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ens. [ Ipocaeduns 3a ounamuroi ducaunudemuu (AALL) 6 mevernne 10 saem y demei ¢ nodmeepacoersiiu my-
MIAYUAMI 6 2e1ie Peyeninopa AUnonpomendos HusKol naomHocmu no Mepe ux 63pocaernusy oyerums mancecms AL
) nayuenmos ¢ pasusiMiu MymayuaMy onpedesuntv 6AUSHUE 2eHOEPHO NPUHAONCHCHOHIU HOCUMIEAEN MYMayull Ha
mancecnty nposeerun uuemuecxod bonesnu cepoya (MIBC).

Marepuansl M MeTOABL. Hanriu 6vi.1a 0bcaedosara spynna us 45 npobardos ¢ munuposarmsiyiu Mmymayusmu
6 certe peyenmopa aunonpomendos 1uskoi naommocmu (AITHI L), a maxoce ux docnmynmste podcmeennuxu. Y cex
nayuennos 6 naasme Kposu onpedessau yposers xonecmepura (XC), mpueauyepudos (11), XC AITHI I, XC
sunonpomendos svicoxod naomrocmu (AL IBI1) u oyenusanu xapaxmep xaunuyeckux (cocyoucmerx) nopasietriui.

Pe3ynwrarsl. [3-3a svicoxo emepozerocnu Mymayiii npu ceMeinotl 2unepxonecriepuremMun Ham e Y0anocs
BLLABUNIL C6A3b MENCD) TIUNOM MYmayuil u mancecmsro medenus sabonesarnus. Kax npasuno, ocromcnenus MIbC
pedice ecmpedaronca u npomexarom 6 6o.1ee MAKOU QGopme Y ety — Hocumenel Mymayutl, 4em ) My#cuus.
Boaroswerodi npuuunoti smux eendeprvix pasauuui asagemea boaee swrcoxud yposerns ALIBIT y scermyur. Moz re
B6LA6UAU ONPeOeerOl 00HOHANDABAEHHON OUHAMUKI NPOAEAEHUTL AIEPOCKAEPO3A ) Demell npobardos ¢ Mymayusmu
6 zerie peyenmopa ATTHIT.

Bu1BOABL. Eduncmsenvim nadexcro Yomarno6aennsi;m AUnuonsi;M Garmopom, npensmemeyomum passunin
amepocKAEPO3a ) NayUenI0s ¢ 2eHemUYecKi noOMBEPHCOeHHON CeMeHON 2UNEPX0IecrIepUHeMUeH, ABAAENICA BbICOKUIL
yposerns ALIBI .

Ki1xo9eBBI€ CTIOBA: Jyrialitl, JUnonponenos: HUsKot naoninocmit, peyennop Aunonpomendos Huskot niom-

HOCHIM, CeMETIHAs CUNEDXONECHIEPUEMUS, AUNONDOMIEUObI 6bICOKOU NAONIHOCIIY, OUCAUNUOCMUL, 1PObaIOb! ceMedltoll
eunepxonecmepureMui.
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Abstract

Objective. Previously we have identified mutations of the low density lipoprotein (LDL) receptor in 45 families p
1

12015 T




| | | | | II OpI/IrI/IHaﬂbele CTaTbun

in St. Petersburg. Aim of the current study was to follow development of dyslipidaemia in children of probands with
verified mutations of the LLDL. receptor gene as these children were growing up; to compare severity of atherosclerotic
complications in patients with different DL receptor gene mutations, and to compare atherosclerotic disease progress
in males and females with familial hypercholesterolemia (FH).

Methods. We were following probands with FH and their available relatives with LDL. receptor gene mutations,
including children, during 10 years. In all patients total blood plasma cholesterol, triglycerides, L.DL. cholesterol and
high-density lipoprotein (HDL) cholesterol were monitored and FH clinical manifestations (artery lesions) during
progress of the disease were documented.

Results. Due to high heterogeneity of FH-causing mutations in St. Petersburg, we failed to establish interrelations
between type of 1.DL. receptor gene mutation and severity of the atherosclerosis manifestations. As a rule, complications
of coronary heart disease are found less commonly and tend to be less severe in females rather than in males. One
possible explanation of these differences may be a higher level of antiatherogenic HDI. in FH females compared
to FH males. We failed to find evident progression of atherosclerosis in proband’s children with 1.DL. receptor gene
mutations during period of research.

Conclusions. High level of HDL. is the only one proved lipid factor preventing atherosclerosis development in
patients with genetically verified familial hypercholesterolemia.

