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PE3IOME

Axmyarvrocmp. CoraacHo PoccHMiCKUM PeKOMEHAAITMAM IO AMATHOCTHKE HACACACTBEHHBIX HApyIIeHHH COEAMHHTEABHOM TKAHH
(2013), BBIAEASIIOT pSIA HACAEACTBEHHBIX CHHAPOMOB H AMCIIAACTHYECKHX QeHOTHIIOB, HanbOAee PacCHpOCTPAHEHHbIM M3 KOTOPBIX
sBAaseTcs MapanonaHas BHemHocTs (MB). MB AnarHocTupyeTcs IpH HAAMMHM He MeHee 4 KOCTHBIX IIPU3HAKOB, CPEAU KOTOPBIX
HanboAee 3HAYMMbIMU SBASIIOTCS APAXHOAAKTHAHS, AOAMXOCTEHOMEANS], BHICOKOe apKOBHAHOe HEGO, KHAEBUAHAS M BOPOHKOOOpasHas
Aedopmanuu rpyaHOM KaeTKH. MI3BeCTHO, 9TO y AUI C CHEAPOMOM MapdaHa pAaxxe B MOAOAOM BO3PacTe BBLABASIOTCS TPU3HAKU CUCTO-
andeckoit aucdynkuu AJK. Y anr ¢ MB cucroanmyeckas pynkims AJK panee He oneHuBaaachk. Lleab. OLieHUTb MOP$OAOTHIO Cepa-
a1 cucroandeckyro ynkuuo AJK y mpaxrmyecku 3A0pOBBIX AUL] MOAOAOTO Bodpacta ¢ MB. Mamepuarv: u memodet. O6caep0BaHO
137 amy Moaoporo Bospacta (cpearnit Bospact — 21,3+1,5 aer), S8 roHOmel 1 79 AeByluek. BceM BHIIOAHEHO QeHOTHIIMIECKOE
u Tpancropakasbroe IxoKT (Vivid 7 Dimension, GE) o6caepoBanus. ¥ 24 nanuenros ¢ MB u 42 yeaosek 6e3 npusHako MB (kon-
TPOAb) OLieHEHa papMaAbHAsi M LUUPKyAsipHas Aepopmarmu AXK ¢ HCIIOAB3OBaHMEM TKAHEBOIO AATYHMKA M IOCAEAYIOINel OLeHKOM
Ha pa6oueir cranuuu EchoPAC»08 (GE). Pesyasmamot. Y aur ¢ MB 0 CpaBHEHHIO C KOHTPOAEM BbIIBAEH AOCTOBEPHO GOABIINIL AMa-
MeTp KOPHSI A0PThI U OTHOCHTEABHO OOADIIIAs TOAIIMHA MEXOKEAYAOUKOBOI meperopoaku u sapneit crenku AJK. Tlpu orjeHke AOKaAbHOM
coxparumocTy Mrokapaa AJK rmoxasaHo cHIDKeHHe CHCTOAMYECKOF IUPKYASIPHO AepOpMAIIHK OOABIIMHCTBA CETMEHTOB HA CPEAVHHOM
U BEPXYIIEYHOM YPOBHSX U CHCTOAMYECKOH PaAaAbHOI Aepopmanuu Ha 6asaapHoM yposae ADK. CHivkeHre AepopMaIuy COYeTaAOCh
CO CHIDKEHHEM ee CKOPOCTH B 9THX JKe CerMeHTaxX. 3akaroueHue. AAS AUI} MOAOAOTO BospacTa ¢ MB mpu oTcyTcTBHM «60ABIIMX > HPH-
3HakoB cuHApoMa MapdaHa (pacimupenye aOpTHI U 9KTONHH XPYCTAAMKA) XapaKTepHO Pa3BUTHe CUCTOAMYecKOit pucdyrkumu AK.
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SUMMARY

Background. In Marfan syndrome early impairment of left ventricular systolic function has been reported. Our aim was to evaluate the
left ventricular systolic function in young adults with Marfanoid habitus (MH) (includes arachnodactylia, dolichostenomelia, high
palate, deformations of the thorax). Methods: We studied 137 young subjects (mean age 21.3+1.5) — 58 male, 79 female. Transthoracic
echocardiography (Vivid 7 Dimension, GE) was performed in 24 asymptomatic MH with excluded Marfan syndrome and 42 healthy
control subjects. Radial and circumferential systolic strain and strain rate were determined using spackle tracking (EchoPAC»08,
GE). Results: Ascending aorta diameters were larger in subjects with MH. LV mass index did not differ significantly between groups,
but interventricular septum and posterior wall thickness were greater in MH group. Local LV radial and circumferential systolic defor-
mation indices were significant decreased in MH group. Conclusions: Young adults with MH in the absence of major findings of Marfan
syndrome (ascending aortic aneurysm and ectopia lentis) have decreased LV systolic function.

OIIPOCHI KAACCHQHKALIUH F AMAaTHOCTHKY HACACACTBEHHBIX
BHapymeHmZ coepunauresssonn Tkaru (HHCT) a0 cmx
[Op OCTAIOTCSI HEAOCTATOYHO paspaboraHHbiMH. COraacHo
HAIJMOHAABHBIM PEKOMEHAAIHMAM [1, 2], Bce HHCT CAeAyeT
Pa3AeAdTb Ha KAACCHQHUIMPOBaHHbIe U HeKAACCUPUIIMPOBaH-
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Hore. K xaaccupunuposanasiv HHCT oTtHOCAT AOCTaTOYHO
PeAKO BCTpedaroluecs: 3a0OAeBAHHUS, AMATHOCTHKA KOTO-
PBIX OIHpPAETCs Ha COTAACOBAHHbBIE MEXKAYHAPOAHbIE KpHUTe-
pun — Tentckue Kpurepun aast cuHapoma Mapdana [3, 4],
Buasbdpanmckne — aag cunapoma Oaepca-Aanno [S, 6],
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BpaiiToHCKIe — AASL CHHAPOMA THIIEPMOOUABHOCTH CYCTaBOB,
nepecmorpennble Beitronom [ 7, 8]. Anarnoctuka atux HHCT
paspaboTaHa C y4eTOM reHeTUIeCKHX AAHHbIX. Tak, B KauecTBe
reHeTUJeCKON OCHOBBI CHHApOMAa MapgaHa B pOACTBEHHBIX
emy HHCT, xapakrepusyromuxcs Npu3HaKaMH BOBAEYEHHS
KOCTHOM CHCTeMBI, HA3bIBAIOT MyTaljMH IeHa $UOpHAAMHA-1
(FBN-1) [9]. C aepexramu FBN-1 acconuupoBasbl u camu
KOCTHbIe IIPH3HAKH CHHApoMa Mapdana. Cpean Hekaaccu-
$urmposannsx HHCT (8 Poccuy vame Ha3bIBaeMbIX AWC-
TIAQ3UAMH COEAMHUTEABHOM TKaHH) KOMHUTeT aKkcrepros PKO
IpeAAaraeT BBIAGASIT HACACACTBEHHbIE CUHAPOMBI, B IIEPBYIO
OuepeAb — CHHAPOM MpoOAarica MuTpasbHoro kaanana (ITMK),
U PSA AMCTIAACTHYECKHMX (EHOTHUIIOB — MapPaHOMAHYIO BHEII-
Hoctb (MB), Map$aHOOAOBHBII $eHOTHII, IAePCOMOAOOHDIIT
¢eHOTHII, AOOPOKAYECTBEHHYIO THIIEPMOOUABHOCTD CYCTABOB.
Hanboaee pacrpocTpaHeHHBIM M OTHOCHTEABHO U3y4eHHBIM
saBasetcs penorun MB [10].

Amarsocruka MB ocHOBaHa Ha BBIIBAGHHHM TeX e KOCT-
HBIX IIPU3HAKOB, YTO U IIPH cMHApOoMe MapdaHa — KuAeBHA-
HOMl U BOPOHKOOOpasHOH AepOPMAIIMU TPYAHOH KAETKH,
CKOAMOTHYECKON AedopMarnuu IO3BOHOYHUKA, BBICOKOTO
ApPKOBHAHOTO HEDGA U APYIMX AHIIEBBIX AUBMOPQHI, IMAO-
[1].

