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KOJIOHKA PETAKTOPA

(/

I'nybokoysarcaemoie konnezu!

[lepen Bamu remarnueckuii Homep xypHaina «bron-
nerenp GIICKD um. B.A. AnMazoBay, MOCBAIIEHHBIN
LEeJIOMY DSy aKTyaJlbHBIX MPOOJIEM KapAHOJIOTHH.
Bamemy BHUMaHHIO OymyT TpEsIOKEHBI 0030pHBIC
CTaThU, aHATU3UPYIOIIAE MEXaHU3MbI (HOPMUPOBAHUS,
METOJIbI TUATHOCTHKH, PO UITAKTUKY 1 JICUCHUS aHEB-
PpH3M a0pTHI, MPOOIEMa KOTOPHIX HEPA3PHIBHO CBs3aHA
C HACJIECTBEHHBIMHU HAPYIICHUSIMU COCAUHUTEIBHOMN
TKaHu. [IpakTuyeckux Bpauell HECOMHEHHO 3aHWHTE-
PECYIOT pe3yiabTaThl OPUTHHAIBHBIX HCCIEIOBAaHUN,
JEMOHCTPUPYIOIINX BO3MOXKHOCTHA COBPEMEHHBIX JIy-
YEBBIX METOJOB TUATHOCTUKHU CEPACUHO-COCYIUCTHIX
3a0oneBanuii. TpaguIIMOHHO OCOOBI MHTEPEC BBI-
3BIBAIOT Pa0OTHI, TOCBSIICHHBIC aHAIN3Y MEINKAMEH-
TO3HOH Teparuu 1 (akTOPOB, OIPEACISIONIUX ITPOTHO3
3a00J1eBaHM CepALIA U COCYNOB.

Penaxius xypHaia Oarogaput BCeX CBOUX YUTA-
TeJel 3a BHUMaHUE U TIOAJIEPIKKY, a TaKXKe HaJIeeTCs,
YTO OITyOJIMKOBAHHKIC B 3TOM HOMEPE pa0OThI BEI30BYT
WHTEpEeC y Bpauel pa3IMYHbIX CIICIUATLHOCTEH U Oy T
CIOCOOCTBOBATh POCTY WX MpodeccroHamu3Ma.

C yBaxkeHHEM,

YJICH PEJKOJUICTUH JKypHaJa,

3aMeCTHTeNb qupekTopa MHcTUTyTa

cep/ua 1 CoCya0B, 3aBeyomas
Hay4YHO-HCCIIEI0BATEIILCKUM OTICIIOM
HEKOPOHAPOTCHHBIX 3a00JIeBaHUl cep/ia
OI'BY «DLCKD um. B.A. Anmazoay M3 PO,
I.M.H. O.M. Mouceesa



KAPAUOXUPYPTUA

I[BYCTBOP‘IATI;IFI AOPTAJIBHBIN KJIAITAH
N PACHIMPEHUE BOCXOISIIEI'O OTAEJIA AOPTBI
Yacrts I: AHaTOMUYECKHE 0COOCHHOCTH M DTHONMATOIeHE3

H.JI. I'aspunwk, B.E. Ycnenckuii, O.b. Hpmiwoza, M.JI. I'opoees

QI'BY «Dedepanvuviii L{enmp cepoya, kposu u sHOOKpuHonozuu umenu B.A. Aimasosa»
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6one3nu cepana; Upmrwoea Onvea Bopucosha — KaHAMIAT MEANIIMHCKUX HAyK, cTapIinii HayuHbIi corpynauk HUJI kap-
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pakaJbHOW XUPYpPTHUH.

Konraktnas unpopmanus: ®I'bY «Denepansueiii LienTp cepana, kpoBu U SHAOKpUHOIOTHY UM. B.A. AnMazoBa»
M3 PO, yn. Akkyparosa, 1. 2, Cankr-IletepOypr, Poccus, 197341. E-mail: n.d.pimenova@gmail.com (I'aBpumox H./.).

Pe3rome

I[BYCTBOp‘IaTBIf/i aOpTaJIBHBII;'I KJ1ariaH — HaI/I6OJ'Ie€ qacTo BCTpG‘l&IOH.[PIfICS[ BpO)K,Z[GHHBIf/i IMOPOK cepaua. He-
MaJjiad gJOJIid HIOﬂCﬁ C OTUM IMOPOKOM HOXHUBACT A0 CTAPOCTHU 663 KaKI/IX—J'II/I6O CCPBE3HBIX npo6neM CO CTOPOHBIL
aA0PTAaJIbHOT'O KJIaliaHa, OJHAKO B pAAC CJIy4acB BCIICACTBUC PA3JIMIHBIX MTPOLICCCOB q)OpMI/IpyeTCSI TreMOAHAMHUYCCKU
3Ha‘iHMBIﬁ IMMOPOK 3TOTr'0 KJIariaHa. HaHI/IeHTBI C TaKUM ITOPOKOM MUMCIOT OIIPEACIICHHBIC KIIMHUYCCKHUC ITPOSBIICHUA,
HapyHICHHUA KPOBOTOKAa Ha a0PTaJIbHOM KJIAIIaHEC OTHOCUTCIIBHO JICTKO AUArHOCTUPYHOTCA U, KaK IIpaBUJo, 60J'II>-
HBIC BOBPCMS HAITPABJIAIOTCA HAa XUPYPTHUUCCKOC JICUCHHC. I[pyFI/IM COCTOSAHHUEM, ACCONMUPOBAHHBIM C HATMYHUEM
ABYCTBOPYATOI'0 aOPTAJIbHOTO KJIallaHa, SABJISICTCA paCIMPCHUC BOCXOAAICTO OTACTIA aOPThI. CyH_IeCTBYIOT pas-
JIMYHBIC TCOPpHH, 06T:${CH}HOH_II/IC (bOpMI/IpOBaHI/IC AHCBPU3M a0OPThI B ,Z[aHHOf/i CUTyalliu, OAHAKO Ha CGFO,I[HSIIIIHI/Iﬁ
ACHb OTCYTCTBYCT C,Z[I/IHBIf/i B3IUIA4 Ha HpO6J'I€My, HCT UCTKUX U 06H.[€HpI/IH5{TBIX IIOAXO0A0B K AMAarHOCTHUKE, BEACHUIO
MNalruCeHTOB, OMPEACICHUIO HOKa3aHHﬁ K JICHCHUIO U BUAAaM ITIOCJICIHECIO. B JAHHOM 0630p€, COCTOSAIICM M3 IBYX
‘{aCTeﬁ, MBI TOCTApAJIMCh paCCMOTPETh HpO6J'IeMy aACCONMUPOBAHHOTO C ABYCTBOPYATHIM A40PTAJIbHBIM KJIAIITAHOM
pacmimpeHus aOPThl C PA3JIMIHBIX TOUCK 3PCHUA U MPCATIOKUTL P peHJCHI/IfI, HallpaBJICHHBIX Ha YITYYIIICHUC
OKa3aHUsA ITOMOITHU ):[aHHofI KaTCropruu manfucHTOB C MO3UILIMU KapAnOoJiora U KapAuoxupypra.

KiioueBbie ciioBa: Z[ByCTBOp‘laTI:IfI aOpTaJ’IBHBIfI KJIaliaH, 3TUOIIAaTOICHE3, aHCBPHU3Ma aOPTHI.

BICUSPID AORTIC VALVE AND ASCENDING AORTA DILATATION
Part I. Anatomical features and etiopathogenesis

N.D. Gavrilyuk, V.E. Uspenskiy, O.B. Irtyuga, M.L. Gordeev
Almazov Federal Heart, Blood and Endocrinology Centre, Saint-Petersburg, Russia

Corresponding author: Almazov Federal Heart, Blood and Endocrinology Centre, 2 Akkuratova str., Saint-Petersburg,
Russia, 197341. E-mail: n.d.pimenova@gmail.com (Natalja D. Gavrilyuk — junior researcher in Research Laboratory of
Cardiomyopathy).

Abstract

Bicuspid aortic valve is the most common congenital heart disease. Numerous people live with this disease
till an old age without any serious problems with aortic valve. However, in some cases, serious aortic valve
disfunction may occur. Patients with such disease demonstrate particular symptoms, blood flow abnormalities
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are well-diagnosed and in common patients are operated on time. Another condition, associated with bicuspid
aortic valve, is ascending aortic dilatation. There are several hypotheses explaining aortic aneurysm formation in
bicuspid aortic valve patients. Till present time there is no definite way of diagnosis and management of patients
with ascending aortic dilatation associated with congenital bicuspid aortic valve. In present survey including
two parts we tried to consider this problem from different sides and to propose several resolves to improve care
of current patients from cardiologist’s and cardiac surgeon’s viewpoints.

Key words: bicuspid aortic valve, etiopathogenesis, aortic aneurysm.

Cmamwsi nocmynuna 6 peoaxyuro 01.006.13, npunsma k newamu 15.06.13.

Bukycnimpanbuelil aopraneubiii kianad (BAK) —
CaMbIil 4acTo BCTpEYaroUNcsa BPOXKJIEHHBIM MOPOK
cepaua [1]. IlepBele ynoOMUHAHUS O JBYCTBOPUYATOM
aopranpHoM kinamane (AK) Bcrpedarorcs B paborax
Jleonapao Jla Bunuu, natupoBanusix 1512 rogom [2].
[lo pa3nu4HBIM TaHHBIM, PaCIPOCTPAHEHHOCTH 3TOI0
nopoka B nomynsuuu cocrasisier — 0,5-2 % [3-5].
BAK uame BcTpeuaercst y My>XUMH (COOTHOIIEHUE
MYXUYUHBIKeHIIMHBL — 3:1) [5]. BerpeuaroTes xak
CIOpaJUYECKHUE, TAK U HaCIIeACTBEHHBbIE ()OPMEI C pa3-
JIMYHBIM, Yallle BCETO ayTOCOMHO-JOMHUHAHTHBIM THIIOM
HacienoBanus [6—8]. B 9 % ciydaeB y poCTBEHHUKOB
NIEPBOM JIMHUH JIMLI, UMEIOLIUX JBYCTBOPYATHIN KiIaraH
A0PThI, TAKXKE BBISBISETCA 3Ta aHOManus [9]. BaxuHo
OTMETUTH TOT ()akKT, 4TO B ceMbsix nauueHToB ¢ BAK
aHEeBpHU3Ma IPyAHOM a0pThl MOXKET C(HOPMHUPOBATHCS U
y qu1 ¢ TpexctBopuarsiM AK [10].

