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Pestome
Paboma noceswena usywenuro ocobenrHocmeil cemelinoil apmepuanvuoil eunepmonuu (Al), ee OueHocmuueckux
Kpumepues, Ae4eHus U NPoeHo3a 8 ycaosusax noauxkaiunuxu. Compyonuxu Kagedpv: 6 meuenue 13 nem eedym Habarodenus

3a cemvamu 60avubix AI, ux podcmeennukamu u demomu.

Pe3y/1bmambt no360auau 3aKAI04UmMsb, Ynmo cemetinas Al seasemcs CamMoCmosAmenbHbiM, ceHemuvecKku 0n0Cp€0080HHbIM

3a60/zeeaHueM, Komopoe HavuHaemcs 6 M0n000M eo3pacme .

KioueBble cioBa: cemeitHas apTepuajbHas TUIIEPTOHUA, KINMHUKO-INAarHOCTUYCCKNEC OCO6CHHOCTI/I, JJIIMTCIbHaA
TUIIOTCH3MWBHAadA TC€paIriusia, IIporHos, aM6y.T[aTOpHBIe yCI10oBHUA.

DOyHIaMeHTaJIbHBIC OTKPBITHS Y KIMHUKO-3ITUIC-
MUOJIOTUYECKME UCCIEIO0BAHUS MO MPOOJIeMe 3CCEHLIM-
anbHOI Al, IpUBeIN K KPU3UCY PYTHHHBIX IIPEIACTABIIC-
HUIl O Tpupone 3a0o0ieBaHUSI M ITOSIBIICHHIO HOBBIX
B3IJISIIOB Ha 3THOJIOTHIO U matoreHe3 Al ®opmupoBa-
HUe acceHuuasbHO AI 00yCIIOBJIIEHO MHOXECTBOM
CIIOXKHO-B3aMMOACHCTBYIOINX TeMOINHAMUYCCKUX,
HEHPOTYMOpPAaJIbHBIX, META0OJIMIECKIX U APYTUX (DAKTO-
poB. B HacToslIee BpeMsl CylIECTBYIOT yOeIUTEIbHbIE
oKa3aTeJIbCTBA HACICACTBEHHOM MpeapacIoIoXKeH-
HocTH K pasButnio Al Ilpeamonaraercs, 4To B OCHOBE
reHoMHOU mpuponbl Al jexaT muHaMUYeCKHEe MyTa-
WX, OTPEACIISIONINe HEMEHICIeBCKUI XapaKTep Hac-
nenoBaHus [4, 5].

B HacTostimee BpeMs BeAyTcsl TIOUCKU TE€HOB, OTBET-
CTBEHHEIX 3a pa3Butre Al. UHTeHCUBHO M3y4aroTCs I10-
JTuMop@HBIE MapKephl T¢HOB aHTHMOTeH3WHOIreHa [21,
25], cocymucToro pelenTopa aHrruoreHsmHa 11, aHTmo-
TeH3MHIIpeBpalaimero @epmenra [26]. BoisasiaeHue
TeHOTHIIOB pHcKa pa3BuTUs Al, MOJICKyISIpHBIC TCHETH-
YeCcKMe UCCIIeIOBAHNS HEIOCTYITHHI IS IIPaKTUICCKOTO
3IPaBOOXPAHEHMS, ITOITOMY IIpEIjIaraeTcs BBIOCISITH
CaMOCTOSITEIbHYIO KIMHUYECKYI0 HO30JIOTUUECKYIO
dopmy — cemelinyio Al, mpu Haauuuu arrperauuu
OonbHBIX A B OmHOM ceMbe, MpU HAJIWUYUU CpeIu
POICTBEHHUKOB IIEpBOIT CTETICHN POACTBA IBYX U OoJice
yeJioBeK 001bHBIX AT, pasBuBIIeiics 1o 50-J1eTHETO BO3-
pacTa.

IIpencraBisieTcss aKTyaaIbHBIM U3yUYeHUE KIMHIIEC-
KMX ocoOeHHocTeil ceMmeliHoi Al, muarHocTuueckux
IMOIXOI0B U KpUTEPHUEB, IIPOTHO3a U JICUCHUS B YCIOBH-
SIX TIONUKIMHUKA. Ha mpotsskernn mHorux Jet (1980-
2003 1) HamMu HaOmOmaroTCsI ceMbHM OONMbHBIX Al, mx
OmKaiiIe poACTBEHHUKH, NeTH, poauTenand. IIpoBo-
IUMBIC KIMHUKO-3IHISMHAOJOTNICCKIE UCCICIOBAHNIS
HaceJieHUs T. MOCKBEHI TTI03BOJISIIOT CAejIaTh 3aKII0UeHIE
0 BBICOKOIT yacToTe ceMeliHoii AI, mocturatomeit 30-
40% cpenu BCero KOHTUHIEeHTa GOJIbHBIX, HaOJI0AaIo-
muxcs 1o mosoxy AI'[9,10].

MaTepI/laJ'lLI N METOAbI

O6cnemosano 108 GoabHBIX ceMeliHoit Al, 66
POICTBEHHUKOB OOJIBHBIX ceMeitHO#i Al 1 65 mpakTndec-
KH 3IO0POBBIX JIUII, COCTABUBIINX KOHTPOJBHYIO TPYIIITY.
[ToMuMO pYTMHHBIX METOIOB KIIMHINIECKOTO 00CIeIOBa-
HUsI, WCTIOJIB30BAJICA TOIILICP-3X0KapauorpadmaecKit
METOM; VTSI OIICHKM TUACTOJIMIECKON (PYHKIINM MUOKap-
IIa JIEBOTO KeIyIodKa, KpOMEe TOTO, M3YJIaIHCh IToKa3aTe-
JIX CYTOYHOTO MOHUTOPHUPOBaHUS YpoBHS AJl, TIpoBOaM-
JIOCh MEIUKO-TEHETHIECKOE KOHCYJIETUPOBAHME.

