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' OTmeneHue MeaNLMHCKOI reHeTukn, YHuepcuteT Bepcanb — CeH-KBeHTuH-aH-lBenuH, Bepcanb, ®paHuus; Assistance Publique —

Hopitaux de Paris, Mapuw, ®paHuuns

2 Kachenpa neguatpun, meauumHekas wkona daitHéepra, CeBepo-3anafHblil yHuBepcuTeT, Yukaro, Annuoiic, CLUA
% Kachempa reHeTnku 1 redomuki, Meanumnekas wkona Wkax, MayHT-Cunaii, Hoto-opk, CLLA
4 Xocnucesl Givils de Lyon, Hopital Femme-Mére-Enfant, Centre de Référence des Maladies Héréditaires du Métabolisme, BpoH, ®paHums

5 Genzyme, komnanus Sanofi, Kem6pumx, Maccadycetc, GLLUA

6 Otnenexue meTa6onuama Yapnb3a [leHTa, HaunoHanbHbli rocnutanb HEBPONOrMK 1 Heiipoxupypriu, JTOHAOH, Bennko6putaHus
7 0TheneHue aHAOKPUHONMOMMN 1 MeTabonmama, AKaieMU4ecKnii MeULMHCKNIA LeHTp, AMcTepaam, HuaepnaHabi

& QTpeneHve MeLMUMHCKON reHeTnkm, kadpeapa neguarpun, YHusepcutet Kanndhophum, Can-®paxumcko, Kanudophus, CLLA

° Kadpbenpa negnatpun, YHnsepcuteT Bawunurtona, Cuatn, BawmHrroH, CLUA

10 He3aBuCUMbIii MEAULIMHCKIIA KOHCYNBTAHT (MecTO paboTbl 10 Bbixoaa Ha neHcuo — Condhopackas Koponesckas 6onbHuLa (2011)),

MaH4ectep, Benukobputanus

" OtneneHue Hedpponorum, YHueepcuteT Anabambl B bupmunreme, bupmunrem, Ana6ama, CLLA
2 YHMBEPCUTETCKAs Hay4Has OpraHn3aLys no UccnefoBaHui NM30COMHbIX 60ne3Helt HakonneHns, Kopann-Cnpunra, ®nopuaa, CLUA

8 Kachempa reHeTuKi YenoBeka, MeauLnHCKas Wwkona YHuBepcuteta dmopu, Atnanta, [hxkopaxkus, CLUA

PE3IOME

Mpepnocbinkn. bonesHb @®abpu pa3BMBaeTCA
M3-3a HeQOCTAaTOYHOW aKTUBHOCTU O-ranakTo3naasbl
A 1 HakonsieHusa rnoboTprao3nnuepamuaa, Bbi3blBato-
LWero rnoyeyHylo HefoCTaTOYHOCTb, WHCYNbTbI, runep-
TPOOMUECKYIO KapAMOMMOMATUIO U PAHHIOK CMepTb.
Mbl oueHunm 10-neTHre pe3ynbTaTbl Tepanum pekomou-
HaHTHOW a-ranakTo3mpgasomn A.

MeTtopgbl. OueHnBann ncxoabl (TaXenble KNMHUYe-
CKMe ABNEeHNA, NoYeyHyto GyHKLUMIO, CTPYKTYPY cepaua)
y 52/58 nayneHToB ¢ Knaccuyeckon 6onesHbto ®abpwy,
YUYaCTBOBABLUMX B KIIMHUYECKOM UccnenoBaHum 3 dasbl
1 dasze NPOAOIKEHNS, a TAKXKe MO AaHHbIM 13 peecTpa

6one3Hn Qabpu. OueHmBanM 4acToTy NPOrpeccupoBa-
HUA 6ONE3HM Yy MALMEHTOB C JIETKUM MOPaKEHVEM MO-
yek (JIMM, n = 32) nnn cMnbHbIM NOPaXKEHMEM MoYeK
(CIMM, n = 20) B NCXOAHbIA MOMEHT.

Pesynbratbl. 81% nauneHToB (42/52) He WCMbITbI-
Ba/M KaKMX-MOO Cepbe3HbIX KINHUYECKUX ABJIEHUI
B nepuofd nevyeHus, n 94% (49/52) 6binn KMBbl K KOH-
Uy nepuopa uccrnegosaHuA. 10 mayMeHToB coobwm-
nm o 16 asneHuax. MNaymeHTbl, KnaccmduumMpoBaHHble
Kak JIMM1, Hauanu Tepanuio B BoO3pacTe Ha 13 neTmnague,
yem naumeHTbl ¢ CIMM (B cpegHem 25 1 38 neT). CpeaHee
CHUXXEHME CKOPOCTU KnyboukoBol ¢punbTpaumm y na-
ymeHToB ¢ JIMM v CMM coctaBuno -1,89 mn/muH/1,73 m?
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B rog n —6,82 mn/muH/1,73 m? B rog COOTBETCTBEHHO.
B uenom cpefHAA TONWMHA CTEHKM JIEBOTO Xenygouka
N MeXKenydoYyKOBOW Meperopofky OCTaluCb Hewns-
MEHHbIMW 1 HOPMasibHbIMU. Y NaumMeHTOB, HayaBLUUX
neyeHve B Bo3pacte oT 40 neT n cTapLue, OTMEYEHO 3Ha-
ynTenbHOEe yBeNnYeHne TOMWMWHbI CTEHKU NEBOro Xe-
Ny[0UKa 1 MexKenyaoukoson neperopofku. CpegHas
KOHLeHTpauua rnoboTpuaosunlepaMmmga HOpManmso-
BaJlaCb B TeyeHune 6 MecsALeB.

BoiBOogbl. 310 10-netHee wuccnegoBaHne nMoj-
TBepXAaeT 3PpPeKTMBHOCTb arancuaasbl 6eta (1 mr/kr
2 Hepenn) npu 6onesHn Qabpn. bonblWMHCTBO Nauu-
€HTOB OblIIN NO-NMPEXHEMY XKMBbI, U Y HAX He ObINo KNK-
HUYeCcKux ABneHuin. [lauuneHTbl, HayaBlIME neyeHune
B 6051ee MOoAoOM BO3pacTe 1 Npu MeHee BblparkeHHOM
MOPa)KeHUM MOYEK, MOAYYMNIN HAUOONbLUYIO NOJb3Y
OT Tepanuu. Y NayneHToB, HaYaBLUWX fleyeHne B CTap-
lem BO3pacTe U/uam NMeLWNX NO3OHI0 CTaguto no-
yeyHoro 3aboneBaHuA, 6051€3Hb NPOrpeccnpoBarna.

