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reHequeCKoe TeCcTMpoBaHue CNYyXUT MeToaun4eckum 6a-
31MCOM HOBOI0 Hay4HOro HanpasfieHUss — nepcoHannau-
pOBaHHOW NPEANKTUBHOW MeAuuUUHbI, UMeloLen npodunak-
TUYECKYI0 HanpaBfeHHOCTb W npegnonarawLen getanbHbin
yyeT HacnefCTBEHHON O6YCNOBMIEHHOCTN MyNbTUdAKTO-
puanbHbIX 3a6oneBaHUii, Ha OCHOBE KOTOPOro MOXeT ObiTb
peanu3oBaH UWHAMBUAYaNU3MPOBaHHbLIA TepaneBTUYECKUNA
noaxon K 6onbHbIM [1]. B cBA3M C¢ 0CO60M Ba>XHOCTbLIO 3TOW
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npo6nemMbl ANA HEOTNOXHOW KapAnonornn Hamu 6binu npo-
BeeHbl MONEKYNAPHO-reHeTu4Yeckne nccrnenosaHns Ha 6ase
kapguonornyeckmux otgeneHnn PITHKL n N'KB Ne 4 r. Mo-
CKBbI [2-5].

OfHUM 13 06bLEKTOB HaLLero ndyydeHus Obin gByannenb-
Hbi I/D (insertion/deletion) nonumopcdunam reHa aHrmoTeH-
3nHnpeBpalatowiero depmenta (AlMNP), wngeHTudukauymsa
BapMaHTOB KOTOPOro OCHOBaHa Ha Hanu4uu (annens l) nnu
otcytcTBumM (annenb D) B uHTpoHe 16 reHa Ald BcTaBku 13
287 nap HykneoTngos (xpomocoma 17g23). Hapsagy ¢ reHom
AMN® ppyrumMm O6LEKTOM W3YyYEeHWs MOCNYXWUN AByannenb-
Hel Hindlll OHK-nonuMmopdunam reHa nunonpoTenHnmnassl
(JIrJ1), cBasaHHbI ¢ Hanuumem (H*) unu otcytctBuem (H)
canTta pectpukumn ana pectpukTtasbl Hindlll B nHTpoHe 8
(xpomocoma 8p22).

MMonyyeHHble HaMK OaHHble, KacarLlmnecs pasnnyHbix ac-
coumaumin 1 MexaHuU3MOB BIUSHUS 3TUX NONUMOpPrn3MoB
Ha naToreHe3 KOPOHapHOW HeJoCTaTO4YHOCTU, WU aHanua nu-
TepaTypHbIX UCTOYHWKOB, MOCBSLLEHHbIX NpobriemMamM reHe-
TUYECKOW KapAmonornm, no3soiniaM HaMeTUTb BO3MOXHbIE
nyTV panbHeuwero muccneposaTenbCKoro noucka. Hanpwu-
Mep, OO0 CUX MOp HEN3BECTHO, CYLLEeCTBYET IN CBA3b MeXAy
TSAXKECTbIO KITMHNYECKNX NPOABIIEHUN ULLEMUYECKOM 6ONEe3HN
cepaua, onpefensaolmx Heb6naronpuUaTHbIA 6AVXKaNLLMA U
OTAAsNeHHbIN NPOrHo3bl NaUnNeHToB, U HOCUTENLCTBOM eHO-
TUMNOB, CHUTAIOLLMXCA HaAcNeACcTBEHHbIMU hakTopamMu pucka
BO3HUKHOBEHUSA 3TOro 3abonesaHus. [ns oTeBeTa Ha CTOSb
aKTyarnbHbIA BOMPOC BTOPUYHOW NPOUNIAKTUKN CepaeyHo-
COCYAMUCTBLIX OCMOXHEHUN Mbl U3y4nnn pacnpepeneHue y
60nbHbIX UBEC reHotunos DD, ID u Il rena AMN® v reHoTu-
nos H*H*, H*H- n H'H-, kotopbimn npeactasneHd Hindlll OHK-
nonumMopduam rexa JIMJ.

Llens nccnepoBaHnMa — OLEHUTb 3aBUCUMOCTb GnunXan-
LUNX N OTAANEHHbLIX UCXOO0B MLLEeMUYecKon 6onesHn cepaua
OT FreHeTUYeCKUX XapakKTepucTuK 60MbHbIX.

MaumeHTbl M MeTOAbI

MonekynspHo-reHeTU4eCKnin aHanna o6pasuos kKposu 185
MY>XX4UH (cpegHuii Bo3pacT — 57,15 + 7,42 roga), rocnuta-
NN3NPOBAHHLIX MO CKOPOW MOMOLLM C NOAO3PEHNEM Ha BO3-
MOXHbIN MHapKT Mnokapga (VM) B 6nok kapgunopeaHmma-
U1K, OCYLLECTBNANN B nabopaTopumn KIMHNYECKOW FreHeTUKN
PHKL no paHee onucaHHbiM MeToaukam [3, 6, 7]. B xoge
KIMMMHUKO-UHCTPYMEHTANbHOro 1 naéopaTtopHoro o6cnepno-
BaHWA OMarHo3 «MHMapKT Muokapaa» Oblfl NOATBEPXAEH Y
131 60nbHOro. VIHhapkT mMuokappa, OCMOXHEHHbIn pasBu-
TUEeM TSXKenbIX HapyLLIeHUn puTMa 1 NpoBOAMMOCTU cepaua,
OTEKOM Jerkux, KapAnoreHHoIM LLOKOM, pa3BuUTUEM OCTPOM
aHeBpPU3Mbl NIEBOro Xenyao4vka UnuM paHHer nocTUHGapKT-
HoM cTeHokapaven (NM,,), Habnwopganu y 75 60MbHbIX,
UMEBLUMX OOHO WM HECKOSIbKO M3 [aHHbIX OCNOXHEHUR. Y
56 60nbHbix IM npoTekan 6e3 ocnoxHeHnn (MM, eocn), @ 'y 54
60mnbHbIX nocrne ncknyeHns VIM 6bin yctaHoBrneH gnarHos
«HecTabunbHasa cTeHokapausa» (HC). Bce nauweHTbl nony-
Yanu cTaHpapTHYK Tepanuio fgesarperaHtaMmu, HuTpaTamu,
6eTa-afgpeHobnokaropamu, nHruéutopamu Ard u npopon-
Xanu peKoMeHOOoBaHHOe NevyeHwe Ha NoCTrocnuTanbHOM
aTane.