Aas amarsocTuxu MB HCIIOAB3yeTCS aATOPHUTM, M3AOXKEH-

CKOCTOIHUS, QAPAaXHOAAKTHAUH, AOAUXOCTEHOMEAMH
Hbl B Poccuiickux pexomeHpanmsx [1, 2], coraacuo xoro-
POMY AOCTaTOYHO BBISIBAEHHS AFOOBIX 4 KOCTHBIX IIPU3HAKOB,
CPeAl KOTOPBIX 00s3aTeABHO COYETAHHE APAXHOAAKTHAMU
U AOAMXOCTeHOMeAnH. PaHee cOOOIAAOCH O YACTOM BBISIB-
AeHHMHU Y AHI ¢ MB, olleHEHHOH COTAACHO peKOMEHAAIMIM
PKO, sererarusHoi Aucdynkuyuu [12]. OpHako pexomeH-
AOBAHHBIN MOAXOA K BbIsBAeHMIO MB [1, 2] He YIUTbIBAET
HH CHeIMQUIHOCTb OTACABHBIX IIPH3HAKOB, HH T€HACpPHbIE
pasamuns. MexxAy TeM OBIAO IIOKAa3aHO, YTO OOABIIMHCTBO
KOCTHBIX ITPU3HAKOB CYIECTBEHHO Yallle BBISBASIIOTCS Y AU
MY>KCKOTO II0AQ, YTO TpeOyeT KOPPEKIMH aATOPUTMA AHMa-
THOCTHKH C y4eTOM I1oAa obcaeayemoro. Kpome Toro, Heo-
AVHAKOBO! OKa3aAach U CIENUPUIHOCTb OTACABHBIX IIPH-
3HAKOB — YCTAaHOBAEHO, YTO C AePEeKTaMH COEAMHUTEABHOMN
TKaHH TeCHO CBSA3AHBI, KPOMe aPaXHOAAKTHAMH H AOAUXOCTe-
HOMEAUH, TaK¥e NPU3HAKH, Kak AepOpMaInus TPYAHOM KAeT-
KH 1 apKOBUAHOE HEGO. DTO MO3BOAMAO HAM CKOPPEKTUPO-
BaTh IIOAXOABI K BBIIBACHHI0O MB — aTOT AMcIIAacTAYeCKUit
($EHOTHIT MBI ITPeAAATaeM AMATHOCTHUPOBATD IIPH BbISBACHUU
4 KOCTHBIX IIPU3HAKOB, CPEAH KOTOPBIX 00sI3aTEABHO COYeTa-
HHe apaXHOAAKTHAMHU U AOAMXOCTEHOMEAHHU H, KPOMe TOTO,
IIPY HAAMYHMHU He MeHee 2 AAS MY>KYHH U He MeHee 1 A XKeH-
INMH BBICOKOCIIEIIM$HIHOTO MPU3HAKA — AePOpMAIIMU IPYA-
HOM KACTKH HAU APKOBUAHOTO HE06A. I'Ipu Takom mopxoae MB
KaK AMCIIAACTHYeCKHUIT GeHOTHII BbIIBASIETCS ¥ 16% IoHOMIE
1 9% aesymex [13]. Mopdoaormaeckue 0co6eHHOCTH CepA-
I1a U COCTOSIHHE AOKAABHOM COKpaTuTeAbHOH ¢pymkimu AOK
y au1j ¢ MB paHee He olLjeHMBaAKCE.
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B T0 1€ BpemMs MOpPOPYHKITMOHAAbHBIE XAaPAKTEPUCTUKH
cepaua rpu Apyrux HHCT, otHocsimmxcst k rpyrine $puobprasu-
HOIIATHI, U3yYeHbl AOCTATOYHO XOPOIIO. Tak, MHOTUMH HCCAe-
AOBATeAsIMU TIPH3HAIOTCS 3HAYMMbIe M3MEHEHHS CTPYKTYphI
cepAlla y Amnj ¢ cuHApoMoM Mapgana u nepsrmunsm [IMK,
NPHBOASINYE K CHIDKEHHIO cHcToAndeckonl ¢yHxrmm ADK
y Takux nanueHTos [ 14-19]. YkaspiBaercs Takxe, 4T0 ompeae-
aerne OB He sBAsieTCS HAAKHBIM MapKepOM KapAMOMHOIIA-
iy nipu atux HHCT, Tak kak pAAuTeAbHOE BpeMs aTOT HOKa-
3areAb ocraercs coxpadHsM [ 14, 19]. Boaee napopmaTnsHbIM
OKa3aA0Ch MCIIOAB30BAHME OIIEHKH AePOPMAIMH MHOKAPAA
¢ nomompro MeToauku speckle tracking (moxapposoe otcae-
JKMBAHVE ABIDKEHHS HEOAHOPOAHDBIX <«KpAIlMHOK» B TOAIIE
MHOKapAa). DTO AAeT MPEACTABACHHE O PeTHOHAABHOMN COKpa-
TUTeAbHOH QyHKIMH Muokapaa AJK. Aedopmariusa Muokapaa
B CHCTOAY, O0YCAOBAGHHAsI COKpaljeHneM CapKOMEpPOB, IPUBO-
AWT K yMeHbIIeHmI0 o6beMa moaoctu AJK u cocrourt us 3 cocras-
ASIIOIIUX: TIPOAOABHOTO YKOPOYEHHS, ITUPKYASPHOTO YKOpPO-
9eHUS U PAAMAABHOTO YTOAIIEHHUS B CHCTOAY M BBIPKAETCS
B IIPOIIEHTaX OT HCXOAHOTO pa3Mepa aHAAM3HUPYeMOTO YIacTKa
muokapaa [20]. Cxopoctb Aepopmanun (strain rate) sBasercs
IPOU3BOAHBIM OT AePOPMAIM ITIOKA3aTeACM M OIPEeAeAseT-
csI KaK BpeMs, B TeUeHHe KOTOPOTO MPOUCXOAUT AepOpMaliis
MHUOKapAa U Bepaxkaercs B ¢, FI3BeCTHO, 4TO yike B MOAOAOM
BO3pacTe AAS TIALIEHTOB C cMHApoMoM Map¢ana xapakrep-
HO Pa3sBUTHE KApAMOMUOIIATUH, HPOSIBASIIONIENCS CHIDKEHHEM
CKOPOCTHM M BEAUYHHBI IIPOAOABHOM CHCTOAMYECKOH AedpopMa-
LUK HIDKHeR, IepepHelt u 6okoBoit creHok AJK Ha Bcex ypos-
HsIX — 6232ABHOM, CPEAUHHOM M BEPXYIIeYHOM U yMeHbIICHHe
cucToAMdecKoil papnasbHoit pedpopmarmu (PA) u ee ckopo-
CTH BO BCex olLjeHMBaeMbIX cermentax [21]. Caeayer oTMeTHTD
TAKoKe, 4TO, HeCMOTPS Ha To, 4To OB y marnueHTOB ¢ cCHHApO-
MoM Map¢ana okazasach CyIeCTBEHHO HIDKe IO CPAaBHEHHUIO
C KOHTPOABHOH TPYIIIIOH, OHA BCe JKe He BBIXOAMAQ 33 IIpeae-
Abl HOpMBI [21]. BblABACHHbIE HM3MEHEHHS CHCTOAMMECKOI
Aepopmaru ADK codeTaroTcst ¢ OTHOCHTEABHO OOABILET TOA-
IIMHO# MHUOKapPAA MeIOKeAYAOUKoBo meperopoaku (IVDKIT)
TIpU CPABHUTEABHO OAUHAKOBO# TOAIUHe 3aaHedt crerku (3C)
AOK. AHarorudHbIe M3MEHEHHS CHCTOAMYECKOH AedopMariuu
AKX onuchiBaroTcs Uy GeccuMITOMHbIX (6€3 KAHMHIYECKHX
npusHakoB CH 1 TSDKeAOI MUTPAABHOR perypruTaryu) mamy-
enToB ¢ mepsrransiv [IMK [18].

MarepuaAbl 1 METOABI

B pamxax mccaepoBaHMs 6b1A0 06cAepoBaHO 137 Amng
MoAopaoro Bospacra (cpeanmit Bospact 20,112,1 aer), S8
IoHOMeH 1 79 AeBymek. AAs OLIEHKH BO3PACTHOMN AMHaMU-
Ku MOPQOPYHKIIMOHAABHBIX H3MEHEHMH CepAIld B HCCAe-
AOBaHHe BKAIOYeHb! 111 manueHTOB CTapIIMX BO3PAaCTHBIX
rpynn (cpeanuit BospacT 66,8+9,6 aeT) U 9 MyX4HH C BepH-
duumposanubiM cunapomom Mapgana (cpeanuit Bospact
27,949,3 serT).
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Amuarsoctuky MB ocymectBasian coraacHo Poccuiickim
PEKOMEHAAIMSIM C Y4eTOM YTO4HeHHbIX Kpurepues. K MB
OTHOCHAU AUL], UMEIOIIUX He MeHee 4 KOCTHbIX IIPU3HAKOB, Cpe-
AH KOTOPBIX OBIAO 00sI3aTEABHBIM COYETAHHE APAXHOAAKTUANI
(BbLIBACHHE 11O KpaiiHei Mepe 1 cMIITOMA — GOABIIOTO MAABLIA
FAM 3aIACTDbS) U AOAMXOCTEHOMEAMH (BBITOAHEHHE XOTS Obl
1 xoadunmenra — orHomeHHe pasMaxa pyk kK pocry >1,03
¥l COOTHOIIIEHHE BEPXHETO U HIKHETO CerMeHToB Teaa <0,89),
a KpoMe TOro, HAAM4He XOTsI ObI elrfe 1 AASI AHI] 5KEHCKOTO ITOAQ
U He MeHee 2 AASL AUI] MYXXCKOTO IIOAQ BBICOKOCIEIIMPHIHO-
ro mpu3HaKa — AeOPMAlMM TPYAHOI KAeTKU (KHAEBHAHOM
VAU BODOHKOOOPA3HOI) MAM BBICOKOTO apKOBHAHOTO HEGa.
Y Aun crapmux Bo3pacTHIX rpymn MB BoisiBAsiau ¢ ydeToM
U3MEHEeHHs HHQOPMATUBHOCTH PsIAQ IPH3HAKOB C BO3pac-
TOM — K HanbOAee HAAEKHBIM KOCTHBIM IPU3HAKAM OTHOCH-
Au AedopMaluM I'PYAHOH KAETKH, CHMIITOMBI apaXHOAAKTH-
AMIA U BBICOKOE apKOBHUAHOe HEGO. B TO >ke BpeMs M3BeCTHO,
YTO CHeIMPHIHOCTD TAKHMX IPH3HAKOB, KAK CKOAMOTHYECKAs
AedopMariys MO3BOHOYHHKA U IIAOCKOCTOIIME Y AMI] CTAPIIEro
BO3pacTa KpaiHe HU3KH, a CHIDKEHHE BBICOTHI MEXIIO3BOHOY-
HBIX AVICKOB U CBS3aHHOE C 9TUM yYMeHBIIEHHE POCTa MOXeT
IPUBOAUTD K HEBEPHOMY PacueTy K03 PUIMEHTOB AOAUXOCTe-
HoMeAnu [22].