Keywords: nutation, low density lipoprotein, low density lipoprotein receptor, familial hypercholesterolemia, high
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MocKonbKy B Hallem JIMMUOHOM LeHTpe MpOoLn
obcnenoeaHne 45 npobaHOOB C CEMEeVHOM runep-
xonectepuHemmernt (CMXC) u Gonblias rpynna mx
OnM3KMX POLACTBEHHUMKOB, Mbl MMENW BO3MOXHOCTb
OLEHWUTb, BAVAET NI BapWMaHT MyTauuy peLentopa
nnnonpotenaa HM3KoM nnoTtHocTy (p. JITIHM) Ha Bbl-
PaXeHHOCTb rmnepxonectepuHemnn (TXC) mnn gpy-
e ocobeHHocTn ancnunuaemun (OJ1M), okasbiBaeT
NN 3TOT PAKTOP BAIVIAHME Ha KIMHNYECKME NPOABIIEHNS
XC 1 TeYeHVEe NMEIOLLMXCSH COCYAUCTBIX MOPAXXEHUN,
KaK OTPaXkaeTc Ha HOCUTENSAX 3TUX MyTaLMn NPUHAA-
NEXHOCTb K MY>XCKOMY WJTN XXEHCKOMY MOy 1 KakoBa
LVHaMVIKa NUNULOB KPOBKW, 0COBEHHO Y AieTelt C MyTa-
umamm p. JINHI, no mepe 1x B3pocneHus.

Matepuanbl u meToabl

Y 45 npobaHpos CMXC 1 4neHoB Mx cement Obiu
NOEHTUDULMPOBaHBI  Pa3Hble BapWaHTbl  MyTauUi
p. JIMHIM, wnccnemoBaH NUAMOHBIM  CNEKTP  KPOBM
N AMArHOCTUPOBaHbI KIIMHUYECKME MPOSABIEHNS CO-
CYAMCTbIX MOPaXKEHWI, €CNN OHW UMENWNCh, NOCIE Yero
3a OONMbLWMHCTBOM 3TWX MWL, BENOCb AMCMaHCEPHOE
HabnofeHwme.

Kogupytowas nocnefoBateflsHOCTb HYKNeoTUa0B
B reHe p. JINHM Obina nsydeHay 123 nnu, 3 HUX 78 —
u4neHbl CeMer NPobaHAoB.

Mopaenstoliee GONbWMHCTBO KIMHNYECKN NPOsiB-
NABLUMXCSA OCIIOXHEHWI y TPoDaHA0B — 3TO aTepockiie-
PO3 KOPOHAPHBIX apTEPUI C CUHAPOMOM CTEHOKapAUMU
/WM MHGapKToM Muokapda (npevMyLLecTBeEHHO
Y MY>XX41H), ropa3fo pexe BCTpeYannchb ciyvan uile-
MWYECKNX MHCYNETOB, aHeBpM3Ma OpIOLLIHOTO OTAena
aopTbl (YeTbipe cryyas), CUHOPOM MepeMexaloLLencs
XPOMOTbI. Kak MnpaBuno, KIMHWYECKMe MNpOosBIeHWUS
YKa3aHHbIX COCYAUCTBIX MOPaXeHUM Y MY>X4YMH Ha-

density lipoproteins, dyslipidaenia, probands with familial hypercholesterolemia.

YnHanucb nocne 40 net, y XeHWnH — nocsie 50 ner,
HO BCTPeYanucb Cfly4aum, B KOTOPbIX KIMHWYecKue
NPOSIBNEHNS HA4YMHANUCh B DOnee MONOLOM BO3pacTe
(nocne 25 net).

YTO KacaeTcs xapakTepHbIX METOK, CBOMCTBEHHbIX
nuuam ¢ CMXC, — NMNOUAHbLIX 4Yr POroBrLbl, KCAHTOM,
TO OHW OTMEYanMCh He Donee Yem B OLHOW HeTBEPTU
cnyvaeB (B OCHOBHOM 3TO Obinv NMMoMAaHble Ayru
POroBMLbI, KCAHTOMbI BbISIBASIIMCH FOPAa3ao0 pexe).

MocKonbky MHOMMX MaUMEHTOB Mbl HAabMO4ANM Ha
NPOTSXKEHMMW ANNTENBHOTO BPEMEHW, 0CODEHHO eTel,
Oblna BO3MOXHOCTb CyAUTb O OAMHAMWKE MUMULHOTO
CNeKTpa KPOBU MO Mepe UX B3POCIEHNS, a Takxe Mo
Mepe yBenmM4eHns Bo3pacta npobaHaoB.