AHaTOMH4YeCKHe 0COOEHHOCTH KOPHS a0pThI M
a0pPTAJBHOIO KJIANaHa

HopmansHo copMupoBaHHBIN TPEXCTBOPUYATHIi
AK cocTout M3 Tpex MOIyIyHHBIX 3acioHOK. U3
HuX ogHa — valvula semilunaris posterior (Tak Ha-
3bIBaeMasi HEKOPOHAPHAsl CTBOPKA) 3aHUMAET 3aAHIOI0
TPETh OKPYKHOCTH aopThl, 1B Apyrue — valvulae
semilunaris dextra et sinistra (oHM ke — TpaBas u
JieBasi KOPOHApHBIE CTBOPKH) IIPABYIO U JIEBYIO CTOPO-
HBI OTBEPCTHUS BBIXOJHOTO TPAKTa JIEBOTO JKEIYI0UKa
(BTJIXK), cooTBeTCTBEHHO. YCIOBHOM rpaHULel MEXIY
neBbIM sxenrynoukoM (JIXK) 1 KopHEM aopThl CITY>KUT
MIPOKCUMAJbHAsL JIMHUSA MPUKPETICHUS MOTYITYHHBIX
ctBopok AK. Ilpu atom «xonbo» AK ckopee Hamo-
MHUHAET UUWIMHIP, B KOTOPOM KJjlaraH 3a()MKCUpPOBaH B
BUJIe KOpOHBI. Kak10ii cTBOpKE COOTBETCTBYET HEOOIb-
I10€ BBIMIAYMBAHUE a0pThl — cuHyc BanbscanbsBel. [uc-
TaJbHAas TPAHUIIA TPUKPETIIIEHNS TOTYITyHHBIX CTBOPOK
Ha3bpiBaeTcsl cHHOTYOysipHbIM coeanneHuem (CTC)
[11]. Kopenp aopTel npencTaBisier coO0H KiamaHHO-
A0pTalbHBI KOMIUIEKC, COCTOALIMH U3 (PHOPO3HOTO
konpua (OK) AK, monynyHHBIX CTBOPOK, CHHYCOB
BanbcanbBel, KOMHCCYpaIbHBIX CTEPKHEN M aPOUHBIX
JyT, COEIUHSIOMMNX BEepIINHBI KoMuccyp [12-14].
®opmupys BTJIK, kopeHb aopThl QyHKUHOHHPYET
KaK CTPYKTypa, MOAAEPKUBAIOIIAsi aHATOMUYECKUE

anemeHTsl AK [11, 15, 16]. CymecTByeT akTUBHBIH Me-
XaHU3M OTKPBITUS U 3aKPbITHS MOTYITYHHBIX CTBOPOK:
B CUCTOJIY YBEJIMUMBAETCS BHICOTA CHHYCOB, U CTBOPKH
HaTATUBAIOTCS] MEXy KOMUCCYpaMH, YTO BEAET K UX
OTKPBITHIO, B AMACTOIY K€ MPOUCXOANUT PaCTHKEHUE
CHUHYCOB BanbcanbBbl 1 yMEHbBIIEHHE TUAMETPa apoy-
HOTO KOJIbIIa, OOJIeryaroniee KoanTauuilo CTBOPOK U
MpeAOTBpallalollee BOSHUKHOBEHHE 00paTHOrO TOKa
kposu B JDK [12, 17].

BAK mnpencrapnser co0oii aHOMaJIMIO pa3BUTHUS,
TIpY KOTOPOM MPOMCXOUT CpallieHue IBYX cTBOpPOoK AK,
yallle BCEro paBoi U JIEBOM KOpOHapHBIX. Eciau mpu
9TOM OTCYTCTBYET JIMHUS CpPaIIeHHs, TO €CTh CTBOPKA
MIPECTABIAETCS «MOHOIUTHONY, Takoi BapuanT bBAK
Ha3bIBaeTCAd UCTUHHBIM. YacToTa BCTpEYaeMOCTH JaH-
Horo BapuaHTa coctasinsieT 11 % [18]. OTmeueHo, uto
13-3a OTIIMYHUI B ONOMEXaHUKe KJIallaHa, TeMOIMHAMH-
YeCKUX MOTOKAX, a, BO3MOYKHO, M U3HAUAIbHBIX IMyTel
sMOpHOTeHe3a, pa3IMYHbIe BAPUAHTHI CPAILICHHUS CTBO-
POk (Tak HazbiBaeMble «(perotuns» BAK) mo-pasnomy
BJIMSIOT Ha MPOTHO3 B OTHOIIEHNHU naronsoruu AK u
BEPOSITHOCTH (POPMHUPOBAHUS aHEBPU3MBI aOpTHI [ 18,
19]. Ha ocHOBaHNM aHanM3a JaHHBIX, TOJIyYEHHBIX BO
Bpems onepanuii Ha AK, H.-H. Sievers u C. Schmidtke
co3nanu knaccuduranuto BAK (tab6n. 1) [20], cornac-
HO KOTOpPOW B Ka)XJIOM CITyyae OJIKHBI OLI€HMBAThCS
CIEeYIOLUE MapaMeTphl:

1. KonnuecTBo cpaieHuil Mex1y CTBOPKaMu: OT
0 (mpu «uctuaHOM» BAK) 10 2. OTa XapakrepucTuka
ABJIAETCS KIIOYEBOH M OIHOBpEMEHHO 0003Ha4YaeT
tunel BAK: tun 0, tun 1, tan 2.

2. ITo3unusi, B KOTOPOU MPOU30IILIO CPaIlICHHUE.

3. Huchynxmus AK

BAK uacTo accouuupoBaH ¢ IpyrMMH BpOXIEH-
HBIMHM aHOMAJHUSMH, TAKUMH KaK KOApKTaIUsl aopThl
(oxom0 30 %), neekT MexOKeTyI0YKOBOM Ieperopo/I-
KM, OTKPBITBIN apTepHaIbHbIN IPOTOK U aHOMAJINH Pa3-
BUTUSA KOpoHapHBIX apTepuil [21]. Taxxe BAK moxer
ObITh yacThi0 cuHApoMa Teprepa-lllepemesckoro n
cunapoma lllona [22]. Pacimpenue aopThl BecTpeyaeT-
ca B 45-50 % cnyuaeB BAK, u3 Hux B 8 % ocnoxHs-
ercst quccekuueit [23]. Ilon aneBpu3moii aopTel (AA)
MOHUMAIOT yBennueHue e€ quametpa Ha 50 % u Oosee
10 CPAaBHEHUIO C IIPEAIIOIAracMOM HOPMOU B TaHHOMI
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Tabnuya 1

KIIACCUDPUKAIUSA BUKYCITUIAJBHOI'O AOPTAJIBHOI'O KJIAITAHA [20]

Aempescimopa [rpesemopamai
N7
wille:
FA—
[ ——
CTBOPOK 4 3
KOAHTECTRO
WBOD MeAY
CTROpKAMIT 0 0
HIAMAABIOE
SOPGOIOTHA
4 3
PAIMED CTBOPOKR HepanHLIe paBHbIe
KOAHTECTIO
KOMICCYp 4 3

le\ntll.lal LT

/’I\ s

, , R

O <>

2 2 2

0 1 2

"HeTHHHLI" BAK NOTEHIHATLHO TPEXCTROpIATHI AR

INRADABIBACTCA-3,

2 NOITHOCTENY
passima-1
HENOAHOUEHNL-2

FAKNANBIBACTCA-3,
MOIHOCTLIO patBTa-1
HENOTHOUEHHEI-2

paBnbe

NOTHOCTE I NOTHOCTEIY
2 passiTe 2, pasenra 1,2
1-Heno. HeT

AHATOMUYIECKOM 00JIACTH; BCE TPH CJIOS apTepHUaTLHOM
CTeHKH (MHTHMAa, MEAWS ¥ aJIBEHTHLINS) JJOJKHBI TIPH-
CyTCTBOBaTh [24]. B memom gactoTa BCTpEe4aeMOCTH
AA B Poccun cocrasiset 0,16—1,6 % [25, 26].
IIpencraBnenue o ToM, uto BAK kak BpoxjeH-
Has aHOMaJIAS Pa3BUTHS HEM30EKHO JOIKEH BIUSATH
Ha Cyab0y CBOETO «XO3AMHA» 33 CUET MOBBIIICHUS
pUCKa BO3HHUKHOBEHHS HApPyLIEHUN HOPMaJIbHOU
paboTHI KITariaHa aopThl M aCCOIMUPOBAHHBIX C HUM
MaTOJOTHIECKUX COCTOSTHUH, TOSBIIIOCH IOCTATOYHO
JaBHO. MBICITB O IPEAPACTIONOKEHHOCTH K (hOPMHUPO-
BaHHIO aopTajbHOro cTeHo3a (AC) y 6ompabIX ¢ BAK
BriepBhle ObuTa BhIckazaHa 1. Peacock [27]. Hapsny
¢ atuM, W. Osler ormeTmi, uto BAK MoxkeT OBITH
cyOCTpaToM W AJisl pa3BUTHS HHPEKIIHOHHOTO YHAO-
kapauta AK [28]. 'mmore3a 06 accomuanuu BAK u
paccioeHuUs a0pTHI BIIEpBhIC BhIckazaHa M.E. Abbot B
1927 rony [29] m monTBepkneHa paboramu E.W. Lar-
son 1 W.D. Edwards [30]. B 1957 1. V.A. McKusick
C COaBTOpAaMH IMEPBEIMH omucanu 4 ciydas codera-
Hust BAK 1 aHeBpu3Mbl a0pThl U BBISIBUJIM CXOJICTBO
TUCTOJIOTUYECKON KAPTUHBI B CTEHKE BOCXOJISIIECH
aoptel npu BAK u cuaapome Mapdana [31-33]. Io-
cieayromnire padboThl ITOATBEPIITN HATHIHE TOA00HOM
ACCOIIMAIIAH, OJTHAKO €TMHOTO MHEHHSI OTHOCUTEIBHO
XapakTepa W CTETIEHHW BBIPAXKEHHOCTH MPUIUHHO-
ciaeacTBeHHOU cBsizu Mexny BAK u pacmupenuem
BOCXOJLIEH aopThl B HacTosALIEee BpeMs HeT. ComyT-
ctBytomiee BAK pacmimpenue MokeT pa3BUBaThCA B
I000M OTIelIe BOCXOIAIICH a0pThI, OTHAKO Hanbosee
4acTo OUJaTallysi MaKCUMaJbHO BHIPaK€HA B BOC-
xoxsimeM otaene, auctanpaee ypoBHst CTC [34, 35].
CymecTByeT psiin Teopuii GOPMUPOBAHUS PaACIIHpe-

HUS a0pThl pu aBycTBOpuaToM AK, 1 115 ymoOcTBa
BOCIIPUSATHS MBI TTO3BOJWIN ce0e pa3fenuTh UX Ha
HECKOJIBKO TPYTIII.