C 2005 r. NnpoBOOUNIN €XErofHbIA KOHTPOSIb COCTOSIHMSA
BCEX BbINMUCAHHbLIX M3 cTauMoHapa reHOTUMUPOBaHHbIX Ma-
LMEHTOB [ANS OCYLLUECTBMIEHUS FeHOTUNMYeckn aunddepeH-
LMPOBaHHOrO aHanua3a oTAasneHHbIX UCXOL0B 3aborneBaHus
N BbDKMBaeMOCTU 60MbHbIX. OTa 3afjada 6Obla nocraBneHa
B CBA3U C 3akntoyeHnem B.C.bapaHoBa (2009), 4TO He no-
nepeyHble, a TOMbKO NPOLAOSIbHbIE MHOrOMeTHUE Habnwpe-
HUA MOTYT CNOCO6CTBOBATbL MNPEOAONEHNIO MHOIMOYUCNEHHbIX
6apbepoB Ha MyTW BHeOPEHUs B NPaKTUKYy FeHeTM4ecKoro
TeCTMPOBaHUA HacCNeACTBEHHOW MpPefpacnofioXXeHHOCTN K
TakuM TsXxenbiM 3ab6oneBaHuaM, kak MIBC. MNpuabiBas k npo-
BeOEHMWIO NIOHTUTIOAHbIX MPOCMNEKTUBHBIX MCCNenoBaHWi, aB-
TOp OTMeYars, YTO «K COXasleHUt0, O6bEeKTUBHbIE TPYOHOCTH
opraHusauum, CNoXHOCTU OLEHKN OTAaNeHHbIX pe3ynbTaTos
CYLLLeCTBEHHO 3aTpyAHAT ux nposefeHune. MNMoatomy conupa-
Hble MPOCNEeKTUBHbIE UCCNEefoBaHUA pPe3ynbLTaToB reHeTnye-
CKOro TECTMPOBAHMA NoKa oTcyTcTBYIOT» [1]. CTpemsack, xoTs
6bl 0THACTW, BOCMOMHUTbL 3TOT Npo6en, Mbl NPOBENN NATUNET-
Hee nccnepoBaHue Mno rMpoBepKe rmnoTesbl 0 3aBUCUMOCTHU
KakK 6nmxanLmnx NCXo4oB OCTPOr0o KOPOHApPHOro CMHApoma,
TaK 1 oTganeHHblx ucxogoB MIBC oT reHeTU4ecknx xapakre-
PUCTMK NaLMNEHTOB.

MeTop 6ansnbHbIX OLEHOK [1] n3y4aembiX reHOTUNOB Npu-
MEHANN AN onpefeneHns reH-reHHbiXx B3avMogencTBUin u
BO3MOXHbIX CBA3eN anneneun, npegpacnonaramimnx K pas-
Butuio IBC, ¢ BbIpaXXeHHOCTbIO TPagMUMOHHbIX (DaKTOpoOB
pucka atoro 3abonesaHus. B Habnogaemol Bblbopke ap-
TepuanbHasa runepToHus 6bina y 57 (30,81%) venosek, no-
BbILLEHHbIN YPOBEHb XoflecTepuHa kposn — y 50 (27,03%),
nHaekc maccol Tena 6onee 30 kr/m2 — y 27 (14,59%), ca-
XapHbli gnabet 2 tuna — y 8 (4,32%) 60nbHbIX, a coYe-
TaHve OByX u 6onee chakTopoB pucka nmenu 36 (19,46%)
o6cnegoBaHHbIX.

Mpn cTatncT4eckoM aHanuae MosnyvYeHHbIX pe3ynsTaTos
MCNonbL30Banu KpUTepuin y* ¢ nonpaskow Wetca, F-kputepuit
duwepa 1 KoaddurLUMeHT paHroBon koppenaumm CnnpmeHa.

Pe3ynbTaTbl UCCNEeAOBaHUA U UX Och)KﬂeHlﬂe

MauneHTbl ¢ roMo3nroTHbliM reHotTunom DD reHa AMN® u
nayMeHTbl C TOMO3UrOTHbIM reHoTunom H*H* rena JIMJT go-
cToBepHo (p <0,05) 4awie nepeHocunu UM, Torga Kak y Ho-
cutenen retepo3uroTHoro reHoTuna ID o6ocTpenue UBC po-
cToBepHo (p <0,05) 4aule npotekano B popme HC (tabn. 1).
B rpynne 6onbHbIX IM HOCUTENBCTBO FOMO3UIOTHOIO FEHO-
Tuna DD reHa AMN® Takxe oka3sbiBano NPOrHOCTUYECKU He-
6naronpuaTHoOe BnvsaHWe (Tabn. 2).

BonbHble M ¢ reHotunom DD reHa AMN® pgoctoBepHO
yalle UMenn XU3HeYrpoxarLine OCNnoXHEHUS B OCTPOM ne-
pvone 3aboneBaHus, a 6onbHble ¢ reHoTunom ID goctoBep-
HO 4alle nepeHocunu ero 6e3 OCNOXHEHUN. BepoAaTHOCTb
OCTOXHEHUN UMera HeJOCTOBEPHYIO TEHAEHLUMIO K NOBbILLE-
HUWI0 Yy HocuTener reHoTuna H*H*rena JIMNJ1. Takum o6pasom,
B CpaBHMBAEMbIX rpynnax no Mepe HapacTaHus TAXECTU CO-
matundecknx HapyweHnn (HC—MM,eocni—VMocn) BbISIBNIEHO YBE-
NN4YeHne 4acToTbl BCTPe4YaemMocTu Hocutenen reHotuna DD
M CHWXEHME 4acTOoTbl BCTPEYAEMOCTU HOCUTENEN reHoTU-
na ID n reHotmna Il reHa AMN®. B aTux xe rpynnax obHapy-
>XXEHO yBeNIM4eHne 4acToTbl BCTPEYaeMoCTU HOCUTENEN FEHO-
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M nHcpapKTOM MUOKapaa