Pe3ynbraTtbl n nx obcyXxpeHue

Kak yka3blBanocb, MyTauum reHa p. JINHM Obinu BbI-
sBneHbly 45 npobaHaos — xutenen CaHkT-MeTepbypra
(CMN6), npyv 3TOM OpWrMHasnbHble BapWaHTbl 3TUX
MYTaLWi, BCTPETMBLUMECS HAM TOMbKO B YHWMKANbHbIX
ceMbsx (T.e. oOHapyeHHble N1Lb OANH Pa3), Obinu
HamaeHbly 26 npobanaos (1abn. 1). B 6 cnyyvasx oguH
W TOT >Ke BapWaHT MyTalum BbISBUNCS ABaXbl (B ABYX
HEepPOLCTBEHHbIX CeMbsx). Kpome Toro, B mpoLecce
obcnenoBaHus nnu, ¢ CMXC obpasoBanack rpynna 13
7 HepOLCTBEHHbIX CemMeln C elle OAHWMM BapWaHTOM
OaHHOW MyTaumn. Bce 3T 7 cemen npuHagnexanu
K OOHOW W TOW Xe 3THW4eCKOW rpynne, MMmeBLUEN
CBOW KOPHW CpeAy eBpeeB-allKeHasn — BOCTOYHO-
€BPOMNeNCKON BETBM eBPeeB, KOrAa-To NPOXMBABLUNX
Ha TeppuTopuK JINTBbI, NMO3TOMY MyTauUMsa NonyyYmuna
Ha3BaHWe «JIMTOBCKOM». VIHTepecHo, 4To cpean ad-
PUKaHO-MCNaHCKoM BeTBM eBpeeB (cedapaoB) 3ToT
BapMaHT MyTaLMM He BCTPeYaeTcs. YKazaHHbIA TuM
«NINTOBCKOW» MYyTaLMW ONWNCbIBANCA HaMmu paHee [1]
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1N MOXeT ObITb NpefcTaBneH kak G197del, T.e. B 3Tom
cnydae M3 HykneotmgHow uUenu peuentopa JIMHI,
nokanusytowerocs B 19-n XxpoMocome, BbINafaer Tpu
HYKNIeoTnaa — TPUMET, OTBEYalOLWMA 33 BKIIIOYEHMe
B NOAMMNenTUAHYO Lenb pelenTtopa JIMNMHIT aMnHokuc-
JIOTbI MMNUMHA, KOTopas 3aHumaeT 197-10 nosuvumio
B 3TOM Uenu. CnencrBvem BbINafeHWUs MuuMHa 13
3TOM Lenu ABMSETCS HEBO3MOXHOCTb HOPMasibHOro

yHKUMOHMpPOBaHUS p. JITTHI, KoTopbIn TepsieT Cno-
CODOHOCTb akTMBHO 3axBaTbiBaTh JIMHM — ocHoBHOWM
HOCUTENb XONnecTepuHa B LMPKYIMPYIOLLEN KPOBW.
Otciona Bo3HMKaeT 'XC. 3TOT MexaHV3M BnepBble pac-
Kpblnn J. Goldstein n M. Brown B 1975 . [2].

B panbHewnwemM ObINO YCTaHOBMEHO, YTO MyTaLWm
p. JIMHM reteporeHHsbl: cyulectsyeT okono 1500 umx
BapuvaHToB [3—5].

Tabnuua 1. Yucno npobaHaoB U X POACTBEHHWKOB C MyTaLMsaMuK pelenTtopa JITHM

Un
Yucno uneHos SHo

Hucno cemen

npob6aHpoB
C MyTauusaMmn

npo6aHaoB
C MyTauusMmu

45 78 26

Ham He ynanocb cBf3ath TaXecTb TeqeHua CIXC
(HW KNMHNYECKN, HM BUOXMMUYECKI) C TEM U MHbBIM
BapwaHToM MyTauumu p. JIMHM, xoTa, Kak BUOHO K3
Tabnmubl 1, OPUrMHANBHBIX BapMaHTOB Obino 26 (Bcero
Xe HampeHo — 26+ 6+ 1=33 BapuaHTa, 13 HUX 7 —
He OpUIMHasbHbI, OHW MOBTOPSIMCh B Pa3HbIX CEMbSIX).