Pe3ynbraTbl HCCIET0BAHUS

st m3ydeHnsI Ha9aIbHBIX TIPM3HAKOB 3CCCHIIMATBLHOM
AT 1 BO3BMOXXHOCTH CYIIIECTBOBAHUS TOKJIMHNIECKOM CTa-
nun Al, o0cmenoBaaIuch poACTBEHHUKU OOJIbHBIX CeMeii-
Hoit AL WM3yuenue mmactronmmaeckout dyHkumm JIXK y
ponCTBeHHUKOB 00ibHBIX ceMeliHoi Al™ ( PCAI) BBIIBIIIO
CYIIICCTBEHHBIC M3MEHEHNSI, CBUICTCIIECTBYIONINE O HAJIM-
YUM TIPU3HAKOB ANACTOIMYCCKON TUCHYHKIINY MUOKapaa
JI2K. ObHapyXeHbl M3MEeHEHUSI MAaKCUMAaJIbHOM CKOPOCTU
paHHero HanojHeHus B 49,8% ciydaes (p<0,05), Makcu-
MaJIbHOM CKOPOCTH MO3AHET0 HaroaHeHus B 19,2% cityya-
eB (p<0,05), dpaxkuuu mo3nHero HanojaHeHus: — B 33,3%
ciydaeB (p<0,05), BpeMeHN M30BOJIOMUYCCKOTO pacciiad-
neHust — B 8,2% ciyyaes (p<0,05). B 50% ciyuaeB B rpym-
Te pOICTBEHHMKOB OOJIBHEBIX ceMeitHOoU Al omuH n3 WH-
nexcoB HartoHeHust JIK 6611 BHe HOpMEI ( Tabm. 1).

ITokazaTtenb akTMBHOTO pacciadaeHus JIZK — Mmakcu-
MaJjibHasl CKOpoCTb paHHero HanosHeHus (E) 6bu1 nocto-
BepHO Hmke (Ha 20,7%) y poICTBEHHUKOB OOJIBHBIX Ce-
meiHoi Al Y poncTBeHHUKOB OOJIbHBIX ceMelHoi Al
IOCTOBEPHO Yallle HaOIOmaICh N3MEHEHNS TPAHCMUT-
pPaJbHOTO KPOBOTOKA, XapaKTepHBIE IS JMACTOINYeC-
kot muchynkumu JIK. YxyamieHue auacTtonyeckKoi
dyaxkmun JIK, cHIDKeHIEe 3IaCTUIHOCTH MUOKapIa, yBe-
JIMYEHUE XKEeCTKOCTU CTeHOK moioctr JIK, o0yciaoBieH-
HOE paHHUM pa3BuUTHEeM runeprpodun Mmoxapaa JIK,
MIPEIICCTBYET KIIMHIIESCKUM TIpOsIBIICHUSIM Al

ITpu ouenke auactonnyeckoil pyHkIMM JIZK yduThi-
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Ta6muma 1
Pesynsrarel DxoKI'-uccienoBannsi poicTBEHHMKOB 0O0JIbHBIX ceMeitHoi Al 1 KOHTPOJIbHO rpyIbI
MokasaTenb KoHTponbHasg rpynna PCAI p
E(cm/c) 75,67+3,98 60,04+4,54 <0,05
A(cm/c) 40,05+2,27 49,47+4,96 <0,002
E/A 1,84+0,14 1,32+0,17 <0,001
DIH(%) 30,19+1,37 34,56+2,69 <0,01
UMMJTX(rp/m?) 96,75+3,13 104,86+2,13 <0,0002

BaJIOCH BIMSHIE MHTPaKapaIUaJIbHBIX ¥ SKCTpaKaparaib-
HbIX (paKTOPOB. Y MallMeHTOB MYXKCKOTO IoJia HabJoa-
JINCH 00JIce BEICOKME TTOKa3aTeIN MaKCUMAaIBHOI 1 HOP-
MaJIM30BaHHOM CKOPOCTH paHHero HarojgHeHmsT JI2K,
yIapHOTO 00BbeMa M CepIeYHOro MHIEKca, MHIEKca Mac-
cbl Muokapaa JIK.

H3ydeHre cyTOYHOT0O MOHUTOPHUPOBAHUS YpOBHS AJl
(CMA]I) y poIcTBeHHMKOB OOJBHBIX ceMeitHOM Al BBISI-
BWJIO CITeII(bUICCKIE IIPU3HAKN, CBOMCTBEHHBIEC TOJIBKO
aTOM rpymie 6ombHEIX. Cpenauii ypoBeHb CAJL B Teue-
HME CYTOK ObLI BhilIe Ha 6,28 MM pT. cT. (p<0,05), cpen-
Huit yposenb CAJl B gHeBHOEe BpeMsl ObLI BbIlie Ha 6,9
MM pT. cT. (p<0,01), cpemumit ypoBeHbr CA/l B HOYHOE
BpeMsI ObLT BEITIEe Ha 5,12 MM pT. ¢T. (p<0,01) Mo cpaBHE-
HHIO ¢ KOHTPOJIBHOM Tpyrmoit. Cpenauii ypoBeHb JAl B
TEUCHME CYTOK OB BhIIIEC Ha 4,79 MM pT. cT. (p<0,001),
cpemauii ypopeHb JJAJl B mHEBHOE BpeMs OBLI BEITIIE 5,19
MM pT. cT. (p<0,001), cpegumit ypoBeHs JAJl B HOUHOE
BpeMs ObLT BEITe Ha 3,05 MM pT. cT. (p<0,05) Mo cpaBHE-
HUIO ¢ KOHTPOJIBHOM Tpymmoii. MHIeKc BpeMeHN U HOP-
MmupoBaHHBIN nHaekce wiomann CAl n JAJl B TedeHne
CYTOK, B THEBHBIC 1 HOUHBIC YaChl ObLIA B HECKOJIBKO pa3
BBIIIIC COOTBETCTBYIOIIMX ITOKa3aTejieil KOHTPOJIbHOM
rpynmel. OTMedeHa BBICOKAs BapuaOeIbHOCTb YPOBHS