BBEAEHUE

bonesHo ®abpu (OMIM #301500), cuenneHHoe
C X-XpOMOCOMOW, MpOorpeccmpyloliee 1 yrpoxaiwotiee
XKM3HU reHeTnyeckoe 3abonieBaHWe, Bbl3blBAETCA He-
[OCTaTOYHOW aKTMBHOCTbIO O-ranakto3mpaasbl A (a-Gal
A) [12]. Y nogen ¢ TaxenbiMu MyTaumammn B reHe a-Gal
A (GLA) 1 ¢ daKTuyeckn oTCyTCTBYIOLLEN OCTaTOYHOW
aKTMBHOCTbIo a-Gal A HakannuBaetca rnoboTpuao3mn-
uepamug (GL-3; Takke cokpawatot Kak Gb3) n gpyrue
FMMKOCOUHrONUNMAbI BO BCEX TUMAX KNETOK, K CMMMTO-
Mbl (60S1b, Xeny[oUYHO-KMLLEYHbIE HapYLUEeHNWA, aHroKe-
paToma, rmnornapos, NPOTeMHypusa 1 Apyrne CUHAPO-
Mbl) OObIYHO NOABAAIOTCA y»Ke B eTCKoM Bo3pacTe [13].
Mo mepe nporpeccupoBaHna 6onesHn Oabpu yxyglua-
eTca QYHKLUMA NoYyek 1 pa3BrBaeTca runeprpoduyeckasn
KapAnMOMMONaTHA, @ TaK>Ke MOBbILLAETCA PUCK Pa3BUTUSA
OCJIOXKHEHWI, BK/IOYaA MOYEYHYI0 HeJOoCTaTOYHOCTb
KOHEYHOW CTagun, MHCynbT, Gubpo3 cepaua, apuTMmm
1 npexgeBpemeHHyto cmepThb [1, 2, 4-8]. ctopuueckue
[JaHHble 3a NeproA, Koraa noyeyvyHas 3amecTuTesbHas
Tepanva 1 gpyrue nogaepkusarolime mepbl He Obinu
LUMPOKO AOCTYMHbI, 1 10 NosAABNeHUA GepMeHTHON 3ame-
ctutenbHon Tepanun (O3T) nokasbiBatloT, YTO CPefHUN
BO3pacT cmepTn 94 605bHbIX 60ne3Hbio abpu 6e3 ne-
yeHunAa coctaBun 41 rog [4]. Y reTepo3nroTHbIX KeHLMH
TaKXe BO3MOXKHbI MPOABMEHNA 60Ne3HN, HEKOTOpble
HACTOJNIbKO e TAXernble, Kak Y My>4uH [18], BepoATHO,
13-3a NpeanoYTUTENIbHON UHAKTMBALUK OfHOM X-XpOo-
MOCOMbI M0 CpaBHeHMIO ¢ gpyrown [19].

Arancugasa 6eta (Pabpasum®, Genzyme, Sanofi,
Kembpugx, Maccauycetc, CLLUA) — pekoMOUHaHTHas
dopma uenoseveckol a-Gal A. AMMHOKMUCNIOTHas mno-
CNefoBaTeNbHOCTb PEKOMOVHAHTHOM GOPMbI, KaK 1 KO-
avpylowasa ee HyKneoTuAHasA MoCnefoBaTeNlbHOCTb,

MOEHTUYHBI NpUpoaHol popme a-Gal. Arancupgasa beta
npumensetca ana O®3T npu 6onezHn Oabpu 1 BBOJUT-
CA BHYTPUBEHHO pas B AiBe Hefenu B fo3e 1 Mr/Kr Beca
[10, 11]. 3a npepgenamn CLUA gna neyeHus 6GonesHu
®abpu Takxke foCTynHa arancupasa-anbda (Pennaran,
Shire HGT, Kembpuax, Maccauycetc, CLUA) (0,2 mr/kr
2 Hepenwu) [12].

20-HefenbHOe MHOrOLEHTPOBOE, pPaHO4OMU3NPO-
BaHHOe, Mnauebo-KOHTPONMpyemoe, ABONHOe Crlernoe
nuccneposaHve 3 ¢asbl € yyactmem 58 nauneHToB Mno-
Ka3ano, 4to arancupgasa 6eta B gose 1 Mr/kr 2 Hepenu
yaanaeT otnoxeHua GL-3 B SHAOTENMN COCYAOB MOYEK,
KoXu 1 cepaua [10, 13]. B oTKpbITO 54-mecauHol dase
NPOLOIKEHUs NCCNeloBaHNA arancugasa 6eta ctabu-
nu3npoBasna GyHKLUMIO NOYEK Y NaLNEHTOB C MOPAXKeHN-
€M MoYeK OT Jilerkoro Ao ymepeHHoro [11]. lMpoTeunHy-
puA B UCXOAHBIN MOMEHT (> 1 1/CyT), IOMepynocknepos
Bbiwe 50% v Bo3pacT ctapLe 40 neT Npu Havane neyve-
HUS GbINV 3HAUMMBIMU haKTOpPaMK, OrPaHNUYNBABLLMY
OTBET NOoYekK Ha fieyeHue [11].

B 3Tom nccnepoBaHuy oUeHMBaNNCb [OSIFOBPEMEH-
Hble ucxopbl y 52 13 58 nauMeHTOB C Kaccuyeckom 60-
nesHbto ®abpu, yuacTBOBABLUMX B KIIMHUYECKOM MCCTie-
[oBaHMKM arancugasbl 6eta 3 ¢asbl, C UCNONb30BAHNEM
006006LEeHHbIX AaHHbIX U3 nccreaoBaHna 1 dasbl Npo-
pomkeHusi (NCT00074971), a Takxke peecTpa 60/1€3HU
®abpu (NCT00196742). MNpepcTtaBneHbl faHHble O ce-
Pbe3HbIX KNUHUYECKUX ABJIEHUAX, NOYEYHON GYHKUMU
N CTPYKType ceppua nocsie fieyeHuns arancugason beta
(1 mr/kr 2 Hegenwu) 3a 10-neTHUI (MeguaHa) nepmog no-
cnepytolero HabnoaeHus.

METO/bl

MnaH nccnepoBaHMA N yHaCTHUKA

B nccnepoBaHme BKIKOYEHbl AaHHble 52 naumeHTa
¢ 6onesHblo ®abpun (50 My»UUH, 2 XKEHLUUHBbI), 3a4nc-
NEHHbIX B KNIMHMYeCcKoe uccnepoBaHve 3 dasbl Ha 6ase
8 OCHOBHbIX WCCNEefoBaTENbCKUX LIEHTPOB B YeTblpex
cTpaHax (CLLUA, BenukobputaHusa, Huaepnanabl n ®paH-
ums) [10]. Y Bcex naumeHToB 6Oblla Knaccmueckas ¢pop-
Ma 6one3Hn Qabpu, noaTBEP)KAEHHAA NCCefoBaHMEM
akTMBHOCTM a-Gal A n aHanu3om myTauum B reHe a-Gal
A (ceKkBeHMpPOBaHME BCEX 3K30HOB W TpPaHuL MeX-
4y 3K30HaMM U UHTPOHamu reHa a-Gal A wnmn aHanu3
Ha crneymdunueckyto MmyTaumio B reHe a-Gal A, ecnu 6bina
N3BeCTHa CeMelHaa MyTauma) B COOTBETCTBUN C MeCT-
HbIMK CTaHAapTamu. [JaHHble cobupanu BO BpemA WUC-
cnepoBaHus 3 dasbl [10], 54-mecAayHON OTKPbLITON dasbl
npogomxkenus [11, 14] n n3 Peectpa 6onesHn Oabpu
(pwnc. 1). JaHHble 6 NnauMeHToB 13 ncciegoBaHna 3 ¢asbl
He[OCTYMNHbI, TaK Kak OHU He Bbinu BKMoYeHbl B PeecTp
6one3Hn ®abpu (puc. 1). MegraHa gnUTenbHOCTU Neyve-
HUA 52 nauymeHTOB arancuaason 6eta coctaBuna 10 net
(25-75 npouentnnu: 7,3-10,3 neT). KnuHnuyeckne aaH-
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Hble NaLMeHTOB CObUpany Yepes NHTepPBasbl, YCTAaHOB-
NeHHble MPOTOKONIOM, TOrAa Kak AaHHble HabnogeHus
13 Peectpa 6one3Hn ®abpu coobuanncb Yepes pas-
NNYHbIe UHTepBasnbl. Bo Bpema paHAOMM3NPOBAHHON
Yyactn nccnepoBaHua 3 dasbl M dasbl NPOJOIKEHMA
nepuoanyeckn 6pann obpasubl CbIBOPOTKU A0 UHOY-
3UN 1A aHanv3a Ha aHTUTena Knacca lgG K pekombu-
HaHTHOW YenoBeyeckol a-Gal A. 3a nepvopg Habnoge-
Husi Peectpa 6one3sHn Oabpu TepaneBTbl onpeaenvnm
nepuoanyHoOCTb B3ATUA Npob. OnybnnkoBaHO Nogpob-
HOe onmncaHre aHanuTnYecknux metogos [14]. icxogHbim
MOMEHTOM CYMTanu aaty nepsow nHdy3un arancuaasbl
6eTa. Kputepun BKIOYEHNA/ NCKNIOYEHWS A4S YYaCTHU-
KOB KJIMHNYeCKoro nccrnegobaHua 3 ¢asbl 1 Gpasbl npo-
JOMKEHNA ONrcaHbl B ApYrux nctoyHmkax [10, 11, 14].