O4eBMOHO, Pa3IMHUA B TEYEHUU W MPOrHO3e
CI'XC mMoryT 3aBK1ceTb OT MHOMMX PakTOpoB, KOTOpble
OnpefensioT Te4eHMe 1 4acTo BCTPEYAIOLLMXCSA Nonun-
reHHbIx [XC. 3peck MMeloTCd B BUAY COMYTCTBYIOLLME
3aboneBaHus (apTepuanbHas rMNepToHUs, CaxapHbI
I1abeT), MHTOKCKKALMM (KypeHue), 0cobeHHOCTY pa-
LMOHa, CTpecchl 1 Ap. BO3MOXHO Takxe Hanu4ve y nuL,
¢ MyTauuamu p. JINTHIM HeBbIABNEHHbIX HYKNEOTUAHbLIX
NoNMMOPMU3MOB, KOTOpble MOryT  COMyTCTBOBAaTb
rnaBHon (MoHOreHHol) myTaumn. B.C. BapaHoB [6]
Ha3bIBaeT VX NONMMOPMOU3IMaMUL «MPefPaCcONOXKEH-
HOCTW». TeHbl C TakMMU MNONMMOP(MU3MaMK MOTYT
BXOAMTb B aHCaMbnb (rpynny) reHoB, y4acTBYIOLLMX
B perynaumm nunugHoro obmeHa, 1 nposisutb ceds
(ycyrybnss naTonorm4ecknin CABUM CO CTOPOHbI NIUMN-
[I0B KPOBW) MpW HanM41Mm HeGNaronpusTHbIX YCIIOBUIA
1 PaKTOPOB, NEPeYNCIIEHHbIX BbILLE.

Y pfAa nnu C BbICOKMM YPOBHEM XomnecTepuHa
(XC) KpoBW, KOTOPbIA OTMEYancs y HeKoTOpbIX
ONM3KMX  POOCTBEHHMKOB MPODaHAOB, MyTaums p.
JINHM He Gbina obHapy>eHa. HocuTenbCcTBO Apyrom
MyTauumn, Kotopas LaeT npuMepHo Takylo ke [XC,
CBA3AHHYIO C OedeKTOM CTPYKTYpbl reHa, KOHTPONu-
pytoLLero CuHTe3 anonpotenHa B-100 (HenpaBunb-
HOCTW B CTPYKTYpe ano B pe3ko yxyALualoT cBA3biBaHME
JINHM HopManbHbIMK peLienTopamu JTMHI), B Halleln
pabote ObINO MckmodyeHo. OpHAKO CyLLeCTBYET elle
OAVH HeOaBHO OMWUCAHHBIV TUA MyTaumn [7], Bbi3bl-
BatoLLmn CIXC, n3BecTHbIN Kak PCSK9 (MyTaums reHa,
KOAMPYIOLLEro  MpOMnpoTenH-KOHBepTasy,  Kotopas
MOXET TOPMO3UTb aKTMBHOCTb p. JIMHM). Hanudve

OPUTMHaNbHbIX
CETJVETT (o:
MyTauum (ToNbKo
B OQHON CeMbe)

Yucno cemen
C OOAHUM U TEM
)Ke BapMaHTOM

MyTaLuu B ABYX
ceMbsiX

Yucno cemen
C OAHUM U TEM
)Ke BapyuaHTOM
myTauum (G197del)

7 cemen
(7 npobaHmoB)
¢ 1 BapuaHTOM
MyTaLMK

6 cemen
(12 npobaHmos),
HO 6 BapuaHTOB
MyTaLn

3TOM MyTauMKM y HalMx OOMbHBIX He UCCIeqoBanoCh.
Bce ke Hanboree BEpOATHO CBS3aTb BbICOKMUIA YPOBEHb
xonectepuHa (XC) y nuu, ¢ runepaunuaemmen (M),
KOTopble ABMSOTCA YneHamu cemen npobaHaa ¢ CMXC,
HO He VMetoT MyTauuu p. JITTHIT, Cc onncaHHbIMU BbiLLe
HYKNEOTWUOHbIMX NOAUMOPMU3IMaMK, «peasi3oBaB-
UMMM CBOW «MOTEHLMAN» BO B3aUMOLENCTBUN C He-
BnaronpusaTHbIMUK (aKTOPaMM BHELLHEN Cpefpl.