IlepBasi Teopusi — «reMoTUHAMUYECKAS)

OpHuM u3 MexaHu3moB komneHcauuu BAK sB-
nsercst nedopmanus CTBOPOK KiallaHa B CHCTOINY.
ITomo6HBEIM MeTaMop(do3aM IMOABEPTaeTCS U TPEX-
ctBopyarblii AK, onHaKko B JaHHOM Ciy4yae pedb UAET
0 Ooree BEIpaKEHHBIX H3MEHEHHAX. BayKHBIM SIBIIACTCS
pazMuHbIi pa3mep cTBopok npu BAK, uto npuBogut
K BO3HUKHOBEHHIO ACHMMETPUIHOTO U TypOYITEHTHOTO
TOKa KpoBH. B pe3ynbrare Ha pa3HbIe CTBOPKH, TAKKE
KaK ¥ Ha pa3Hble yUYaCTKH BOCXO/AIIECH a0PTHI, OKa3bI-
BAaeTCs PA3IUIHOE IO CHIIE BO3MIEHCTBHUE, YTO TIPUBOAUT
K HEpaBHOMEPHOMY PacIpeeNIeHHIO KacaTeIIbHOTO Ha-
TIPSDKEHUS CTEHKH a0PTHI K MOXKET OBITh IPEIITOCHUTKOM
IU1s1 hopMHUpOBaHKS aHeBPHU3MEI [36]. Tepmun «Imoct-
CTEHOTHYECKOE PACIINPEHNE a0PTHD» B HACTOSAIIIEE Bpe-
M HOCUT UCTOpUUYECKUM XapakTep. CBA3b pacuIupeHus
aopthl ¢ AC noka3zaHa ToJbKO 111 manreHToB ¢ bAK.
YYuTHIBas OTCYTCTBHE KOPPEISIIUN MEXTY TKECTHIO
CTEHO03a W BBIPAXKEHHOCTHIO PACIIMPEHUS aOpTHI, B
HacTosamee Bpems AC U pacmmpeHue aopThl IpHU
BAK npuHsATO cuuTaTh paziiMYHBIMU MPOSIBICHUIMU
omuoro 3abonesanws [33, 37]. BAK mopdomornaecku
CTEHOTHYEH IO CBOEW MPHUPOJIE, IOATOMY HCITBITHI-
BaeT OOJNBININN CTpecC MPU M3MEHEHWW HAIlpaBIICHUS
reMOJIMHAMHUYECKHIX MMOTOKOB. B oTiimyme ot kiamana
¢ Tpems ctBopkamu, BAK memnieHHee pacnpasisiercs
Y B TMACTOJIy HE TOTOB K BCTpeUe ¢ 0OPaTHBIM TOKOM
KPOBH, NCTIBITHIBAS] 3HAUNTENbHBIC HATPY3KH. DTH OCO-
OEHHOCTH SBIAIOTCS (haKTOpPaMH, 00y CIIaBIUBAIOIIIUMHI
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MOSABJICHUE aopTanbHOI HemoctatouHocTH (AH) mpu
naHHoi aHomanuu [36]. BepostHocTh dopmupoBa-
Hus AC npu BAK yBennuuBaeTcs npu acUMMETpUHI
CTBOpPOK (TIpeXJie BCETO, B CIyyae CpalleHHs IpaBoit
Y HEKOPOHApPHOI MOJYITYHHBIX 3aCJIOHOK), BBICOKOM
YpOBHE XOJIEeCTepHHA KPOBH U apTepHaIbHON Tumep-
TeH3uu [38].

Bropasi Teopusi — «HapylmieHUsI CTPYKTYpPbI
IKCTPALEJIIIOISPHOI0 MATPHKCA A0PThD

Hecmotps Ha HECOMHEHHBIH BKJIaJ F€MOIMHAMUYE-
ckux (haKTOPOB B pa3BUTHE accoruupoBanHoro ¢ BAK
paciIupeHus BOCXOJIIEl aopThl, HOCTeTHee BO3HUKA-
eT ¢ OoMbIIei BEpOSATHOCTHIO TIPH JIIOOBIX BapHAHTaX
BAK 10 cpaBHEHHIO ¢ MAIUEHTaMU C TPEXCTBOPYATHIM
AK. B pa6ore R.T. Hahn u coaBTOpOB 1moka3aHo, 4To
JUaMeTp BOCXOJAIIETO OT/eNa aopThl y MAIEHTOB C
BAK B nenom Gomnbiie, uem nmpu TpexcrBopuarom AK,
npyu4eM He OBUIO BBISBICHO CYIIECTBEHHOW 3aBHCH-
MOCTH JUaMETpa aopThl OT Xapakrepa (CTeHO3 JI0o
HE/IOCTaTOYHOCTb) U CTENEHU HapyIlIeHUI KpOBOTOKA
Ha knamnaHe (tabnuma 2) [39].

B Hacrosiiee BpeMst 001bI10€ BHUMaHHE OTBOZMT-
Csl pOJIM HAPYILIEHUH cOCcTaBa OEIKOB BHEKIECTOUHOTO,
WJIH 3KCTpalleIUTosapHoro Marpukca (O1IM), Ha dop-
MHUpPOBaHUE PACIIUPEHHUs Bocxosuiei aoprel. 1M
SBTISIETCS CBOCOOPA3HBIM «KapKacom», o0ecriednBast
HEOOXOAMMBIE ATACTHYHOCTh M MPOYHOCTH a0pTallb-
HOW CTEHKH, W BIUSET Ha pocT, AuddepeHunnpoBKy
¥ B3aMMOOTHOIIIEHHE KJIETOK CTEHKH aopThl. M3me-
HEHHUE COCTaBa HKCTPALEIUTIOISPHBIX OENKOB MOXKET
OBITh TPUYMHON (PEHOTUIIMUECKOW TpaHChopManuu
U amomnTo3a ragkoMelmedHsix kietok ('MK) aopthr.
WwMeroTcst TaHHBIC O TOM, YTO KOJuiareH, puopumimH
U 3JIaCTUH (OCHOBHBIE BHEKJIETOUHBIE OEJIKH aOpThI)
HampsAMYIO U yepe3 TKaHeBble MHIMOUTOPBI MaTpPUKC-
HBIX MeTaJuIonpoTenHas (tissue inhibitors of matrix

metalloproteinases — TIMP) yyacTBytoT B perynsuuu
AKTUBHOCTH MaTPUKCHBIX METAJIONPOTEHHA3 (matrix
metalloproteinases — MMP) [40]. Otu GepmeHTHI,
cuHTesupyemele pudpodnacramu, ' MK u sngorenno-
LUTaMH, 001aJIaI0T 37aCTOTUTHUECKON U KOJTareHas-
HOM aKTUBHOCTBIO, U HX POJIb B TATOTEHE3€ aHEBPU3M
TPYAHOM a0pTHI U3ydeHa A0CTaTouHo xoporo [41-43].
B HacTos1ee BpeMs MHOTMMH HccieI0BaTeNIMH Obliia
MPOIEMOHCTPUPOBaHA CBSI3b MEX/1y ITOBBIIIIEHUEM aK-
tuBHOCTH MMP, muc6anancom cooTHomeHuii MMP/
TIMP u ¢opmupoBaHueM aHEBpU3M TPYTHOH aopThI
pasnugHo nokanu3anuu [44, 45]. OqHako 10 CUX op
HE BBISIBIIEHA OCHOBHAS TPUYMHA TIOBBILICHUS KOHIICH-
Tpauuu u akTuHOcTH MMP y manueHToB ¢ aHeBpuU3-
Mo rpyHOi aopThI [22]. C 01HOM CTOPOHBI, OOJIBIITY O
poutb urpaet uzmenenue penoruna ' MK — ¢ koHTpak-
THJIHLHOTO Ha CHHTeTHYEeCKuH. Y nanpenTos ¢ BAK aTot
MIPOLECC MPOTEKaeT OBICTpee, UTO CBA3BIBAIOT C BO3-
MOKHOM T€HETHIECKOH MPeIpacoIokeHHOCTRIO [41].
C nipyroii CTOPOHBI, UMEIOTCS CBEJICHHSI 00 H3MEHEHUHT
aktuBHOCTH MMP 1ipu nepunure pubprmaa-1 nnn
HapyIIeHUH €Tr0 CTPYKTYpHI, Tak Kak GuoOpumimH-1
crabunsupyer MMP. TlogoOHble HapymieHus: Ha-
OnrofaroTcsl y MalMeHToB U ¢ cuHApoMoM MapdaHa,
u ¢ BAK. OGpamiaer Ha ceOs BHUMaHUE U TOT (HaKT,
YTO KUCTO3HBIH MEIMAHEKPO3 aopThl AUATHOCTUPY-
ercs y nauneHToB ¢ BAK yxe Haumnast co 2 Hexenu
)Ku3HU [46]. DT (aKThl MOTYT CBUICTEILCTBOBATH B
none3y yuactuss MMP B am6puorenese BAK. Kpome
TOTO, OTMEYEHO MOBHIIICHHE KOHICHTPALUN U aKTHB-
HocT MMP-2 1 MMP-9 y nanneHToB ¢ aHeBpHU3MOit
Bocxopsmiero ornena aoptel © bAK B cpaBHeHuu c
0OJIEHBIMU, Y KOTOPBIX aHEBpU3Ma pa3BHUiIach Ha (hoHE
TPEXCTBOPYATOTO KjlarmaHa aopTsl [41].