OueHKn

Taxenble KNUHUYECKMe ABMEHWA  ONpeaensanu
Kak ONUTENbHbIN Ananns, nepecagky noyku, nHdapkrt
MUOKapAa, 3aCTOMHYI0 CepheYHyl0 HeloCTaTOYHOCTb,
KpynHble npouenypbl Ha cepaue (Hanprmep, UMMnNaH-
TaumAa 6GannoHHOrO Hacoca, KapavoBepTepa-aedu-
6punnaTopa UAM NepPBOrO KapauoCTUMYnATopa; nnbo
onepauua WyHTUPOBAHWA), UHCYNbT 1 cmepTb. C wnc-
CnefoBaTeNbCKUMK  LIEHTPaMK  CBA3bIBANINCL, YTOObI
ybenunTbea, uto Peectp 6one3Hn QOabpu copepkan Bce
[JOCTYMNHble AlaHHble MocsiefytoLlero HabnoaeHus.

PacueTHylo ckopocTb KnyboukoBon ¢unbTpaymm
(pCKB) BblUMCAANM MO KOHUEHTpauuu KpeaTuHMHA
B CbIBOPOTKe Mo ypaBHeHuto CoTpyaHMyecTBa B obna-
CTV 3MMAEMUONIONMN XPOHUYECKUX 3aboneBaHuii no-
yek. MpoTenHypuio n3mepany No CoOOTHoLWeHuo ben-
Ka 1 KpeaTuHuHa B moue (CBKM). Yncno kny6oukos

58 nauMeHToB PaHAOMN3MPOBAHO

4
®aza 3:
. 29 nonyyanu
NBONHOE 29 B rpynne
arancupasy 6eta
cnenoe, nnaue6o
1 mr/Kkr 2 Hep,.
20Hepens l /
4
OTKpbITas 58 nauneHToB 6 naymeHToB
daza nonyyanuv He BK/II0YEHO
NMPOACIKEHNA: arancupasy 6eta B PeecTp 60ne3Hu
54 mec. 1 mr/Kr 2 Hep. Dabpu:
- 1 ymep, 0CTaHOBKa
n 52 nayueHTa cepaua
CHERIC nonyyani + 1 HepocTyneH
nccnefoBaHua
P A arancupasy 6eta ANA HabnioAeHNA
+Peectpa (RN - 1 6e3 neyeHus
GonesHu o ETENET « 3 Ha fleyeHun
DQabpu:
B PeecTp 60ne3HM
Bcero 10 net
Dabpu

Puc. 1. [1naH 0onzo8pemeHH020 Hab1l00eHUSA Ha hpomsxe-
HUU Kax0020 U3 mpex UHMepaasios Uccie008aHus

C O6OLWMM CKNepOo30M WX NOKasbHbIA CErMeHTasbHbIN
rNIOMepYIoCKepo3 OLeHUBaNM nNyTemM aHanmsa 6uon-
TaTOB, B3ATbIX BO BPEMSA KIIMHMYECKOrO NCCNIefoBaHuA,
[0 BU3nTa Ha 6 mecsue [10].

[na onpepgeneHna TONWMHbI 3afHEN CTEHKU NeBO-
ro xenygouka (T3CJTK) n TONMWKMHbBI MeXXKenygouKo-
Bo neperopoakn (TMXI) ncnonb3oBanu CTaHZapT-
Hble 2-MepHble 3xoKapauorpadryeckne un3MepeHus
B M-pexunme.

CraTucTnyecknim aHanums

OuKcnpoBanu ucxofHble aemorpaduyeckme gaH-
Hble, Apyrne 0CO6eHHOCTN NALNEHTOB U TAXeSble Ku-
Huueckme aBneHnA. OueHnBanu HaknoH Kpuebix CK®,
T3CIK 1 TMKI n BbIuMCAAAN COOTBETCTBYOLWME 3Ha-
yeHNA p, MoKasbiBawwue, AeCTBUTENIbHO NI HAKMOH
KPMBOW CTaTUCTMUYECKU OTANYEH OT HynA, C MOMO-
Wbi0 JIMHENHOW CMeLllaHHOW perpeccun. lNaumeHToB
¢ CbKM <0,5 r/r n meHee 50% cKnepoTU3NPOBaHHbIX
Kny6ouKOB KnaccnudpuuMpoBanm Kak UMeLWNX Jlerkoe
nopakeHue noyek (J1MNM); naumeHtos ¢ CbKM > 0,5 r/r
unn 6onee 50% CKNEPOTU3MPOBAHHBIX KiyOOUKOB
KnaccuouumpoBani Kak UMeILWMX CUIbHOE Mopaxe-
Hue noyvek (CMM). PeweHne ctpatnduumnpoBatb nauyu-
eHToB no CBKM 0,5 r/r ocHOBbIBanochb Ha nutepaTtype.
Ona cpasHeHua CMM v JIMNMN ncnonb3oBanu He3aBUCK-
Mble 1ByXBblOOPOUHbIE KpUTEPUM (t-KpUTepUin unm Kpu-
Tepuin YUnkokcoHa). [Ina ctaTmcTnyeckoro aHanmsa nc-
nonb3oBanu nporpammy SAS B. 9.2 (SAS Institute, Kapu,
CeBepHasn KaponuHa, CLLA).

PE3YJIbTATDI

Iemorpadunueckne xapaktepuctnku 52 nauyneHToB
C Knaccmyeckor 6onesHblo Qabpu (noaTsep>kaeHHOM
nccnefoBaHem aktmBHoCTU a-Gal A u myTauum B reHe
a-Gal A) nokasaHbl B Tabnuvue. CpegHuin Bo3pacT nayu-
€HTOB NpW Hauane fieyeHust 611 30 NeT, ogHaKo nauu-
€HTbI, KNaccnduumpoBaHHble Kak nmetowwme CIIM B mc-
XOAHbIi MOMEHT, 6bli 6onee yem Ha 10 neT cTapue
nmetowmx JIMNM (38 u 25 net, p < 0,001). 11 13 52 nayunex-
TOB MMenu Bo3pacT 6onee 40 NeT B UCXOAHbIA MOMEHT;
8 (1 XXeHLyMHa) 6bInK KnaccuduumnpoBaHbl Kak nmetoLme
M v 3 — JIMNM (Bce my»>kumHbI). Bo3pacT camoro noxu-
NOro nauuneHTa, My»uuHbl, 6bin 62,2 roga B MCXOLHbIN
MOMeHT; 3TOT nauuneHT nmen CII1. Y HeKoTopbIX NaLneH-
T0B ¢ JIMM y>¢e 6blnn 3HauUMTENbHbIE NPU3HAKN NOoparke-
HWA NMOYeK B UCXOAHbIN MOMEHT; 13% mnmenu He 6onee
20% (Ho MeHee 50%) CKNepOTU3UPOBAHHbIX KIyOOUKOB.