CAl n JIA]l B TeueHHE CYTOK ¥ B HOYHEIC YACHI, 9YTO CBH-
IIETEIBLCTBYET O HEOJIAarOIPUSITHOM BO3IEICTBUM Ha Opra-
HBI-MUIIIEHN 0OJIBHOTO (Ta01.2).

PesynbraTtel MccliemOBaHW IMACTOIMYICCKON (DYHK-
WY cepAlla ¥ CYTOYHOTO MOHUTOPHPOBAHMS YPOBHSI Al
TIOATBEPKAAIOT TUITOTE3Y O CYIIECTBOBAHNH JOKITMHIICC-
KO CTamnM 3CCCHIMANbHON Al, OCHOBHBIMHU ITPOSIBIIC-
HUSMUI KOTOPOU SBJISTIOTCSI HadaIbHbIE MOP(OPYHKITNO-
HaJIbHBbIC HApYIICHUS] MUOKapIa M PeMOICIMPOBAHNE CO-
CYOVCTOM CUCTEeMEBI. YOemuTeabHBIC MOKa3aTeIbCTBA Ha-
pymeHnsT (PYHKIUU cepana, HapyIIeHUs IapaMeTpOB Cy-
TOYHOTO MOHUTOPMPOBaHUS YpoBHSI A/l y pOOCTBEHHU-
KOB OOJIbHBIX ceMeliHoi Al memaeT HeoOXOIUMBIM IIPO-
BeIeHNE MEOUKO-TCHETUUECKOTO KOHCYIBTUPOBAHMS,
YTO OCOOCHHO BaXXKHO IIPHM OIICHKE IIPOTHO3a Pa3BUTHS
3a00JIeBaHUs Y IeTe U pOJCTBEHHUKOB 0OJIbHBIX Al

OIBIT MHOTOJIETHETO HAOIOMEHUS OOJNBHBIX CeMeli-
Hoit A" Ha pa3IMYHBIX CTAAWSIX U B PA3IMYHBIX TPYIIIIAX
HaceJICHUS TT0Ka3all, YTO 3a00JIeBaHNE PETUCTPUPYETCS B
boJiee MOJIOIOM BO3pacTe, CPeIHUI BO3pacT 3aboJieBa-
Hus -33,5 net. XapakTepeH BEICOKUI NCXOMHBIN YPOBEHD
AJl, cpennuii ypoBeub CAJl — ot 147,26 1o 153,4 MM pT.
CT., a CpemIHUi McXomHblil ypoBeHb JAI — ot 96,45 mo
101,1 MM pT. cT. XapaKTepHbI TUTIEPTOHNYECKNE KPU3HI,

Ta6ymma 2

Pesynsratel CMAJL y poncTBeHHMKOB 00JibHBIX ceMeitHoii AI' (M+m)
MokazaTenn KoHTponb PCAI
CpepnHee CAJ] 3a cyTku (MM PT. CT.) 111,8+1,21 118,08+1,3 ***
CpepnHee OA 3a CyTKM (MM PT. CT.) 70,74+0,89 75,53+0,75 ***
BapuabensHocTte CA/L 32 CyTkM (MM PT CT.) 11,61+0,34 13,24+0,38 *
BapuabensHocTtb OALL 32 CyTKM (MM PT. CT.) 9,51+0,29 10,78+0,3 *
MB CAL 3a cyTku (%) 1,31+0,37 7,18+1,23***
B OAL 3a cyTkn (%) 1,49+0,37 7,06+1,23***
CpepHee CA/L 3a feHb (MM pT. CT.) 114,57+1,2 121,47+1,34***
CpepnHee OA/ 3a oeHb (MM PT. CT.) 73,14+0,93 78,83+0,82**
BapuabenbHocTb CA/L 3a AeHb (MM PT. CT.) 10,25+0,34 11,75+0,37**
BapuabenbHocTb JA/l 3a AeHb (MM PT. CT) 8,43+0,3 9,22+0,33
MB CALl 3a neHb (%) 1,46+0,36 7,56+1,24***
CpepHee CA/L 3a HOYb (MM pT. CT) 99,6+1,17 104,72+1,3**
CpepnHee OA[ 3a HOYb (MM PT. CT.) 61,37+0,93 64,42+0,86*
BapuabenbHocTe CA/L 3a HOYb (MM PT. CT.) 7,89+0,4 9,32+0,37 *
BapunabenbHocTb JA/l 32 HOYb (MM PT. CT.) 6,85+0,31 8,1+0,33*
MB CALl 3a Houb (%) 1,11+0,45 6,92+1,55***
MB OAL 32 Houb (%) 0,57+0,24 3,22+0,73**

Mpumeyanmne: *p <0,05 **p< 0,01 ***p< 0,001.
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TaGmuma 3
PesyabraTel DxoKI'-ucciienoBanust 00JbHBIX CeMeEiHOI
aprepuajbHoii runeprensueit (M+m)

lMokasaTenb KoHTponbHas rpynna |CemeinHas Al
E(cm/c) 75,67+3,98 45,34+1,89**
A(cm/c) 40,05+2,27 61,46+2,45**
E/A 1,84+0,14 0,7+0,06**

Ei (cm) 8,89+0,58 6,81+0,34*
Ai(cm) 3,86+0,33 6,38+0,17*
BWP (mc) 62,5+3,78 118,2+5,38™*
EH 5,75+0,37 3,56+0,14**
DINH(%) 30,19+1,37 46,51+1,32**
NMMJTX(r/m?) 96,75+3,13 52,51+4,96**

Mpumeyanne: * p< 0,01 **p< 0,001.