Bcem 06caepoBannbM BhimosneHa OxoKI B 2D, aommae-
POBCKOM H IjBeTHOM M-pexxuMe II0 CTAaHAAPTHOMY IIPOTOKOAY
(Vivid 7 Dimension, General Electric, Marpranbrit $pasupo-
BaHHbIN AAT9MK 3,5 MI11). AASL HCKAFOUEHHS BO3MOYKHBIX TeH-
AEPHBIX BAUSHHI OLIeHKa MOP$OMETPHIECKHX XapaKTePHCTUK
CepALIA IIPOBOAKMAACH TOABKO Y AHI} My>KCKOTo TIoAa. I'pymry MB
COCTaBUAU 26 IOHOIIIET, B IPYIITY KOHTPOAS BOIIAU 32 IOHOIIM.
AHAAMBHPOBAAVCh AMAMETPBI HAYAABHOTO U BOCXOASIIETrO
OTAEAOB A0PTBI, TOAIMHA MHOKapAa AJK, Macca Muokapaa AOK
(MMAXK), napexc maccpt muokappa AOK (MMMAOK).

Pacmupenre KOpHS aOpTHI OIIEHMBAAOCH IO 3HAYEHHIO
Z-xpuTepus >2 AASl HAIMEHTOB B BoapacTe cTapuie 20 Aer
u 223 pas manueHToB Moaoxke 20 aeT. Pacuer Z-xpurepus:
Z= (AKa -AAKa)/k, rae k aas Bospacta po 20 aer — 0,18;
0,24; crapme 40 aet — 0,37; AKa — ama-
MeTp KOPHsS a0pThl Ha yPOBHE CHHYCOB BaabcaabBbl (cm);

ot 20 A0 39 aer —

AAKa — poaxwbrit Anamerp kopHs aopThl (cm). Pacuer Aoak-
HOTO AMaMeTpa aopThI AASl AaHHOTO Bospacta (Roman M.]J,
1989): AAKa = 1,92 + 0,74 x ITIIT. ITaomap IIOBEPXHOCTH
teaa (ITI1T) paccuurbiBarach mo popmyae Awobya (DuBois
and DuBois, 1916) [2]. MMAXK onpeaeasiaach o $popmyae
Devereux R.B. et al. (1986).
Cucroamveckass PA  u  nupkyaspHas aAedopmanus
(LIA) oleHMBAAMCH B MAPACTEpPHAABHBIX KOPOTKHX Cede-
HISIX Ha 3 ypOBHSIX C moMombio MeToauku speckle tracking,
[IPH YaCcTOTe KAAPOB CEPOIIKAABHOTO n3obpaxenus S0-55/c.
B ka)kKAOM CeYeHHH 3aIUChIBAAOCH IO 1 KAPAUAABHOMY IIUKAY
C IIOCAEAYIOLIMM aHAAM30M Ha padoueit crarnuu EchoPAC 08
(GE Healthcare). Omnpeaesenne AedpopMaluu U CKOPOCTH
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Mpecc-penns
ITepexon Ha HOBYIO hopmy

VBaxkaeMble KoJuteru!

Kommanms AO «CepBbe» coobmiaeT o 3aBepureHun ¢ suBaps 2018 1. mpon3pojacTsa GpopMbI
JieKapcTBeHHOro npenapara IIpeykran MB 35 Mr 1 HOJTHOM ITepexojie Ha HOBYIO (hopMy BBIITyC-
ka — [Ipenyxran O/1 80 mr.

Hosas nexapcrBennasi ¢popma — Ilpenykran Ol (MHH Tpumerasmiaun) — Kancy/isl
¢ MPOJIOHTHPOBAHHBIM BbICBOOOKIeHHEM, 103HpoBKa 80 mr, ynakoBka Ne30 u Ne60.

Pexxum nozuposanus HoBoit Gpopmel [Tpexykran OJI 80 mr — oxHa Karcyna B cyTku. brarozxa-
Psl MHHOBAIIMOHHOM TEXHOJIOIMH IIPH IIpUEMe Ipenapara o0ecrednBaeTcsi NPOJOHTHPOBAHHOE
BbIcBOOOXKAeHHe TpuMeTasuauHa B JKKT ¢ momnepxanueM ero crabMIBHOW KOHIEHTPALMH
B IUIa3Me KPoBH B TeueHue 24 dacos. [Ipumenenne HoBoit opMBI IIpenapaTa Mo3BOIUT 3HAYU-
TETbHO YBENMYMTb MPHBEPKEHHOCTh MAIMEHTOB JIEYEHHIO 33 CUET OAHOKPATHOTO MPHEMa, 4TO

B CBOIO 04epe/ib MO3BOJIHT Oonee 3HEeKTHBHO KOHTPOTHPOBATH CUMITOMBI CTAOMITBHON CTEHOKAP/IHH.

dapmakokHHEeTHYECKas HSKBUBaJIEHTHOCTh Ilpexykrana MB ans aBykparHoro npuema
(35 mr) u HoBo# opmbl [peykrana O] 80 Mr a1 OHOKPATHOTO NpHUEMa JI0Ka3aHa B CPABHU-
TENIBHOM HCCIICAOBAHHH, HEOOXOIUMOM ISl PETHCTPALHH IIPeapaTa U IPOBEACHHOM COIIACHO
€BPONEHCKUM TPeOOBaHHSAM U CTaHAAPTaM.

Tpenykran OJ] 80 Mr coxpansier Bce cBoiicTsa Ipenykrana MB 35 mr, o6ecnieunBast:
- BBICOKYIO 9Q()EKTHBHOCTB 110 CHIKCHHIO IIPHCTYIOB CTCHOKAPIHN;
- ynyuuenue gyHkiuonansHoro knacca UBC n XCH;
- YMEHBIICHHE PEMOJICTMPOBAHNS MHOKAP/Ia U TIOBBIIICHIE BEIKHBAEMOCTH OOTBHBIX.

Komnanus AO «CepBbey HalpapiseT MaKCMMYM CBOUX YCHIIMH Ha Y/IOBIETBOPEHHE MOTPeO-
HOCTel TanueHToB Grnaronaps BKJIady B TeparneBTHuecKuii nporpecc. MMeHHO 3TO mocityxuio
CTHMYJIOM JUISl CO3[[aHHsI MHHOBALMOHHOI, Oonee ynoOHOit u s dexTuBHOM HopMbI BhITyCKa.
HcnonezoBanne Ilpeaykrana O] 80 Mr mO3BONHUT MOBBICHTH NPUBEPKEHHOCTh OOJBIIMHCTBA
MaIMEHTOB MPOBOANMOI Tepanu Ha GoHe BBICOKOH 3((hEeKTHBHOCTH U EPEHOCUMOCTH.
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K KOM®OPTHOM XXM3HH