T3CJ1XK B UCXOAHbIN MOMEHT (CpeaHee) ObiNo Bbllle
y nauuenTtos ¢ CIM, yem y naumentos ¢ JIMM (11,9 mm
n 9,8 mm, p = 0,005), kKak 1 TMI1 (11,9 mm 1 10 mm,
p = 0,007) (tabnuua). XoTa cpefHue cepaevyHO-COCy-
anctble napameTpbl y naumeHToB ¢ CII B ncxogHbin
MOMEHT Oblnn B MNpefenax HopMmanbHOro Avanaso-
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Tabnuua. [lemorpacmyeckne gaHHble U 0COOEHHOCTH NALMEHTOB

XaparTopucrwen O o nouen (G no e B0 e s OO
3241CNEHO NALMEHTOB (MYXYMH/XKEHLLMH) 31/1 19/1 52 (50/2)
Bospacrt B Havane neveHus (nert) < 0,001
CpepHee (CO) 25,3 (7,7) 37,7 (8,7) 30,1 (10,0)
MeguaHa (guanasoH) 22,5 (16,5-44,7) 36,6 (26,3-62,2) 29,4 (16,5-62,2)
BoapacT Ha MOMEHT nocnesHero
Ha6MI0fieHNs B peecTpe (neT) <0,001
CpegHee (CO) 37,2 (7,6) 48,7 (8,2) 41,6 (9,6)
MeauaHa (guanasoH) 34,8 (26,8-53,5) 47,3 (38,5-73,8) 40,0 (26,8-73,8)
Bpems HabnogeHns (ner) 0,659
CpepnHee (CO) 8,7 (2,5) 8,4 (2,5) 8,6 (2,5)
Mepgnana (gnanasoH) 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
CpepnHee (CO) 0,2 (0,1) 1,3(0,9) 0,6 (0,8)
Mepgunana (gnanasoH) 0,1 (0-0,5) 1,1(0,4-3,6) 0,3 (0-3,6)

2

TR <0001
CpegnHee (CO) 126,0 (18,71) 101,6 (22,78) 116,6 (23,44)
Megnana (gnanasoH) 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
Cpeaxee (CO) 9,8 (1,66) 11,9 (2,67) 10,6 (2,31)
MeguaHa (guanasoH) 10,0 (7,0-13,0) 11,0 (9,0-18,9) 10,4 (7,0-18,9)
TNVDKIT (MM) B MCXOAHBI MOMEHT 0,007
CpepHee (CO) 10,0 (1,73) 11,9 (2,63) 10,7 (2,31)
MeguaHa (guanasoH) 10,0 (7,0-16,0) 11,0 (9,0-20,0) 10,3 (7,0-20,0)
gl(;je:Tnnasme (MKr/M1T) B MCXOAHbI 0,696
CpepnHee (CO) 9,5 (3,02) 9,9 (2,66) 9,7 (2,86)
Mepnana (gnanasoH) 9,5 (3,6-16,7) 9,6 (4,7-14,5) 9,5 (3,6-16,7)

*JINM = CBKM < 0,5 r/r n < 50% cknepotnanpoBaHHbix kny6o4kos; CIIM = CBKM > 0,5 r/r unu > 50% CKn1epoTU3npoBaHHbIX KIy604KOB.

N =52 ans Bcex napametpos, kpome T3C/IXK u TMXKIT (06a n = 50), u CEKM (n = 47).

pCK® — pacyeTHas CKOpoCTb Ky604KoBOIA (hunbTpaumm; GL-3 — rno6oTtpuaoaunuepammng; TMXKI — TonwwmHa Mexokenyao4koBoi neperopodku; T3C/K —
TOMLMHA 3aHeii CTEHKI neBoro xenynoyka; CBKM — cooTHoLueHe 6enka 1 KpeaTuHHA B MOYe.

Ha, Yy 8 nauuneHTOB OOHapy>KeHO OTKNOHeHue T3CJTK
(> 12 mm) 1 TMPKTT (> 12 MM) B UCXOZHBIN MOMEHT; Y 6 na-
LIMEHTOB OT HOPMbI OTKJIOHANMCb 06a NapameTpa.
bonblwmnHcTBO NauneHToB (81%; 42/52) He UCNbITbI-
BaNM KaKMX-TMOBO Cepbe3HbIX KINHUYECKMX ABMEHWUN
B nepuopn neveHns, n 94% (49/52) 6binun XnBbl K KOH-
Ly 10-neTHero nepuofa nccnegosaHma. 10 nauneHToB
(19%) coobwmnu o 16 cepbesHbIX KIMHUYECKNX ABIe-
HUAX BO BPeMA KIMHNYECKOro UCCneoBaHUA (nepBble
54 mecsaua), 1 8 — BO BpemMsA MHTepBana HabnogeHus
Peectpa 6one3Hn ®abpu. BosHuKlMe TAxenble Knu-
HUYecKne sIBIeHUs MoKasaHbl Ha puc. 2. Hambonee
pacnpocTpaHeHHbIM Oblal MHCYNbLT; 5 nauymeHToB (9,6%;
4 J1M01, 1 CI1M) nepeHecnu B Lenom 8 NHCYNbTOB. Y 4 na-
umeHToB (7,7%), Bce ¢ CIIN B MCXOOHbBIA MOMEHT, 6bINI0
cepbe3Hoe noyeyHoe seneHve. CoobLanocb 0 ABYX
CcepAeYHbIX ABMIEHUAX, B YaCTHOCTU CMepTun OT 3aborne-
BaHMA cepAua B Bo3pacTe 52 net (maymeHT ¢ JIMM), nH-
dapKTe Mnokapaa B Bospacte 53 net (mauywent c CIIM).
[1Ba naumeHTa C MHOXXECTBEHHbIMU UHCYNIbTaMy UMeNu
BO3pacT 20+ KO BpeMeHN NePBOro CEPbe3HOro KNHU-

yeckoro sABneHus. NoyeyHble U ceppeYHO-COCYANCTblE
ABMEHNA Yalle BCEro BO3HMKANM Y NALMEHTOB CTapLue
40 neT. 3a HauyanbHbIN 5-NETHUN NepUo IeYeHUs B K-
HUYECKOM WCCNefoBaHMM cepbe3Hble  KNHUYeCKue
ABMIEHNA BO3HUKAN Y 7 NaUVEeHTOB, Torga Kak y 3 nauyu-
€HTOB MepBOE ABMEHME BO3HMKIIO B Nepuno no3gHero
nocnegytowlero HabnogeHus (puc. 2).

3a nepviog HabnoAeHUA CpefHWIA HAKNIOH KPUBOM
pCK® y 32 naumeHToB B Kateropum JIMNIM coctaBun -1,89
M/MWH/ 1,73 M? B rof; cpeaHuiA HakNIoH Kpreoi pCKO
y 20 nayuenToB ¢ CIMM 6bin —6,82 mn/muH/1,73 M2 B rog,
(punc. 3A). Oba 6binKr CTaTUCTUYECKMN 3HAUMMBI (3HAUEeHUSI
p 0,001 n < 0,001 cooTBeTCTBEHHO). ¥ nauuneHTos ¢ JIMM
n CBKM < 0,5 r/r Ha npoTaKeHUn neyeHus GonesHb
nporpeccupoBana measneHHee (— 1,48 mn/muH/ 1,73 m?
B rog, n=20) no cpaBHeHwuto c naumeHTamu cJIMNMun CBKM
6onee 0,5 r/r B nepuog neyeHunsa (— 2,6 mn/mMnH/1,73 m?
B rog, n=12) (p < 0,001 gns 060MX HAKNIOHOB KPUBbIX;
JaHHble He MoKa3aHbl). Kak coobulaeTca B Apyrux MCTou-
HWKaX, HEeKOoTopble MauueHTbl, 0COOEHHO C CWIbHOW
NpoTeNHypUen Uy NO3HeEN CTagnen rmoMepynockie-
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po3a, nonydyanu nHrnoutop AMNd/6nokatop peuentopa
aHTUoTeH3rHa Il No ycMoTpeHuIo nevalyero Bpaya; oa-
HaKO BAUSHME Ha NPOTENHYPUIO ObIN0 pa3nuyHbIM [11].

