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ACCOLMALHA TOJTUMOP®HBIX BAPHAHTOB I'EHOB-KAHIUIATOB
CEPJIEYHO-COCYJIUCTBIX 3ABOJIEBAHUI1 C TEYUEHUEM BOJIE3HU
(KJIMHAYECKOE HABJIIOJIEHUE)

JocTuxeHuss B MOJEKYJSIPHOM TIeHETHUKE
B TIOCJIETHUE EeCSATHJIETHS OTKPHUTA HOBBIC
BO3MOXXHOCTH [JIsl KIMHUYECKOW MEIUIINHBI,
B TOM YHCIE JJISi TUArHOCTUKH TPEAPacioiio-
KEHHOCTH K Pa3BUTHIO CEPIEYHO-COCYAMCTHIX
3a0o0neBaHMil. YCTaHOBIIEHA CBA3h T€HETHYE-
CKH 00YCJIOBIIEHHBIX TPOMOOQWIHIA ¢ pelHIn-
BHPYIONTUMH TPOMOO3aMU COCYIOB, HWH(]apK-
TOM MHOKapaa, MO3TOBBIM HMHCYJIBTOM, PEIIPO-
JyKTUBHOM TMAaToJOTHENd, aHOMaJIUSIMU TE€HOB
pEHUH-aHTHOTECH3UH-aThI0CTEPOHOBON CHCTE-
MBI C Pa3BUTHEM IPOTPECCUPYIOMEH apTepH-
anpHOM rumnepreHsuu [1]. OTo mO3BOMISET,
C OIHOU CTOPOHBI, pa3paboTaTh KOMIUIEKC Mep
mo mpoduimakTuke 3a00JICBaHUN, KOPPEKIIHH
JIOTIOJTHUTENBHBIX (PaKTOPOB PUCKA, C APYTOH —
WCIIOJIB30BaTh CBOEBPEMEHHBIE MEIUKAMEH-
TO3HBIE cTpaTeruu [2]. B xauectBe mumoctpa-
LMY TIPUBEAEM TpUMeEpP KIMHHYECKOT0 HaOII0-
JCHUSL.

bonvnou C., 37 ner, mporpammuct. I[lpm
IMOCTYIVICHUU B CTallMOHAp IMPEABABIIA XKaJlo-
Obl Ha Ooynu B obOyacTu cepana npu Qusmye-
cKkoit Harpy3ke (xonpba 500 M, moxbeMm Ha 3-i
JTax), KyNUpYIOIIHecs B TIOKoe, Iepedon
B paboTe cepama, cepareOncHre, MOBBIICHNE
Al no 180/ 100 MM pT. cT. Ha poHE mpueMma
TUIIOTEH3UBHBIX MPENapaToB.

W3 anaMHe3a >XWU3HU CTall0 M3BECTHO, YTO
MaleHT KypuUT B TeueHue 18 ner A0 mayku
CUTapeT B JICHb, AJIKOTOJb YIIOTPEOIIIET PenKo,
(hm3nyeckas aKTHBHOCTh HHU3Kas, COOIIOMaeT
JUETy C OTPaHWYEHIEM MTOBApEHHON COJIH.

AHann3 aHaMHe3a TIO3BOJIMI YCTaHOBUTH,
YTO HACIEICTBEHHOCTH OTATOIIEHA MO Ceped-
HO-COCYJMCTOM TMAaTOJIOTUU: OTel ymep B 53
rojia OT OCTporo uH(papKTa MHOKapaa.

AnamHe3 3a00JI€BaHUS: apTepHaibHas TH-
nepteHs3us ¢ 20 JleT ¢ MaKCUMaJIbHBIMU OB~
emamu 70 200 / 100 MM pT. CT., AUTEIHHO HE
neuymicsa. B 2002 r. mepenec octpeiii Q-mmo-
3UTHBHBIA 3aJHCHIDKHANA WHQAPKT MUOKapIa,
B TOCIEAYIONIEM aHTHHO3HBIE MPHUCTYMBI OT-
MEYaJiCh MPEUMYIIIECTBEHHO B HOYHOE BpeMSI.
B 2003 r. mepeHec MO3roBOW WHCYJIBT C IIpa-
BOCTOPOHHHM remmumape3oMm. B mapre 2006 r.
BBITIOJTHEHA YPECKOXKHAsI TPaHCIIOMUHAIBHAS
kopoHapHasi anruoruiactiuka (UTKA) u cren-
THPOBaHUE yCThbA MpaBoil kopoHapHoi (ITKA)
W auaroHamsHOW aptepuil (JA) aBymsa creH-
tamu EUCATAX, mociie 9ero CTeHOKapIus He
6ecriokomna. B HOs6pe 2006 1. BHOBB IepeHec
MIOBTOPHBI KpyIHOOYAaroBbIi OCTpPBIA HH-
(hapkT MHOKapa B pyOIIOBOIf 30HE C 3aXBaTOM
OOKOBOI CTEHKH.