N3 45 npobaHpoos ¢ MyTaumen p. JIMHM MyX4uH
Obino 19, >eHwmrH — 26. C y4eToM pPOACTBEHHUKOB
¢ CIXC crapuie 20 net My>X4mH ObiNo 26, XeHUWWH —
38. XapakTepHble NposBIeHNA CO CTOPOHbI CEPAEYHO-
COCYAMCTOV CUCTEMbI Y MYXHYUH OTMeYeHbl Bonee Yem
y 3/4 (y 20 13 26), y XeHLNH CepAeHHO-COCYaANCTbIE
3aboneBaHus (CC3) BbISBMIUCL NULLIL B MOMOBUHE
cnyyaes (y 19 13 38). MNpur 3TOM Y My>XHUH CPedHNA
BO3pacCT 300pOBbIx coctaBui 34+3,1 net, Bo3pacT
OonbHbIX — 45 = 1,9 NeT; y XXeHWMH — COOTBETCTBEHHO,
41+2,6 net n53=+2,9 net. IHa4e roBops, My>X4UHbI
YalLle M paHbLue XeHLWWH cTpagatoT ot CC3, BbI3BaHHbIX
CMXC (1abn. 2).

Mo-BUAMMOMY, XEHLLMHbI B OnpefeneHHon cre-
neHn Gonee 3awmuleHbl o CC3, BO BCSKOM Cly4ae,
npn CIXC. MHorve CBS3bIBAIOT 3Ty PE3UCTEHTHOCTb
C FTOPMOHaIbHbIM NPOMUIIEM, HO 3TO NULWb NPeAno-
NoXeHwe. Hepedko y >eHwuH ycromymsoctb k CC3
COXPAHAETCA 1 NoCne HaCTyNIeHNa MeHonaysbl.

0 HaWMM BNeYaTIeHnaM, 3Ta YCTOMYMBOCTb K CO-
CYOVCTbIM MOPAXEHMSM Y XEHWMH (M y HEKOTOPbIX
MY>X4MH) CKopee CBsi3aHa C yPOBHEM NUMONPOTENOB
BblcoKoM nnotHoctw (JIMBM). Tak, B 0gHOM U TOM Xe
ceMbe Mbl Habn4anmM MaTb 1 ABYX LOYEPEN C MyTaum-
en p. JINHM n CM'XC, Ho y MaTepu 1 MNAALIen 4o4epu
ObINW TAXeNble NMPOSBNEHUS ULLIEMNYECKOM Oone3Hm
cepaua (MBC), Torma Kak y Craplien godepu, KoTo-
pas He MpUHMMana CTaTMHOB N HUYEM He Nedqnnachb,
HUKaKMX KInMHUYeckx nposieneHnn UBC He Obino.
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Tabnuua 2. 4Yn1Cno My>XHMH U XKeHWMH ¢ MyTaumamm p. JITTHI, 1x Bo3pacT 1 Hanudue uilieMm4eckor bonesHm

cepaua

Yucno B Tom uncne Bo3pact nuy, B Tom uncne Bo3zpacrt nuu, 6e3
chnep.osaHHblx nmua C I/IBC c UBC, net nvua 6e3 N6C NBC, net

MY>KYUHbI
)XEHLUUHbI 38 1 9

Mpumevarve: NEC — niwemmyeckas 6osesHb cepaua.

Mo nunmngHoMy coctaBy kpoBwm copepxkaHue JIMHI
Masio OTINHaNoCh Y BCEX TPeX XeHLWWH: 326 Mr/an —
y MaTepu, 322 Mr/on —y Mnagwen godepu (24 roga)
n 277wmMr/on — y crapwen godepu (30 net). Mexay
TeM, KoHueHTpaums XC JIMBM y nepBbIx ABYyX Obina
44 v A9 Mr/pn, Torfa Kak y ctapluen Jo4epy OHa Co-
cTaBngna 65wmr/an.

Hepapom  JIMBIM
dhpakumen.

Ham npencraBnsercs, YTO O4HMM N3 OTHOCUTESTBHO
HaZeXHbIX roka3atenen nporHosa Aons OGonbHbIX

Ha3bIBalOT aHTMATEpPOreH HOW

45+1,9
53+2,9 19

34+3,1
41+2,6

¢ NN (xoTa 1 He abCOMIOTHBIM) MOXET CNY>XWUTb CO-
OTHOLLEeHWe Mexay KoHueHTpaumamm XC JITTHM n XC
JINBM. Mbl paccymTanu cootHoweHue JITHM/JIMBIM
y 33 obcnenoBaHHbIX ¢ gokaszaHHon CTXC, pa3nenns
MX Ha 3 rpynnbl B 3aBUCUMOCTW OT HaNN4Yma KIIMHNYe-
CKMX MPOSIBNEHNI 1 NX TedeHus (Tabn. 3).