CpepHun HaknoH Kpuson T3CJTXK coctaun +0,08 mm
B rog (p = 0,221) n +0,10 mm B rog (p = 0,282) y nauu-
eHToB B rpynnax JIMNM n CMIM cootBeTcTBEHHO (pUc. 3B).
B uenom cpegHaa T3C/IK (n = 50) octanacb B npe-
Zenax HopMbl K KOHLUY nepuoga HabniogeHua 3a T3-
CJIXK (10,6 £+ 2,3 MM B UCxoaHbIN MOMeHT, 11,7 + 3,0 Mm
npu nocnegHem namepeHun T3CTTXK). T3CJK He n3me-
HUnacb 3a 06U Neprog neveHns y naumeHToB B BO3-
pacte meHee 30 net (n = 26) unu ot 30 fo 40 net (N =13)
Ha MOMeHT nepBo HOY3UK (CpefHUIA HAKNIOH KPUBOW
+0,05 mm B rog (p = 0,515) n +0,07 mm B rog (p = 0,494)
COOTBETCTBEHHO). Y MNaLMEHTOB, HayaBLUIMX JleyeHune
B Bo3pacTe 40 neT u ctapue (n = 11), oTMEYEHO 3HaUU-
TenbHoe yBennyeHue T3CJTXK (cpenHWin HAKNOH KPUBOW
+0,30 mm B TOA, p=0,013).

CpepHun HaknoH Kpusbix TM?KI coctasun +0,04 mm
Brog (p=0,536) u+0,14 mmBrog (p=0,068) y nauneHToB

60
551 g
501 ot
451
401
35
304

254 .
204

151

MaymneHT N2
(neT)

Bo3pacT npu BO3HUKHOBEHMWM
ABNEeHUs
»
| :

6 5 9 310 1 7 2 8 4

MNopaxeHne
noyuek nnnanncnnannanncnncnnann cnn cnn
CepbesHble KIIMHNYeCKNe ABNEeHNA:

o — VHcynbT

a — CeppeuHble

B — [ToyeyHble

X — CmepTb (0T cepfieUHbIX MPUYKH)

¢ — CmepTb (He OT cepAeUHbIX NPUYLH)

Puc. 2. CepbesHble KauHUYecKue AsfieHUs, B803HUKWUe
HA npomsxeHUU UHMepP8asnos uccinedo8aHus. [opaxeHue
nouek: JI[I[1 = He3Ha4umesbHoe nopaxeHue noyek; ClI1 =
CU/IbHOE NopaXeHue noyek. YepHeie cUMBOJIbI: Cepbe3Hble
KJUHUYeCKUe A8J1eHUs, BO3HUKLWIUE 80 8peMa paHOOMU3U-
pPOBAHHO20  NAUE6O-KOHMPOAUPYEMO20  UCCe008aHUA
3 ¢hasel unu nocnedyrouwjel ¢assi npodomkeHus. KpacHele
CUMBOJIbI: Cepbe3Hble KUHUYecKue A8JeHUs, 803HUKWuUe
8 nepuod HabsmodeHus Peecmpa 6one3Hu @abpu. [opu30H-
MareHble TUHUU NOKA3bl8aom 803pacm npu nepsouli UHy-
3UU (HUXHAA JIUHUA) U NOC/Ie0HUU 8U3UM 8 PAMKAX NOC/1e0y-
rowje20 KJIUHUYeCK020 Habto0eHUs (8epXHAS TUHUA)

B rpynnax JIMM v CMM cootTBeTCTBEHHO. B 06enx rpynnax
OBHapy»KeH CXOAHbIN XapaKTep MUHMMANbHbIX N3MeHe-
HUM N OTCYTCTBME CTaTUCTUYECKOW 3HAYMMOCTU (puc.
3C). B uenom cpepHas TMXKI (n = 50) octanacb B npe-
Zenax HopMbl K KOHLY nepuoga HabntogeHma 3a TMKI
(10,7 £ 2,3 MM B UCXOAHbIN MOMeHT, 11,5 + 3,1 Mm
npu nocnegHem namepeHun TMXKI). TMXKI He n3meHu-
nacb y nayneHToB B Bo3pacTe monoxe 30 net (n = 26,
HaknoH Kpuson —0,02 mm B rog, p = 0,725), cnerka yse-
nuumnacb y nauymentos ot 30 go 40 net (n = 13, cpegHun
HaknoH Kpuson +0,17 mm B rog, p = 0,049), ogHaKo 3Ha-
UNTENbHO yBENNYMIach y NaumeHToB B Bo3pacTe 40 net
n Bblwe (n = 11, cpegHUin HakNoH KpuBon +0,23 MM
B rog, p = 0,028).

CpepHsaa KoHueHTpauna GL-3 B nnasme Hopmanu-
30Banacb B TeuyeHue 6 MecALeB NevyeHnsa U octaBanacb
HOpPManbHOM Ha MOMEHT NocnefHero HabnogeHus.

Pe3ynbraTtbl nccnefoBaHvA Ha aHTUTena Knacca IgG
BO BpeMsA KNWHWYECKOro uccnefoBaHnsa onucaHbl pa-
Hee [11, 14]. Y 60nbLUMHCTBA NALMEHTOB MYXCKOTO nona
BblpaboTanucb aHTUTena, 6osbluel YacTbio B MepBble
TPWU MecALa NeYeHns arancmaason 6eTa, a Co BpeMeHem
OTMEeYeHa TeHOEHUMA K CHUXKEHUIO TUTPOB, NPy 3TOM
Yy HEKOTOPbIX TUTPbI @aHTUTEN JOCTUMN NiaTo Nnbo pas-
BUSIACb ToNepaHTHOCTb (MDA He nokasan o6Hapy»KMMo-
ro konuuyectsa aHtuten IgG, n aBa nocnepoBaTenbHbIX
NoATBEPKAALWMX UCCNIe[0BAaHNA METOAOM PagUuouM-
MyHOMpeuunuTaummn ganv oTpuuatenbHbIll pesynbTaT).
B sTo koropte BbipaboTKa aHTUTEN, MO-BULUMOMY,
He BAMANA Ha YacTOTy peaKUuWi, CBA3aHHbIX C NHOY3N-
en, co BpemeHeM [11]. Peaynbratbl aHanm3a Ha aHTUTena
3a nepuog HabnogeHus Peectpa 6onesHn Qabpu Obinm
OOCTYMHbI He Af1A BCeX MaUMEHTOB, YTO He MO3BOJINIO0
BbINOMIHUTb [JOCTOBEPHbI aHaNn3.