B smBape 2007 r. mocne xkopoHaporpadmm
BBISIBIIEHA OKKIIO3USl CTEHTHUPOBAHHOIO CEr-
MeHTa JIA, OKKJIIO3WS BETBU TYNOTO Kpas
(BTK) ot yctba, cybokkmo3us [IKA nuctans-
Hee CTEHTHPOBAHHOTO cerMmeHTta. lIpoBeneHa
MOBTOPHAs YPECKOXKHASI TPaHCIIOMUHAIBHASL
kopoHapHasi anruomactuka A, [IKA ¢ uwm-
mnantanuet crenra ZETA. B mapre 2007 r.
MEpEeHeC OCTPBIA TOBTOPHBIN (TpeTHil) HH-
(dapKT MUOKapJa 3aHEHIDKHEH JTOKaN3allny.
B wutone 2007 r. mpoBeneHa KOHTPOJbHAS KO-
poHaporpadus, Te ONpeAenniIach OKKIO3US
JA u IIKA B crenrtax, okkmo3us BTK ot
yctbs. Ilpenanoxena YTKA TIKA u JIA cren-
TaMHU C JIEKAPCTBEHHBIM IOKPBITHEM, OT YEro
MAIEeHT BO3AEP KUBAJICS.

B Tedenme mocnemHero roma peryssApHO
MPUHAMAT KapJUOMarHui (ameTHICaTHIIAIO-
Bas KUCIIOTA) MO 75 MI/CyT, IIIaBUKC (KIIOTH-
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JIOTpEeNb) MO 75 Mr/cyT, KO-peHUTEeK (3IHaja-
NpWI, THAPOXJIOpTHA3uA) 1o 1 Tab/cyT, KOHKOP
(bucompomnon) mo 5 mMr/cyT u 30kop (cMMBacTa-
TUH) B 103¢e 20 Mr/cyT.

[IpoBeneno cruenyromee oOcieAOBaHHUE.
VMT = 26,8 Kkr/M’, OKpyXHOCTb Taxuu 106 cM.
AJl cuns 160 /95 mm pt. cr., UCC 72-74 yna-
POB B MUHYTY.

AHanmu3 KpoBM W OOMIMH aHajIu3 MOYH
B Ipenesiax HOPMbl. BHOXMMHUYECKH aHaIn3
KpoBu: xonectepuH 4,6 mmons/n, XC-JIBII
0,86 mmomps/n, XC-JIHIT 3,54 mmonw/n, TT
2,8 MMOJIB/JT, caxap KpOBH 3,5 MMOJIb/JI, MOYe-
BuHa 4,2 MMOJIb/J, OUIUPYOUH 9,2 MMOIB/I,
AJlaT 45 El/n, ACaT 28,8 EJl/n, pubpunorexn
3,0 r/a, CPBb +++.

OKT': putm cunycosbiii, YCC 63 yn/muH.
PyOnoBbie u3MeHEHNsI B HIDKHEW M 3aJHEHUX-
Hell CTeHKax JeBoro xemyaouka. ¥Y3U Opaxu-
nedaabHbIX apTepUil: IPU3HAKH TeTEPOreHHBIX
aTepPOCKIEPOTHUYECKUX OJIIeK O0eux BHYT-
peHHMx coHHBIX aprepuil (BCA), creHo3sl mo
ouaMeTpy cmpasa 23 u cieBa 28 %), remoau-
HAaMHUYECKH He3HauuMble. MyIbTHCIIUpATbHAs
KOMITBIOTEpHAsT ToMorpadusi cepiana: arepo-
CKJIEPOTHYECKHE OJIAIIKM B MPaBOil KOpOHap-
HOU apTepuy C OTJIOKEHHUSMHU B HEW KaJbLus,
creno3upyromue mpoceet [TKA.

[Ipn wuccnenoBaHMM CHCTEMBI T'eMOCTa3a
BBISIBJICHO PE3KOE CHIKCHHE aKTMBHOCTH IIPO-
teuna S 10 30 % (B HOpMe 65-145 %), romo-
mucrend 21,63 (B HopMme 5,9—11) MkMomnb/11.