Mcecnegyemble reHoTUMbI

reHos Al®D v M1 (n=54)
DD 14 (25,9%)
ID 29 (53,70%)
I 11 (20,37%)
H+H* 20 (37,04%)
HH- 28 (51,85%)
HH- 6 (11,11%)

Tabnuua 1. Yactota BCcTpeyaemMocTn Hocutenen reHotunos reHa AM® u reHa JIMJ1 B rpynnax 60sbHbIX HECTa6UNLHON CTeHOKapauen

HecTtabunbHas cTeHokapaus

3neck v B Ta6/. 2-6 ykazaHa JOCTOBEPHOCTb pasnnyus (p) CpaBHUBAEMbIX [PYII 110 KPUTEPUIO y C NornpasKoii MeTca Ha HenpepsIBHOCTb;
*— p <0,01; ™ — p <0,05 npn cpaBHEHUM C rPymnoy 60sbHbIX HECTAOWITbHOUM CTEHOKapANEN

VHdapkT Mmrmokapaa
(n=131)

71 (54,20%)*
44 (33,59%)**
16 (12,21%)
78 (59,54%)**
44 (33,59%)
9 (6,87%)

U OCJI0OXKHEHHOro Te4eHus

Wccnepyemble reHOTUMbI FeHOB NMieocn
AMN® v JITJ1 (n =56)
DD 17 (30,36%)
ID 29 (51,79%)
I 10 (17,86%)
HH 31 (55,36%)
H*H- 19 (33,93%)
HH 6 (10,71%)

*— p <0,001; ** — p <0,01 npu cpaBHeHUM ¢ rpyrnovi 60s1bHbIX ¢ UMeocn

Ta6bnuua 2. Yactota BCcTpeyaeMocTu reHotunoB reHa AMN® u rena JIMJ1 B rpynne 60nbHbIX MH(PAPKTOM MUOKapAa HEOCJIOXXHEHHOro

MMOCI’I
(n=75)

54 (72,00%)*
15 (20,00%)**
6 (8,00%)
47 (62,67%)
25 (33,33%)
3 (4,00%)

Tuna H*H* renHa JIMJ1 n cHUXeHne 4acToTbl BCTPEYAEMOCTU
HocuTenen reHotunoB H*H- un reHotuna HH- rena JIMNJ1. Mo
MeTody 6anfbHbIX OLEHOK, YyCPeOHEHHbIN nokasaTenb BUs-
Hua annenen D rena AlN® wn H* rena JIMJ1 6610 goctoBep-
HO Bbllwe Yy 60MbHbIX M, 4yem y 60nbHbIX HC (1,94 + 0,06 1
1,58 + 0,10 6anna cooTBeTCTBEHHO; p <0,01), 1 gOCTOBEPHO
BblLe Yy 605bHbIX Mg, 4eM y 60MbHbIX UM,eocn (1,88 + 0,07
n 1,36 + 0,08 6anna cooTBeTCTBEHHO; p <0,01).

Tem cambim y 60nbHbIX MIBC Hanbonee He6naronpuaTHbIM
B OCTPOM nepuofe 6051e3HU 6bISI0 coYeTaHMe HOCUTENbCTBA
reHotuna DD reHa AMN® u reHotuna H*H* rena JIMNJ1, BbI-
ABNEHHoe y 52 60MbHbIX. ITO coyeTaHUe MpPUCYTCTBOBAsO
B rpynne 6onbHbix HC y 6 (11,11%), a B rpynne 60mnbHbIX
MM — y 46 (35,11%) naumeHToB (p <0,01), BcTpeyvasicb y 11
(19,64%) 60nbHbIX UM,eoen 'y 35 (46,67%) 60nbHbIX Moen
(p <0,05). Hanbonee pepkum y obcrnefoBaHHbIX NauMeHToB
6bi10 co4vetaHue reHotuna Il reHa AlN® m reHotuna HH-
reHa JIMJ1. ToT chakT, 4TO 3TO coveTaHWe WUMENo MecTo
nmwe y 1 6onbHOro HC ny 1 6onbHoro MM,eecn, BEPOSTHO,
MOXET CBUAETENbCTBOBATb O MPOTEKTUBHOW ponu annens |
reHa Ao v annens H- rexa JIMJ1 B oTHOWeEHUN pUcka BO3-
HUKHOBEHUS 1 HebnaronpuaTHoro TedeHus NBC. K Tomy xe
BNVSIHWE 3TUX annefiel B COBOKYMNHOCTU, No MeToay 6asnib-
HbIX OLIEHOK, XOTH U He OBHapyXuBano CBA3EN C UHOEKCOM
Macchbl Tena, Ho UMesio AOCTOBEPHbIE oTpuLaTesbHble Koppe-
NAUUU C YPOBHAMU CUCTONMMHECKOrO apTepuanbHOro gasne-
Hua (R = -0,25; p <0,001), obwiero xonectepuHa (R = -0,22;
p <0,01) n caxapa B kpoeu (R = -0,19; p <0,05). Tem cambim
CKJIOHHOCTb K apTepuanibHON runepToHUN, HapPYLLUEHUAM XO-
N1ecTepMHOBOro 1 yrneBogHOro o6MeHa Kak haktopam pucka

MBC moxeT 6bITb CNeacTBMEM COBOKYMHOrO BAMAHWUS anne-
nen D rena AMN® n H* rena JMJI.

Ha 2-m artane unccneposaHua — B OTAANEHHbIA Nepuop
oT o6ocTpeHua MNBC, nocnyXwuBLlero npu4YMHOW rocnuTa-
nmsaumn naumMeHToB, — OLEeHMBanu netasnbHble UCXOdbl, UX
NPUYMHBbI U CPOKM HACTYMNMIEHUA CMEPTH, a TakXe HOBble He-
aTtanbHble cnydamn o6octpenns NBC B popme HC nnun NM.
3a 5 net Ha6bnofgeHusa na 185 6onbHbIX ymepnu 50 (27,03%)
yenosek. lMpuyunHon cmeptn y 43 (23,24%) 60nbHbIX 6bin
UM, ay 7 (3,78%) naumeHTOB HacTynfieHne cMepTu 6bino
CBSI3aHO C HEKOPOHaPOreHHbIMWN NPUYNHAMU — C OHKOJIOMU-
YecKoW natofiorner y 6 60sbHbIX U C HECHACTHbLIM Criy4yaem
y 1 naumeHTa.