OnHUM U3 3BEHBEB MATOPHU3MOIOTHYECKOTO Me-
XaHU3Ma (OPMHUPOBAHUS aHEBPU3MBI TPYIHOM a0PTHI
ABJISIETCSl Tpoliece (pparMeHTaluy MacTHHA, TIPOUC-

Tabnuya 2
JAUAMETPBI AOPTHI Y HAIMEHTOB C IBYCTBOPUYATBIM
U TPEXCTBOPYATBIM AOPTAJIBHBIM KJIAITAHOM [39]
Oraen BoCxoNsiLeil Hopmanbho Jlerxkmii
A a0 THH B pynxmmonnpyrommii | Jlerkas AH | Taxenaa AH U yMepeHHBII Kontpoan
HaMe‘; - BAK (n = 26) (n=27) AC (n=83)

A P (n=19) (m=11)
DK AK 2.43 £ 0,39 2,65+£046 | 3,07+ 044 229+ 0,41 2.43+031
C”Hyc"‘if‘“"cm" 3,52 + 0,44% 3,65+0,67% | 4,07+ 0,60% 3,69+0,60% | ~3,19 +0,42*
CHHOT;S}?;HPH” 3,11 +0,43* 3,32 +0,64% | 3,64+0,60% 346+0,51% | ~2,76 +0,39%
Bocxommii otz 3,60 + 0,66* 3,83+0,76% | 3,89 +0,69% 3,99 +0,58*% | ~2,85+ 0,48*

Ipumeyanus: BAK — OukycrumansHbIN aopTanbHbi kinamad, AH — aopransHast HegocTaro9HOCTh, AC — aopTaib-
HbIi cTeHo3, DK AK — ¢ubpo3Hoe kombIlo aopTanbHOro Kianana, * — p < 0,05.



BIOJJIETEHD ®EJIEPAJIBHOTI'O IIEHTPA
CEP/ILIA, KPOBU 11 SHAOKPUHOJIOI'MH UM. B.A. AJIMA30BA

aBrycTt 2013

XOJISILIKMN, B IEPBYIO OYEPEb, 101 Bo3aericTBueM MMP.
[MockonbKy JaHHBIE U3MEHEHMSI OOHAPYKUBAIOTCS Y
BCEX MAlMEHTOB C aHEBPU3MOI TPYAHOU a0PTHI, IPE/I-
[OJIATAETCS, YTO ITOT MPOIECC SIBISICTCS KIIIOYEBBIM
B (DOPMHUPOBAHUU aHECBPU3MEI. Boiblioe 3HaUCHUE
MPUIACTCS U3MEHEHUIO KOHIICHTPAIIUU KOJIJIAreHa;
IIPU ATOM OTMEUYEHO, YTO B CIIy4ae Pa3BUTHH aOpTO-
naruu B coueTanuu ¢ BAK kojndecTBO KojljlareHa He
YBEJIMYEHO I10 CPABHEHHUIO C aHEBPU3MaMH, 00pa3o-
BaBmMucs Ha hore TAK. OqHako Nony4eHbl TaHHBIS
0 HapyIICHUU TMOCTTPAHCISAIIMOHHOW MOAU(PUKAIIUN
KOJUTareHa, 00yCIIOBJICHHOM U3MEHEHUEM aKTHBHOCTH
WJIM 9KCIIPECCHUH JIU3UI-THAPOKCUIa3bl — (PepMeHTa,
Y4YacTBYIOIIETO B 00pPa30BaHUM «CIIHBOK» MEXIY
MoJieKynamu kojutareHa [47]. Takxke akTHBHO BETyTCS
paboThI IO U3YUEHUIO MMUTCHETHUECCKUX MEXaHU3MOB,
BIIMUSIIONIMX Ha cuHTEe3 O0enkoB DM [48-50].

TpeTbs Teopusi — «M3MeHEeHHSI AKTUBHOCTH H
JJIMTeIbHOCTH JKM3HM IIAAKOMBIIIEYHBIX KJIETOK
a0pTHI»

Baxuyio poias B SMOpuoOTreHe3e aopThl OTBOJIST
TGF-beta nmytu. Ero yuactue noka3aHO B MHUTPalldU
KJIETOK HEPBHOTO TpeOHs U, CIEI0BATEIBHO, B (HOp-
mupoBanuu BTJIK. Bo3amoxkHO, ¢ 3TUM CBA3aHO CO-
yeTaHue aoptonaruu npu bAK c nmaronmorueit npyrux
JIEpUBaTOB HEPBHOTO I'PEOHS — BHYTPUYEPEITHBIMH
aHeBpU3MaMH 1 aHEBPU3MaMU apTepHUii IIeU U TOJIOBHI,
aHOMAaJIMAMU pa3BUTHsI KOPOHApHBIX apTepuit [50, 517.
I'MK — ocHOBHas KJIeTOYHas OITYJIALUS CTEHKH TPy~
HoMi aopThl. X QyHKIIMEH, TOMIUMO KOHTPAKTHIBHOMH,
SIBIIIETCS TIOA/IEpKaHie HOpMalbHOTO cocTaBa O1IM,
YTO MO/Ipa3yMeBaeT CHHTE3 OCHOBHBIX €r0 KOMITIOHEH-
TOB U IIPOTEUHa3, BKI04ass MMP, OTBETCTBEHHBIX 3a
ero nerpananuto. Kak ynomunanocs panee, npu BAK
npoucxoauT uamenenue penoruna ' MK — ¢ koHTpak-
TWILHOI'O Ha CUHTETUYECKUN. Takke UMEIOTCS CBeJic-
HUS O HApYIIEHUH BHEKJICTOYHOTO TPAaHCIIOpTa OSIIKOB
npu BAK u cuanpome Mapdana [52]. [TokazarensHo,
YTO Y TUCTOJIOTYecKast KapTHUHA [TPU aHEBPU3ME a0PThI
y nanuenToB ¢ BAK cxoxa ¢ TakoBoi npu cuHapoMe
Mapdana, 1 BKIFOYaEeT B ce0sI KUCTO3HBIA MEIUOHE-
KpO3 a0pThl, (pparMeHTaIMIO JIACTHHA U YBEJTUUCHHE
konuyectBa anonto3oB [MK [53]. CienyeT OTMETHUTS,
yT0 y nmanueHToB ¢ BAK naxe npu HOpManabHBIX pas-
Mepax aopThl yactoTa amonto3oB MK noctoBepHO
BBIIIIE, YEM Y MAI[UEHTOB C aHEBPU3MaMH BOCXOIIEH
aopthl ¥ TpexcTBopuarhiM AK [54]. M3noxenHble hak-
ThI TIO3BOJISIFOT BBICKA3aTh MPEOI0KEHNE O CXOHOM
XapakTepe NaTOreHEeTHYECKUX MyTed (OpMHUPOBaHHS
AA y nanmentoB ¢ BAK u cunnpomom Mapdana.

Hecmotps Ha ToT ¢akt, uto ¢ passuruem BAK
accornuupoBano 6onpmoe yucio renoB (TGFBRI,
TGFBR2, NOTCH1, GATAS u ap.), MyTanuu B JaH-

HBIX TeHax npu couetannu bAK c aneBpusmoit rpyn-
HOW aOpTHI BCTPEUYAIOTCS IOCTATOYHO PEAKO, TOITOMY
npesnonaraercs, 4yro aopronarus npu bAK ssnsercs
MOJIMTeHHBIM 3a0oneBanueM [22]. K coxanenuro, Ha
CETOAHAUIHUMI JE€Hb HU OJIHA U3 TEOPUId HE B COCTOSHUU
OOBSICHUTB, ToYeMy Iip Hanmuuu BAK B omHOM cityuae
YeJIOBEK JI0KUBAET JI0 TITyOOKOH CTapoCTH 03 KaKHUX-
100 TPoOIIEM CO CTOPOHBI CEPALIa K MAaruCTPaIbHBIX
COCY/IOB, B IpYTOM — (DOPMHUPYETCS TeMOANHAMHYECKH
3HAUUMBIH MOPOK, TPEOYIOMINK MOMOIIN KapIHOXH-
pypra, B TpeTbeM — K IOPOKY KJIanaHa (MJIH, 4To He
SIBIISICTCS PEIKOCTBIO, IPH HOPMAITLHO (DYHKIIMOHUPYIO-
mem BAK) nmpucoenunsieTcs aneBpru3Ma BOCXOAIICH
AOPTEHI.
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Pesrome

JIBycTBOpUATHIN a0pTANBHEIHN KJIallaH — HanOoJIee 9acTO BCTPEYAIOIIHNICS BPOKICHHBIHN TOpOK cepara. He-
MaJtas OIS JIFOIeH C ATHM MTOPOKOM JIOKUBAET IO CTAPOCTH 0€3 KaKUX-IHO00 Cephe3HBIX MPOOIeM CO CTOPOHBI
AOPTAILHOTO KJIAllaHa, OIHAKO B Psi/ie CIIydaeB BCIEICTBHE PAa3IWYHBIX MPOIECCOB (POPMUPYETCS TeMOAnHA-
MUYECKH 3HAYUMBIH TTOPOK 3TOTO KianaHa. [[arenTsr ¢ TakuM MOPOKOM MMEIOT OTIpe/IeTIeHHbIe KITMHUYIECKUE
MIPOSIBIICHNS, HAPYIIEHUSI KPOBOTOKA HA aOPTAIBHOM KJIAIllaHEe OTHOCHUTENHHO JIETKO AHAarHOCTUPYIOTCS U, KaK
MpaBwII0, OOJEHBIE BOBPEMSI HAIIPABIISIOTCS HA XUPYPrUIecKoe JeueHue. JpyruM coCcTOsTHIEM, acCOIIMAPOBaH-
HBIM C HAJTMYUEM JIByCTBOPYATOTO A0PTANBHOTO KIIallaHa, SBIISETCS PacIIMPEHIE BOCXOIIIIETO OTAeNa aOPTHI.
CymiecTByIOT pa3indHbIe TEOPUH, O0bSICHAIONNE (POPMUPOBAHIE AHEBPU3M AOPTHI B TAHHOW CUTYaIllH, OJHAKO
Ha CETOIHANIHAN I€Hb OTCYTCTBYET €IWHBINA B3MIISII HA MPOOIEMy, HET YeTKUX M OOIIETIPUHATHIX TIOAXOA0B K
JIUATHOCTHKE, BEJCHUIO MAIFEHTOB, OMPEAESIEHHIO [TOKa3aHUi K JICYeHUIO W BHUJaM TocienHero. B manaom
0030pe, COCTOSIIEM U3 IBYX YacTel, MbI IOCTAPAINCH PACCMOTPETH MPOOIIEMY aCCOIMUPOBAHHOTO C IBYCTBOP-
YaTbIM a0PTAIBHBIM KJIAIAHOM PACIIUPEHUS a0PTHI C Pa3IMYHBIX TOYEK 3PEHUS U MPEAJIOKUTD P PELIICHHH,
HaIpaBJICHHBIX Ha YIy4IIEHWE OKa3aHWs MOMOIIM JTAHHOW KAaTerOpvy MAIMeHTOB C MO3WINH Kapauojora u
KapInOXupypra.