COCTAB.* 1 TBepAas Kancyna C NpoOHIMPOBaHHBIM BbICBOGOXAEHMEM COAEPKUT TPUMETA3NANHA ArUAPOXIopHUaa 80 Mr.
NMOKA3AHWUA K MPUMEHEHWIO.* [nutenbHas Tepanus WweMmuYeckoi 60ne3HW cepaua: NpodunakTUKa NPUCTYNoB
CTabUNbHOM CTEHOKAPAWHK B COCTaBE MOHO- UM KOMGUHWUPOBAHHOM Tepanun. CMIOCOB NPUMEHEHUS U A03bl*. BHyTpb, N0
1 Kancyne 1 pa3 B CyTKW, yTpOM BO Bpemsi 3aBTpaKa. OLeHKa NoJb3bl OT NeYeHUs MOKET OblTb NPOBEAEHA Noc/e Tpex
mecsues npuema npenapata. lpuem npenapata cieAyeT NpeKpaTUTb, CAN 3a 3TO BPEMS YNYYIWEHUS He HaCTynuno.
MauneHTsl C NOYEYHOI HeA0CTaTOMHOCTbIO/NaLMeHTbl CTapwe 75 NeT: y NauMeHTOB C NOYEYHOI HeA0CTaTOYHOCTbIO
ymepeHHo# ctenenu Taxectn (KK 30-60 mn/MuH) peKOMeHAyeTCs CHUMeHWe Ao3bl, T.e. 1 TabneTka, copepwalas 35 mr
TpUmeTasuauHa, B AeHb. MPOTUBOMOKA3AHUA.* MoBbiweHHan YyBCTBUTENLHOCTb K 060OMY N3 KOMNOHEHTOB Npenapara.
BonesHb MapKUHCOHa, CUMNTOMBI NaPKUHCOHNU3MA, TPEMOP, CUHAPOM «GECNOKOMHbIX HOMY U APYTHe, CBA3AHHbIE C HUMU
ABUraTeNbHblE HapyWeHus. TAkenan noveyHas HefocTaTodHoCTb (KK < 30 m/muH). HenepeHocMmMOoCTb GpyKTO3bl/Caxapo-
3bl, Ha/M4Me CMHAPOMA MIOKO30-raNaKkTO3HOH ManbabcopbLUnM, Caxapo30-M30ManbTO3HOM HEAOCTATOYHOCTM M APYruX
(bepMEHTOI'IaTL'Iﬁ, CBA3aHHbIX C HENepeHOCMMOCTbID Caxapo3bl, EXDL[ﬂIJ.lEM B COCTaB npenapara. W3-3a 0TCyTCTBMA
AOCTAaTO4YHOr0 KosMyecTBa KAMHUYECKUX AaHHbIX NauueHtam Ao 18 net HasHayeHue npenapata He pexkoMeHAayetca.
OCOBbIE YKA3AHUSA.* Mpeayktan® O[] He npeAHa3HayeH ANs KYyNMPOBaHUS NPUCTYNOB CTEHOKAPANUK W He NoKasaH Ans
Ha4yanbHOro Kypcatepanuu HecTabunbHON CTeHOKapauv unun MHq)apKTa MWOKap/Aa Ha A0rocnuTanbHOM 3Tane unu B nepebie
AHW rocnuTanu3auuun. B cnyyae pasBuTUA NpUCTyna CTeHOKapAWW cieayeT nepecMoTpeTb WM aaantupoBaTb JievyeHue
(neKapcTBEHHYIO Tepanuio MAM NpoBejeHWe Npoleaypbl pesackynspusauuu). Mpeayktan® O/f MOXET Bbi3blBaTb MM
YXyAWaTh CUMNTOMbI NAPKMHCOHU3Ma (TPEMOP, aKMHE3MI0, NOBbIWEHUE TOHYCa), NO3TOMY ClEAYeT NPOBOAUTL PerynsipHoe
Hab/l0leH1e NaLUMeHTOB, 0COGEHHO NOXMAOro Bo3pacTa. MoryT 0TMeyaThesl Ciy4an NafeHus, CBA3aHHbIE C HEYCTONYMBO-
CTbio B N03e PoMGepra W «WaTKOCTb» NOXOAKU MW BLIPAMKEHHBIM CHIKEHNEM AJl, 0COBEHHO Yy NAaLMEHTOB, NPUHMMAIOLNX
runoteHsuBHble npenapatel. B3AUMOAEWCTBUE C [IPYTUMWU JIEKAPCTBEHHBIMW CPE/JICTBAMW.* BEPEMEHHOCTb
W NEPUOA rPYAHOT 0 BCKAPMJIUBAHWA.* He pekomeHayeTcs BO Bpems 6epeMeHHOCTH. He cnefyeT npUMeHATb B Nepuoj
rpyaHoro Bckapmamsanua. BJIUAHUE HA CMOCOBHOCTb YMPAB/IATH ABTOTPAHCMOPTOM W BbIMOJHATL PABOTHI,
TPEBYIOLME BBICOKOM CKOPOCTM NICMXOMOTOPHbIX PEAKLIMI.* Ha6ntoganmc CJly4au roN0BOKPYKEHNA 1 COHIMBOCTH,
YTO MOXET NOBAUSATb Ha CNOCOBHOCTb K yﬂpaBneHmo AaBTOTP@HCNOPTOM M BbINONHEHWE paDOT TpeOy)OIJ.LMX NOBbIWEHHO!
CKOPOCTH (GU3MYECKO U NCUxMyeckoit peakumii. MOBOYHOE AEMCTBUE.* YacTo: 60nb B HWBOTE, AMapes, Aucnencws,
TOWHOTA, pBOTaA, aCTeHUs, rONI0BOKPYKEHME, r010BHAA 601b, KOXHaA CbiMb, 3yA, KpanuBHULA, acTeHUs. Pegko: ouyueHue
CE[J/JLLE@MEHMR. 3KCTPaAcUCTONUA, TaXUKapAKUs, BbiDaEHHOE CHUKEHUE Aﬂ, opTocTaTU4ecKas runoTeH3us, KoTopas MOXeT
CONPOBOXAATLCA 06Liel C1aGOCTbI0, FONOBOKPYKEHNEM UK NOTEPEli PaBHOBECHS, 0COBEHHO NPH OAHOBPEMEHHOM NpUeme
TMNOTEH3MBHbIX NPENapaTos, «PUANBbI» KDOBU K KOXE N1La. HeyToYHEHHOI 4acToTbl: 3anop, CUMATOMbI NapKUHCOHU3Ma
(TpemMop, aKMHe3ns, NOBLILEHNE TOHYCA), «WATKOCTb» NOXOAKH, CUHAPOM «GECNOKOMHBIX HOM, [PYrie CBA3AHHbIE C HUMU
ABUraTeNIbHble HapYWeHNUs, 06bIYHO 06paTUMbIE NOCAE NPEKPALIEHNUA TEPANMM, HADYLIEHNS CHa (6ECCOHHULA, COHMBOCTB),
OCTPbI reHepann30BaHHbI 3K3aHTEMATO3HbIA NyCTYNE3, 0TeK KBUHKE, arpaHynounTos, TpOM60LMTONEHNs, TPOMGOLUTONE-

HuuecKas nypnypa, renatut. ®APMAKOJIOTMYECKWE CBOVCTBA.* TpuMeTasuanH NpeaoTBpallaeT CHUKEHUe BHYTPUKIE-
TOYHOW KOHUEHTPauuM aneHosuHTpudocdata (AT®) nyTem COXpaHEHWs IHEPreTMYecKoro MetabonusmMa KNeTok
B COCTOSHUM TUNOKCUU. TPUMETA3UANH HE OKa3biBAaeT NMPAMOro BO3AEWCTBUS Ha NoKasaTenu remoauHamuku. ®OPMA
BbIMYCKA.* Kancynbl ¢ NponoHrupoBaHHbIM BbicBo60XAeHeM 80 mr. Mo 10 kancyn B 6auctep u3 MA/An/NBX-nneHkn
1 GoNbri anioMuHUeBoi. Mo 3 aM 6 GAUCTEPOB C UHCTPYKLMER MO MEAMLMHCKOMY NPUMEHEHMIO B NaYKy KapTOHHYIO.

Mo 9 Kkancyn B 6auctep u3 MA/
NPUMEHEHNIO B NAYKY KAPTOHHYIO.

BX-nneHKkn 1 ¢onbru antoMmHneBoi. Mo 3 6ancTepa ¢ MHCTPYKLUMENR N0 MEANULMHCKOMY

*CMOTpWTE NOAHYI0 MHGOPMaLMIO 0 NPenapate B MHCTPYKLMK N0 NPUMEHEHHIO.
AO «Cepsbe» 125047, Mocksa, yn. JlecHas, A. 7. Ten.: +7 (495) 937-07-00, dakc: +7 (495) 937-07-01. www.servier.ru
Matepwan npejHasHayeH AnA CeuManucTos.
PEKNIAMA

SERVIER
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§ OPHUTMHAABHBIE CTATbM

Ta6anna 1. AuameTp rpyAHOM A0OPTHI Y AL} MY>KCKOTO II0AA C MAP$AHOHAHO BHEITHOCTDIO

ITokasaTeap MB (n=26) Konrpoas (n=32) p (t-recr)
Ao, My 30,42+4,76 28,03+3,63 0,03
Ao /TIITT, vm/ w2 17,52+2,80 15,89+2,51 0,02 (d=0,61)
BAO, MM 26,63%4,89 24,58%3,19 0,05
BAo/TITIT, Mn/ 2 15,15+2,38 13,80+2,31 0,03 (d=0,58)

Ao - duamemp nauarvrozo omdesa aopmui, ITIIT — naowyads nosepxrocmu mead, Ao — duamemp 80cxo0sujezo omdera aopmoL

AepopMari IPOBOAMAOCH COTAACHO MEXAYHAPOAHBIM PEeKO-
MeHAAAM [23]. AASL OLIeHKH CHCTOAMYeCKO! AedopMaruu
65112 chopmuposana rpynma MB (24 naumenra, us Hux 66,7%
MY)XYUH), KOHTPOABHYIO IPYIIITY COCTABUAM 42 IIPaKTHYeCKH
3AOPOBBIX YEAOBEKa C EAMHHMYHBIMH KOCTHBIMU IIPHU3HAKa-
mu (MyxanH 57,1%). [yl AOCTOBEPHO He pasAM¥aAHCh
IIO BO3PACTY U ITOAY.

CraTucruka: AaHHBIE TPEACTaBAGHBI KaK CpepHee =+
CTAaHAQPTHOE OTKAOHEHHe. 3HAUYMMOCTb PA3AHYHI MEXAY
KOAMYECTBEHHBIMH IIPH3HAKAMK, HMEIOIMMH HOPMAAbHO®
pacrpeaeAeHue (MMAXK, MMMAXK, Z-xpurepuii, LIA
u PA) omnpeaeasaacy npu nomomu t-kpurepust CTpropeHTa
(p<0,0S). Crarucrudeckast 06paboTka AAHHBIX 6GbIAQ BBIIOA-
HeHa IpU MOMOI mporpammsbl Statistica 8 (StatSoft, Inc.).
AviHefiHas B3aMMOCBS3b Z-KpPUTepHUs M KOCTHBIX IPHU3HAKOB
OIIeHMBAAACH C TIOMOMIBIO KOI(PUIIHEHTA PAHTOBON KOppeAs-

uun Crimpmena (p<0,05).