HaOmonatonecs: y 6oJbHbIX ceMmeliHoi Al, ObicTpoe
IIporpeccrupoBaHme 3a00JIeBaHNS 1 PaHHEE BOBJICUCHIIC B
IpollecCC OPraHOB-MUIICHEH, B 9aCTHOCTH, cepaua [9,
10].

Nzyyenue nuactonmueckoit pyHkumm muokapaa JIZK
y O0JIbHBIX ceMeHOM Al BBISIBUIO CYIIECTBEHHbBIE U3ME-
HEHUS, CBUICTEIBCTBYIONINE O CYIIIECTBOBAHNU TUACTO-
JIMYecKor TUucHYHKUMU y O0JIbHBIX cemeriHoi Al dom-
mieporpamma TMJIIT xapakTtepuszoBajach Iepepacripe-
IIeJICHNEM KPOBOTOKA B ITOJIB3Y MO3THETO TUACTOIMIEC-
koro HamojnHeHus (E/A<1). U3MeHeHHBIC MHICKCH Ha-
nmomHeHus JIK, cBUIETeIBCTBYIOMNE O THACTOIMIECKOM
IuchYHKIMYU, OOHapYXeHBI 1151 oTHomeHus E/A y 86%
60spHBIX (p<0,05), WIS MAKCMMAJIEHOM CKOPOCTH PaHHE-
ro HanonHenus JIXK — B 54,4% cnyuaeB (p<0,05), mis
(pakuuu mo3gHero HamojHeHUsT — B 68,9% ciyyaeB
(p<0,01), mna MaKCHMaJIbHOUM CKOPOCTU TO3THEr0o Ha-

nojHeHus: — B 63,2% caydaeB (p<0,05), miast BpeMeHH
HM30BOJIIOMUYECKOTo pacciabienus — B 69,9% cinydaeB
(p<0,05), mrst BpeMeHM 3aMeUICHUS ITIOTOKA PaHHETO Ha-
rostHeHus — B 16,1% (p<0,05). B 94% ciydaeB ceMeHOM
AT xots Obl omyH M3 MHAEKCcoB HanoiHeHus JI2K Haxo-
IWJICS BHE MPeeI0B HOPMAJIbHBIX 3HaUCHHUH (Ta0I.3).

VY GonbHBIX cemeliHON Al 0OHapyXeHbl U3MEHEHUS
TPaHCMUTPATBHOTO KPOBOTOKA, CBOMCTBEHHEIC OUACTO-
mmaeckoit muchyukuun JIK. Pe3ynabratel cBHIETEIb-
CTBYIOT O 3aMemJICHMM AaKTHBHOTO pacciaabiIeHUSs
(E,BUPEH), yBeandeHNH XKeCTKOCTU cTeHOK JI2K, cHU-
KEHUU AracToJndeckux cBoicTB JIZK y 60JIbHBIX cemMeii-
Hoit ALl TTomoGHBIe pe3yabraThl moxydeHbl y 80% 60JTb-
HbIX ceMmeliHou Al

W3zygamochk BIMSIHME WHTpaKapIWaJIbHBIX M SKCTpa-
KapauaabHBIX (DAKTOPOB Ha MOKA3aTe TN THACTOINICCKO-
ro HanoHeHUa JIK. OmnpenenstommmMu ¢paKTopaMu SIB-
JISIIOTCSL Bo3pacT nauueHToB, uHaekc MMJLXK, ypoBeHb
All, YCC, a Takxe BapmaHT pemopenupoBanHus JIK,
dopmupyromuiics y 6oabHbIX ceMeiiHoit Al [Tokazarenn
mractoiardeckoit pyHkmum JI2K mpu KOHIIEHTpHUIECKOM
BapuaHTe runeprpodun JIZK 1ocToBepHO OTIMYAIOTCS 110
ypoaio E, E/A, ®ITH, BUP (p<0,05). BeipaxkeHHBIC
HapyIIeHMS Auactoamaeckoit pynkumu JIK mmpu koHIIe-
HTPUYECKOM BapHWaHTe PEMOICIMPOBAHUS ceprama y
OoJbHBIX ceMeliHoi Al mpeamnonaraeT riayooKue CTpyK-
TypHBIC N3MEHECHUS MUOKapIa Ha paHHEU cTaguy 3a00-
JIEBaHWUS, YTO, HECOMHEHHO, MOAYEPKUBAET T€HETUYEC-
KYIO JIeTCPMUHUPOBAHHOCTD UX PAa3BUTHSI.

Pesynpratel cyTouyHOTO MOHHMTOpUpoBaHUS AJl y
O0JIbHBIX ceMeliHOM Al BBISBWIN CYIIECTBEHHBIE OTJIU-
YUTEIbHBIC TIPU3HAKY (TA0. 4).