KiroueBble cjioBa: JIByCTBOPUATHIA A0PTaJIbHBINA KJalaH, JUarHOCTHKA, TEPAITHsl, XUPypradecKkasi Koppek-
HsI, aHEBPH3Ma a0PTHI.
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Abstract

Bicuspid aortic valve is the most common congenital heart disease. Numerous people live with this disease
till an old age without any serious problems with aortic valve. However, in some cases, serious aortic valve
disfunction may occur. Patients with such disease demonstrate particular symptoms, blood flow abnormalities
are well-diagnosed and in common patients are operated on time. Another condition, associated with bicuspid
aortic valve, is ascending aortic dilatation. There are several hypotheses explaining aortic aneurysm formation in
bicuspid aortic valve patients. Till present time there is no definite way of diagnosis and management of patients
with ascending aortic dilatation associated with congenital bicuspid aortic valve. In present survey including
two parts we tried to consider this problem from different sides and to propose several resolves to improve care
of current patients from cardiologist’s and cardiac surgeon’s viewpoints.

Key words: bicuspid aortic valve, aortic aneurysm, diagnosis, treatment, surgical correction.

Cmamuws nocmynuna 6 pedaxyuto 01.06.13, npunsma x newamu 16.06.13.

Knuandeckas kapTuHa MPU reMOAMHAMUYECKH
3HAYUMOM TOpOKe ABycTBopuaroro AK Tunnuyna u
HE UMeeT KaKuX-IM0O OTIMYHUTEIhHBIX 0COOEHHO-
creil. CUMIOTOMBI aHEBPU3MBI BOCXOJAIIECH a0PTHI
Tak)XKe BIOJHE THIUYHBI (TO €CTh, KaK MPaBHUIIO,
OTCYTCTBYIOT). OTUETINBO 3a00JI€BaHIE TPOSBIISIET
ce0st JINITh TPH HACTYTUICHUH TSKEITBIX OCIIOKHEHHH:
paccroeHus w/wiM pa3psiBa aopThl. Knaccuueckue
KJIMHUYECKUE TPOSBICHUS aHEBPHU3M BOCXOMASIICH
aopTthl (0607M B TPyAHOH KIETKe, HApYIICHHE TIIO-
TaHUS, OCUIIJIOCTh T'OJI0Ca) UMEIOT MECTO JIUIIb B
5 % ciy4aes, Toraa kak 95 % aHEeBpU3M NMPOTEKAOT
6eccumnToMHO [1].

Cornacuo pexomenganusm ACCF / AHA /
AATS / ACR / ASA / SCA / SCAI / SIR / STS /
SVM, Bcem nanuentaM ¢ bAK nns ycraHoBineHus
JIMarHo3a paclIupeHuss HeoOXoIMMa BU3YaTHU3aIlHs
KOPHS ¥ BOCXOJISIIET0 OT/AeNa aopThl (kiacc I, ypo-
BEHb JI0Ka3zarenbHOCTH B). Takxke BceM poacTBeH-
HHUKaM NepBoi nuHuM nanueHToB ¢ BAK, y koTopbix
YCTaHOBIICH JIUarHO3 aHEBPU3MBI I'PYIHOTO OT/ElNa
AOpTHI B COYETAHUU C MUHUMAIBHBIMH (PaKTOpamMu
pHCKa H/WIH B clly4ae CeMEHHBIX aHeBPHU3M U pac-
CIIOCHUH TPYIHON a0PThI, HEOOXOAMMO BHITTOTHEHUE
BH3YyalIM3UPYIOIIET0 HCCIIeJOBAHUS, HAIPABIEHHOTO
Ha BbisiBIeHHE BAK 1 acHMOTOMHOTO pacuiupeHus
rpynHOH aopThI (Kiace I, ypoBeHb J0Ka3aTeIbHOCTH
O) [2].

«30I0THIM CTaHAAPTOMY» TUATHOCTHKH aHEBPHU3M
BOCXOJISAIIIETO OT/IENA A0PTHI SIBIISIETCS MYJIETHCITUPAITB-
Hast komnbiotepHas tomorpadus (MCKT) ¢ BHyTpH-
BEHHBIM KOHTpacTupoBaHueM. [lepen peHTreHonorom
CTaBUTCS 33/1a4a OICHUTH (D)YHKIIMU KIIAllaHa U TOYHO
M3MEPHUTh pa3Mephbl a0PTHI B TIOCKOCTH, TEPIEH/IH-
KYJISIPHOH TOKY KpOBH. B IpoTOKON MccrnemoBaHus
JIOJDKHBI OBITH BKIJIIOYEHBI TaKHWe MapaMeTphl, Kak
OTIpe/ieTICHHE TUaMEeTPOB BOCXOISIIETO OT/IETa aOPTHI
Ha ypoBHiAX ®K AK, cunycos Banbscansel, CTC n
0olslee MUCTAIBLHO PACIOIOKEHHOTO BOCXOJSAIIETO

oTzena aopThl (TIPUONMM3UTENHFHO Ha ypoBHE Oudyp-
Kalli{ CTBOJIA JIeTOYHON aptepuu). [Ipu BIsIBIEHUU
pacimupeHusl HeoOXOMMO TOYHOE ONpEIeICHUE ero
JIOKaJTU3aIliH, HAJHMIUS WIN OTCYTCTBUS IHCCEKIIHH,
pacmpocTpaHeHHs] aHEBPU3MBI Ha MarucTpajbHbBIE
BETBU a0pPTHI, U3MEHEHUS JHaMeTpa N0 CPAaBHEHHIO C
MpenbITyImUMy cHUMKaMu. O06 aHeBpU3MeE a0PTHI TOBO-
pAT nipu pacmupernn aopthl Ha 50 % 1Mo cpaBHEHUIO ¢
HOPMOIA, KOTOpast OIPeAEIIAeTCs, NCXO U3 BO3pacTa,
IJIOMIA/I TOBEPXHOCTH TeJla, METO/Ia MCCIIEIOBAaHUS U
M3MEpPsIeMOro yJacTKa aopTsl. Pa3nuyns, cBI3aHHbIE C
[I0JIOM, HUBETHPYIOTCS, €CJIA YUUTHIBACTCS TUIOMIAh
MMOBEPXHOCTHU Tena [2].

JmameTp BOCXOIAIIEH aOPTHI 3aBUCUT OT TPYTIITHI
(hakTopoB, BKiIIOUaronieil B ceds 1o, BO3pPacT, II0-
1a1b TOBEPXHOCTH TeNa, a TAaK)KEe MCITOJIb30BAHHBIN
Metoa quarHoctuku. B 1991 romy Ob6mecTBoM cocy-
TUCTBIX XUPYPToOB Ha 0CHOBaHUH pe3ynsTatoB MCKT
U peHTreHorpaduu rpyqHON KJIeTKH Oblla co3aaHa
TabNnIa, OTpakaroIas HopMaTbHbIE THAMETPHI a0p-
ToI (Tabm.) [3].

B Teuenmne xu3HM yenoBeka JHaMeTp a0PThI TOCTe-
MIEHHO YBEIMIUBaETCs co ckopocThio 0,12 — 0,29 MM B
rox. B cpenaemM quaMeTp aopThl y My KUHH ITPEBBIIIAET
TaKOBOM y KEHIIIMH, OTHAKO C BO3PACTOM 3TH Pa3IHIHUs
HuBenupytorcs [4]. [Ipu cpaBHeHNH pa3nuYHBIX OT/AE-
JIOB a0pTHI HAOMIOAAETCS IPOTPECCUBHOE YMEHBIICHNE
ee TMaMeTpa OT CHHYcOB BanbcanbBel k Oudypkarmm
[5]. dyis craHmapTH3aiiy oKa3aress AHaMeTpa aOpThl
OBLT MPEIOKEH Pl HOMOTPaMM, YCTaHABIMBAIOIINX
3aBHCHMOCTH MEXKIY AUaMETPOM a0PTHI U TUIOIIABI0
[TOBEPXHOCTH T€Ja; HAa00JIee MOIMYIIPHBIMH SBJISTFOTCS
HOMOTpaMMBlI, pazpaboranneie M.J. Roman u coaBTo-
pamu (Puc. 1). Bepxueii rpanuiieli HOpMaIbHOTO JAHa-
METpa aopTHI U I MY>KUHH, U JUIS )KSHIIUH, SIBIISETCS
mokasareis 2,1 cM/M?, H3MepEHHBIH Ha YPOBHE CHHYCOB
Banbcanbser [6].
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Tabnuya

HOPMAJIBHBIE JMAMETPBI BOCXOJAIIEI'O OTAEJIA AOPTHI [3]

Fpal-ll/lllbl CpeaHHuX

OTaen aopThl ol
3HAYEHHIl, CM

CTaHJapTHOE OTKJIOHEHHE
0T CpeHero, cM

MeToa Hccae10BaHUA

Kopenp aopthl

3,50-3,72 0,38 KT
(PKSHIITIHBI )
Kopens aopTs! 3.63-3.91 0.38 KT
(My>K4UHBI) ' ' ’
Bocxondias aopra 286 _ PI’

(My>KYMHBI, )KEHIIIHBI)

Mpumeyanns: KT — xomnbtorepHas Tomorpadust; PI' — o0630pHas peHtreHorpadus rpyIHoi KIETKH.

