMMYECKME MPUCTYMbl MAN NoTepA
cnyxa, KoTopble Morium cnocobcTeoBatb 6pemeHn 60-
NE3HN N CHU3UTb KayecTBO XU3HU NaLMeHTOB, He aHa-
nusupoBanu. Takxe 3a nepuopg nccnefoBaHnA BO3POC-
N0 MPUMEHEHKEe CONyTCTBYOLWMX NpenapaTtos [1, 26].
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LlecatnnetHunii onbIT NPUMEHEHNS GhEPMEHTHON 3aMECTUTENIbHOM Tepanun 6051631 @abpu arancuga3on 6eta

JononHutenbHoe feyeHne NPOTEUHYPUN (MHIMOU-
Topbl AMN®/6nokatopbl peuentopa aHrnoteHsuHa ll)
N aHTUTpoOMbOLUUTapHasA Tepanunsa, a TakxKe neyeHune co-
nyTCTBYIOWMX 3a6oneBaHuin [1, 27] morno cnoco6cTBo-
BaTb JyyllMM ncxogam. B nnaH HacToAwero nccnepo-
BaHUA He BXOAWa OLUEeHKa BAMAHMA COMYTCTBYHOLIEN
Tepanuu.

B aTom 10-neTHem nccnegoBaHMM ONNCbIBAeTCA AON-
roppeMeHHaa 3¢PpeKTMBHOCTb NeyeHUs arancupaasomn
6eTa B fo3e 1 Mr/Kr Beca Kaxzable 2 Hefieny npu Knac-
cuyeckon 6onesHn Q®abpu. Ha momeHT nocnepgHero
HabnogeHnA B cpefHem Bo3pacTe 41,6 neT y 60MbLIMH-
CTBa MaUMEHTOB He BblNI0 CePbE3HbIX KIMHUYECKMX AB-
NneHnin, n oHN Gbinn Xnebl. Hanbonee 6naronpuUATHLIN
OTBET Ha leueHne Habnoaanca y 6onee monogbix nauu-
€HTOB C MeHbLUUM MOBPeXAeHEeM OPraHOB, HauaBLINX
neyeHue B 6onee MoNoaoOM Bo3pacTe. ITO NoaYepKuBa-
eT BaXKHOCTb paHHelr AUarHoCTUKM 1 NeYeHnsa anda npo-
bunakTMky nporpeccupoBaHuAa 6onesHu 1 pasBUTUA
HeobpaTUMbIX MATONOrMYecknx mameHenui. Mpogon-
Xatolweeca HabnogeHne nNO3BONANUT [AOMNONHUTENIbHO
YCTaHOBUTb AONTOBPEMEHHble MepcrneKkTVBbl Takux na-
LINEHTOB.
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