N3 54 6onbHbix HC ymepnn 6 (11,11%), a n3 131 601b-
HbiXx UM pocTtoBepHo (p <0,05) 6onbwe — 44 (33,59%) ve-
noseka. Pasnuumns no ymcny netanbHbIX MCXOQOB B rpynne
13 56 60MbHbIX NMueocn — 12 (21,43%) cniyqaesB cmeptn, U B
rpynne n3 75 60nbHbIX UMy, — 32 (42,67%) cnyvas, Takxe
JocToBepHbI (p <0,05). 3aKOHOMEPHO MeHbLUas NATUIETHANA
BbDKMBAEMOCTb 6O0SIbHBIX C U3HAYaNbHO 6O0NbLUENA TAXECTbIO
HapyLleHU coMmaTuyeckoro craTtyca 6blna accoummpoBaHa
C MOBbILLEHHON 4acTOTOW BCTPE4YaeMoCTU HOCUTENen reHo-
Trna DD rena AMN® u HocuTenen reHotuna H*H* rena JIMJI
(B rpynne 6onbHbix M no cpasHeHuto ¢ HC u B rpynne
605bHbIX Mg, Mo cpaBHeHnto ¢ M, e0cn). pn 3TOM 13 BCeEX
50 ymepuwmnx nauneHTtoB reHotun DD rena AMN® wnmenu 35
(70%), a reHotmn ID — 10 (20%) 60MnbHbIX, 4TO JOCTOBEPHO
(p <0,001) pexe.

FenoTtun Il reHa AlN® Takxe BcTpevancs [OCTOBEPHO
(p <0,001) pexe — nuwb y 5 (10%) CKOH4YaBLUMXCSA 6ONb-
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HbiX, 4YeM reHoTun DD. B uenom Hocutenen reHotmnos ID
n 1l reHa AMN® cpegn ymepnx 6bi10 goctoBepHo (p <0,01)
MeHbwe — 15 (30%), 4em HocuTenen reHotuna DD. lMo-
Ny4EeHHble HaMW [daHHble O CYLWEeCTBEHHOM BKNage reHo-
Tuna DD B TaHaToreHes y KOpOHapHbIX 60MbHBLIX COOT-
BETCTBYIOT pe3ynbraTaM reHeTU4eckoro uccrnegoBaHug,
OCYLLIECTBIEHHOr0O Ha MaTepuane ayToncum naunmeHTos,
ymepinx ot UM [8].

Cynsa no fOCTynHOW Ham nNuTepaType, nccnenoBaHus, no-
cBsiweHHble BanaHuio Hindlll AHK-nonnmopduama rena JrJl
Ha pUCK neTtanbHbIX UcxodoB y 6onbHbix UBC npu mMHoro-
neTHeM HabnwaeHuu, euwle He NPoOBOAMSN, OOQHAKO B psage
KJIMHUKO-TeHEeTUYECKNX COMOCTaBNeHUn 6blnia obHapyXeHa
CcBA3b cny4vaes pa3sutua UM c HocutenbctBoM reHotuna H*H+
reda JIMNJ1 [9-11]. B Hawen BbIGOPKE B rpynne ymepLunx na-
UMEHTOB BCTpeYyaemMocTb reHotuna H*H* rena JIIMJ1, koTopbin
nmenun 33 (66%) 605bHbIX, 6bln1a fOcTOBEPHO (P <0,05) 60nb-
Ler No CpaBHEHUIO C BCTPeYaemMocCTbio reHoTuna H*H-—y 16
(832%) nauneHToB, U MO CPaBHEHMUIO C BCTPEYaeMOCTbIO FeHO-
Tvmna HH — nuwb y 1 (2%; p <0,001) ymepLuero 60nbHOrO.
B uenom Hocutenen reHotunos H*H un HH rena JIMNJ1 — 17
(84%) 4yenoBek, cpean ymepLumnx 6b1510 focToBEpPHO (p <0,05)
MeHbLLEe, YeM HocuTenen reHotmna H*H*.

OTn HabngeHns No3BONUNM HaM Ans falibHEeNLero aHa-
nM3a cymmupoBaTtb konuyecTBo 60nbHbix UBC, mmetownx
annenb H rena JIMNJ1 B rOMO3UIOTHOM UNU B reTEPO3UTOTHOM
COCTOSIHUW, U CPaBHUTb 4acTOTy BCTPe4YaemMoCTU Cly4aeB
CMEepTN MO KOPOHAPOreHHbIM U HEKOPOHAPOreHHbIM NpUYMHaMm
B rpynne 60sbHbIX ¢ reHotunoMm H*H*rena JINJ1 n B 06benu-
HeHHoM rpynne 60MbHbIX ¢ reHoTunamu H*H -1 H'H-. Takum xe
06pa3om Mbl COMOCTaBMANM NnokasaTtenu netanbHOCTU B 3a-
BUCMMOCTU OT nonumopdunamMa reHa AlNd, cymmmpoBas Konu-
4eCcTBO 60MbHLIX ¢ reHoTunamu ID u Il, ona cpaBHeHUs aTon
06beMHEHHOW TpynMbl MO Cry4asMm feTanbHbIX UCXOO0B OT
pasHbIX NPUYKH € rpynnon Hocutenen reHotuna DD rena AMNo®.
ToT hakT, 4TO NPOrHO3 6NaronNpPUATHLIX U HEGNAronNPUATHLIX
oTpaneHHbix ncxopos MBC npu nATunetTHem HabnogeHUn Mo-

XET onpenenaTbCs He TONMbKO KMMHUYECKUMU, HO N FreHeTu4e-
CKMMW (hakTopamu feMOHCTpupyeT Taon. 3.