Kak BmgHo 13 Tabnuubl 3, nokasatens JIMHM/
JINBIM LOBONLHO YETKO OTpa)aeT CTeneHb BblpaXeH-
HOCTU KIIMHUYECKUX OCITOXKHEHWUW: YeM Bbille 3TO
COOTHOLLEHMe, TeM Xy>Xe NporHo3. Kak nokasbiBaer
MNCNONb3yeMbI NS CPABHEHWA CPefHUX BeUHUH

Ta6nuua 3. OtHowweHwue JIMHI /JINBMN B Tpex rpynnax nuuy, ¢ CIXC ¢ BbISBAEHHbIMU MyTaumsMu reHa p.J1MHT
npw nporpeccupytoliemM TedeHun UBC (rpynna 1), npu ctabunbHoM TedeHnn (rpynna 2) u 6e3 KIUHUYeCKnX

OCNoXHeHuM (rpynna 3)

AnddepeHumpoBaHHble

lpynna 1 15

lpynna 2

lpynna 3 10

10,4+0,78
7,7+0,89
5,2+0,45

lNpumedarwe: JIMNHIT — nunonpotengsl H13kow naotHocTy, JINBI — nmunonpoTeunabl BbICOKOV MIOTHOCTH.

t-kpuTepun CTblOfEHTa, OTANYMA MeXZy rpynnamm
CTaTUCTUYECKM LOCTOBEPHbI: Kak Mexay rpynnamm
112 (t=2,2), Tak n mexay rpynnamm 2 n 3 (t=2,9),
T. €. Mexay BCeEMU TpeMs rpynnamMm OTnmnyma B npeg-
NOXEHHOM MOKa3aTene OKa3anmcb BbICOKO OCTOBEP-
HbimK (p<0,05).

Mockonbky Mbl Habntoganu 3a npobanaamm CIXC
N VX CEMBAMW B TEYEHWE MHOIVX JIET, y Hac Obina
BO3MOXHOCTb MpOCneanTb 3a Tem, MeHseTca N
NUNNOHBIA CNEKTP KPOBW Y AeTen, yHacnedoBaBLUVX
CIrXcC, no Mepe mx B3pocnenus. Mprsognm 10 Takmx
HabnogeHn (1abn. 4).

B 1ab. 4 npepactaBneHa KoHueHTpaums JIMHM
n JINBIMy 6 Mans4mkoB 1 4 gesoYek, nunuabl KPosm
KOTOpbIX NpocnexeHbl oT 6—10-neTHero Bo3pacra 4o
20-30 ner.

OT4eTNIVIBOM OOHOHANPaBNEHHOW AMHAMUKK  CO
CTOPOHbI NNNWAOB KPOBU MO Mepe B3POCeHNs Bbl-
fBUTb He ypaetcd. Y HeKOTOprX NpoCNexXnBaeTcs
nonoxutenbHas anHamuka (Ne5), y apyrmx — otpu-
uatenbHas (N2 6), 4To Toxe He BrofHe yoeauTensHo.

Y710 KacaeTcs AMHAMUKM NUNVAOB KPOBU Y B3POC-
nbix npobaHgos CMXC, To GOMBLLIMHCTBO M3 HUX BCe

Xe MPUHUManu CTaTuiHbl, a y TeX, KTO He f1e4nncs,
OOHOHAMpPaBNeHHOM AMHAMUKWM  Mbl  BbISBUTb  He
cMorn. Bce xe nmeeTca TeHOeHUMs, No3BonsioLLan
NPeAnoNOXUTb, H4TO Te fiMua, Yy KOTOPbIX YPOBEHb
JINBM 6bin Bblwe 50-55Mr/an, Gonblue 3aWymLLEeHbI
OT COCYAMUCTBIX OCNOXHEHWUN, YeM Te, y KOTOPbIX 3TOT
nokasatesb Huxe 45 Mr/an (MMeetcs B BUAY, 4TO Npwu
3TOM KoHLeHTpauums JINHM Bbiwe 200 Mr/an).

MpvBeaemM 34ecb TPU KpaTKMX NpuMepa KpanHe
HebnaronpusTHOro  KNuHWYeckoro Tedenms  CIXC
Yy B3pOCSIbIX.