YcTaHOBNEH cneayomMi KINHUYECKUH TU-
arno3. Mmemuueckas 6one3Hb cepaua: cTeHO-
KapIusl HampspKeHus, 2- (QyHKIMOHAJIbHBIHA
kinacc. [loctunpapkTHbi Kapauockiepos (UM
Q-no3utuBHEIA 3agHeHKHUE (2002), TOBTOP-
HBbIE 3aJHEHIDKHHE C 3aXBaTOM OOKOBOW CTEH-
ku (2006, 2007). Onepauus YKB mpaBoii ko-
POHAPHOM M JMAroHaJIbHOM apTepud ¢ UM-
wrantanuen crentoB EUCATAX (2006), UKB
HA, TIKA c¢ wummnantauuei crenta ZETA
(2007).

l'unepronuueckas 6onesns Il cramum, 3-i
crenieHd, puck 4 (odeHs Beicokuit). XCH 1.2
OK (NYHA).

LepebpoBackymnsapras 0one3Hb. ATepo-
ckiiepo3 OpaxuonedanbHeix aprepuit. CTeHO3
BCA cmpaBa 23 u cneBa 28 %. PesunyanbHble
aprneausi OHMK (2003), XUHK 4-ii crenenu
(mo Iloxposckomy). Oxupenue 1 cremneHu.
TpomOodmmmsi, 0OYyCIOBICHHAS CHIDKEHHUEM
AKTUBHOCTHU IPOTEHHA S.

Ha ocHoBanmm aHamHe3a, OTATOIIEHHOTO
10 CePJICYHO-COCYTUCTON MMATOJIOTHH, TAIHEeH-
Ty OBIJIO TIPOBEICHO T€HETHYECKOE TECTUPOBA-
uue. [Ipu uccrnenoBannu monuMop(QHBIX BapH-
AQHTOB TCHOB MAIlMEHTa BBIsIBIECHO 10 MyTanuid,
B TOM 4YHCIe 3 TOMO3UTOTHBIE MYTalld B
CHUCTEME TEHOB, DETYJIUPYIOMINX COCTOSHHUE
cocymucTol cTeHkn (dHmorenuanbHas NO-cuH-
Taza), B T€HaX PEHWH-aHTHOTEH3WH-aIbI0CTE-
POHOBOM cHUCTEMBI (aNbJOCTEPOH CHHTETa3a,
arnoTeH3MH-NIpeBpaniaonmii GpepmenT), 4 no-
nuMop¢u3Ma B TeHax JETOKCHKAIMOHHOM cuc-
TEMBI, B TE€HaX KJIETOYHOTO 3BE€Ha reMocTasa
(TpOMOOLIUTAPHEI TITUKONPOTEHH), MyTallUU B
reHax QgepMeHTOB ()OJATHOTO IMKJA, B TeHAaX
BOCIIANUTENBHOrO OTBeTa (IMTOKMHOB). Pe-
3yJNbTaThl TEHOTHUIIMPOBAHHS IIPEJICTABIICHEI
HUXE.

[TepBast TOMO3UTOTHAS MyTaIUs B CHCTEME
TeHOB, PETYIUPYIOLINX COCTOSHUE COCYIUCTON
creakn, NOS3(e) (aumorenuansHas NO-cHH-
Taza) KOAUpPyeT (epMEHT — DHAOTCITHAIBHYIO
CHHTa3y OKWCH a30Ta, QyHKIHEH KOTOpOU siB-
nsercs BbIpaboTka okcuaa azota (NO). O
CUHMTaeTCs] OAHUM W3 Hamboyiee BaXHBIX OHO-
JIOTHYECKUX MEAMATOPOB, KOTOPBIA BOBJICYEH
BO MHOKECTBO (PM3HOJIOTHYECKUX MPOILECCOB.
B wactHoctn, NO ywacTByeT B peanu3anuu
TaKWX TPOIECCOB, KaK pacciiabiieHue TIaaKon
MYCKYyJIaTypbl COCYZIOB, Iepelada HEPBHOTO
HMITYJIbCa, CHIDKEHHE CIUTIAaHHs TPOMOOLIUTOB,
pETyJISANUs TOHyCa TTIaJKUX MBI, UMMYHHBIC
peakuuu u T. 1. [Toreps NO-onocpe1oBaHHBIX
2 dexToB Takke mpeapacroiaraeT K pa3BH-
THIO aTePOCKIIEepO3a.

Takum oOpa3om, ayienbHbIN BapuanT 298D
y TalMeHTa MPUBOJUT K YMCHBIICHHIO KOH-
LEHTPalud OKHCH a30Ta B KPOBEHOCHOM pyc-
Jie, BCIEACTBHE YEro CHIDKAeTCsl Ba3oAMiIaTa-
LU, YXYAIIAETCs PEOJIOTUS] KPOBHU, HapyIIaeT-
Csl POCT KOJUIATepalbHBIX COCYIOB. MyTarus
TaKXe CIOCOOCTBYET PAa3BUTHUIO aT€POCKIEPO3a
¥ acCOIMMPOBAHA CO 3HAYUTEIHHBIM PHCKOM
paszButusi MHbpapkTa Muokapaa. Kpome Toro,
oTpunaTeabHbI 3¢ ekt BapuanTa 298D BBI-
pakeHHO ycyryOmsercs Npu Hamuduu (akrta
KypeHUsI, yTSOKeIsisl HapylIeHUs] Ba3ojuiara-
1uu [3], 9TO yCTaHOBJIEHO Y OOIBHOTO.