OBCYXAEHUE

81% B3pOC/bIX NALMEHTOB C Kaccuueckon 6ones-
Hbto ®abpw, nonyyaBlune neyeHne arancupason 6erta
Ha npoTaxeHun 10 neT (MeguaHa), He UCMbITbIBANM Ce-
PbE3HbIX KINHUYECKMX ABNEHUIN, N 94% ObiNN KMBbI.
DTO OTAMYaeTcA OT AaHHbIX APYrux nybnukauwun, rge
OMKncaHbl TAXesNble MoYyeyHble, cepAevyHO-COCYyAnCTble
ABMIEHUS 1 HApYLUEHNA MO3roBOro KpOBOOOGpaLLeHuA
Ha YeTBEPTOM M MATOM AECATUNETUAX XU3HU Y MYX-
unH, He nonyyaswwux O3T [1, 2, 4-8], yTO NOBbIWANO
PUCK MpeKaeBpeMEHHON CMepTM B BO3pacTe HEeMHO-
ro ctapuwe 50 net [5, 16, 17]. ®3T He morna NOMHOCTbIO
NpeaoTBPaTUTb Pa3BUTUE TAXKENbIX KIIMHUYECKUX siBe-
HUN. I3 TAXenbIX KNNHUYECKUX ABMIEHN, BO3HUKLLMWX
B TEKYLLeM MCCNeOBaHUM, CAMbIM YaCTbIM Y MALNEHTOB
mnagwe 40 neT 6611 MHCYNLT. Ha BTOpoM mecTe Mo Ya-
CTOTe CTOANW TAXKenble MNoyeyHble ABNeHWA (ananms,
nepecagka Nnoyku), KoTopble BCTPEYANUCh MaBHbIM 06-
pa3oM y nalueHTOB cTapLuero Bo3pacta. Mbl 06HapyXu-
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nu, yto y naumeHTtos B rpynne JIMM (cpegHnin Bo3pacT
25 neT B MUCXOAHbBI MOMEHT) MPOU3OLWWIO HEKOTOpOe
cHuxeHne pCKO (-1,89 mn/mnH/1,73 M? B rof) Ha npo-
TsxeHUn 10-neTHero HabnogeHus. MporpeccMpoBaHue
noyeyHoro 3aboneBaHus, NO-BUANMOMY, ObINO CBA3aHO,
Mo KpanHen Mepe YaCTUYHO, C TAXKECTbI0 6ONIe3HU 40 Ha-
yana neuyeHus. B aton nccnegyemon nonynaumm y He-
KoTopbix naumeHToB ¢ JIMM yxe Obinn 3HaunTeNbHble
NPU3HaKM NOBPEXAEHUA MOYEK B MCXOAHbI MOMEHT,
1y naymenToB ¢ JIMM, y kotopbix CBKM 6b1n10 He 6onee
0,5 r/r Ha NPOTAXXeHUN Nepuoaa neyeHns, NPorpeccu-
poBaHuve 6bIno MefneHHee, Yyem y nauueHtos ¢ JIMM,
y Kotopbix CBKM npeBbicuno 0,5 r/r 3a nepmnog neveHus.
Taknm 06pa3om, BO3MOXKHO, uTo Havano ®3T go pas3su-
TUA 3HAUYUTENbHOrO FNTIOMEPYNIOCKepo3a N NPOTENHY-
puK ABNAETCA KNOYOM K Npodurnaktuke aanbHenwero
nopaxeHua noyek. CoobujaeTcs, YTO CKOPOCTb CHU-
XeHuA pCKO B 340poBON B3pOCON NONYAALMM Haun-
HaA ¢ 40 net coctasnaet -1 mn/mun/1,73 m? B roa [18].
Y My>unH ¢ 6one3sHbio Pabpu 6e3 neyeHUs 1 NCXOHOM
pCK® > 60 mn/munH/ 1,73 M? onncaHa cpeaHsa CKOPOCTb
nporpeccnpoBaHus —2,93 ma/mMunH/ 1,73 m? B rog 1 06Ha-
py>eHa CBA3b MeXAy TAXKECTbIo NPOTEUHYpUn 1 6onee
6bICTPbIM CHUXKeHeM pCKO [2].

B HactoAwem nccnepgosaHun y nauuentos ¢ CIM,
HauyaBLIMX JleyeHne B cpefHem Bo3pacte 38 et
N yXe VMEBLUMX 3HauUTeNlbHOe MOopakeHue Mnouek,
MokasaHo Haubosnbllee CHWKeHMe Kpueo pCKO
(-6,82 mn/MnH/1,73 m? B rog). DT AaHHble OAlOT OCHO-
BaHWA nonaratb, YTO Hayaso fneyeHnsa Jo TOro, Kak BO3-
HUKHYT 3HauMTeNIbHblE MOBPEXAEHNA CTPYKTYPbI MOYEK,
MUMeET peluatolLee 3HaYeHne 1, BO3MOXXHO, CyLLeCTBYeT
MOMEHT, MoC/ie KOTOPOro HapylleHne KnybouykoB He-
M36eXHO NporpeccupyeT A0 HeJOoCTaTOYHOCTM. XOoTA
MO34HO HAYyaToe JleyeHMe MOXeT B Nydwem ciydae
NVWb 3aMefNnTb MPOrpeccMpoBaHMe MOYEYHOro 3a-
6oneBaHus [19], OHO BCE »Ke MOXXET MOMOYb MOBbLICUTb
OXMIAEMYIO MPOLOMKUTENBHOCTD KU3HWU Y MaLMEHTOB
CTapluero Bo3pacta C nosaHen ctaguen 6onesHn Pa-
6pu. B 3TON KoropTe TAXKenble CEpAEUYHO-COCYAUCTbIE
ABNeHNA ObiM OOBOMBHO pPefkumu. ITO OTIMYaeTcA
OT paHee ony6/MKOBaHHbIX paboT, B KOTOPbIX cOO6LLa-
€TCA, YTO CePAEUYHO-COCYANCTbIE 3aboneBaHA Obinn ca-
MOW pacnpoCTPaHEHHON NPUUYMHON CMePTU NaLeHTOB
¢ 6one3Hblo Gabpu 6e3 neveHna [16, 17].

B uenom Ha npotaxeHuwn 10-neTHero (MeguaHa) ne-
profaa neyeHuns He 6bI10 OOHAPYKEHO 3HAUYUTENBHOIO
yBenuueHua T3CJTPK n TMXKI1, yto roBopuT o cTabunu-
3aUMn CO BpemeHeM. Y NaumeHToB B BO3pacTe MOJIOXeE
40 net, nonyyaBwmx arancugasy 6eta, T3CIIK n TMKIN
OCTaBaNNCb CTabusbHbIMU. B NPOTUBONOMIOXHOCTb 3TO-
My Y MayueHTOB B Bo3pacTe ctapule 40 neT Ha MOMEHT
nepson nHoy3mm T3CTIK n TMXKI 3HaunTenbHO npo-
rpeccupoBany Ha MOMEHT nocsiefHero HabnwoaeHus

MO CPaBHEHWIO C UCXOAHbIMY 3HAYEHUAMM. XOTA HeNb3s
WCKNIOUNTb MOTEHLMANbHOTO BKMaga MOYeYHON Hepo-
CTAaTOYHOCTU WV TUMEPTEH3UM B MPOrpeccupoBaHue
YTOJILEHNA CTEHKM JIEBOTO KENyAouKa, 3TU [aHHble
cornacyloTca € pesynbraTaMu ApPYrux MCCefoBaHUi,

-

: CpeaHuii HaknoH Kpueon pCKD (mn/muH/1,73 M? B rog):
0 = JIMM: — 1,89 (n = 32) == CMM: — 6,82 (n = 20)
1]
160

|40
120

PCK® (mn/mun/1,73 m? B rog)

JleT nocne NcxopHOro MOMeHTa

B
CpepHunin HaknoH Kpueoit T3CITK (mm B rop):
22 === JIMNM: 40,08 (n = 31) === CM[M: +0,10 (n = 19)
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CpepHuit HaknoH Kpusoit TMXKI (Mm B rog):
37 e T2 40,04 (N = 31) == CMMM: +0,14 (n = 19)

3
]
e
g =
g2
g |
A
¢
H
vo'
=g
cQ
E RTINS
sE
El
£ +
= 2

0

a0 1 2 3 4 % 6 7T & 9 10 0N
JleT nocne NCXOAHOro MOMeHTa

Puic. 3. Hak/oH kpusbix pacdemHol ckopocmu KJiy60ouKo-
gol ¢punbmpayuu (pCK®), monujuHbl 3a0Heli CmeHKU /1e80-
20 xesnyooudka (T3CJIXK) (B) u monuwjuHel Mexxkes1y0ouKosou
nepezopooku (TMXKI) (C). CuHue (He3HayumesnebHoe nopa-
XeHue noyek, JITI) u KpdcHble (cusibHOe NoOpaxeHue Noyex,
CTI) XupHsle TUHUU NOKA3bl8aom cpeodHUll HaK/IOH AUHUU
pezpeccuu 0514 epynn. ToHKUe IUHUU npedcmasnsaiom Ha-
KJ1I0HbI KpUBbIX 0mOoesibHbIX NAYUEeHMos 8 COomaemcmayio-
wux epynnax
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MoKasaBLUMX 6NaronpuATHBIA OTBET Ha JIeYeHne Co CTOo-
POHbI CEpAEUYHO-COCYANCTON CUCTEMDI Y MALMEHTOB, Ha-
YaBLUMX JleyeHue arancupgason 6eta B 6onee monogom
Bo3pacTe [20].