[MoBblWeHMe puCcKa cMepTu BCNeACcTBME HOBOro dpatasb-
Horo o6ocTpeHus MBC n pazsutua IM okasanocb CBi3aHbIM
c HocutenbcTBOM reHotuna H*H* rena JIMJ1 n B ewe 60nb-
Len cteneHn — ¢ HocuTenbcTBoM reHotuna DD reHa AMNO.
B rpynne nauMeHToB, MMeOLWMX coYeTaHne 3TUX NPOrHOCTH-
YeCKM He6NaronpuATHbLIX FeHOTUNOB, 6051ee NONIOBUHbI YyMep-
nn B TeveHne 5 neT rnocne BbIMUCKU U3 KapAnoNorm4yeckmnx
oTaeneHun (Tabn. 4).

Kak cnegyet 13 Tabn. 4, KONMYeCcTBO NeTalnbHbIX UCXO-
0OB cpeau 60MbHbIX, UMeLWnX codeTaHue reHotunos DD
reHa AMN®d n H*H* rena JIMNJ1, npesbiwano cyMmapHoe 41Mcno
cnydaeB CMepTU y 605bHbIX C APYrMMU COHETAHUAMWU FTEHOTU-
NOB AaHHbIX FTEHOB N K TOMY Xe 6b1510 focToBepHO (p <0,05)
60/1bLUNM MO CPABHEHUIO C YACMOM Clly4aeB CMEPTU Kak cpe-
Oun 60MbHbIX, UMetoLmx codeTaHme reHotunos DD n H*H-, Tak
1 cpeau 60sbHbIX CO BceMu BapuaHTamu reHa J1NJ1 B coveTa-
HUK ¢ reHoTunom ID reHa AT ®. Mo meToay 6annbHbIX OLLEHOK,
ycpeOHeHHbIN nokasaTtenb BAuaHUA annenen D reHa AMNO u
H* reHa JIMJ1 66101 4OCTOBEPHO BbILE Y CKOHYaBLUUXCA Nnaum-
€eHTOB, 4eM Yy BbbkuBwmux (1,79 + 0,07 n 1,40 + 0,27 6anna
COOTBETCTBEHHO; p <0,01).

BaXHO OTMeTUTb, YTO LOCTOBEPHbLIX OTAMYMA NO BO3pa-
CTYy rpynnbl yMepLUnx 60MbHbIX C codeTaHueM reHotunos DD
reHa AMN® w H*H* rena JIMJ1 oT o6beguHeHHOW rpynnmbl
yMepLIMX HOCUTEeNeh BCeX APYrux reHOTUMUHECKUX cove-
TaHWI nccnegyemblXx HaMu reHoB He 6bino (60,68 + 6,42 u
64,75 + 5,53 roga cooTBeTCTBEHHO; p >0,05). OgHako 3Tn
OBe rpynnbl 60MbHbIX, UMEBLLUNX N HE UMEBLLUNX B FEHOME CO-
yeTaHus reHotunos DD n H*H*, gocToBepHO pasnu4anuck no
CPOKY HacCTynneHus fetanbHbIX MCXOO0B B OTOANEHHOM ne-
puofe nocrie BbINUCKK N3 cTauuoHapa (tabn. 5).

Haunbonblias netanbHOCTb 60fIbHbIX C COYETaHMEM FEHO-
Tmnos DD n H*H* oTMe4veHa Ha NPOTSAXEHUN MepBbIX ABYX
neT, U BCNeacTBmMe 3Toro nocne 3-ro roga Ha6bnwogeHus Yunc-
10 neTanbHbIX UCXOO0B CTano OOCTOBEPHO npeobnagatb B

Ta6bnvua 3. Y1cno n NpUYNHLI NeTanbHbIX UCXOA0B B reHoTUnNuyeckn auddepeHunpoBaHHbIX rpynnax 60sbHbIX

[eHoTUNbI
|-|pVI'~WIHbI netasibHbIX NCXOO0B
DD (n = 85) IDwll (n=100) H*H* (n = 98) H*H wn HH- (n =87)
M 32 (37,65%) 11 (11%)* 30 (30,61%) 13 (14,94%)**
HekopoHapHas cmMepTHOCTb 3 (3,53%) 4 (4%) 3 (3,06%) 4 (4,60%)
Bcero 35 (41,18%) 15 (15%)* 33 (33,67%) 17 (19,54%)

* — p <0,01 npu cpaBHeHUn ¢ rpynnovi Hocutenev reHotuna DD reHa Al®;
** — p <0,05 ripu cpaBHeHUU ¢ rpynnovi Hocutesevi reHotuna H*H* rena JirJ1

anILIMHbI netarnbHbIX

Tabnuua 4. Yucno netanbHbIX UCXOAO0B B rpynnax NaumMeHToB € Pa3finiyHbIMM co4eTaHUsAMU reHoTunos reHa AlN® u rexa JIMJ

CoyeTaHusi FreHOTUMOB

1CX0A0B DDuHH* DDuHH  DDwuHH ID n H*H* ID v H*H- IDuHH Il v HH* Il v HH- v HH
(n=52) (n=27) (n=6) (n=236) (n=30) (n=7) (n=10) (n=15) (n=2)
UM 25 6 1 3 3 0 2 3 0
(48,08%) (22,22%) (16,67%) (8,33%) (10,00%) (0%) (20%) (20%) (0%)
HekopoHapHas 3 0 0 0 4 0 0 0 0
CMEpPTHOCTb (5,77%) (0%) (0%) (0%) (13,33%) (0%) (0%) (0%) (0%)
Beero 28 6 1 3 7 0 2 3 0
(53,85%) (22,22%) (16,67%) (8,33%) (28,33%) (0%) (20%) (20%) (0%)
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B pa3jiniyHble CPOKN OT MOMEHTa BbINMUCKU

CpOK HacTynjeHna cMepTun

OT MOMEHTA BbIMUCKMN (n=28)

1roa 11 (39,29%)
2roga 12 (42,86%)
3roga 4 (14,29%)
4 ropa 1 (3,57%)
5 net 0 (0%)

Ta6bnuua 5. Yucno netanbHbIX UICXOAOB CpeAu 60JIbHbIX C HANIMYMEM U OTCYTCTBUEM co4veTaHusi reHoTunoB DD reHa AMN® u H*H* rena JiNJ1