BonbHow 3. 1945 . poxaeHWs Habnohancs Hamm
¢ 1975 p02012r.NepeHec MHMapKT MMOKapaa c nocsie-
LYIOLLM a0PTOKOPOHAPHBIM LUYHTMPOBAHMEM, a Yepes
HECKOJbKO NeT Mocsie 3TOro y Hero Obina A4UarHoCTMpPo-
BaHa aHeBpK3Ma OPIOLLIHOM aoPTbl, MO NOBOAY KOTOPOM
DONbHOM Tak>Xe ONeprpPOBaH COCYAUCTBIMUN XMPYpPramu
(pesekums aHeBpU3MbI C NpoTe3MpoBaHMeM). MprBo-
LUM UNuael KpoBsw 31oro 6onbHoro B Bo3pacte 51 rog
(2006 r.): obwwmm XC — 343Mr/an, Tpurmuepvabl
(Tr) = 160mMr/on, XC NNBM — 35mr/an, XC JIMHM -
280Mr/on, KO3DPULMEHT aTeporeHHOCTN (pacyeT Mo
A H. Knumosy) — 8,8 efl. BonbHOM NpUHMMan CraTHbl
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Tabnuua 4. [IHamunka xonectepuHa JIMNHM n xonectepuHa JTMNBI y geTet C ceMenHon rmnepxonectepnuHeMment
Nno Mepe MX B3pOoCneHms

Iletn ¢ CTXC JNHM, Mr/an NNBA, mr/an
240 40

6 net
1.1.C. 13 net 223 54
22 ropa 203 43
10 net 216 42
2.PB. 12 net 187 37
18 net 155 45
13 net 332 36
3.C.C. 18 ner 343 31
23 rooa 327 46
11 ner 325 46
4.A.0O. 23 roga 224 22
29 nert 335 38
7 net 194 48
5.K. V. 14 net 273 55
18 net 253 62
10 net 204 23
6.A.b. 12 net 290 25
31 rog 312 30
11 net 163 42
7.0. L.
14 nert 186 26
10 net 188 40
8. E. X. 16 net 179 41
18 net 181 53
10 net 288 44
9.H.b. 12 net 182 30
31 ron 277 46
9 ner 261 60
10.H.N. 12 net 186 55
22 rofa 187 67

lNpumedaHme: CITXC — cemeviHasi runepxonectepuHemus; JINHIT — aunonpoteunas Hyukow rnotHocty, JIMBI — nunonpore-
Wbl BbICOKOM MIOTHOCTH.

HEPEerynsapHO 1 B HeJOCTaToOYHbIX fo3ax. B nocnenHve  TNprBoAMM ee NUNUAHBIV CrekTp kKpoBu. Obwmn XC —
rofpbl Ha NePBbIN MMaH B KIIMHWYECKOW KapTuHe y 3Toro  348wmr/on, T — 199wmr/gn, XC JINBM — 39wmr/on,
D0JIbHOIO BbIXOAAT KOTHUTUBHbBIE HaPYLLEHMS. XC JIMHM = 269Mr/an, Ko3p@ULMEHT ateporeH-

Btopon npumep. bonbHas C., 40 net, pogHas ce- Hoctk — 7,9 ed. bonbHas YyBcTBOBana cebs HeMmoxo,
cTpa npobanaa ¢ myTaumen p. JINMHM 1 CTXC, B cBA3M  He Nedmnack. B Bo3pacte 41 rog HacTynuna BHe3anHas
C 4yeM Obina npurnalieHa Kk HaMm Ha obcnefoBaHMe.  CcMepTb. bonee feTanbHbIX CBeAEHWI O HEW HET.
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Tpetnin npumep. bonbHas M. 1930 . poxzeHus.
Habnopanack Hamu ¢ 1983 no 1987 1. Jlununabl Kpo-
B/ B 1984 r. (B Bo3pacte 54 roga): XC — 562 wmr/an,
T = 246w™Mr/on, XC JINBM = 39mr/on, XC JIMNHM -
474 mr/on, Ko3dULMeHT ateporeHHocT — 13,4 en.
Kpome Toro, y OonbHowm Oblna apTepuanbHas runep-
TeH3us (konebaHus aaeneHus B npegenax 160/90 —
170/90MMmpT.cT.). B 1987 . nununabl KpoBy Obinn eLLe
Oonee n3meHeHHbIMKU: XC — 608wmr/on, T — 222 mr/
an, XC JINBM = 31wmr/on, XC JINHN = 533 ™mr/an,
KO3(PpULMEHT aTeporeHHocTn — 18,6 en. B 3tom xe
rony y 6onbHoM Obina AMarHOCTMpPOBaHa aHeBpU3Ma
OploLLIHOWM aopThl, OT pa3pbiBa KOTopor BonbHas ymep-
na B Bo3pacTte 57 ner.