Pucynox 1.0THoLIeHHe THAMETPOB BOCXOAsILIEi a0PThI HA YPOBHE CHHYCOB BajibcabBhlI (J1eBasi HOMOTpaMMa) U
AMCTAJIbHEe CHHOTYOYJISIDHOTO coeJuHeHHs (IpaBasi HOMOTPaMMa) K NJIOLIA/AM OBEPXHOCTH TeJia [6]
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Mpumeyannsn: SEE — crangaprHas ommbka perpeccun, Sinuses of Valsalva — nuamerp Ha ypoBHe cHHYcoB Baib-
CaJIbBBI B CM, Supra-aortic ridge — anaMeTp Ha ypoBHE CHHOTYOYIIsIpHOH 30HBI B cM, Body surface area — miomanp no-

BCPXHOCTHU TCJIa B M2,

MeaukaMeHTO3HOE JiedeHHe paclIMpPeHHus BOC-
xoasiuieii aoptel npu BAK

B HacTosimee Bpems HET CIELMAJbHBIX ajro-
PUTMOB MEAUMKAMEHTO3HOM Tepaluy IpHU aHEBpU3ME
Bocxomsel aoptel, couetaromeiics ¢ BAK. [Togxomsr
K JICYEHHUIO 3aBHCAT OT Hammums auchysknnn AK.
CornacHo pexomeHpanusm, npu AH B couerannu
C apTepUaJbHON TMIEPTEH3UEN WM NPU HATUYHUU
NPOTUBONOKA3aHUN K ONEPATUBHOMY JICUECHUIO
OTIPaBJaHO Ha3HAYeHHE MHTUOMTOPOB aHTHOTEH3NH-

npespamawomero pepmenta (MAIID) wnm anraroHu-
cToB pernentopoB anruoren3uHa-11 (APA). B ciyuae
HEBO3MOYKHOCTH XUPYPTHUYECKOT0 JICUCHUS TAKEIOT0
AC Bo3mOxHO ucrnonb3oBanue HAIID, nuypeTukon
u aurokcuHa [7]. Bcem manmeHTam ¢ aHeBpU3MOit
BOCXOJASIIEN aOpThl TOKa3aH PETYJSIPHBIIA KOHTPOJIb
YPOBHS apTepHaJbHOTO JABJICHMUS U 4acTOTHI cep-
JNEYHBIX COKpaIlleHWH, a Takke Ha3HaueHue Oera-
anpenooOokaropos, HAIID wim APA u (kmacc lla,
YpOBEHb JloKazareiabHocTH B) [2].
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U3BecTHO, uTO aHrnoreH3uH-I1 nmeer 2 tuna pe-
uentopoB. [Ipu Bo3meiicTBuu Ha perentopsl 1 Tuma
npoucxoaut aktusanus TGF-beta-3aBucumoro myTw,
YBEIMYMBACTCS KJIETOYHAsI Mponrdepanuss U aKTHB-
Hocth MMP-2 1 MMP-9. TToatomy 6110Ka1a 3TOTO Iy TH
¢ nomouipio APA2 BriosiHe 000CHOBAaHO C TOYKH 3pe-
HUS MaTOQU3UOIOTUIECKHX MEXaHU3MOB JHJIaTaIlllH
aopTsl. Hapsay ¢ 3Tu, akTuUBaIys 2 THIA peenTopoB
OKa3bIBaET 3aLIUTHOE JEHCTBHE 3a CUET YMEHBIIEHUS
nponudeparyu, Gudpo3a, CHUKEHUS KOHIIEHTPAIIUU
Y aKTHBHOCTH MaTpUKCHBIX MeTajionpoTenHas. [Ipu
rcnoiab3oBaHud HATID mpoucxoanuT CHIKEHHE aKTHB-
HOCTHU CUTHAJIMHTA 0 000uM IyTaM [8§].

Bera-agpeHoOnokaTopsl, NIMPOKO UCIOIB3yMBIC
MIpU METMKaMEHTO3HOM JIeueHHH CHHpoMa MapdaHa,
MOTYT IPUMEHATHCS KaK BO3MOKHOE CPEJICTBO 3aMel-
JICHUs paciIupeHust aopTel y 6onbHBIX ¢ BAK 3a cuer
YMEHBIIIEHHUS HaNpsKEHUs] COCYANCTON cTeHkH [9].
CraTuHbI [TOKa3aJI1 CBOE MOJIOKUTENBHOE BIUSHUE Ha
3aMeJICHHE TEMITOB POCTa AaHEBPU3M TOJIBKO OPIOIIHO-
ro, HO He TpyAHoro otaena aoptel [10]. He BrisiBIeHO
Y TO3UTHBHOTO BJIMSHMS CTaTMHOB Ha MPOrPECCHUI0
AC mpu BAK [11]. B nacTosiee BpeMs IPOBOAUTCS
0O0JIBIIOE KOTMYECTBO UCCIICJOBAHMN JIE€KapCTBEHHBIX
MpenaparoB, BIUAOUIMX Ha akTuBHOCTE MMP. Bmecte
C TeM, JIOKCUITUKIIMH, Han0oJiee N3yUeHHBIN HHTHOUTOP
MMP, nponemoHcTpupoBaBmuil cBOIO 3)PeKTHB-
HOCTbh B 3aMeNJIEHHWHU MpUpOCTa AUMaMeTpa aopThl B
3KCIIEpUMEHTE, HE OKa3all CYyIIeCTBEHHOTO BIUSHUS
Ha MPOTPECCUI0 aHEeBPU3MBI aOPThl B KIMHUYECKHUX
uccnenoBanusx [12].

Xupyprudeckoe JiedeHue pacliupeHHs1 BOCXO/IsI-
1Iel 20pThl, ACCONMHPOBAHHOIO C ABYCTBOPYATHIM
a0pPTAJBHBIM KJIAMAHOM

[Moaxoasl K XUPYpPruye€CcKOMy BMEIIATENbCTBY
Ha AK u Bocxonsiei aopTe CKJIaIbIBAIOTCS U3 JBYX
OOJIBIINX KOMIIOHEHTOB: CTETICHH HApYIIEHHI paboThI
KJIallaHa ¥ pa3MepoB a0pThl Ha Pa3IMYHBIX YPOBHSIX.
[Toxa3zaHust K KOpPEKIMY TeMOANHAMUYECKU 3HAYHMOTO
nopoka BAK He oTinuarorcst OT TakoBbIX, CHOPMyITH-
poBaHHBIX 17151 TpexcTBopyaroro AK [7], u cymiecTBen-
HBIX TPYAHOCTEH MPH UCTIONB30BaHUH 3TUX KPUTEPUEB
BpPayOM-KJIMHUIIUCTOM, KaK MPaBUJIO, HE BO3HHUKAET.
[Mo-mpyromy o6cTOHT N1en0 ¢ ompesesieHneM MoKa-
3aHUI K BMEUIATEIbCTBY HAa BOCXOIAIIEH aopTe Ipu
Hanuuuu comyTcTBytomero BAK. Eciu oOpatuthes
K YIIOMSHYTHIM KPUTEPUSM XUPYPTUIECKOTO JICUCHHS
Esponeiickoro O6mecta Kapnuonoros/Espomnetickoit
Acconmanun KapanoropakansHoit Xupypruu (ESC/
EACTS) 2012 roga, To 3TOT JOKYMEHT COJEPKHUT
PEKOMEHIAlIMU JIUIIb JJisi OOJIBHBIX C aHEBPU3MOM
KOpHsI 20pThI. COTNIaCHO 3TUM PEKOMEH/IAISIM, BMEIIa-
TENbCTBO HA BOCXOJAIIEH a0pTe MOKa3aHo MallMeHTaM

¢ BAK u u pacummpenuem aoptel 6onee 50 MM mpu
HaMU4YUH (PaKTOPOB PUCKA JUCCEKIMH: KOAPKTAIUU
A0PThI, apTEPUATBHON THITEPTEH3UH, AUCCEKIIH a0PTHI
Yy POACTBEHHUKOB, OBICTPOTO pOCTa AMAaMETpa aop-
TBI — OT 2 MM B Tox (knacc Ila, ypoBeHb goKa3aTensb-
Hoctu C). Yka3aHus Ha TAKTUKY BEJACHUSI TTAITUCHTOB C
aHEBPU3MaMHU U PaCIIMPEHUSIMH BOCXOASIIETO OTAEa
aopts! (auctanpHee 30HBI CTC) B eBpomeickux pe-
KOMEHJalUAX oTCyTcTBYIOT [7]. Bonee pa3BepHyThIe
pexoMeHaauu chopMyIUPOBaHEI B TOKYMEHTE, OIy-
OGnrkoBaHHOM MO ATUI0N AMepukaHnckoro Komiemxa
Kapnnonoros B 2010 roay: mpoTe3upoBaHHE aoOpThI
y manueHToB ¢ BAK momkHO BBITOTHATHCS MPHU IHa-
MeTpe Bocxozsiiei aoptel 40-50 MM (B 3aBUCUMOCTH
OT MMEIOIIUXCSl (PAaKTOPOB PHCKA), IPH OBICTPOM €T0
yBenuuenuu (ot 0,5 ¢M B rof), MpU OAHOMOMEHTHOM
npote3upoBannu AK u pazmepax KOpHS WIM BOCXONS-
niero otaena aoptel 6onee 45 mm (kmacc I, ypoBeHb
nokazarenbHocTH C). Heo0xonmmMo BMeIaTeibcTBO Ha
KOpHe 100 BOCXOJAIIEH aopTe MpHU ee paclIupeHun
1o 45 MM u Ooliee IpU OTHOMOMEHTHOM OTepaIuy Ha
AK B CBSI3M ¢ TEeMOAMHAMHYECKU 3HAYUMBIM TTOPOKOM
nocnenuero (xkiacc [la, yposens nokazareiasHocTH C)
[2]. Takum o6pa3oM, TOKa3aHUS K XUPYPTUIECKOMY Jie-
YEHUIO ONPEEIAIOTCS NCKIIOUUTENEHO Ha OCHOBAaHUHU
WU3MEHEHHs €IMHCTBEHHOIO MOMNEePEeYHOro JIMHEHHOro
pa3mMepa aopThI B 001aCTH €€ MaKCHMAIIBHOTO pacupe-
HUsI 0e3 yueTa Apyrux aHaTOMUYECKUX 0COOCHHOCTEH.
PexomeHmanuu ¢ y4eToM WHIWBUIYaIbHBIX POCTO-
BECOBBIX XapaKTEPUCTHK MallUeHTa CYIIECTBYIOT JIHIIb
JUTSL TTAIIUEHTOB C MOHOTEHHBIMHU HACJIECTBEHHBIMU
HapyUICHUSIMUA COSAMHUTEIbHOU TKaHW. st 6omb-
HBIX O€3 yKa3aHWil Ha HAJUYME 3TOW MATOJOTUU WU
ceMelHbIX (HOpM aHEBPU3M a0PTEHI, a TAK)KE MTALUCHTOB
¢ BAK 6onee nuddepeHIupoBaHHOTO U MTEPCOHANH-
3MpPOBAHHOTO MOJXO0Ja K XUPYPTHUUYECKOMY JICYEHHIO
AHEBPU3M BOCXOJSILIEH a0pThl Ha CETOAHSIIIHUMN JIEHb
HE CYIIECTBYET.