BonbHble ¢ codeTaHnem reHotunos DD n H*H*

* — p <0,05 npu cpaBHeHUU ¢ rpynnov 607bHbIX C Hanm4Ymnem covetaHusi reHotunos DD v H*H*

BonbHble 6e3 coveTanuns reHotunos DD n HH*
(n=22)

1 (4,55%)*
2 (9,09%)*
4 (18,18%)
7 (31,82%)*
8 (36,36%)*

HbIX rpynnax

Ta6nvua 6. Yucno NoBTOPHbIX rocNUTanu3aumii y 135 BbDKMBLUMX 60JbHbIX 3a 5 neT Ha6noaeHUs B reHoTUNUYecKn andpdpepeHLUpoBaH-

MoBTOpHbIE DD Dull HeH* HH v HH DD v HH* Coqe%fg;‘gg”:ww

rocnuranuaaumm (n =50) (n=85) (n =65) (n=70) (n=24) (n=111)

Mo nosoay HC 11 7 10 8 5 13
Ay (22,00%) (8,24%) (15,38%) (11,43%) (20,83%) (11,71%)

Mo nosoav VM 15 4* 17 2f 13 6"
Ay (30,00%) (4,71%) (26,15%) (2,86%) (54,17%) (5,41%)

Beero 26 11** 27 10* 18 e
(52,00%) (12,94%) (41,54%) (14,29%) (75,00%) (17,12%)

*— p <0,05; ** — p <0,001 npu cpaBHeHuu ¢ rpynnovi Hocutenev reHotuna DD reHa Al®;
# — p <0,01 npu cpaBHeHWu ¢ rpyrnnovi Hocuteneu reHotuna H*H* rena JIIJ1;
" — p <0,001 npui cpaBHEHUM C rPymnrov 60/IbHbIX C HAJIMYNEM coYeTaHusi reHoTunos DD v H*H*

rpynne nauyMeHToB, He UMEBLUMX coYveTaHusa reHoTunos DD
reHa AMN® v H*H* rena JIMJ. K 5-my rogy Ha6ntofeHus, KOTo-
pbii XapakTepu3oBasncsa NMMKOM fleTanbHOCTU B rpynne 60sb-
HbiX 6€3 codeTaHna reHotunos DD n H*H*, n3 52 HocuTenen
OAaHHOr0 coYeTaHUs B XUBbIX OCTaBanucCh nuvLlb 24. MNpu aTom
€ro Hanuyue okasbiBano HeraTUBHOE BIUSHME HA COCTOAHUE
BbDKUBLUMX MNaLMEHTOB, HECMOTPSA Ha OTCYTCTBME HOBbIX CIly-
yaeB cmepTu. Mo meTody 6anfbHbIX OLEHOK, YCPeoHEHHbIN
nokasaTtesib 3(pdeKkToB, cBA3aHHbIX ¢ annenaMmu D reHa AlMN®
n H* rena JIMNJ1, 6611 JOCTOBEPHO BbILe Yy 60SbHbBIX C MOBTOP-
HbiMK 060cTpeHnsamun NBC, TpeboBaBLUMMU rocnMTann3aumm,
4YyeM y NauMeHToOB C OTHOCUTESNIbHO 61aronpuUsaTHbIM CTabusb-
HbIM TedyeHunem 6onesnn (1,97 + 0,08 n 1,32 + 0,09 6anna co-
OTBETCTBEHHO; p <0,01).

YacToTa MOBTOPHbLIX rocnuTanM3auui B pasnun4Hble cTa-
LUMOHapbl 6blna 4OCTOBEPHO 6OMbLUEN Y BOfIbHbIX C FEHOTU-
nom DD rena AMN® n y 60nbHbIX ¢ reHoTunom H*H* rexa JIMJ1
B OCHOBHOM 3a CYeT rocnuranuMaaunr no nosoay pasBuUTUSA
MM (tabn. 6). MNMpn coveTaHnn 3TUX FrEHOTUMOB PUCK BO3HUK-
HOBEHUSA HOBbIX cnydaeB VIM 6bin MakcMmMarnbHO BbICOK, Of-
HaKo BKMag B 3Ty 3aKOHOMEPHOCTb BAUAHUMN, CBA3AHHbLIX C
HocuTenbCcTBOM reHoTunoB DD reHa AM® n reHotuna HH*
reHa JIMJ1, no-enanmomy, pasznu4dancd. JaHHoe npeanosno-
XeHne TpebyeT OTOENbHOrO 06CYXOEHUS.

C TOYKM 3peHus Knaccu4eckmx MNpeacTaBfieHUWA B Kap-
auonormm o aktopax pUcka BO3HUKHOBEHUS B MONynsauuu
HOBbIX cny4yaeB VIM 6onee o4eBuaHa natoreHHas ponb re-
HoTuna H*H* rena JIMJI1, nockonbKy, Kak 661110 YCTAaHOBNEHO
HamMu paHee, y 605nbHbIX MBC ¢ 3TUM reHoTUNnomMm JOCTOBEp-
HO Bbllle nokasaTenu cpegHero ypoBHs o6LLero xonecrepu-
Ha U TPUrNULEPULOB, YEM Y 60NbHbIX C reHoTnamn HH n

HH- [3]. HocutenscTBo reHotuna DD rena Al®, HanpoTtus,
nosbiwaeTt BeposATHocTb MBC 1 VIM npexpe Bcero y nuu, He
NOABEPXEHHbIX HU TMNEepXonecTepuHEMMn, HU TMNEPTPUTIU-
LepuaemMmmm, H1 TabakoKypeHUIo, OXXUPEHNIO UK apTepuanbs-
HOWM rMNepTeH3nn, To ecTb Y NNL, C HU3KUM PUCKOM pPas3BuUTUSA
cepaeyHo-coCyamnCTbIX 3a60meBaHun M UX OCINOXHEHWUA MO
CTaHpapTHbIM KpuTepuam [12].