PesyabTaThI

OpnnM U3 Hambosee CrElUHUIHBIX KAPAMAABHBIX IIPO-
SIBAGHHI CHHApOMa Map¢ana, 3a49aCTyI0 006yCAOBAMBAIOIIIM
FICXOA 9TOTO 3a00AeBaHUS, SIBASETCSI aHEBPU3MA TI'PYAHOTO
oTaeAa aopThl. Mexay TeM B pekoMenAarsix PKO ormeuaercs,
9TO y NMAIJHEHTOB CTAPIINX BO3PACTHBIX I'PYIII HEPEAKO BbIAB-
ASIeTCS TIOTPAHUYIHOE PACIIMPEHHe A0PTHI, YTO MOXKET PaccMa-
TPUBATBHCS KaK MaAasi aHOMAAUS CEPAIA U CBUAETEAbCTBOBATD
0 cA260CTH COEAVHUTEABHOTKAHHOTO KapKaca CepALid H Maru-
CTPaABHBIX COCYAOB |2, 4]. Y Ay MoaoaOTO BospacTa Mopdo-
MeTpHJeCKHe XapaKTepHCTUKY A0PTHI B 3aBUCUMOCTH OT HAAH-
qpst mpusHakoB MB paHee He orleHuBaAM.

MBb1 cpaBHHAM AMaMeTP HAYaABHOTO M BOCXOASILIETO OTAE-
AOB QOPTBHI Y I0HOIIEH ¢ npu3Hakamu MB, onjeHeHHO# coraacHo
YTOYHEHHOMY QaATOPUTMY, X MOAOABIX My>XUHH C €AUHUIHBIMU
KOCTHBIMH Mpu3HaKam (Taba. 1).

Y roHome#t ¢ MB mo cpaBHeHMIO C TPymNIoi KOHTPOAS
BBISIBAGH CPABHUTEABHO OOABIIMIT AMAMETP HAYAABHOTO M BOC-
XOASIIIIETO OTAGAOB QOPTBL OTH PAa3AMYHs CTAHOBATCA Goaee
oueBHAHBIME ITpy oTHeceHNH UX K ITITT. Opnako Hu y 1 obcae-
AOBAHHOT'O HAMH IIAIIE€HTa MOAOAOTO BO3PACTa He OBIAO BBISB-
AEHO PaCHIMpPEHHs A0PThI — Z-KPUTEpPHil He IIPeBbIIIaA Opo-
roBble 3Ha4YeHMs. MexAy TeM HM3BeCTHO, 4TO 3HAuMMOe pac-
IIIpeHre TPYAHOM aOpThI AQXKe Y AUIL C cMHApoMoM Mapgana
9aCTO YAAETCsI OOHAPY>KUTh TOABKO B OOAee CTapiieM BO3pacrTe.
AAs IpoBepKHU B3aUMOCBSA3H KOCTHBIX PH3HAKOB U MOppoMe-
TPHYECKHX XapAKTEPHCTHK a0PThI OBIA MPOBEAEH KOPPeASIiH-
OHHbII AHAAM3 MEXAY KOCTHBIMH NPU3HAKAMH U 3HAYeHHAMH
Z-XpuTepys B rPyIIIIe MAIIMeHTOB CTAPIIMX BO3PACTHbIX IPYTIIL
Hamu BBIIBAGHBI AOCTOBEpHBIE MOAOXKHUTEABHBIE KOPPEASIIH-
OHHBbIE CBS3U MeXAY 3HadeHHeM Z-kpurepus >2,0 1 Haauduem
TaKMX BBICOKOCHEIM(IYHBIX KOCTHBIX IPH3HAKOB, KaK apKoO-
BuAHOe HEGO (r=0,31), apaxuopaxruans (r=0,45) u pedpopma-
ums rpyaHoit kaetku (r=0,43), p<0,0S. Hanomuuwm, uto atu
IPUBHAKU SIBASIOTCS OOSI3aTEABHBIMU AASL BbisiBAeHHS MB
COTAACHO YTOYHEHHOMY aATOPUTMY.

Aanree Oblaa OljeHEHa BCTPEYAEMOCTb PACIHIMPEHHS
AOpTHl y MAIJMEHTOB CTAapUIIMX BOo3pacTHhIX rpymn ¢ MB
(25 veaoBex). B aHaAu3 GbIAM BKAIOYEHBI TAK)KE Pe3YABTATbI
06cAepAOBaHHS 9 MALHEHTOB C BepUPUIIMPOBAHHBIM AMATHO-
30M cuHApoMa Mapdana («3raroHHas» rpymma). B kon-
TPOABHYIO TPYIITy BOIIAM 86 MAIlMeHTOB TOTO K€ BO3pac-
Ta ¢ eAMHU4HBIMH (He 60Aee ABYX) KOCTHBIMU NPU3HAKAMH
(puc. 1). Pacmmpenue aopThl, OLleHEHHOE NPU IIPeBbIlle-
HMH IOPOTrOBOrO 3HAuYeHUs Z-kpurepus >2,0, BbLIBAsIeT-
C Y KaXAOTo 4-ro o6caepoBaHHOro Kak rpymmbl MB, Tak
U cpeau 60AbHBIX cuHApOMOM Mapdana. OpHAKO caepyeT
TIOAYEPKHYTh, YTO AOCOAIOTHBIE pa3Mephl AMAMeTpa aop-
ThI y GOABHBIX CHHAPOMOM MapdaHa ObIAM CyILIeCTBEHHO
bune (43,4+15,3 mm), Hexxean B rpynmne MB (36,3+5,1 Mm),

Tabauna 2. [Toxazarean MOpOMeTpHH CEpALIA Y IOHOLIE! C MapPaHOUAHON BHELIHOCTHIO

TloxasaTeAs MB (n=26) Kontpoas (n=32) p (t-recr)
MOKTT, wn 8,82£1,15 8,21£1,10 0,04 (d=0,54)
3C, M 8,33+0,82 7,73+1,09 0,02 (d=0,92)
MM, r 157,58+52,37 134,95+45,16 0,08
MM, /2 85,924,7 75,2421,8 0,08

MOKITI - moawguna mexcncesydouxosoii nepezopodxu, 3C — morwguna sadueii cmenku, MM — macca muoxapda, UMM — undexc maccet muoxapoa
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Pucynox 1. YacToTa BbIIBACHHUS PaCIIUPEHUS KOPHS aOPTHI
(Z—KpnTepHﬁ >2,0) Y Mal[Me€HTOB CTAPUIMX BO3PACTHBIX IPYIIIL
¢ cuaapoMoM Mapdana u MappaHOUAHOM BHEIIHOCTHIO

Temusiit IUBET — CTATUCTHYECKH AOCTOBEPHOE CHIDKEHHE BEAMYHHBI K CKOP()CTI/I
Ae(I)OPMa]_II/II/I, CBETABIHI IBET — CTATUCTHYECKHU AOCTOBEPHOE ITIOBBIIIEHHE

BEAMYHHbI  CKOPOCTH AepopMariuu, GeAblit iBeT — 6e3 CyleCTBEHHBIX PA3AMYMIL

Pucynoxk 2. 3Ha4eHNs IMKOBOM CUCTOAMYECKOH LIUPKYASPHOM
Aedopmanun (caeBa) u ee ckopocTH (cripasa) y Auy
MOAOAOTO BO3pacTa C MapPpaHOMAHOM BHEITHOCTHIO

Temuprit IBET — CTAaTUCTHYECKH AOCTOBEPHOE CHIDKEHHE BEAMYHHDI 1 CKOPOCTH

Aec})opMaqu, CBETABII IBET — CTATHCTHYIECKH AOCTOBEPHOE ITOBBIINIEHHE BEAMYHHDBI

M CKopocTH Aedpopmariuu, GeAblit IBeT — 6e3 CyIeCTBeHHbIX PA3AHIHEIT

Pucynox 3. 3HaueHNS TMKOBOM CHCTOAUYECKOH PAaAHAABHON
Aedopmanuu (caeBa) u ee ckopocT (cripasa) y Auiy
MOAOAOTO BO3pacTa C MapPpaHOUAHOM BHEITHOCTHIO

p=0,04. Takum 06pasoM, B IpyIiIle AL} CTApILIErO BO3PACTA
¢ MB MOXHO TOBOPHUTD AMIIb O MOTPAHUYHOM PACHIMPEHHU
KOpHs aopThl. HamomuuM, 4TO, cOraacHo pexoMeHAALUAM
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PKO, coueranue npusHakoB MB u norpanudHoro pacmmpe-
HUSI Q0P ThI TO3BOASIET AMATHOCTHPOBATh Map paHOIOAOOHBII
¢enorumn. BriasaenHas cBa3b MexAy npusHakamu MB u ana-
METPOM A0PTHI IIOATBEPKAAETCS U TeM PpaKTOM, UTO B IPYIIIIe
C €AMHUYHBIMY KOCTHBIMHU IIPU3HAKAMH PaCIIMpeHHe a0PTh
TIPAKTHYeCKHU He BhIABASAOCD (1%).

Aaaee 6b1AK OLleHEHBI MOPPOAOTHYECKIE XAPAKTEPHCTHKH
AOK cpeay NpaKTHYECKH 3A0POBBIX AHI] MOAOAOTO BO3PAcTa
c MB (Taba.2).