Ta0mua 4

Pesynsratel CMAJL y 00abHbIX cemeiiHoit AI' (M+m)

MokazaTtenn KoHTponbHas rpynna CemenHas Al
CpepHee CA/L 3a cyTKu( MM pT CT) 111,8+1,21 144,85+1,47 **
CpepnHee OAL 3a cyTku (MM pPT CT) 70,74+0,89 95,15+1,02**
BapuabenbHocTb CALL 3a cyTkn 11,61+0,34 15,47+0,46**
BapuabenbHocTb JAL 3a CyTKU 9,51+0,29 11,45+0,33 *
MB CA/LL 3a cyTku (%) 1,31+0,37 70,27+13,09***
B OAL 3a cyTkn (%) 1,49+0,37 69,78+3,22 ***
CpenHee CA/L 3a oeHb(MM PT. CT.) 114,57+1,20 148,02+11,50 **
CpepnHee OAL 3a oeHb (MM PT. CT.) 73,34+0,93 97,39+1,09**
BapuabensHocTte CAL] 3a AeHb 10,25+0,34 13,61+0,44**
BapuwabenbHocTb JA/L 3a AeHb 8,43+0,3 9,81+0,28 *

MB CALL 3a neHb(%) 1,46+0,36 67,84+3,31***
1B OAL 3a neHb(%) 1,91+0,5 72,32+3,25 ***
CpepnHee CA/] 3a HOYb(MM PT. CT.) 99,6+1,17 131,15+1,34 **
CpepnHee OAL 32 HOYb (MM PT. CT.) 61,37+0,93 84,09+1,07**
BapuabenbHocTb CA/LlL 3a HOYb 7,89+0,4 11,27+0,45 **
BapuabensHocTtb JAL 32 HOYb 6,85+0,31 9,19+0,38 **
MB CA/LL 3a HouUb(%) 1,11+0,45 72,63+2,54 ***
B OAL 3a Houb (%) 0,57+0,24 63,29+3,44 ***

Mpumeyanne: *p<0,05 **p<0,01 ***p<0,001.
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Pesynsrater CMAJI TToka3aiu, 4To cpeaHue ypoBHA Al
B TeUCHUE CYTOK, B JHCBHBIC M1 HOYHBIC Yachl Y OOJIBHBIX Ce-
MeiiHoi Al oBblieHb! Ha 28,5% u Ha 32,5%, a UHOEKCHI
Bpemenn CAJl u JIA/] yBesmuuBanmch B 50-60 pas. Otme-
YaJiach BEICOKAsT BapnadeIbHOCTh YpoBHEH A/l y OONBHBIX,
MperMyILeCTBeHHO B HouHoe Bpems: CAJl — Ha 46%,
JAl— Ha 33%. Y GoabHbIx ceMeiiHoi Al mpeobiiaganu
MalyeHThl ¢ TUIIOM CYTOYHOro puTMa night peackers.

B kadecTBe JIeKapCTBEHHOW Tepammu OONBHBIX Ce-
meiiHoM AT nipemnaraiorcsd nHrnoutopsl AIID B couera-
HUU ¢ muypeTnKamMu. HaMm ncImonb3oBaics SHaJIAIPIIL B
mo3e oT 5 mo 20 MT/CYTKM B COUCTAaHMM C ANYPETUKAMH
THA3UTHOTO psima. s OIeHKM KadecTBa JICUCHUS WIC-
morb3oBacs DXxoKI'— KOHTPOJIb ¥ CYTOYHOE MOHUTOPH-
poBanue ypoBHSI AJl. Yepes 3 mecsama edeHus y 00JIb-
HBIX OTMEUAJIOCh VIIyUIIeHNE TUACTOJWYECKUX CBOICTB
JIK na 30% (p<0,01), u perpecc runeprpoduu JIK Ha
8,4% (p<0,05). OTMeuanach MOJOXUTEIbHAS JUHAMMUKA
cHKeHMsT ypoBHS A/l: cpemHecyrouHoe AJl CHU3MIIOCH
1o 140/91 mM pr. cT., cpenrenHeBHoe A/l — mo 143/92 MM
PT. CT., a cpenHeHouHoe AJl — mo 136/87 mm pr.cT. Pe-
3yJABTATBl MCCICOOBAHUS ITOKA3aId HOPMAaJM3YIoIee
BO3MEICTBHE SHAJIAMIPIIIA HA CYTOUHBINA Ipodmib AJl y
0ONBHBIX ceMeliHOW Al, 4TO MpOAEMOHCTPUPOBAHO Ha
HOYHBIX ITOKa3aTestx ypoBHs AJl. Bmecte ¢ TeM, ciemyer
OTMETHUTD, UTO IS YOSIUTEIIPHOTO TUITOTEH3UBHOTO 3(-
(dekTa ¥ HOPMAJIU3YIOIIETO BO3ICHCTBYUS Ha IMACTOJH-
yecKyto auchyHkiuio Muokapaa JIZK Heobxogrumo 6oee
MIPONOJIKUTEILHOE JICUCHUE — 10 3-X JIeT.

O0cyxnenne

B Hacrosimmiee BpeMsi HaKOIUIEHBI MHOTOYMCJICHHBIC
KJIMHUKO-3KCIIEpUMEHTAIbHEIE JAaHHBIC TI0 M3YYCHUIO
MIPUPOOBI CEPACIYHO-COCYINCTOTO PEMOACIMPOBAHMS, a
pe3yJibTaThl MCCeNOoBaHUN B 00JacTU MOJEKYJISIPHOMI
KapaIMOJIOTUX TIPUBEIN K (hOPMUPOBAHUIO KOHIICIIIINI
CYIIIECTBEHHOI POJIM TeHETUIECKUX (haKTOPOB B pa3BH-
THHU CepHOCYHO-COCYOUCTRIX 3a0oneBanmit. CemeitHas AT
MIPEACTABISIET COOOM CaMOCTOSITEIbHOE 3a0oJIeBaHHME U
XapakTepu3yeTcsl cnelun@puuecKMMy KIMHUKO-IUAarHoC-
TUYECKMMU OCOOCHHOCTSIMU. Y OONBHBIX cemeitHoi Al
Yalle PerHCTpHUpyeTcss KOHIECHTPUMYECKUI TUII pEeMOIeC-
mupoBanus JIZK, panHee (opMuUpoBaHUE TMUACTOIAYEC-
Ko nucdyHkuuu muokapaa JIZK.