Bropas roMo3uroTHas Mytanus — B T€HaX
PEHHH-aHTHOTeH3MH-aJIbI0CTEPOHOBON CHCTe-
Mbl (PAAC). I'en CYP 11B2 xommpyer ¢ep-
MEHT aJIbJIOCTEPOHCHHTA3y, POAYIHPYIONIYIO
QIBJIOCTEPOH, OJUH W3 BAXKHEHIIUX KOMIIO-
HEHTOB PEHHMH-aHTHOTEH3WH-AJIb/I0CTEPOHOBON
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Pe3ynpraTel reHOTHIIHPOBAHUS TOTUMOPGHBIX BAPHAHTOB TeHOB manneHTa C.

I'en Konglepgoeli%m [Mommophuzm Pesynbrat

NOS3(e) OunotenuansHas NO-cuHTa3a Glu298Asp TI'omo3urora
(G/T)
CYP11B AJbIOCTEpOHCHHTETA3a C344T T'omo3urora
GSTM ['moratoH-S-Tpancdepasa-u Del I'omo3uroTa
NAT2 N-aneTrii-rpancdepasa 2-ro THUIIA C481T I'eTeposurora
Gpla TpoMOOIMTapHBIHA MITHKONPOTEHH la C807T T'ereposurora
IL-1b WuTepneiikun 1b C+3953T I'eTeposurora
CYP1A2 IMutroxpom 1A2 Cl163A T'erepo3urora
NAT?2 N-anerun-tpancdepasa 2 Thma G590A T'ereposurora
ACE AHTMOTEH3UHITPEBPALLAIOLIUN I/D I'erepozurota
dhepmeHT

MTHFR Metunenterparuapodomnarpenykraza | C677T I'eTeposurora

cucremMbl. OH B CBOIO OYepeAb pEryIupyeT
MUHEpaJbHBIl 0OMEH B OpraHu3Me (BIHMAET Ha
oOMeH HaTpus, Kanusg U Bozsl). [lomumopdHas
3aMeHa MPUBOIUT K YBETHUYEHHUIO YPOBHS allb-
JNOCTEpOHAa 3a CYET IOBBIMICHUS HKCIPECCUU
I'€Ha, YTO HeceT B cebe BBICOKUI PUCK pa3BU-
TUA apTepUaIbHON runeprensuu [4].

Kpome Toro, B 3TOif ke cucTeMe TeHOB BbI-
sBiieH monmmMopdusMm B reHe ACE, xoTopsrid
KOAUPYET aMUHOKHCIIOTHYIO IIOCIIEI0BATEIb-
HOCTh aHTMOTEH3MH-TIpeBpaliamonero ¢ep-
MeHTa (AIID). DTOT hepMeHT TakKe SBISETCS
BOXHBIM (DU3UOJOTHYECKUM DPETYJISATOPOM ap-
TEpPHUAJIHHOTO JABJIEHUS M BOJHO-COJIEBOTO 00-
MeHa. OH mpeBpamiaeT LUPKYJIUPYIOIINI
B KPOBU HEaKTHBHBIH aHTMOTEH3MH | B aHTHO-
TEH3HH 2, 00JaJaroluii MOLIHBIM THUIEPTEH-
3UBHBIM JeicTBUEM. B ciydae ¢ paccmarpu-
BacMbIM ITAllACHTOM JAaHHBIA TE€H HaXOIMTCS
B rerepo3urotHoit popme (I/ D), HO BapuaHT
D nacnenyercs no ayToCOMHO-AOMHHAaHTHOMY
TUIy. DTO O3HAYaeT, YTO MOBBILICHHBIH PHUCK
CEpACYHO-COCYIUCTBIX 3a00JIeBaHUN CBsI3aH
kak ¢ romo3urotHo# (D /D), Tak u rereposu-
rotHoit (I/ D) ¢popmamu HacnenoBanus. Y ma-
LMEHTa apTepuanbHas TUIEPTOHHUA 3-il cTeme-
HA (mo 200/100 MM pT. cT.) peasM3oBaach
¢ 20-neTHero Bo3pacra.