Y 1onomer ¢ MB 1o cpaBHeHMIO C KOHTPOABHOM I'PYIIIION
BBIIBAsIETCS O0AbIIast ToAmuHa Muokapaa AOK — MOKIT u 3C,
9TO OOYCAOBAMBAET HEAOCTOBEPHO 0o0Aee BBICOKHE 3Hade-
Ha UMMAJK. CaepyeT OTMETHTB, YTO TOAIITMHA MHOKAapA
HU'y 1 06CAEAOBAHHOTO He IIPEeBHIIIaAd HOPMAABbHbIE 3HAYEHNS,
YTO He MO3BOASET TOBOPUTDH O rumeprpodum mMuokapaa AOK
y anr; ¢ MB B MoaopOM Bo3pacTe. B cBsi3u ¢ aTHM ObIA IIpOBe-
AeH aHaAM3 MOpdoMeTprdecKux Xapakrepuctuk AJK B rpymme
AUII CTapIIeTO BO3pAcTa, KOTOPHINA II0OKA3aA Pa3BUTHE TUIIEp-
Tpoduu muokapaa AK B rpynme MB. Toamuna 3C (12,6+1,4
u 11,7£1,5 MM COOTBETCTBEHHO, p=0,008) u MOKIT (11,5+1,2
u 10,5+1,3 MM COOTBETCTBEHHO, p=0,0008) OKA3aAMCh CylIje-
CTBEHHO OOAbIIe y AMI] ¢ Ipu3HaKamu MB.

Aasee 6bIAM OLleHEHBI BEAUYHHA M CKOPOCTh CHCTOAMYE-
cxoit LIA (puc. 2). Oxasarock, uto Aas aur ¢ MB xapakrepHo
CHIDKeHHe BeAMdMHbI 1]A GOABIIMHCTBA CETMEHTOB Ha Cpe-
AuHHOM U BepxymeunoM yposrsix AXK (puc. 3). [robabnas
ITA B rpynme MB oxazarach HeAOCTOBEpHO HIDKe IIO CpaB-
HeHMIo C KouTpoaeMm (-8,8+S52 um -21,52+6,1, p=0,06).
Ckopoctp LJA okazasach Taxke CyIeCTBEHHO CHIDKEHHOM
B 4 13 6 CerMeHTOB Ha CPEAMHHOM YPOBHE M BO Bcex 4 cer-
MEHTAX Ha BepxylIedyHoM ypoBHe. [aobaabHast ckopocts LTA
cpeau aur; ¢ MB cocraBuaa —1,3+0,4 ¢!, u 6p1A2 HECKOABKO
HIDKe 10 CPaBHEHHIO C Ipymmoi koHTpoas —1,5+0,5 ¢, pas-
Amuus HepocTosephbl (p=0,06).

IIpu oreHxe BeAnanHbI PA BBIIBACHO ee CHIDKeHHUE B 5 13 6
CeIMEHTOB Ha 0a3aAbHOM YpOBHe. B OoAbmIMHCTBe M3 HUX
OOHApY)XeHO TAKKe CHIDKEHHEe CKOPOCTH CHCTOANYECKOMN
PA (puc. 3). IIpu aTOM OTMeYaeTcsi HeKOTOpOe TIOBbIIIEHHE
BeAMuMHBI PA B 2 cerMeHTax Ha BepXyIIeYHOM YPOBHE, 4TO,
HO-BUAMMOMY, MOXKHO PAacCMAaTpHBaTh KaK KOMIIEHCATOPHBIM
MEeXaHHU3M.

O6cysxpeHne

TaxuM 06pasoM, yrouneHHble Kpurepun MB, yuuTsiBaro-
Iye CIenUpUIHOCTD OTACABHBIX KOCTHBIX IIPH3HAKOB U I'eH-
AEPHYIO IIPHHAAAEKHOCTh OOCAEAYEMBIX AHL], IPOAEMOHCTPHU-
POBAaAM CBOIO NEPCHEKTUBHOCTb B IIAAHE BBUIBACHHS CTPYK-
TYPHBIX OCOOEHHOCTEN CepPALIA U A0PTHI, A TAKOKe IIPU3HAKOB
CHCTOAMYECKON AUCPYHKIINK Y 6€CCHMITTOMHBIX [TAI[HEHTOB.

Br1ao mokasaHo, yTO y mareHToB ¢ npusHakaMu MB yxe
B MOAOAOM BO3PAcTe YAQ€TCsI BbISIBUTb MOPQOAOTHIECKIE OCO-
OEHHOCTH CEepAEIHO-COCYAUCTOM CHCTEMBI, YTO B OoAee cTap-
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§ OPHUTMHAABHBIE CTATbM

IIeM BO3pacTe MOXKeT MPUBOAMTD K 3HAYMMbIM H3MEeHEHUSIM
CTPYKTYPBI U $yHKIMH cepAlta. Tak, y MoaoabIx My>xuuH ¢ MB
BBIIBASIIOTCSI OTHOCHUTEABHO OOAbIINE pasMephl HAYAABHOTO
U BOCXOASIIIETO OTACAOB A0PTHL OTO, OAHAKO, HE II03BOASIET
TOBOPUTD O PACIIMPEHHH KOPHS a0OPThl B MOAOAOM BO3pacTe,
TaK KaK Z-KPUTEPHUi, YIUTHIBAIONUINIA COOTHOLIEHHE abCOAIOT-
HBIX Pa3MEPOB A0PTBI K AOAKEHCTBYIOIMM 3HAYECHISIM, He TIpe-
BbIIIIAA TOPOTOBblie 3HadeHus. OAHAKO B IpyTIIie CTapIIero Bo3-
pacTa IOrpaHUYHOE PACIIMpPeHHe KOPHS aOPTHI BBIBASETCS
yxe y gerepTu aurj ¢ MB. Ilpu sToM HE cTeneHb camoro pac-
IIMpPEeHHs], HA TeMIIbI er0 IIPOrPecCHPOBAHMA Y TAKKX MallleH-
TOB, B OTAUYME OT OOABHBIX C CHHAPOMOM MapdaHa, He siBASI-
IOTCS IOKA3aHHEM AASI XUPYPTUIeCKOH KOPPeKIHH.

ITpu orjenxe MOPGOAOTHYECKHIX XapaKTePUCTUK MHOKapAQ
oK obHapysxeHo, uTO y roHOMIel ¢ MB oTMeyaeTcs TeHASHIHS
K 60Aee BBICOKMM 3HAYEHHSIM MACChl MHOKAPAQ, OOYCAOBACH-
Hast 6oabireit ToamuHoM Muokapaa MOKIT u 3C AXK mo cpas-
HEHHIO CO CBepcTHHKamu Oe3 mpusHakoB MB. Ilpu astom
YKa3aHHbIE IIApAMeTPhI He BBIXOAST 32 IPEACADI HOPMAABHBIX
3HaveHuH. OpAHAKO cpeau marpeHToB ¢ MB crapmiero Bospacra
BbIIBAGHHbIE TEHACHIIUH TIPUBOAST K 3HAYMMOMY YTOAI]EHHIO
muokapaa AK. Boabmras roamusa Muoxapaa AOK y aun ¢ MB
y>Ke B MOAOAOM BO3DACTe COIPOBOXAAETCS OoAee HHU3KHMHU
sHaveHrsIMH cucToanmdeckux LA u PA. Hamu BbIsiBA€HBI AOCTO-
BepHO 6oAee Huskue 3HadeHus LIA u ee ckopocTu Aast 60Ab-
IIMHCTBA CETMEHTOB Ha CPEAMHHOM M BEPXYIIEYHOM YPOBHSAX
y marpeHToB ¢ MB no cpaBHenmio ¢ kouTpoaeM. Bearrauna PA
U ee CKOPOCTb OKAa3aAMCh 3HAYHUMO HIDKE B OOABIIMHCTBE Cer-
MEHTOB Ha 6a3aAbHOM YpOBHe.

BorBaennble Mopdoaormdeckue U QYHKIIMOHAABHBIE
M3MEHEeHHUsI MOT'YT OBITh OOYCAOBAEHDI HAPYIIEHHEM HOPMAAb-
HOM TPEXMEPHOM CTPYKTYPbl COEAMHMTEABHOTKAHHOIO KapKa-
ca AOK. Anarorudnsie AaHHbIe 0 60Aee HUBKHX ITOKA3ATEASX
CHCTOAMYECKON AepopMaruu Ha (OHe KOHIEHTPHYECKOTO
PEMOACAMPOBAHIIS, OMICAHHBIE AAS TTAITUEHTOB C CHHAPOMOM
Mapéana n nepsuansiv IIMK [18, 21], 06braHO 06BsCHSIOT
ausperyasmpeit curaaasoro mytn TGF-B (Tparcopmupyro-
mwero pocrosoro daxropa) [24]. ITo panee orry6AMKOBaHHBIM
HAMIU AQHHBIM, ¥ TanueHToB ¢ MB Tarke oTrMedaercs akTuBa-
st TGF-B, uto moaTBepskaaeTcst 60Aee BHICOKMMU 3HAYEHMS-

MH KOHIIEHTDPAIIMH 3TOTO LIUTOKMHA B KpOBH [25]. D10 sBAS-
eTCs AOKA3aTeAbCTBOM TOro, 4To MB, paBHO Kak M CHHAPOM
Mapdana u nepsuunsiii IIMK, caeayer orHOCHTD K rpymme
pubprasnnomnaruit. Takum o6pasom, y manuenros ¢ MB mpo-
HCXOAUT peakTUBHOe peMopearpoBanue ADK B oTBeT Ha OBBI-
mrennyo axruparnuo TGF-B curnasssoro mytu. Kpome Toro,
MEXaHH3M IIOPKEHHUS CEPALIA IPH PUOPHAANHOIIATHSIX MOXKET
OBITb OOYCAOBAEH IeMOAMHAMHYECKON HArpy3KOil Ha CTPYK-
TYPHO HEIIOAHOLIEHHYIO COGAMHHTEABHYIO TKAHb.