3a HavyanbHbIN 5-NEeTHUI NepUOoA NeYeHnsa B KINHN-
YecKOM MCCNeloBaHUN Cepbe3Hble KAUHUYEeCKne AB-
NeHnA BO3HUKNN Yy 7 MNaUMEeHTOB, a B Nepmoj no3gHero
nocnepytoulero HabnwogeHna — y 3. B HacToAwwem uc-
CflefjoBaHUK BrepBble ONMCaHO CHUXKEHME Yrcna nauu-
€HTOB C TAXKENbIMU KNUHNYECKMMN ABIEHUAMU Nocsie
gonrospemeHHon O3T arancupgason 6eta. BoamoxxHble
0OBACHEHMNA CHUXKEHWA YACTOTbI TAXKESbIX KIIMHNYECKNX
ABMIEHUI BKJTIOYAIOT JONITOBPEMEHHYIO NOMb3Y YCTONYN-
Boro ypaneHusa GL-3 n3 opraHuama [21] 6narogapsa ne-
YyeHwuto arancupason 6eTa, nyyilee JONONHUTENBHOE fe-
yeHue, coobLeHMe He 060 BCeX ABNIEHUAX USTM MOJIOAOW
BO3pacT Ha MOMEHT Hayana nedyeHus. Kak ynommHanocb
Bbllle, WHCYNbT Obin Haubonee pacnpocTpaHeHHbIM
TAXKENbIM KNMHUYECKAM ABJIEHNEM Y MaLMEeHTOB B BO3-
pacte go 40 net. Bnnanne 30T Ha puck nocneayoLwmx
WNHCYNbTOB OCTaeTCA HEM3BECTHbIM, U MOKa3aHo, YTo pe-
KOMOWHAHTHbIN NIN30COMHbBI GepMeHT He NMpOoHKKaeT
Yyepes rematosHuedannyecknin bapbep.

OfHO uccnepoBaHve MOKasano, YTO Ha Mo3gHen
ctagun 6onesHn Pabpu nedyeHue arancmpason beta
npuBOAUNIO K 3HaunTenbHOMY (61%) CHUXKEHUIO OTHO-
CUTENIbHOMO pUCKa YrpoXalowmux XU3HW HapyLLeHWiA
noyek, cepaLa 1 MO3roBoro KpoBoobpalleHuns No AaH-
HbIM aHanu3a no MPOTOKONY C MOMPaBKOW Ha npoTe-
nHyputo [19]. M HaobopoT, ABe nybnuKaumm He cmor-
NN nokasaTb 3HaunTenbHoro BanaHuA 3OT Ha ucxon
npu no3gHen ctagnm 6onesHu, XoTa B 3TUX Uccieno-
BaHUAX He 6blN0 PaHAOMU3MPOBaHHOW FPyNMbl NnaLe-
60 [22, 23]. B ogHOM ny6nukaumm onnucaHo yxyaweHume
napameTpoB MoOYeK, cepiLa 1 MO3roBoro KpoBoobpa-
WweHnA B KoropTe 13 31 My»UMHbI U 9 KeHLWWH, Nony-
YaBLUMX neyeHne arancupason 6eta B pose 1 mr/kr
Ha npoTaxeHun 6 net (megmaHa). CpegHuin Bo3pacT
B 3ToW KoropTe 6b11 40 £+ 9 neT. 15 AaBneHwni (7 cmepTen,
4 cnyyas noyeyHoro 3aboneBaHMA Ha KOHEYHOW CTa-
AN 1 4 HCynbTa) BO3HUKNM Y 13 naumeHToB. CnegyeT
OTMETUTb, UTO HeBpomnaTnyeckasa 6onb (n = 37), KoTo-
paA He oueHMBanacb B 3TOM WCCNeAOBaHUN, YMeHb-
wunack y 25 naumeHtoB. CornacHoO peTpoCneKTUBHbIM
JaHHbIM, NonyyeHHbIM U3 Peectpa 6onesHn ®abpu, ya-
CTOTa ABneHun mexay rpynnoii 3OT u rpynnoi 6e3 ne-
yeHuA (MCTopUYeCKo) He pa3nunyanach [23]. MegnaHa
ONUTENbHOCTM nociefytollero HabnoaeHus B rpynne
30T 6bina MeHblUe, YeM B HaCTOALLEM MUCCIIefOBaHUN
(6 1 10 neT COOTBETCTBEHHO), U TYAA BOLW NALNEHTDI,
HauaBwwwue 3OT B cTapLuiem Bo3pacTe (cpeaHee > 38 neT)
[23]. B gpyrom uccnegosaHum 30 My>KUKH, 3a KOTOPbIMM
Habsnofany Ha NpoTaXKeHUn (MegraHa) 5,2 net, noyey-
Haa GyHKUMA cHu3unacb (-3,4 mn/muH/1,73 m? B rog,

p <0,001), a macca cepaua nosbicunacb (+1,2 r/m?7;
p < 0,001), HecmoTpAa Ha 3T (arancupasa B gose 0,2
unu 1 mr/kr 2 Hegenw) [22]. 30T He npepoTBpallana
noBpexxaeHua 6enoro BewecTBa rOJIOBHOrO Mo3ra.
CpaBHeHMe MaLMeHTOB, NONyYaloWwmnx 1 He nonyvato-
wux 3OT, nokasano, YTO OTHOLLEHME LWAHCOB pPa3Bu-
TWA NEPBOTrO MW BTOPOro OC/IOXHEHUA YMeHbLUAeTCA
C BO3pacTaHueMm QnTenbHOCTY neyeHus [22]. HegasHo
6bln BbINOSIHEH 0630p AOKa3aTeNbCTB 3GDEKTUBHOCTH
30T npn 6one3Hn Oabpu Ha OCHOBAHUW BbIOPAHHbIX
paHee ony6ANKOBaHHbIX UCCNEfOBaHUN, B KOTOPOM
coobulaeTca O He3HauUTeNIbHOM BNMAHWM Ha Moyveu-
Hyto ¢yHKuumio [24]. OgHako B MCCefoOBaHMAX, Bbl-
6paHHbIX AnA 0630pa, He ucnosb3oBanacb Guoncua
noyek B UCXOA4HbIN MoMeHT nnu CBKM Ha npoTaxeHun
HabntoaeHna. Kpome Toro, He 6bl10 cTpatUdUKaymn
no nevyeHunto arancugason anbda n arancugason 6erta,
a TakXe Mo BO3pacTy Hauana neyeHua 3OT. Hawwm pe-
3ynbTaThbl, Kacatowmeca cnocobHoCT arancugasbl 6eta
3aMefNIATb CKOPOCTb CHUXEHMA MOYEYHOW PYyHKLUN
y naumneHToB ¢ JIM1, He cornacyloTca ¢ BbiIBOAaMu 3TO-
ro o63opa. DTV MauUUeHTbI, 33 KOTOpPbIMK Habntoganu
6onee 10 net, yyBcTBOBaNU ceba nyylue, Yem naymeH-
Tbl NIOObIX M3 FPYMN JIeYeHUs, ONUCaHHbIX B Bbllley-
nomsiHyTom o63ope [24]. Ewe B ogHOM nccnegoBaHumu
arancupasbl-anbda neprop HabnogeHusa npu 3OT 6bin
Kopoue (5 neT) 1 HeT faHHbIX O TAXKeNbIX KITMHUYECKMX
aBneHnax [25]. HeacHo, cTpaganu nn BCe NauyMeHThbl
OT Knaccuyeckon 6onesHu Qabpn [25].