TpeTbs TOMO3WUTOTHAs MyTauusi BBISBICHA
B CHCTEME I'€HOB aHTHOKCHUIAHTHOW W JETOK-
cukaronHoi cucrem — GSTM (u-rimoTaTHOH-
S-tpancepasa), IENCIUOHHBIA  MMOTUMOP-
(bu3M. DTOT TeH KOIUPYEeT aMHUHOKHCIOTHYIO
MI0CJIE0BATEIBHOCTh (DEPMEHTa ITyTaTHOH-S-
TpaHcdepassl, KOTOpas UrPaeT CYLICCTBEHHYIO
pOAb B MHAKTHBALUH 3JEKTPOQMIBHBIX Opra-
HUYECKHUX BerecTB. Hambompmmas skcmpeccust
reHa HaONOJaeTcss B TKAHIX MEYEHH, MOYeK
u xemynka [S].

B caygae nenmenuu (otcyTcTBHe) reHa dep-
MEHT TIIyTaTHOHTpaHcdepasa He CHUHTE3UPYEeT-
csl, B pe3ysbTaTe 4ero CocOOHOCTh OpraHn3Ma
MeTabOIM3UPOBATh IK30T€HHBIE TOKCHUYECKHE
COCMHEHHS 3HAYHUTEIbHO CHHXKAETCA. OTO
MPUBOANT K TMOBBIIICHUIO PHCKAa BO3HHKHOBE-
HUSl pa3NIUYHBIX (OPM paka, a TakkKe K HIlIe-
Mu4eckoi Ooye3HM cepama. Bo Bcex ciywasx
PUCK pa3BUTHS 3a00JIeBaHUI MHOTOKPATHO
YBENIMYNBACTCS MIPH KYPEHUH.

Baxwuelimei!l rerepo3uroTHoil Myrtamuen
y OONBHOTO SABISAIOTCS MONUMOp(QHBIE 3ame-
Hbl B T€HaX CHCTEMBI I'eMOCTasa, 4To 00y-
CJIOBJIBAET MPEIAPACION0KEHHOCTh K TPOM-
oodummm.

VY mnanueHTa He BBIABICH HH OJIUH IOJH-
Mopdu3M, BeOyIIMH K HApyIICHHIO IJIa3MEH-
HOTO (KOaryJIAIHOHHOTO) MEXaHW3Ma reMoCTa-
3a. Ho BbIsBIIEH mOTUMOPGU3M OJTHOTO U3 3-X
TPOMOOLIUTAPHBIX TJUKONPOTENHOB, OMpee-
JISIOMIETO CHCTEMY KIETOYHOTO TremMocTraza —
B reHe Gpla (TpoMOOIIUTApHBIA TIIHKOIIPOTEHH
la), xoTOpBIi KOOUPYET aMUHOKHCIOTHYIO IO-
CJIeI0BaTEeIbHOCT MHTETpHHA. TOT B CBOIO
ouepens SBISIETCS CHEeNHaIN3UPOBAHHBIM pe-
[ENTOPOM TPOMOOILIMTOB JJISi UX B3aHMMOCHCT-
BUS C MOBPEXAECHHON CTEeHKOW cocynoB. bia-
rojaps WHTETpUHAM TPOMOOLUTHI 00pasyIoT
MOHOCJION B 00JIaCTH TOBPEKICHHBIX TKaHEH,
YTO SBISETCS HEOOXOJUMBIM yCIIOBHEM BKITIO-
YEeHMsI MTOCIEAYIOUINX 3BEHbEB CBEPThIBAIOIIEH
CUCTEMBI KpoBH. B cirydae momumopdHoro Ba-
pHaHTa TaHHOTO T€HA OTMEUAEeTCs yBEIIMICHUE
CKOPOCTH TMPHUKPEIUIEHUs] TPOMOOLMTOB
K CTEHKaM COCY/OB, YTO NPUBOJUT K IIOBBI-
MIEHHOMY PHCKY TpoM000Opa3oBaHHs, a Clie-
JOBaTENbHO, K MHPAPKTY MUOKApAa U APYyTUM
CEPIICYHO-COCYIUCTHIM 3a00JIeBaHuUsM [6].
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B cucreme reHoB ¢onaTHOro 1ukina Obuia
BeIsBIIeHA MyTanusa B TeHe MTHFR (meTmnen-
teTparuapodoiaTpeykTasa). ITOT TeH KOIH-
pyeT aMHWHOKHCIIOTHYIO IOCIeI0BaTeLHOCTh
(depMeHTa MeTHIIEHTEeTparuapodoIaTpeyKTa-
3bl, KOTOPBII UrpaeT KIOUYEBYID POJIb B METa-
Ooommsme ¢omeBol KuCIoThl. OHa — cocTaB-
Has 4acTh KOMIUIEKCA BUTAMHUHOB Tpymmbl B.
B opranusmMe uenoBeka w )KMBOTHBIX KHCIOTa
HE CHMHTC3HUPYETCA, a NOCTYyIacT M3BHC BMECTC
C MHUIIEH W TPU STOM SIBISIETCS Ba)KHBIM dJie-
MEHTOM CHHTE3a HYKJIeHHOBBIX KucioT (JJHK
n PHK), nypunoB 1 nupumuanaoB. donuenas
KHCIIOTa JEWCTBYeT Kak KodakTop mist dep-
MECHTOB (1)OJ13THOI‘O IMHKJIa, BOBJICYHCHHBIX
B ouocuntes JJHK n PHK, a Takxe BKIIO4aeT-
Cd B IpPoHECC AOOCTAaBKMU MCTUJIBHLIX TPYIIIT
B TaK Ha3bIBaCMbIi IUKJI METHUIMPOBAHUS,
MpeBpaIAIONINI aMUHOKHUCIIOTY TOMOIIMCTEUH
B MeTuoHuH. Hapyienus B pabore hepMeHTOB
(oNaTHOTO MHKIA TPHUBOIAT K H30BITOYHOMY
HaKOIUIEHUIO TOMOLIMCTEMHA B TIa3Me YesloBe-
Ka (TunepromorcrenHemusi) [7].