Oanaxo mpu cuHapoMe Map¢aHa HMMeeT MeCTO CHIDKe-
Hue BearmauHbl LJA u PA npakrmdeckn Bcex cermenToB /AK,
B TO BpeMsd Kak y aurj ¢ MB npoucxoput yBeandenue aedop-
MAIMU HEKOTOPBIX CETMEHTOB, YTO HOCHT, BEPOSITHO, KOMIIEH-
CAaTOPHBIM XapaKTep, HANPABACHHbBIH Ha ITOAACPXKAHHE IAO-
6aspHOI cucToamdeckort ¢ynkuuu AXK. MoxHO mpeamoaa-
raTh, YTO M3MEHEHHSI CUCTOAMYeCKOH ¢pyHKImu npu MB HOCAT
AOOpOKaJeCTBEHHbIN XapakTep. B To sxe BpeMst HeAb3s He OTMe-
THTB, 4YTO BO3PACT OOABHBIX C CHHAPOMOM MapdaHa, BKAIOUeH-
HBIX B aHaAU3 | 17], AOCTOBEpHO BbIlle, YeM B HAIIEM HCCAEAO-
Baumu (30+12 u 20,1+2,1 aer cootsercTBenHo, p=0,00001).
YauTpiBasi TOT (aKT, YTO KANHMYECKH 3HAYMMBble TUIIEPTPOUS
MMOKApAQ M PacIIMpeHue FPYAHOH aopThl y auri ¢ MB moryT
OBITH OOHAPYIKEHDI AULIb Ha 5—6-M AECSITKE KU3HH, HCKAIOYUTB
pasBuTne AekomreHcanuu B Bupe CH B 6oaee crapimem Bos-
pacTe Ha CETOAHSIIHUI MOMEHT He IPEACTABASIETCS BO3MOXK-
HbIM. CTOMT HAaIIOMHUTB, YTO U [P APYTUX GHOPUAAMHOIATH-
SIX KAMHUYECKH 3Ha9MMBble M3MEeHeHHs], TAKUe KaK paclIupeHre
M PacCAOeHHe a0pPTHI y OOABHBIX CHHApOMOM Mapdana, a Tak-
’Ke OTPBIB ITAHAASPHBIX MBIIII] ITPY KAACCHIECKOM IIePBHIHOM
IIMK, Tarke pa3BHBAIOTCSI OTCPOUEHO, B OOA€e CTApIIKX BO3-
pacTHbIX rpymmax [2, 4].

Hcxops u3 BbImIecKasaHHOro, Auna ¢ MB, mo nHamemy
MHEHHIO, AOAKHBI PaCcCMATPUBATbCS KAK IPYIIIA IIOBbIIIEH-
HOTO PHUCKA Pa3BUTH KAMHUYECKU 3HAYMMOIO PacIIMpeHHUs
aoprel 1 nporpeccuposanua CH. Takue marueHT HyXAQ-
10TCst B AuHamudeckoM OXoKI' HabAIOA€HUH C IIeEPUOAUYHO-
ctpio B 5—10 et [26]. MOXHO HapeSTHCS, 9TO AAAbHEHIIHe
reHeTUYeCKHe HCCAEAOBAHMS CMOTYT IIOMOYb BBIAGAUTD paK-
TOPBI, IIPUBOASINIE K ONHUCAHHBIM H3MEHEHMSIM MHOKApAA
y aun; ¢ MB.
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KCAPEJITO®. MeXayHapoaHOe HenaTeHTOBaHHOE Ha3BaHWe: PYBapOK-
cabaH. JlekapctBeHHas opma: TabneTku NoKpbITble NNEHOYHON 060-
NoYyKon. 1 TabneTka NOKpbITas MaeHOYHOM 060N0YKON COAePXUT 15 unu
20 Mr prBapokcabaHa MYKPOHU3MPOBAHHOTO.
MOKA3AHUS K MPUMEHEHUIO:
— NpodurnakTvka MHCy/bTa N CUCTEMHO TPOMB03IMBOUM Y NALIMEHTOB C
hubpunnaumein npeacepanii HeknanaHHOro MPOUCXOXAEHUS;
— NeyeHure TPOM603a ry6oKUX BEH 1 TPOMBOIMOONNN NErOYHON apTe-
puu 1 npocunakTuka peunansos TIB v TIJTA.
MPOTUBOMNOKA3AHUS:
MOBbILWeHHass YyBCTBUTENIbHOCTL K pmsapOKcaGaHy nnn MiobbiM BCMo-
MoraTeNibHbIM  BelLiecTBaM, COAePXKalLMMCs B Tabnetke; KJAMHUYECKU
3HaYMMble aKTVBHbIE KPOBOTEUEHWs (Hampumep, BHYTPUYEpenHoe Kpo-
BOM3/INSHUE, XeNyA0YHO-KNLIEYHbIE KPOBOTEYEHWS); MOBPEXAEHE UK
COCTOsIHME, CBA3aHHOE C NOBbILLIEHHBIM PUCKOM BOSIbLLOTO KPOBOTEYEHUS],
HampumMep, VMelWwadcs uin HedaBHO NepeHeceHHasd >XXesyaoyHO-Ku-
LeyHast s13Ba, HaNyMe 3710Ka4eCcTBEHHBIX OMyXOJei C BbICOKUM PUCKOM
KpOBOTEeYeHWH, HefaBHWe TpaBMbl FONOBHOMO WM CMWHHOTO MO3ra,
ornepauuu Ha rofioBHOM, CMIMHHOM MO3re WW fiasax, BHyTPUYepenHoe
KPOBOW3/MMSIHME, ANArHOCTUPOBAHHBIA WAV MPefnonaraéMblii Bapukos
BEH NULLEBO/Ia, apTePUOBEHO3HbIEe Manb(OpMaLK, aHEBPU3MbI COCYIOB
VNV NaTONOUS! COCYAOB rO/I0BHOMO UMM CMIMHHOTO MO3ra; COMYTCTBYIOLLAs
Tepanus KakuMU-NMbo ApYrMW aHTUKOarynsHTamuy, Hanpumep, Hed-
PaKLUMOHWNPOBAHHBIM remnapyHOM, HWU3KOMOMEKYNISPHBIMU renapuHamu
(3HOKcamapuH, fanTenapuH 1 Ap.), MPOM3BOAHBIMU renapuHa (hoHpana-
PVHYKC U Ap.), NepopabHbIMU aHTVKoarynsHTamu (BaphapyH, anukca-
6aH, fjaburatpaH 1 Ap.), KpoMe CyyaeB Nepexofa C AW Ha pyuBapoKca-
6aH v Npu NpUMeHeHU HedpPakLIMOHMPOBAHHOTO renapuHa B f03aX,
HeobxoayMbIx Ansi obecneyerus yHKLMOHNPOBAHUS LEHTPaIbHOrO Be-
HO3HOIo WKW apTepunasnibHOro Katetepa, 3abonesaHus rne4yeHun, npoTeka-
IoLLMe C koarynonaTuel, kotopas 0bycnaBn1BaeT KMHNYECKY 3Ha MBIV
PUCK KPOBOTEYEHUI; GEPEMEHHOCTb 1 MEPVOL, FPYAHOIO BCKAPMIMBaHWS;
[LIeTCKUI 1 NOAPOCTKOBLIN BO3PAcT 10 18 1eT (3 heKTMBHOCTL 1 Besonac
HOCTb Y NALMEHTOB AAHHO BO3PACTHOM rpymMbl He YCTaHOB/EHbI); MoYey-
Hasi HeLOCTaTOMHOCTb (KﬂmpeHc KpeaTuHWHa <15 MA/MUH) (knuHMYeckne
[laHHbIe O NPYMeHeHN puBapoKcabaHa y AaHHO KaTeropum NaLMeHToB
OTCYTCTBYIOT); BPOXAEHHbI AAehNLUT laKTasbl, HEMEPEHOCUMOCTb NaKTO-
3bl, [M1I0KO30-Ta/1aKTO3Hast MasbabcopbLus (B CBA3M C HaMUMEM B COCTaBe
J1aKTO3bl).
C OCTOPOXKHOCTb!O:
Mpy NeYeHnn NaLMEHTOB C NOBbILIEHHbIM PUCKOM KPOBOTEYEHNS! (B TOM
4ncie Npu BPOXAEHHOM MM NPUOBPETEHHO CKNIOHHOCTU K KPOBOTEYe-
HVSIM, HEKOHTPOMMPYEMOV TSKENOV apTepuabHON TUNEPTOHNM, I3BEH-
HoW Gone3Hn xenyaka W 12-NepcTHOM KULWKKU B CTavu 0BOCTPeHWs,
HEe[)aBHO MepeHeceHHON si3BeHHOW GonesHu xenyaka w 12-nepctHon

AO «BAVEP», 107113, MockBa, 3-51 PbIBUHCcKas yn., o. 18, c

#

Jiupep cpenmn HOBbIX
nepopasnbHbIX AHTUKOATYNIIHTOB
B Poccum n mupe™’