Takue «HecTaHAapTHbIE» NALMEHTbLI He BOBJEYEeHbl B MNpo-
dunakTmyeckme nporpamMmmel, Hepeako ocTarTcsa 6e3 JOoNX-
HOro BHUMaHus Bpayen, KoTopble MOrnn 6bl CBOEBPEMEHHO
NposiBUTL GONbLUYIO TepaneBTUYECKYD HACTOPOXEHHOCTb
npu ycnoBumu BHEAPEHMA B MOBCEOHEBHYIO Kapauonorunye-
CKYI0 NPaKTUKY reHeTU4eCcKoro TecTMpoBaHusa no reHy Ard.
Tem 60nee 4TO BONPOC O NPUPOLE NATOrEHHbIX BIUAHUIA HO-
cutenscTtea reHotuna DD 3Toro reHa n o BHelLUHe-CpefoBbIX
YCNOBUSAX, B KOTOPbIX Takme BANAHWUS MOTyT YCUIMBATLCSA
WM ocnabnaTbCsa, ocTaeTcs OTKPbITbIM. Ero peluenuio, no-
BUAMMOMY, MOXEeT CrMoco6CTBOBATbL y4YeT He TOSIbKO 6KOono-
FMYECKNX, HO U OPYruX «HEeKnaccu4eckmx» (PakTopoB pucka
MBC, B 4aCTHOCTM NCUXOSIOMMYECKMX, accoLmanmnm KoTopblix ¢
reHotunom DD reHa Al® 6binn o6HapyXeHsl U NpeacTaBne-
Hbl HAMW B NpepfLuecTByOLWMX nyénukaumsx [5, 13].

CooTHeceHMe p[aHHbIX TFEeHEeTMYEeckoro M mncuxonorunye-
CKOro TeCTUpOBaHUA — 3TO CaMOCTOATENbHAsA JIMHUS Hayy-
HbIX paboT, KoTopas B GnuXanlen nepcnekTnse, Kak Mbl
NPOrHo3vpyem, MO3BOSINT OCYLLECTBUTb CUHTE3 MOAXOL0B
MONEKYNAPHO-NPEeAUKTUBHON MepcoHanM3npoBaHHoON Meau-
LMHBI M KNWHMYecKon nepcoHonorun [14]. B pamkax gaHHoro
HanpaBsfeHna MeauLMHCKOM MCUXOMIOrMN MU3yYaloT, B 4acT-
HOCTW, Takue NMYHOCTHO-NOBefeHYecKne npeamcnos3nymm K
passutuio NBC, Kak noBbIlWEHHAs BpaxAebHOCTb, UMMYfb-
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CUBHOCTb U CTPECC-KOPOHapHbI noBefeHYecknin Tun A. Kak
6bIN10 YCTAHOBJIEHO HaMW, OHW [OCTOBEPHO accoLMMpoBaHbl
Cc HocuTenbcTBoM reHotmna DD reHa AlM®, 41O MOXET 06b-
SICHUTb €ro He3aBMCUMOE OT Kraccu4ecknx hakToposB pucka
MBC BnnsiHMe Ha BEpPOATHOCTb BO3HUKHOBEHMSA 3TOro 3abo-
neBaHua M ero HebnaronpuaTHelX ucxogos [5, 13]. Opyrue
nccnefoBaTeny Takxe 06HapyXunu, 4To HocuTenem reHoTu-
na DD otnunyaet ot Hocutenen reHotunos ID u Il rena AMN®
NoBbILLIEHHAA CcTpeccoBas peakTUBHOCTL [15] n HanbonbLuas
npeapacnonoXeHHOCTb K BbIpaXeHHbIM 1 ANINTeNbHbIM KOpOo-
HapocnacTUYeCcKMM peakuMsM B OTBET Ha 3MOLMOHasbHbLIN
cTpecc [16]. K ToMy Xe ocyLecTBEeHHbIN B 52 cTpaHax Mupa
anngemuonorndeckuit npoekt INTERHEART nossonun ycrta-
HOBWUTb, YTO MCUXOCOLUMAlbHbIA CTPeCcC ABMAeTCA He3aBuUCU-
MbIM (hakTopom pucka passutua VM, npegonpenensaioLmm
BO3HWKHOBEHME 3TON CaMOW FPO3HOWN KITMHUYECKON (PopMmbl
MBC B 60nblUel CTeneHn, 4eM «Kaccu4eckme» 6uonormnye-
ckue hakTopbl pucka [17].

B cBA3M ¢ 3TUMKN BaXKHbIMU HaXoAKaMu Bo3pacTtaeT posib
nccnefoBaHU B pycrne noBedeH4YeCcKon Kapgmonorum (ncu-
xokapguonoruu) [18], ons KOTOPOM, Kak MOXHO AymaTb, B
oyaywiemM 6yayT 3Ha4YMMbl JOCTUXEHUA KIUHWUYECKOW MCu-
XOreHeTuKn (reHeTUKU MoBefeHus), Bce 60Mblue OPUEHTU-
pyloLwenca Ha npuMeHeHue MONEKYNAPHO-reHeTUYecKnx
TEeXHOMorun. Tak nnu nHaye, HO OLLEHKY NONMMMOPMHbIX Ba-
punaHTOB reHa AlM® BmecTe ¢ ApyruMmn mMapkepamu npepj-
pacnonoxeHHocTn K pas3sutuio VIBC yxe cerogHs MOXHO
ncnonb3oBaTth AN 0TPaboTKU NPUHLUNOB NepcoHann3npo-
BAHHOW MOJEKYNAPHO-NPEeANKTUBHON MefUUUHbI, npefHa-
3Ha4YeHne KOTOPOW MHOrMe yyeHble BUOAT B KOMMNeHcauuu
HefoCTaTKOB «MefULUUHbI, OCHOBAHHOM Ha [okasaTesib-
cTBax». Tak, rmaBHbIA KNMHUYeCKUin hapmakonor MuHsgpa-
Ba Poccun akagemnk PAMH B.U.MeTpos (2013) oTmeuaerT,
4YTO fJaxe camMble KayeCTBEHHO pa3paboTaHHble PEeKOMEH-
Jauuu Ha OCHOBE METO[O0B «[oKa3aTeslbHOM MeAuLUnHbI» B
OEeNCTBUTENbHOCTU NPpUMeHUMbl Nuwb K 80% nauueHToB U
MOryT npefcTaBnsaTb onacHocTb Ang 20% 60nbHbIX. B nx
yucno, no B.N.lMeTpoBy, BXxoOAaT Haubonee Taxenble naun-
EHTbl CpefjHero Bo3pacTta n BeCb repnaTpu4eCcknin KOHTUH-
reHT [19].