OTO BemecTBO 00JaacT MPSIMBIM TTOBPEXK-
JAIOMIMM  JeCTBHEM Ha SHIAOTENHAIBHYIO
KIIETKY COCYJIOB, YBEITMYHBAET MPOIH(EpaIIIo
TJTaJKOMBIIIEYHBIX KJIETOK, BBI3BIBAET ITOBBI-
MIEHHYI0 CKJIOHHOCTH K TPOMOOOOpa30BaHHIO,
yCYTyONnsiss pPUCK HapyIICHUS apTepHaIbHOTO
W BEHO3HOro KpoBooOpamieHus. Hebmarompu-
SITHOE BO3JIeiCTBUE BapuaHTa T MOJIMMOPHOTO
doxyca C677T B 3HAUNTEIIBHOMN CTEIIEHU 3aBU-
CHUT OT BHEIMHUX (PAKTOPOB: HU3KOTO COJIEp-
KaHUs B Tmmie (oJIaToB, KypeHHs, TpreMa
aikorous [8].

Takum 00pa3om, y OOJIHHOTO BBISBJICHA Te-
HETHYEeCKasi MPeAPaACIIONOKEHHOCTh K apTepH-
TbHON THUIEPTEH3WH, peaTH3yIomasics depe3
PAAC c rumepanbI0CTepOHU3MOM, K Ba30KOH-
CTPUKIINY — B CBSI3M HEJOCTATOYHOM BBIPAOOT-
KOW OKCHIa a3oTa (MyTalli¥l dHIAOTETHATBHON
NO-cuHTa3B1), K TPOMOO3y — B CBS3H C Hapy-
IICHHSMA B CHUCTEME KJIETOYHOTO TI'eMOcCTa3a
(MyTammst TpPOMOOIIMTAPHOTO TIIMKOTPOTEHHA),
TUTIEPTOMONICTEMHEMHS (MyTalusi TeHOB (o-
JATHOTO IMKJIA) ¢ (OPMHUPOBAHHUEM aTepo-
CKJIep03a U aTepoTpomMO03a.

Koppexyus neuenus 6 ceazu ¢ 6visagneHHbl-
MU ROAUMOPDHBIMU 8APUAHMAMY 3AKITIOYALT-
csi B CIemyIoleM: KaTerOpUYecKHi OTKa3 OT
KypeHHS W YMOTpeOJeHHs aJKOToJisi Kak JIo-
MOJTHUTENBHBIX (aKTOPOB pPEaTH3aINH BBISB-
JIEHHBIX TMOJUMOP(U3MOB, TUETa C IMTOBBIIICH-

HBIM COJICpPKaHUEM (OJIMEBON KUCIOTHI — 3€-
JICHb, 3€JICHBIA Yail, opexu (apaxwuc), OBOIIH,
oTpyOH, IPONKIKH T. 1.

C 1enbio KOPPEKIUU AUCTUITHIEMHUY U Jie-
YCHHS apTEPHATBLHON TUIEPTEH3WU MAalUCHTY
PEKOMEHIOBAaHO MOBBINICHUE (DU3MUYSCKON aK-
TUBHOCTH: X0J1b0a OBICTPHIM T1aroM 10 30 mu-
HYT B JICHb, IOJIb30BaHUE JICCTHUIICH, a HE
TUQPTOM, BEJIOTPEHAXED MO CTYINECHYATOH CXe-
Me, iaBanue. s KoHTposs pU3n4ecKor Ha-
Ipy3KH PEKOMEHJIOBAaH IIaromep: HeoOX0IuMO
nenats He Meree 10 000 maros B A€Hb.