Bcex 3TMx DonbHbIX 00beanHSET KpanHe Tsxenoe
Te4eHne OONE3HM 1 CBA3aHHBIV C STUM UCKITIIOHNTENBHO
PE3KU aTePOreHHbIN CABUT B IMMUAHOM CNEeKTpe Kpo-
BU: O4eHb BbiCOKoe copep kanue JIMHM 1 Hn3kas KoH-
ueHTpaums JINBM (Huxe 40 Mr/an). MNprmedatensHo,
4TO B MPOTMBOMOMOXHOCTL OOLEN cuTyaumm, Ons
KOTOPOW XapaKTepPHO OTHOCKTENbBHO Gornee Gnaronpu-
aTHoe TeveHune MXC y XeHLMH, ABe NcTopum DonesHn
N3 Tpex, NPVBELEHHbIX BbILLe, KACaloTCA XEHLLUMH. ITO
Hafo pPacCMaTpPVBaTh Kak UCKITIOYEHWE U3 NPaBui, HO
TaKue UCKIIOYEHWS B XXWU3HM BCE XXe BCTPEYatoTCs.

CerofHsLUHAS CUTyaLmMs Donee oNTUMNCTYHA, YEM
370 ObINO 15-20 neT Ha3ag, Tak Kak B MOBCEAHEBHYIO
NPaKTVKy LUMPOKO BHEOPWIUCL CTaTWHbI, KOTOpble
npyv apekBaTHOM BbIOOpe npenapata, MPaBUIIbHOM
€ro [O3MPOBKE M MOCTOAHHOM MpYeMe 3HaYUTENTbHO
yNyyLWatoT NPOrHo3. 3TOMY MOMOTalT 1 COCYANCTbIE
XVPYprun, 0 Y4em CBUAETENbCTBYET NEPBbIN U3 NpuBe-
OEHHbIX HaMV MPYIMEPOB.

CIIMCOK JIHTEPATYPHI

3aKkntoyeHue

Y 45 npobangoe CMXC Obino HampgeHo 33 opu-
TMHaNbHbIX BapWaHTta MyTaumn p. JIMHM (4o noa-
TBEP>K[AET reTeporeHHOCTb 3a00NeBaHs), OAHAKO HK
BbIpaxeHHOCTb [XC, HW TAXeCTb KIIMHNYECKUX MPOSB-
NEHNIN He 3aBKMCeNM OT BapMaHTa MyTaLMn peLenTtopa
JIMTHM.

Taxectb TedeHWds n nporHos CIMXC B nepsylo
ovepenb, OYEBMAHO, ONPEeNEnsioTcs COOTHOLLUEHMEM
Mexgy XC JIMHM n XC NMBIM: 4em OHO Bbile, TeM
MPOrHO3 Xy>e. Y HaLLIMX NaLMeHTOB 3TO COOTHOLLEHWE
B CpefiHeM konebanocb o1 5,2 £0,45 go 10,4+0,78.

Ha TedyeHne CIXC Takxke OKa3bIBalOT BO3LENCTBME
reHOEpPHbIA 1 BO3pacTHOM dakTopbl (Yalle nposiB-
neHns GonesHn HacTynarloT y My>4uH nocne 40 ner),
a BO3MOXHO, W HeBbIAB/IEHHbIE AOMNONHUTENbHbIE
HYKNeoTuaHble NoNMMOPMU3Mbl, KOTOPble paccMa-
TPMBAIOTCA KaK «reHbl MPefpacrnoioXXeHHOCTU»; OHU
B3a1MOLENCTBYIOT C pALOM (PDaKTOPOB PUCKa BHELLHEN
cpeapl, y4acTBYIOT B aHCaMOne reHoB, PerynmpyoLmx
AMNUIOHBIA OOMEH, Y B OCHOBHOM OMpPefensior Teye-
Hve nonureHHblx MXC, KOTOpble BCTPeYaloTCHd OYeHb
4aCTo, NPW 3TOM MOHOTEHHbIX MYTaLI, OTBEHAIOLLMX
3a NIUNUAHBIV OOMEH, Y HUX HET.

MOHUTOPMPOBaHME NUNNOHOMO COCTaBa KPOBW
y AeTe Mo Mepe UX B3pOCNeHns yoenmTensHoM guHa-
MUKW HE BbISBUIIO.
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