KarHmIecKuM TIpOSIBICHUSIM TUC(HYHKIMU Cepaiia
MIPEIIICCTBYIOT CTPYKTYpHBIE M3MEHCHMS KapIUOMMO-
mnToB. CyIecTBYIOINAsI TUIIOTE3a O CJIOXHOM B3aWMO-
IEUCTBUH TEHOB, HEHPOTYMOPAJIBHBIX, TKAHEBEIX U ITAP-
KYJIUPYOIMX (pakKTOpoB pocTa MUOGUOPMIUT B IIpoIiecce
pemonenupoBaHus cepana pu Al [22,23] monTBepskaa-
0T CYIIEeCTBOBaHME NOKIMHMYecKoil cramum Al D10
0COOEHHO aKTyaJIbHO M CYIIECTBEHHO IIPU M3YUYECHUHU Ce-
meiiHoi Al B yacTHOCTH, y 3KCIepUMEHTaJbHbBIX XKW~
BOTHBIX CO cIOHTaHHOU Al Ipoliecc peMoaeIMpoOBaHMS

cepalia M cocynoB orepexaeT passutue Al ITokazano,
yTo 10 75% WHAMBUIYyaIbHBIX KOJEOAHUIA MAacChl MHO-
Kapma OOBSCHSIOTCSI TEHETHMYECKOM IIpeapacItONOXeH-
HOCTBIO K PEMOICIMPOBAHUIO CEPACTHO-COCYIUCTOM
CHCTEeMBI ¥ HaOTI0HAIOTCS IIPU HOPMaJIbHOM ypoBHE Al

Knuanyeckue wmccaemoBaHUs TTOATBEPXKIAIOT HaJIM-
Yre BBICOKMX 3Ha4eHUI Macchl Muokapma JIK y mmir ¢
HacJIe[ICTBEHHON IpeapacnoiokeHHOCThI0 K Al B Hac-
TOSIIee BpeMs IOCTATOYHO YOCOWUTENIbHBIX IOKa3a-
TEJIbCTB O CYIIECTBOBAHNM TeHETUICCKOI TeTEPMUHUPO-
BaHHOCTU pa3BuTusl runeprpodun JIK y yenoseka. bo-
JIee TOTO, IO 3HAYCHUSM MacChl MUOKap/a, IO BEIpaXKeH-
HoctH rureptpodun JIK y 60mpHBIX AI' MOXXHO CYIUTB O
MnporHo3e 3aboseBaHusl. [1o JTaHHBIM psiaa MOMYISIIUOH-
HBIX MCClIeoBaHM, ThunepTpodus muokapaa JIZK sBis-
eTcsI 9acTOM HaXoaKolt, 0e3 BUIMMEIX IIPUYMH €€ pa3BH-
™™g [25]. UccnenoBaHUs MOCIETHUX JIET JTalOT OCHOBA-
HUS ToJaraTh, 4TO CYILIECTBYET OTUETIMBasi FreHeTUYeC-
Kasl IeTepMUHUPOBAHHOCTE K PAa3BUTHIO KOHIICHTPUIEC-
kol runeptpodun JIZK 1 KOHIEHTPUUECKOMY PEMOIEIIU -
POBaHMIO. DTOT BHIBOI CIICAYET M3 MOMYISIINOHHOTO MC-
cJIeloBaHMsI, MPoOBeaeHHOro B [epManum Ha 2293 manm-
eHTax cpenu 319 map cuoauaToB | 27].

B mpoiiecce cTpyKTYpHOTO peMOIETUPOBAHUS Cepalia
MPUHIMAET yIaCcTUe MHOXKECTBO OCJIKOBBIX CYOCTAaHIIMIA,
TOPMOHBI, (PepMEHTHI, PELENTOPHI, (aKTOPHI poOCTa,
BHYTPUKJICTOUHBIC TTOCPETHUKU, (PAKTOPHI TPaHCKPHUII-
IUH, CHHTE3 ¥ YPOBEHBb KOTOPBIX IETCPMUHIPOBAH TCHE-
THYECKUMHU (paKTOpaMH, YTO ITO3BOJISICT IPEIIIOJIaraTh
3aBHCHUMOCTh TIPOIIECCOB PEMOICIMPOBAHMSI Cepalla OT
OpraHu3allii TeHOB OEJIKOB, IPMHUMAIOIINX YIaCTHC B
9TOM TIpoIecce. YCTAaHOBJICHO, YTO TE€HHI (hepMEHTOB,
OCIIKOB, PEICIITOPOB XapaKTePU3YIOTCSI HATMINEM OTHO-
TO WJIM HECKOJIBKMX CTPYKTYPHBIX ITOJTUMOPGHU3MOB, Ha-
JIMIMEM 9acTO BCTPEUAEMBIX B MOMYJISIIIMK MyTaluii (00-
nee 5%), KOTopble He MPUBOAAT K 3HAYMMbBIM U3MEHEHM -
SIM TIEPBUYHOM CTPYKTYpHI OejlKa M IaTOJOTMIeCKUM
TOCIIEACTBUASIM, HO OKa3bIBAIOT BIMSHNE Ha (DYHKIINO-
HaJIbHYIO aKTUBHOCTB KOIMPYEMBIX OeJIKOB. YacToTa pas-
JIMIHBIX aJUTeJIcii TeHOB, XapaKTepU3YIOIINXCsI CTPYKTYp-
HBIM TTOJIMMOP(DU3MOM, CYIIECTBEHHO BapbUPYeT B pa3-
JIMIHBIX TTOIMYJISIIINASIX, YTO JaeT OCHOBAaHUSI OOBSICHUTH
TMONYJISAMIMOHHBIC Y STHIYECKHE Pa3IMIKS B PaCIIpoCTpa-
HCHMHM W 9aCTOTE MOSIBIICHUS CTPYKTYPHBIX M3MEHCHUM
cepmua [27]. CyIecTByeT TOCTaTOYHOE KOJMIECTBO HC-
cnepoBannit pomn AII® B maroreHeze Al B 1988 romy
npu o0CJIeIOBaHUU TMALMEHTOB C CEMEWHON HCTOpuei
AI' Obl1a ycTaHOBJIEHA BHYTpUCEMEHass Koppessuus
ypoBHs mupKyaupytomero AII® [22, 23].