OCHOBHBIMHU MOJXOJAaMH K XUPYPTHYECKOMY Jie-
YEHUIO aHEBPU3M U PACCIOEHUN BOCXOIAIIECH aopThl
ABJIIOTCS CYIPaKOPOHApHOE NMPOTE3UpPOBaHUE BOC-
XOJISIIIETO OT/IENa A0PThI, pa3/ieNbHOE MPOTE3UPOBAHNE
Bocxozsmei aopTel 1 AK, 3amenieHue ux KiarnaHoco-
JeprKaIiM IPOTe30M, IPOTE3UPOBAHNE OMOKOHTYHTOM
Y 3aMelleHHe BOCXOSIIEH a0pThl CHHTETHYECKHM TIPO-
Te30M ¢ coxpaneHneM crBopok AK. Ilepsas oneparus
uMIanTauu AK B HUCXOISIIYIO a0pTy MAIUEHTY C
sixenoit AH Obuia BeimonHena C.A. Hufnagel B 1952
roay [13], a mepBas oneparus nporesupoBanus AK
nrapukoBbIM nipote3oM — D.E. Harken B 1953 rony
[14]. M. DeBakey BHeapui B XUpYPruio aHEBPU3M U
pacciaoeHui BOCXOASIIENH aopThl paJUuKaIbHO HOBBIN
METO/I — TIOJIHOE 3aMelleHHe MOPAKEHHOTO0 yJacTKa
A0PTHI CUHTETHYECKUM TipoTe30oM oT ypoBHst CTC [15].

15
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B 1968 romy H. Bentall u A. De Bono npeaioxunu npu
aHeBpHU3Me KOpHs aopThl 1 AH mpore3npoBats aopTy
u AK [16]. [Toka3anueM K MPUMEHEHUIO TTOJJOOHBIX
oreparnuii sSBisgeTcs aHeBpu3Ma KopHs aopThl ¢ AH ¢
BopneueHneM ®K AK, ciHOTYOysIpHOH 30HBI U BBIpa-
YKEHHBIMH MOP(]OJIOrnIeCKUMH W3MEHEHUSMH CTBOPOK
AK, nenaromyMyu HEBO3MOXXHOU UX PEKOHCTPYKIIHIO
[17]. Apyroii BapruaHT ONepaTUBHOTO JIEYEHUS — IPO-
TE3UPOBAHUE KOPHS a0PTHI OMOKOHYUTOM: ayTorpad-
ToM (omeparnus Pocca), romo- 6o amtorpadrom [18].
JlaHHBIE BMEWIATENBCTBA, C OJHOM CTOPOHBI, UMEIOT
JIOCTATOYHO y3KHE MOKa3aHUs K IPUMEHEHHIO — 3TO
WHpEeKIHOHHBIN dHI0KapauT AK ¢ mectpykiueit
(uOPO3HBIX CTPYKTYP KOPHS aopThI, aopTalibHbIC
MOPOKHU y JIeTeH, ¢ APYroil CTOPOHBI, OHU O0IagaroT
PAIOM TEXHHYECKHX OCOOCHHOCTEH, BCIICICTBHIE YETro
COCTABJISAIOT HEOOJBIIYIO YacTh OT BCEX OMepaluii mo
MIOBO/TY aHEBPU3M KOPHSI aOPTHI.

B 1983 rony M. Yacoub mpemnoxui npu omnepa-
UAX MPOTE3UPOBAHUS KOPHS aopThl coxpaHaTh AK
[19]. HecmoTps Ha cyliecTBEeHHBbIE NMPEUMYIIECTBA,
Ha MPOTSHKEHUU JECATUIIETHS 3TOT METOJ OCTaBaJCs
Majio3aMedeHHbBIM, 1 10 Hadasia 1990-x romoB UMEIoTCs
€IMHUYHBIE paOOoThI, TPUBOAALINE PE3YNIbTaThl JaHHOMN
onepaun. B 1992 rony T. David onncan meton kia-
naHocOeperawIero MpoTe3upPOBaHUs KOPHS aOpPTHI,
3aKITIOYAIOIIMICS B 3aMELEHUN BOCXOJSIIEH aopThl
CHHTETHUYECKUM IIPOTE30M C COXPaHEHHEM CTBOPOK
AK n peumiutanTanumeit ux B mpotes [20]. [omom mosxe
Obu1a ormyOsrkoBaHa pabora M. Yacoub, onuchiBaromast
peMonenupoBanre AK — mofmmBanue BbIICICHHBIX
MOJYAYHHBIX CTBOPOK K CHEIHATbHBIM 00pa3oM BbI-
KpOEHHOMY IpoTe3y Bocxoasmei aoptsl [21]. ITokaza-
HHEM K IPUMEHEHUIO TTOI0OOHBIX CII0COO0B KOPPEKIMH
SBJISIETCS aHeBPH3Ma KOPHS aopThl B coueTannu ¢ AH u
BU3yaJbHO MHTAKTHBIMH cTBopKamu AK mubo Takumu
WX U3MEHEHMSMH, KOTOpPbIe MO3BOJISIIOT BHIIOJIHUTH
PEKOHCTPYKIUIO OocHenHuX [22].

[Ipu cpaBHEHUU pe3yNbTaTOB KIAMaHOCOXPAHSIO-
IIMX W KJIanaHoyHocsmux onepanuii Ha AK cBoOona
OT KJIallaH-aCCOIIMMPOBAHHBIX OCIOKHEHUH U JIeTallb-
HoctH coctaBuiu 100 % B 5- u 10-meTHHE cpoKH B
rpymnrne MnaueHToB ¢ coxpaHeHHbIM AK, B To Bpems
Kak mociie npore3upoBanus AK maHHbIN mokazaTens
coctaBun 89 % B S-netHuit u 65 % B 10-nmeTHU
cpoku HaOmoneHus. Ilocie ki1anmaHOCOXpaHSAIONIEro
BMeIlIaTeIbCTBA HU OIMH U3 MAI[EHTOB HE MOTpe6oBa
peomnepanuu B TeueHue 10 Jet, B TO BpeMs Kak 1ocie
npore3upoBanus AK cBo6ona ot peoneparuii B 5-u 10-
JIETHUE CPOKU cocTaBmia 92 % u 75 %, COOTBETCTBEHHO
[23]. [Ipu cpaBHEHHH pe3yIBTATOB KilamaHocOeperaro-
mero npote3upoBanus AK pasnuusHbiME criocoOamMu
3HAYMMO JIyYIIHEe Pe3yJbTaThl ObIIH MOIyUYEHBI CPEIH
MAIEeHTOB, KOTOPHIM BBINOIHAJIACH PEUMIUIaHTAIUSA

AK 10 cpaBHEHHIO C METOJIOM PEMOJCIUPOBAHUS:
cBobona ot AH 2-3 crenenu B 5- u 10-neTHre cpoku
coctaBunu mpu pemoaenupoannu AK 98 % u 75 %,
COOTBETCTBEHHO, U 99 % 1 94 %, COOTBETCTBEHHO, IIPU
peumruiantaiuu AK [24]. HeperienHpimu mpooiemamu
OCTalOTCsl yCTaHOBJICHHE BO3MOXXHOCTH Oe30macHoOM
1 3P PeKTUBHON KiamaHocOeperaroneil KOppeKu y
MAIWEeHTOB C aHEBPU3MOM KOPHS a0PThI 1 ACHMMETPHY-
HOH Junaranuel CuHycoB BailbcaibBbl, onpeencHue
MPEUMYIIECTB HCIONB30BaHUs MPOTE3a KOPHS a0pTHI
¢ yxke chopMHUpOBaHHBIMU CHHycamMH BanbcanbBbl,
noJ00p MpOTE30B a0PTHl HEOOXOAWMOTO AUAMETpaA,
ompezelieHne MOKa3aHWW K JOMOJHUTENBHBIM IIj1a-
CTHYECKHM BMEIIATEeNLCTBAM Ha KOPHE aopTHI M MX
s pexTuBHOCTE [25-28]. O000111ast BHIIICU3I0KEHHOE,
MOYKHO CJIeNaTh BBIBOJ, YTO HECMOTPS Ha HalM4He
JAHHBIX O XOPOIIUX CPEJHECPOUHBIX U OTAAICHHBIX
pe3yabrarax onepaiuii /[3Buja, monoOHbIC BMEIIATE b~
CTBa BBITIOJTHSFOTCS B OTHOCUTENILHO HEOOIBILIOM YHCIIe
LEHTPOB CEPAEUYHO-COCYIUCTOU Xupypruu [29-31].
P xIMHUK 10 HACTOSILETO BPEMEHH UMEHHO 110 BBI-
HIeTiepeYrCIICHHBIM IPUYHHAM JHOO0 HE UCTIONB3YET B
CBOEM apceHasie oneparnuu peumiuiantanyu AK, mu6o
NPUMEHSET UX Y O4eHb HeOOMBIION A0 MallueHTOB.
[MoxoxuM 00pa3oM OOCTOUT CHUTyalusi C PeUMILIAH-
tanueld AK y OONIBHBIX ¢ aHEBPU3MOI1 KOPHS a0pTHI U
BAK: B OOJIBIIMHCTRE KIIMHUK HAJTMYUE Y A0PTATLHOTO
KJIaraHa JIByX CTBOPOK, JaKe BU3YyaJIbHO HHTAKTHBIX,
SIBJISIeTCS TOKa3aHUEM K IPOTe3UpOBaHUIo a0pThl 1 AK
(onepanyuu benranna), oAHaKO HEKOTOPBIE XUPYPTH BbI-
nonusaT onepanuu pBuaa npu BAK. Ha ceromusi-
HUI ICHb OIyOIMKOBaHBI CPEHECPOUHBIEC Pe3ybTaThI
moJ100HbIX BMetiatTenbeTB. P.G. Malvindi u coaBTophI B
nepuoz ¢ 2002 o 2011 roxer npoonepuposanu 132 na-
[MEHTa C aHeBPH3MaMu KopHst aopThl M AH, 13 KoTopbIx
y 18 % (n=24) 6bu1 BAK: nsITUIeTHSS BEDKUBAaEMOCTh
coctaBuna 94 %, ceodona ot peomneparuii 90 %, npu-
YeM CYyIIECTBEHHBIX pa3iuyuii MEXIy MalHeHTaMH C
Tpex- u ABycTBopuarbiMu AK nomydeno He 65110 [32].
F.A. Kari u coaBTOpbI MPUBOJAT CISAYIONINE TaHHBIC
(n="75): mwecTuneTH:s BbIKHBaeMocTh 99 %, cBobGoaa
OT HapyIlIeHHs MO3roBoro kposooOparienus 100 %,
cBoOosa ot peoneparuii 90 % [33]. Borpoc 00 3¢ dek-
TUBHOCTH U 0€30MAaCHOCTH OTIEPALMi MPOTE3UPOBAHHS
KOpHS aopThl ¢ penMiutanTanueit AK (oneparuit 13-
BHJIa) Y MALIMEHTOB ¢ aHEBPU3MOI KOpHs aopThl, AH 1
BpoxkaeHHBIM BAK ocTaeTcs OTKpBITHIM.