¢ Kcapento®: npodunb 3hpekTnBHOCTN 1 6e30MacHOCTH
noaTBepP>KAeH B paHAOMU3NPOBAHHbIX MCC1e00BaHUAX
N peanbHON KJIMHNYECKOWN NpakTnke?—2

¢ OnbIT NpakTuyeckoro npnmeHeHus Kcapento® no
7 nokazaHusam 6onee yem y 30 MUNAIMOHOB NaumneHToB "

KULLKY, COCYANCTON PETWHOMaTWM, BPOHX03KTa3ax MM NIero4HOM Kpo-
BOTEYEHUM B aHaMHE3e); NPY JIeYeHUN NaLMeHTOB C MOYeYHOI HeAOCTa-
TOYHOCTbIO (KNMpeHe kpeaTnHiHa 49-30 m. VH), NOYYaIOWMX OfHO-
BPEMEHHO npenaparbl, NoBbILLAlOLLME KOHLIEHTPaLMIO puBapokcabaHa B
naasme KpoBW; Mpw sie4eHnn naumneHToB C noYyeyHomn HeoCTaTOYHOCTbO
(knupeHc kpeaTWHWHa 29-15 mMn/MWH) cnefyeT cobntofaTb OCTOPOX-
HOCTb, NOCKOJIbKY KOHLIEHTpaLWs priBapokcabaHa B nna3me KpoBy Y Takux
NaLyeHTOB MOXET 3HaUNTebHO MOBbILATLCS (B cpeHeM B 1,6 pasa), u
BC/IEAICTBIE 3TOrO OHU MOABEPXEHbI NOBbILLEHHOMY PUCKY KDOBOTEYEHS;
Y NaLWEeHTOB, NONYYaloLX 1eKapPCTBEHHbIE NPenaparsl, BAMSIOLME Ha
remoctas (Hanpumep, HIBM, aHTMarperaHTbl AW Opyrue aHTUTPOMGO-
TU4eckve cpefcTaa); Kcapento® He pekoMeHayeTcs K MPUMEHEHUIO Y na-
LIMeHTOB, NOYYaloLLYX CUCTEMHOE JieYeHre NpOTUBOrPUOKOBLIMU Mpe-
napaTamy a30/10BOW rpynmbl (HanpuMep, KETOKOHA30/10M) UK MHMNGU-
Topamu npoteassl BUY (Hanpumep, pUToHaBUPOM). 3TU NeKapCTBEHHbIE
npenaparbl ABSOTCS CUNbHBIMU UHTMGMTOpamMu u3odepmeHTa CYP3A4 1
P-rnukonpotenHa. Kak cieacTsue, 31 lekapcTBeHHble npenaparbl MoryT
MOBbILIATL KOHLIEHTPALMIO puBapokcabaHa B Miasme KpoBM A0 KIWMHU-
Yecky 3Ha4MMOro YpOoBHS (B cpeaHeM B 2,6 pasa), YTo yBENNYMBAET PUCK
Pa3BUTVIS KPOBOTEYEHNMIA. A30/10BbIV MPOTUBOrPUOKOBIN Npenapat diy-
KOHa30J1, yMepeHHbI nHrbuTop CYP3A4, 0Ka3biBaeT MeHee BblpaXeH-
HOe BVSIHME Ha 3KCMO3NLMIO puBapoKcabaHa N MOXET MPUMEHSITHCH C
HM OHOBPEMEHHO. [MaLMeHTbI C MOYeYHO HEAOCTAaTOHHOCTBIO (KIIMPEHC
KpeaTuHWHa 2915 MA/MUH) AN NOBBILIEHHbIM PUCKOM KPOBOTEYEHMS 1
MaLMeHTbI, MONYyYaloLLyie COMYTCTBYIOLIEe CUCTEMHOE IeYeHne NPOTHNBO-
rP1OKOBbLIMY MpenapaTamu a3010BOV rPyMMbl AU MHIMBUTOPamm NpoTe-
a3bl BUY, nocne Hayana neyeHns JOMKHbI HAXOAUTLCS NOA MPUCTaNbHBIM
KOHTpOJNIEM A/1s CBOEBPEMEHHOTO OBHaPYXXEeHUs OCNIOKHEHNI B (hopme
KPOBOTEUEHUI.

NOBOYHOE AENCTBUE

YynTbiBas MexaHu3M [ercTBus, npumeHeHne Kcapento® MoxeT conpo-
BOXAATbCS MOBbILIEHHbIM PUCKOM CKPLITOTO UM SBHOTO KPOBOTEYEHUS
113 NloBbIX OPraHOB 1 TKaHe, KOTOPOe MOXET MPUBOAUTL K NOCTreMoppa-
TNYeCKON aHeMuW. PUck pa3BuUTUS KPOBOTEUEHI MOXET yBENNYMBATHCA
Y NaLMeHTOB C HEKOHTPONMPYeMOW apTepuasibHOW rvnepteHsven u/
VIV NpU COBMECTHOM MPUMEHEHNV C Mpenapatamyl, BAUSIOLUMU Ha
reMocTas. Mpu3Haky, CUMNTOMbI 1 CTeMeHb TAXECTU (BK/toYas BO3MOX-
HbI NeTanbHbIA 1CXOf) BapbMPYIOTCS B 3aBMCUMOCTU OT JloKann3auuy,
VHTEHCUBHOCTM WAM NPOLOMIXMUTENHOCTA KPOBOTEYEHUS W/WUAW aHe-
mun. femopparuyeckne OCNOXHEHUS! MOTYT MPOSBAATLC C1aboCTbio,
61e[IHOCTbIO, TONIOBOKPYXEHUEM, FONIOBHON HOMbIO, OABILLKON, a Takxe
yBeNNYEHNEM KOHEYHOCTU B 0BbeME WM LLIOKOM, KOTOPbIe HEBO3MOXHO
0BBACHUTL APYrUMI NPUYMHaMU. B HEKOTOPBIX Clly4asix BCeACTBUE aHe-
MWV Pa3BUBAAMCh CUMMTOMbI ULLIEMIAM MUOKAPAA, Takue Kak bomb B rpyan
1 CTeHOKapAus. HacTo oTMeyaloTcs aHemus (BKNIOYasi COOTBETCTBYIOLLME

))), ,

)

L/

W Keapenro

’ PWUBAPOKCABAH

’

nabopaTopHble MapameTpel), KPOBOM3NMSHVE B a3 (BK/I0Yask KDOBOW3-
NINSHNE B KOHBIOHKTUBY), KPOBOTOUMBOCTb [leCeH, XeNyA0HHO-KMLLEYHOE
KpoBOTeYeHe (BKIoYasi pekTanbHoe KpoBOTeYeHwe), 601 B 0bnactu
XeNyAOYHO-KULLIEYHOrO TpaKTa, AWCMeENcus, TOWHOTa, 3anop*, avapes,
pBoTa*, nuxopagka*, nepudepuyeckne OTekM, CHUXEHWe obLiein Mbi-
LIEYHOW CWAbl 1 TOHyCa (BK/IOYast CNabocTb, acTeHMio), KPOBOM3NSHNS
nocsie NpoBeAeHHbIX NpoLiefyp (BK/Ti0Yas MOCIeoMNepaLMOHHYI0 aHeMuIo
1 KpOBOTEYeHWe W3 paHbl), 130bITOYHas remaTomMa npu ylnbe, nosbl-
LUEHMe aKTUBHOCTY «MEeYeHOYHbIX» TPaHCaMWHa3, 6on B KoHeYHoCTsIXY,
rONIOBOKPYXXEHUeE, rofoBHast 60/1b, KPOBOTEYEHME U3 YPOreHUTaabHOro
TpakTa (BK/ioyas rematypuio U MeHopparuio**), noyeyHas HefocTaToy-
HOCTb (EKJ’IIO‘-laH MOBbILLIEeHNe YPOBHA KpeaTWHWHA, MOBbILIEeHNe YPOBHSA
MOYEBWHBI)*, HOCOBOE KPOBOTEYeHMe, KpoBOXapKaHbe, 3yA (BKioyas
HeyacTble Cyyan reHepanu30BaHHOro 3yAa), CbiMb, SKXMMO3, KOXHbIE 1
NOAKOXHbIE KPOBOW3NMAHWSA, BbIPaXeHHOe CHUXEHUE apTepuasbHOro
[laB/IeHsi, reMaToma.
* perucTpupoBanvick Noce 6osbLIMX OPTONEeANYEckuX onepaLi.
** perncTpupoBanuch Npu neveHny BT kak oYeHb YacTble y KEeHLLMH
<55 ner.
PeructpauuoHHbin Homep: J1M-001457. AkTyanbHas Bepcus MHCTPYKLMM
ot 17.10.2017.
tOpuanyeckoe NNLO, Ha MMsi KOTOPOTO BbIAAHO PErUCTPALMOHHOE Yao-
cToBepeHue: baep Al, fepMmaHus.
MpowuseoauTens: baiep Al, Tepmanuns nnn banep Xenckap Marydakuy-
puHr C.pJ1., Utanus.
OTnycKaeTcs No peLenTy Bpaya.
MNoapobHas HGOPMaLUS COREPXMUTCH B MHCTPYKLAN NO MPUMEHEHWIO.

*retail, daily doses (po3HM4HbIX TpOAaXax, B BHEBHbIX [03aX).
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