KapomoMuonuTel o0ecTiedeHbI IEIBIM PSIAOM KOMII-
JICKCOB CUTHAJIM3UPYIOIMNX KacKamoB, KOTOPEIC TpaHC-
GOPMUPYIOT 3T pa3IUIHBIC 3JIEMECHTBI B OIIPEIcICHHBIC
OoTBeTHl. BO3MOXHO TakKe MOOaBJICHNUE OTOCITbHBIX CUT-
HAJIM3UPYIOIINX ITyTEei, YTO BeIeT K MOSBIICHUIO OIIpec-
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JIEHHBbIX (DEHOTUITMYECKUX Mpu3HaKoB. MMeeTcs MHOro
¢axkToB, yKa3bIBAOIINUX, YTO B KapAUOMUOLIUTE B OTBET
Ha pa3jiuyHble TOPMOHAJbHbIE, MEXaHUYeCKUe, (PU3N0-
JIOTUYECKUE CTUMYJIbl MOTYT aKTMBUPOBAThCS ONperae-
JICHHBIC HaOOPHI TEHOB, YTO BeIeT K M3MEHECHHUIO (PeHO-
TUIIA KJIETOK, B YACTHOCTU, K YBEJIMYEHUIO UX B pazMe-
pax, HapyIIeHNN MeXaHNIeCKoi (yHKINN. MHTMONIINS
ITaTOJIOTHYECKON TUTIEPTPODUN MOXKET OBITh TOCTUTHYTA
¢ momombio Ga q — 3aBUCUMEBIX aHTATOHUCTOB PEIIETITO-
poB, B 4YacTHOCTM, aHruoreHsuHa II, sHmorenuHa 1,
IIPOCTArJIAHAMHOB. DTa IpobjieMa Hy:KIaeTCs B JaTbHEe-
1IeM HU3y4YeHWH, MPOBEIEHUU MHOTOLIEHTPOBBIX HCCIIE-
JIOBAaHU C LEJbIO TOJydYeHUsT Oosiee TOCTOBEPHBIX pe-
3yJITATOB U CO3JaHUS KOHUEMIIWU.

Y HabaogaeMbIX HaMU POJICTBEHHUKOB OOJIbHBIX CE-
MeitHoM AlT HabIomanch UCXOAHO BBICOKME MM PHI JU-
acroquyeckoro AJl, maToa0rM4yecKue TUIIBI CYyTOYHOTO
put™Ma AJl u B 40% ciyyaeB HaOIIOAAIMCH IPU3HAKY U~
acTonnueckoit nucyHkuun Mmuokapaa JI2K, uro Heobxo-
JMMO YYWUTBIBAThb MPU MPOBEAECHUU MEAUKO-TE€HETUYEC-
KOT0 KOHCYJILTUPOBaHUSI.

B kauecTBe JeKapCTBEHHOM KOpPPEKLMU CEeMEHHOI
AT mpemraraeTcsl MCITONIb30BaTh MHTHOUTOPHI AITD.
CornacHO OOILIECTIPUHITOMY MHEHUIO, CTPYKTYpPHBIC M
OHMOXMMUYECKME TTPOLIECCHl B KAPIMOMMOLIMTE MIPY TUTIE-
prpodun Muokapaa JIZK He Bcerma BeayT K HeoOpaTu-
MbIM (pUOPO3HBIM UBMEHEHUSIM, a QYHKIMOHAJIbHAS aK-
TUBHOCTb MMOKapa nocJje perpeccuu runeprpopun JIZK
3HAUUTEILHO YiIydIIacTcs. 3aMe4eHO, UYTO IIPOIece
yaIydieHus auactoandyeckoi pynkimm JIZK nocturaercs
aKTUBHEE M IOCTOBEpPHEE IIPU HAJTWYUM TUIICPTPODUU
JIK xoHueHTpHrueckoro tvmna [3, 6, 12, 14, 15, 18, 24].

PaHee uzyyanoch BiIMsHUE pa3IUYHbIX BAPUAHTOB -
MOTEH3UBHOM JIEKapCTBEHHOI Tepaluy Ha perpecc rurie-
prpoduu muokapma JIK. 3a nckirroueHreM IIpsIMBIX Ba-
300WJISITATOPOB, OCTaJbHbIE TPYIIMbl T'MIOTEH3UBHBIX
MpernaparoB MpU Ha3HAYEHUU JOCTAaTOYHON M03bI, MPO-
JIOJKUTEJIBHOCTBIO JICUEHUST HE MeHee 6 MeCsIleB, B pa3-
JIMIHOM CTETICHM CIIOCOOCTBYIOT perpeccy THIepTpodumn
JI2K . Pe3ynbraThl MPOCIIEKTUBHOIO UCCEA0BAHMS NHTU-
outopoB AII®, anrtaronncroB Ca-KaHaJlOB, ITNYpPETU-
KOB, 0OeTa-aapeHo0J0KATOPOB IOATBEPAMIN CIOCO0-
HOCTb TMITOT€H3VMBHOM JIEKAPCTBEHHOI TEpanuu BbI3bI-
BaTb oOpaTHoe pa3BuTue runeprpoduu JIZK y 601bHBIX
ATI. Uaruouropsr AIT®, antaronnctsl Ca-KaHayoB, Oe-
Ta-aapeHO0JOKATOPbl CIMIOCOOHBI YMEHBIIWUTh TOJILIUHY
creHku JIZK, a TMypeTUKu CrioCOOHbBI YMEHBIIIUTh KOHEY-
HBIN quactonmdeckuit pasmep JIK, npeanarpysky [ 7, 8,
11, 12, 13,16].