B cBsi3u ¢ TOMO3UTOTHOW MyTaluMend B CUC-
TEME T'EHOB, KOAMPYIOIIUX SHAOTCIHUATBHYIO
NO-cuntazy, uro BemeT kK morepe NO-ormoc-
penoBaHHBIX 3(dekToB, MyK4YHHE TPOBEICHA
3aMeHa [-aapeHo0I0KkaTopa KOHKOpa Ha HeOH-
neT (HeOWBOJIONI) B ONTHMAIBLHON ITO3UpPOBKE.
HeOuner sBisieTcsi KOHKYPEHTHBIM U H30Hpa-
TEJIBHBIM OJIOKaTopoM [1-aapeHOopenenTopoB,
HO B OTIIMYHE OT JAPYTHX IPErapaToB TPYIIIbI
[-0mokaTopoB OKa3bIBAaET Ba30IWIIATHPYIOIIEE
JIEHCTBHE 32 CUET MOIYJISIIUN BEICBOOOXKICHUS
penakcupytomiero ¢akropa (NO) u3 sHmoTe-
musi cocynoB. [loaTomy Hapsiay ¢ OCHOBHBIMHU
CBOHCTBaMHU BceX [3-O10KaTOpoOB HEOWJIET BBI-
3BIBAET MPSIMOI Ba30IUIIATHPYIOUIHH, a CIIe0-
BaTeNIbHO, U aHTHAHTUHAIBHBINA 3P QEKT y juil,
crpanaromux UbC [8].

[TommmMmopdHas 3amMeHa B TeHE allbJJOCTEPOH
cuatetasbl (CYP 11B2) 3a cyer moBwImeHUs
JKCIIPECCHU TeHa MPHUBOAUT K YBEITHUYECHHUIO
YPOBHS albI0OCTEPOHA M CHOCOOCTBYET pa3BH-
THIO apTepualbHOH runepren3un [9]. [TosTomy
JUTA JIEYeHHUs AAHHOTO TAaIfieHTa ObUT BBIOpaH
BEPONIHUPOH (CITUPOHOIAKTOH) B 03¢ 100 mMr
B CyTkd. [IpemapaT sIBISETCS KOHKYPEHTHBIM
AHTarOHWCTOM AaJIbJOCTEPOHA, IOBBIIIACT BbI-
BEJICHHE MOHOB HATPHUS M BOIBI B IUCTAJIbHBIX
KaHaJbIIax MOYEK, TeM caMbIM cHuxast A/l.

B cBa3u ¢ momumopduzMoM  (memnerueii)
B sokyce reHa ACE (cucrema PAAC) y mauu-
€HTa 3HAYUTEIILHO IOBBIIICHA BHIPAOOTKA aH-
THOTEH3UH-TIPEBPAIIAIONICT0 (PEepMEHTa, YTO
MIPUBOJUT K MOITHOMY THIIEPTCH3UBHOMY JICH-
CTBHIO. B CBSI3M ¢ 3THM JaHHOMY JIHITYy TIPOBeE-
JIEHO TIOBBIMICHWE 03B HMHTHOMTOpa AllD,
KOTOpBIA OJNIOKHMpYeT aKTUBHOCTH (hepMmeHTa,
B J1Ba pa3a (peHuTek 1o 20 Mr/cyT) u mpoBese-
HO KOMOMHHPOBaHHE C aHTATOHUCTaMU pellerl-
TopoB K aHruotreHsmny 11 (APA) — nuwoBan
(Bancapran). KomOwHanms ¢ mpemapaTtom
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rpynmel APA Obima oOycrioBieHa TeM, 4YTO
0J0Kaga aHTMOTEH3WH-TIPEBpaIaiomero ¢ep-
MEHTa MOJIHOCTBIO HE TapaHTUPYET MpeKpalle-
HHUe nporecca 00pa3oBaHUs aKTMBHOI'O aHTHO-
TeH3WHA 2 W3 aHTMOTEeH3WHa 1. DTOT mporiecc
TaK)Ke KaTaJu3upyeTcsd AaKTUBHOCTBIO XHMa3
[10]. bnokama >xe AT2-pementopoB MOJHO-
cThi0 mopasnseT AT2-apTepuanbHyro Ba3o-
KOHCTPUKLMIO, YMEHBILIAET BHYTPUKIYOOUKO-
BOE JIaBJIICHHE B IIOYKaX, CHWKAET CEKPELHIO
psiaa Ba3OaKTHUBHBIX COENMHEHWH W psna Trop-
MOHOB (HOpaJpeHalNH, albIOCTEPOH, Ba30-
MIPECCUH, SHAOTEeNEnH 1 u T. 1.).