OTtctoga BbiITeKaeT HEOO6XOAUMOCTb «MepcoHann3aumm me-
ONUUHBI» MYTEM BblYNEHEeHUsA 13 obLer nonynsaumm MMEHHO
TeX KOHKPETHbIX 60SbHbIX, KOTOPbIM TOT WX WHOW MeTon
ANarHOCTUKN N NeYeHns NpuHeceT HanbosbLUyo nonbay [20].
lMonyyeHHble HaMU faHHble NO3BONAKT pas3fenuTb 3Ty no-
3ULMI0, KOTopasi o3HayaeT BO3POXAeHWe TpaauuMOHHOMN
ONs OTe4YEeCTBEHHON LLKOSIbl UHTEPHUCTOB MMMNNOKPaTOBCKOM
YCTaHOBKW Ha WHAOMBUAOYaNU3NPOBAaHHLIN MOAXOA K MaumneH-
TY — «JIe4nTb He 60f1e3Hb, a 60SIbHOr0».

BbiBOAbI

1. MonekynsipHo-reHeTU4Yeckne MeToAbl W3 apceHana
CcpeAcTB MPeavKTUBHOW MepcoHanM3npoBaHHOM MeauLuHbI
MOryT WCMNONb30BaTbCA AN MPOrHO3MPOBaHUSA OCOGEHHO-
cter TedeHnsa NBC Ha cTauMoHapHOM 3Tane v B Mocnegyo-
Wue 5 neTt nocrne BbIMUCKW NaLUEHTOB U3 60NbHULbI.

2. Ha paHHeM rocnutansHoOM 3Tane ycTaHoBeHa accoum-
aums NCXodoB OCTPOro KOPOHAPHOIro CUHAPOMA B HeCcTabunb-
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HYIO CTEHOKApAMIO M MHGAPKT MUoKapaa C HOCUTENbCTBOM
pasnu4HbIX FEHOTUNOB reHa aHrMoTeH3UHNpeBpallakLLe-
ro dpepmeHTa ¥ reHa nunonpoTteuHnunasbl. [eHoTun HH*
reHa JIMJ1 BcTpevaeTcs OCTOBEPHO pexe B rpynne 605bHbIX
HC, uem B rpynne 6onbHbix IM, a reHotun DD reHa AlN®
oTMeYeH B rpynne 6onbHbIX M gocToBepHO 4alle, Yem B
rpynne 6onbHbix HC. MauuneHTbl ¢ reHotunom ID rena AMN®
Yaule nepeHocaT ob6ocTpeHne NBC B hopme HC, yem B dhop-
Me VNIM.

3. XKusHeyrpoxatouime OCfIOXHEHUS B OCTPOM Mepuo-
ge VIM He mmeloT OOCTOBEPHOW CBA3WU C MOAUMOPHIU3MOM
rexa JIMNJ1, Ho accoummpoBaHbl ¢ nonuMopprnaMom reHa Arao:
HocuTenu reHoTuna ID reHa AlN® yalle nepeHOCAT HEOCNOX-
HeHHbIh M, 4em OCnoXXHEeHHbIN, a HocuTenu reHotuna DD,
HanpoTUB, Yalle NepeHOCAT OCMOXHEHHbIN VM.

4. CoyetaHue reHotuna DD reHa AM® u reHotuna H*H*
rera J1MJ1 nosbiwaeT puck pas3sntng M v ero ocnoxxHeHHo-
ro Te4yeHusi. OTo coveTaHMe UMEET MECTO LOCTOBEPHO valle
y 60nbHbIX M, yem y 6onbHbix HC, n goctoBepHo Yalle y
NaumeHTOB C OCNOXHEHHbIM VIM, 4eM C HEOCNOXHEHHbIM.

5. MatuneTHaa neTanbHOCTb, 06YCNOBMIEHHAA pPa3BUTUEM
datanbHbix IM, y 6onbHbix UIBC ¢ reHoTnnom DD reHa AMN®
JOCTOBEPHO MpeBbILLAET TAKOBYK Y 6O0SbHbIX C reHoTuna-
Mu ID m Il rena AMN®. Yucno netanbHbIX UCXOO0B MO MPUYK-
He VIM y 60nbHbIX ¢ reHoTunom H*H* rena JIMNJ1 goctoBepHoO
BbILLE aHanormyHoro nokasartens y 60fbHbIX C reHoTuna-
Mu H*H- 1 HH-.

6. MakcMmManbHO BbICOKMA YPOBEHb NATUMETHEN neTtasb-
HOCTU 1 605iee paHHWe CPOKM HaCTYMMAEeHUs CMepTu oTMeYe-
Hbl y 601bHbIX MBC ¢ coveTaHuem reHotuna DD rena AM® un
reHoTuna H*H* rena JIMJ1. B rpynne HocuTenem aToro reHo-
TUMNYECKOro coveTaHus ymmpaeT 6onee nonoBuHbl (53,8%)
naumeHToB. lNMpuyem 60MbHbIE C coYeTaHMeM reHotunos DD
1 H*H* ymmnpalot [octoBepHO Halle naumeHToB, He UMEIOLLNX
3TOro coveTaHus, Kak B NepBbl, TaK U BO BTOPOWN rogbl Ha-
6nogeHus.

7. Cpean BbKMBLINX 60MbHbIX MBC 4YacToTa NOBTOPHbIX
rocnuTann3auui B cBa3u ¢ passutmem VIM 3a 5 net Hab6nto-
OeHu1s Bblle Y naunueHToB ¢ reHoTunom DD, 4yemM y 605bHbIX
c reHotunamu ID u Il reHa AMN®, un BbIWe y NaUUEHTOB C re-
HoTMNoM H*H*, yem ¢ reHotunamu H*H 1 H'H- rena JIMJ1. VY
60/1bHbIX C coveTaHneM reHoTunos DD n H*H* noBTOpHbIE rO-
cnutanusauum no nosogy VIM npoucxogaTt vaule, 4em y na-
LIMEHTOB, HE MMEIOLLNX 3TOr0 CoYeTaHus.
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