Hcxonss m3 MeXaHM3MOB Pa3BUTHS IMACTOIMYECKOMN
IUC(HYHKUMU, JIEKAPCTBEHHBbIE IIperapaThl YIydyllaloT
OODJK myrem ymenbimernnst YCC, Bo3aeicTBHS Ha aK-
TUBHOE pacciabneHue JIZK 1 yiydileHus: 1uactoamyec-
kux cBoiictB JIXK [2, 17].

Vinydmasa auactonudeckue cBorictBa JIK, ynydinas
TpoIecC peakcallii, JeKapCTBEHHBIC IIperapaThl akK-
TUBHO HOPMAaJIM3YIOT HAPYIICHHYIO IUACTOINYECKYIO
dyaxkmuro JIK. Psan aBTopoB 0OBSICHSIET 3TOT (PeHOMEH
yMeHbllieHueM rurieptpoduu JIZK, o0paTHbIM pa3BUTUEM
(pubpo3HoOro mporecca, YMEHBIICHHEM COACPKAHUSI
KojutareHa B Muokapae. O0 3TOM CBHIETSIBCTBYIOT HIC-
CJICIOBAHUS JINTEJIFHOTO MCIIOJIB30BaHUsI MHTHONTOPOB
AII® npu Al, moaTBepAWBINNE WX PEMOACIMPYIOLIHI
addexT Ha Muokapa. IlosoxuTenbHOe BO3IeCTBUE UH-
rnonTopoB AIT®D, nx MpOTEKTUBHLIN 3¢ HEKT B OTHOIIIE-
HUN OPraHOB-MUIICHEW, MX aKTUBHBIN THMITOTCH3UBHEIMN
3 deKT, Xopomas MepeHOCUMOCTh OOJBHBIMHU, IEIaloT
uX IIperapaTaMy epBoro Beioopa rpu cemerinoit Al [15,
1, 8, 19].

ITo manaeM Grandi A.M., Gaudio G., Fachinetti A.
[20], mpoBemeHMe MOHOTEpAIIMM SHAIAIIPWIOM B H03aX
oT 20-40 MT B CYyTKM B TeueHUE 4 MeCSIIeB Y OOJBHBIX Ce-
MeriHol Al cMOCOOHO YBEIMYUTH CPENHION CKOPOCTb
VIJIUHEHWS KapIUOMMOIIUTA U, TEM CAMBIM, CITIOCOOCTBO-
BaTh YJYUYIIEHUIO OUACTOJIMYECKMX CBOMCTB MMOKapia,
YTO COOTBETCTBYET HAIIIMM HAOJTIOACHISIM.

Taxum o6pa3zoM, cemeiiHass Al SIBasieTCSI CaMOCTOSI-
TEJBbHBIM, TCHETUICCKH IeTePMUHUPOBAHHBIM 3a00JI¢-
BanueM. HaunHaeTcs 3a0ojieBaHIIE B MOJIOIOM BO3pac-
Te, B cpegHeM B 30 JieT, XapaKTePHBI ITaTOJIOTUYECKIE
THUITBI CYTOYHOTO puTMa AJl, THIIEpTOHNYECKIE KPU3HI,
OBICTpPOE IIpOorpeccrupoBaHMe 3a00JIeBaHUS C BOBJICUC-
HUEM B IIPOIeCC OpTaHOB-MUIICHel. Y OOJIBHBEIX ce-
MeiiHOM AIT oTMedaeTcs MpenMYyIIeCTBEHHO KOHIICHT-
puyeckuii Tum pemoaenuposanus JI2K, pannee popmu-
pOBaHME OMACTOJIMYECCKOW MUCOHYHKIUM MHOKapaa
JIK. Y ponctBeHHUKOB 001bHBIX ceMeiiHOM Al HaO10-
IaNCh WCXOOHO BBICOKME YPOBHU IMACTOJMICCKOIO
AJl, TTaToNIOTHYECKHUE THUIBI CyTOUHOTO put™Ma Al 1 B
40% ciydyaeB HaOJIIOOAIOTCSI IPU3HAKU AUACTOJIUYEC-
Kot aucdyHkuum Mmuokapaa JIZK, 4Tto HeobOXxomumo
YIUTBEIBaTh TIPU IIPOBEACHUN MEINKO-TEHETHICCKOTO
KOHCYJIBTHPOBaHUS. KIMHUKO-IMAarHOCTUIECKUE OCO-
O6eHHOCTU ceMmeilHoi AI' HEOOXOMUMO YYUTHIBATb MPU
MIPOBEACHUM 3KCIIEPTHO pabOTHl B MOTUKINHUKE, TIPU
olieHKe TIpoTHo3a. Murnoutopsl AIT® gaBigroTcs pu-
OPUTETHBIMM JICKAPCTBCHHBIMU IIpeliapaTaMM IJIs Jie-
yeHus ceMeiiHoit Al
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The article is devoted to familial arterial hypertension (AH) — its clinical features, diagnostic criteria, outpatient treat-
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