C nenpio JTUKBUAALMHM THIIEPrOMOLIUCTE-
HUEMUH, TalWeHTy Ha3HaueH MOCTOSHHBIN
€XeTHEBHBIH TPUEM 5 M (OJTHEBON KUCIIOTEHI,
2 mr ButamuHa B¢ 1 6 MKTr Butamuna B,.

B kauecTBe XOJeCTEpHHCHUKAIOIIETO Ipe-
napaTa MCIIOJIb30BaH KpecTop (po3yBacTaTHH)
B mo3e 20 wmr/cyt. Ilo cpaBHeHUIO cO BceMu
CYIIECTBYIOIMMHU CTaTUHAMHU KpecTop obec-
[I€YMBAET ONTHUMAJIbHOE JOCTH)KEHHUE IIENIEBBIX
ypoBHe#t xonecrepuna JIIIHII u wambonee
3HAYMMOT'O TIOBBIIIEHUS] YPOBHS XOJIECTEpHHA
JIIBIT Bo Bcem amama3zone 1103. KomOuHMpO-
BaHHOE Ha3HaueHWe MHTHOWMTOpa AIID, aHTa-
ronucta APA 2 u cTatvHa 3HaYUTEIBHO CHHU-
JKAeT PHUCK CEplIeYHO-COCYJIUCTBIX OCIIO0XKHE-
Huit [11].

Koppekuuss neueHnss cucTeMbl reMocrasa
HE MPOBOJMIACH B CBSI3M C aJCKBaTHBIM CHU-
XKEHUEM KOaryJsIMU W arperanuud TpomMOouu-
TOB. BBUIO pEKOMEHAOBAHO MPOAOIKHUTE MpPU-
€M KOMOMHAIMHK IperapaToB (IUIaBUKCA U Kap-
JTUOMarHuia).

Oddexr nedenus oueHuBancs depes 3, 6
u 9 MecsiueB oT Hadana Tepanuu. [Ipu ocmoTpe
NanyeHT OTMedall yJaydlleHHe oOIIero camo-
YyBCTBHSI B BHJE IOBBIIICHUS TOJCPAHTHOCTH
K (PU3UYECKUM HArpys3Kam, OTCYTCTBUE OMBILI-
KU, aHTUHO3HBIX IpucTynoB. OnpeneneHa cra-
Ounmzauust remoauHamukd, AJ] Ha ypoBHe
120-130 / 80 MM pr. cT.

[Ipu naGopatopHOM O00CIEIOBAaHMH OTME-
YeHBI LeJIEBbIC 3HAUCHHsSI MOKa3aTelel JTUmu-
HOTO CHEKTpa: XxonecTepuH 3,6 mmonb/m, XC-
JIBIT 0,9 mMoaw/n, XC-JIHIT 2,54 mmonaw/i,
Tr 1,8 MMomb/1, KO(QQUIMEHT aTeporeHHO-
ctu 3,1, ypoBeHb T'OMOLMCTEHA CHM3MJICS 0
6 Mxmonp/11. [Ipu Y3 xorTposne Opaxunedains-
HBIX apTepuil IMHAMHKH HE BbIABIEHO. [lo
nanaeiM  OKI', ompeneneHa mNoJIOKUTENbHAS

JUHAMHUKa B MUTAaHUW MUOKap/a JIEBOTO XKely-
JOYKa.

Takum 00pa3zoM, y paccCMOTPEHHOTO Malu-
eHTa Oblia BBISBICHA COBOKYIHOCTH IIOJIU-
MOP(HBIX BapHaHTOB I'€HOB-KaHAMIATOB Cep-
JEYHO-COCYMCTON MaTOIOTHH, 00YCIOBHBIINX
paHHee (OPMHPOBAHHE TKEIOW apTepHaib-
HOW THUNEPTEH3WH, pPEUUIUBUPYIOMNX WH-
(bapkToB MHOKapaa, HapyLICHUS MO3TOBOTO
KpoBooOpamerus. C y4eToM IOTYYEHHBIX
TeHHBIX TOJIMMOP(HU3MOB IMPOBEAEHA KOPPEK-
sl JICKApCTBEHHOW Tepanuu, [03BOJUBILEH
JOOHUTHCS CTAOMIM3alMU COCTOSHUS TalMeHTa
N0 KIMHUYECKUM M Jab0paTOpHBIM IOKa3are-
nsM. B panmpHeineM IutaHHpYeTCsl MPOZIOI-
JKUTh HaOMIOAEHUE U JIEYCHUE, KOHTPOJIbHBIC
V3U wuccrnepoBaHus COHHBIX M KOPOHApPHBIX
aprepuii (kopoHaporpadus) depes 12 u 24 mec.
JICYCHHUSI C OLICHKOH 3 (EKTUBHOCTHU TEPAITUH.
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