OrpaHunyeHnem 3TOro UCCnefoBaHUA ABNAETCA ero
nepexop OT pPaHAOMM3UPOBAHHOIO, ABOMHOrO Cnerno-
ro, KOHTPOSMPYEMOFO KINHUYECKOrO WCCNefoBaHUsA
K HabntogaTenbHOMY Ha OCHOBe CBOOOAHOrO peecTpa.
BO3MOXHO, UTO flaHHble, BHECEHHbIE B peecTp, MeHee
LOCTOBEPHbI, YeM NOJTyYEHHbIE B TLLATENIbHO KOHTPONN-
pyembIxX KIMHMYeCKnX nccnegosaHmax. OgHako 3a ne-
pvon nocneaytolwero HabnaeHNa perynspHo NpoBo-
AVWNOCb HabnopeHne B MeOULIMHCKOM YUYpPeKaeHuUu,
1 BpayaM U3HayanbHO 1 B nocsedyowemM neproguye-
CK/ HanmoMWHaNM o BaXKHOCT! CBOEBPEMEHHOIO 1 npa-
BUIbHOTO NpefocTaBneHna nHdopmayum.

Kpome TOro, B 3TOM MccnefoBaHUM OLEHUBANUCH
TOJIbKO TSXKeJble KNMHUYECKNe ABNEHNA, Toraa Kak 6o-
nee fierkue, Takme Kak HemoCTosHHblE apUTMUK, Bpe-
MEeHHbIe MeMmnyeckne NpUCTynbl UM notepa ciyxa,
KOTOpble MO Cnocob6CTBOBaTb GpemeHn 6onesHu
N CHU3UTb KAuyecTBO »KM3HM MaLMEHTOB, He aHanu3u-
poBanu. Takke 3a nepuoj WUCCNefoBaHUA BO3POC/IO
npuMeHeHne conyTCTBYOWMX npenapatos [1, 26]. [lo-
NOSIHATESNIbHOE JleyeHne MPOTEUHYPUM (MHIMOUTOPDI
AN®/6nokatopbl peuentopa aHrnoteHsmHa Il) n aH-
TUTPOMOOLMTapHaA Tepanus, a Takxe JlieyeHne conyT-
CTBYlOWWMX 3a60neBaHnii [1, 27] MOrno cnocobcTBoBaThb
nyylwmnm ncxogam. B nnaH HacToAwero nccnegoBaHma
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He BXOAMNa OLeHKa BAWAHMA COMYTCTBYHOLEN Tepa-
nun.

B stom 10-netHem wccneaoBaHUM OMUCHIBAETCA
ponroBpeMeHHasa 30(eKTVBHOCTb JleuyeHua aranasu-
fason 6eta B go3e 1 Mr/kr 14 gHel Npu Knaccuyeckomn
6one3Hn ®abpu. Ha MmomeHT nocnegHero HabnogeHWA
B cpefHeM Bo3pacTe 41,6 neT y 60MblUMHCTBA NaLUneH-
TOB He ObI/IO ABJIEHUN, U OHW ObINK XKBbl. Hanbonee
6naronpuATHbIA OTBET Ha NleyeHne Habnopanca y 6o-
niee MofioAblX MAUWEHTOB C MEHbLUMM MOBPEXAeHNEM
OpraHoB, HaYaBLUKX JleyeHne B 6osiee MONOJOM BO3pac-
Te. 3TO NoAYepPKMBaET BaXXHOCTb PaHHEN ANArHOCTUKM
N nedyeHns pnsa npodpunakTUKM MNpPOorpeccMpoBaHus
6ONe3HN N Pa3BUTUA HeOBPATUMbIX MATONOMMYECKUX
n3meHeHui. Mpogonxatueecs HabnogeHe No3BOAUT
[OOMONHUTENbHO YCTaHOBUTbL [OJITOBPEMEHHbIE MNep-
CMEeKTUBbI TAKVX NMALNEHTOB.
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3AMETb! 3ANOA03PU!
NCKITIOY !

OTO MOET bbITb
BOJIE3Hb OABPU

HecmoTtps Ha To, uto 60ne3Hb Dabpu — pegkoe 3aboneBaHue,
OHa YacTo BCTPeYaeTca Cpean POACTBEHHMKOB MaLMEHTOB?,

OBPATUTE BHUMAHUE HA CNIEAYIOWWNE HACTOPAXKUBAIOLWUE NPU3SHAKI:

MNO4YKWN:> HEPBHAA CUCTEMA:"*
qm « MrKpoanbbyMuHypus, npoTenHypuis « AKpornapecTesuu, XapaKTepusyioLecs

OHeMeHMeM, MoKarblBaHVEM, Kryyei 60Mbto

» YBennueHHasa skckpeuna GL-3 ¢ moyon
1 OMCKOMPOPTOM B JTAAOHAX 1 MOZOLLBAX CTOM

« lameHeHme TybynApHoi peabcopbuuy,

« «Kpu3bl Dabpu» — oCcTpble MPUCTYIbI,
CEeKpeunn 1 SKCKpeLmmn P P P 4

MyuuTENbHaA 60/b, KOTOpas 06bIYHO HaUMHaeTCA

- [MopakeHre noyek, KOTOPOe MOXET MPUBECTA B KOHEYHOCTAX N PPaANVPYET K LIEHTPY, MOTyT

K XIMH 1 HeobXxogMmMoCTN NpoBeAeHMA Aann3a ONUTbCA OT HECKOJSbKMX MUHYT 0 HECKOJbKIX
Hefenb
« HenepeHocMocTb »kapbl, Xonoaa 1 GranyecKmix
CEP E:35 Harpysok
% p‘”‘ ° » CHVKeHMe CiyXa Y LYM B yLIax

« [nepTpodura MrnoKapaa NEBOro XenynoukKa, « PaHHWe MHCynbTbI, remunnerns, remmaHecTesnsa

apuTMmA

+ TPaH3VTOPHbIE MLLIEeMUYECKME aTaKn
- CeppeyHasn HefOCTaTOYHOCTb

+ IHbapKT Mrokappaa

e2,6
» MNopokn ceppgua (MUTpanbHaa HeAOCTAaTOUYHOCTb) \‘@ MMA3A:
« [loMyTHEHMe pPoroBuLIbl B BUAE 3aBUTKA, KOTOPOE
He ocnlabnAaet 3peHne
/ KOMA: 2 - MNoBpexaeHune coCyn0B KOHBIOHKTVBbI 11 CETYATKY
M + AHIIOKepaTOMbl: CKOMJIEHNE TEMHO-KPACHbIX
MATEH, KOTOPble He GNeAHEIOT NP HaZaBNMBAHI, 3 Y . 2,6
pacronaratoTcsi B OCHOBHOM Ha Arogumuax, KEJTYAOHHO-KULLIEYHDBIN TPAKT:
B 0051aCTV Naxa, NynKa 1 BepxXHen Yyactu beaep + MeTeopu3m v 6011, BO3HMKaloLye Nocre npuema
MULLK, CNia3Mbl, TOLIHOTA 1 Anapes
« [ToHWKEHHOE NoToOTAENEHUE / OTCYTCTBME
noTooTaeneHus « [pyrve npu3sHakm XenynouHO-KULLEYHbIX PacCTPONCTB
Y3HanTe 6onbuie Ha MNP NOAO3PEHUN HA BOJIE3Hb ®ABPU KPAUHE BAXKHO NMPOBECTU AUATHOCTUKY.
DOCSFERA.RU J19 3TOro Bbl MOXKETE HAMPABUTb MALMEHTA K BPAYY-TEHETUKY WU NO3BOHUTD

HA FOPAYYIO IVHMIO 411 YTOYHEHUA TIABOPATOPUIA, TPOBOAALLUMX BECTIJIATHYIO
AUATHOCTUKY 8 (800) 100-24-94
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