He 10 koHIa siCHOW OCTaeTcsl TAKTHKA BEJCHHS
MaIMEHTOB C TEMOANHAMHYECKH 3HAYMMBIM TTOPOKOM
AK, TpeOyromuM KOppeKIHy, W/IIU C TOrPaHUYHBIM
pacuIMpeHreM aopThl Ha Pa3IMYHBIX YPOBHAX: CHHY-
coB Banscansser, CTC, Bocxopsmieit aopts [34, 35].
HecMotps Ha onpenenaeHHy0 TEHASHIMIO K Y>KECTO-
YEHUIO MOKa3aHUH K XUPYPrUUIEeCKOMY JICUCHHIO MPU
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aHeBpU3MaxX M PaCHIMPECHUSX BOCXOIAIMIEH aOpTHI,
accoruupoBaHHbix ¢ BAK, 3a mocnegnee BpeMs 05110
OITyOJIMKOBAaHO HECKOJBKO, Pa0dOT, B KOTOPBIX aHalH-
3upoBajach cyar0a mamuenTtoB ¢ BAK mocne mpo-
te3upoBanus AK B coueTaHnM ¢ BMEIIaTeIbCTBOM Ha
pacuIMpeHHO# Bocxosiel aopte 10 6e3 TAKOBOTO.
B pabote N. Abdulkareem 1 coaBTOpOB CpaBHUBAIOTCS
5-neTHHE pe3yabTarsl nporesupoBanus AK y mamu-
€HTOB C TeMOJMHAMUYEeCKH 3HaYUMbIM TTopokoM BAK
U MOTPAaHUYHBIM PACIIMPEHUEM a0pPThl. 3HAYUMOTO
YBEIMUCHHS TUaMETPa a0pThI MOCIIe U30IUPOBAHHOTO
npote3upoBanus AK npu pacimmpeHnu aopTsl MeHee
45 MM He TPOU30LLIO, YTO TIO3BOJISIET ABTOPAM CIeNIaTh
BBIBOJZI 00 OTCYTCTBHH LIE€I€CO00pa3HOCTH IPOTE3UPO-
BaHUsI A0PTHI y JAHHOW KaTeropuu OONbHBIX [36].

3akaouenmne

[ToaBons UTOT BRIIEN3IOKEHHOMY, MOXKHO CJIeNIaTh
clIelyIoIre BBIBOJBI. Pacipenne Bocxosiei aopThl
npu Hanuuuu BAK sBisieTcs MoauITHOIOrHYeCKUM
MAaTOJIOTHYECKUM COCTOSHHEM. He BBI3BIBaeT COMHE-
HUM, YTO aHEBpHU3Ma BOCXOASUIEN A0OpPThl BOZHUKAET
BCJIEICTBHE CHM)KEHHUS MEXaHHYECKOM MPOYHOCTH
AOpTaJIbHOM CTEHKH, TO €CTh CTpaJlaeT 30Ha, HeCyas
Ha cebe OCHOBHYIO TeMOJAMHAMHYECKYIO Harpy3Ky
(cpennsist obomouka aoptel — media). Jluckyrabenn-
HBIM OCTaeTCsl BONIPOC, YTO NEPBUYHO — HapYyIIECHUE
dhopmuporanus DM, npusoasiue k anontozy [ MK,
UIU «HEeTpaBuibHOE» ¢yHKuumonupoBanue MK,
oOycioBnuBawiee oopaszoBanue nedexkros I1[M.
Pacmmpenne Bocxonsie aopThl, aCCOUUPOBAHHOE
¢ nByctBopuarbiM AK, cienyer paccmarpuBaTh Kak
otaensHOe 3abosneBanue. He ciyuaitno kpurepuu, pe-
KOMEHyeMbI€ B HacTOsIIIee BpeMs K IPUMEHEHUIO JJIs
oTpeieNIeHus OKa3aHUH K XUPypriuuecKkoMy JICUSHUIO
JAHHOW KaTeTOpUH TallMeHTOB, Ooyee KECTKUE, YeM
[IpY aHEBPHU3MaX BOCXO/IAIIEH aOpPThI U TPEXCTBOPUATOM
AK. OueBusiHO, YTO MOKa3aHUs K MPOTE3UPOBAHUIO
BOCXOJsIIIEro oTnena aoptel mpu BAK momxHsI ycTa-
HaBJIMBATHCS O TOCTHKEHUH a0PTOI MaKCUMaIbHOTO
auameTpa 50 MM. OTKpBITBIM OCTaeTcsi BOIPOC O
1e1eco00pa3HOCTH, COOTHOIIECHUH 3PPEKTUBHOCTH
1 0e30MaCHOCTH XUPYPrUYECKOH ONepalyy MpHu co-
yetannd BAK 1 morpaHn4yHOro pacmmpeHust aopThl.
ComnacHO HaKOIUIEHHBIM K CETOAHSIIHEMY JHIO JAaH-
HBIM, pellleHHe O MOKa3aHWSIX W BUJE ONEpaTUBHOIO
BMeIlIaTeIbCTBA IPUHIUMAETCSI MHIANBUYAIbHO. Y Kap-
JIMOJIOTOB, Bpauel (yHKIIMOHAJILHON JIMAarHOCTUKHU
1 Bpayel-peHTre€HOJOTOB JOJKHA MPUCYTCTBOBATh
olpesieNieHHas HaCTOPOKEHHOCTh B OTHOLIEHUH Be-
POATHOTO PACUIMPEHUs TPYJHON aopThl y MALMEHTOB
¢ neyctBopuathiM AK. Kpaitne xenarenpHbIM SBIIS-
eTcs akTUBHOE 00cIeJOBaHHE OMM3KUX POICTBEHHU-
koB OonbHBIX ¢ BAK, onepupyromuxcs no nosoay

aHEBPU3M BOCXOJAIIEH aopThl. B Hacrosiee BpeMs
B llenTpe AMa3oBa MPOBOAUTCS P UCCICTOBAHUI
B obnacTtu accouumupoBaHHbix ¢ BAK pacmupennit
AOPTHI, ¥ MBI HAJICEMCSI, UTO TI0 UX 3aBEPUICHUH OyIyT
c(hopMyITUPOBaHbI YTOUHEHHBIC KPUTCPHH TUATHOCTH-
KU U JICYCHHS STOU KaTerOPUH MAIUEHTOB U pa3pado-
TaHbl COOTBETCTBYIOLIME PEKOMEHIAlNU ISl Bpauei-
KapJMOJIOTOB U KapAHNOXUPYPIOB.
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Pesome

AHeBpH3Ma a0pTHI SBISETCS JOCTATOYHO YaCTHIM 3a00JI€BaHNEM, M IPUYUHON cMepTHOCTH B 1-2 % ciryuaeB
OT OOIIEro KOJMYecTBa CMEPTEH B pa3BUTHIX cTpaHaX. PaHee momaraim, 4To B MaToreHes3e 3Toro 3aboieBaHus
KITFOYEBYIO POJIb UTPAET TIIABHBIM 00pa30M BHEKJIETOUHBI MaTPHKC, KOTOPBIH BUIOU3MEHSIETCS IPU aHEBPH3ME,
YTO NMPUBOAUT K N3MEHEHHIO CBOIMCTB CTEHKH COCY/Ia M B KOHEUHOM CUETE — K €r0 PAaCTSKEHUIO U pa3phIBy. On-
HaKo B [TOCJIEZIHEE BPEMS CTAJIO OYEBHUTHO, UYTO CKOPEE MTPOUCXOAAT U3MEHEHUS B CUTHAJIBHBIX Iy TSIX, CBI3aHHBIX
C MEXKJIETOYHON CHUTHAJIM3AIMel, a TakKe U BO BHYTPHKIETOYHBIX KOMIIOHEHTaX COKPATUTEIBHOTO anmnapara
[JIaJJKOMBIIIEYHBIX KIETOK. KpoMe Toro, mcciemoBaHusl MoKa3ajid, 4To Hauboiee BEPOATHBIM KOMIIOHEHTOM,
HapylLIeHHE KOTOPOTO MPOUCXOIUT MIPU aHEBPU3ME AOPTHI, SBISIETCS CUTHANBHBIN yTh TGF-beta B TitagkoMbI-
IIEYHBIX KJIETKaX, COCTABISAIONINX CTEHKY aOpThl. TeM He MeHee, Kakiie MMEHHO KOMIIOHEHTHI 3TOTO IIyTH Hapy-
IIEHBI [IPU aHEBPU3ME, /10 CUX ITOP OCTAETCS HEBBIICHEHHBIM. 3HAHUSA K€ O TOM, KaKle UMEHHO MOJIEKYJIIpHbBIE
MeXaHU3MBI JIeXKaT B OCHOBE NaToreHe3a 3a00JIeBaHNs, B KOHEUHOM CUETe, OKa3bIBAIOTCS KIIIOUEBBIMU B ITOUCKE
JIEKapCTBEHHBIX TPENaparoB AJIsl TEPaliK JaHHOTO 3a00JIeBaHusl.

KuroueBble cjioBa: aHeBpH3Ma BOCXOMAIIETO OT/AENAa T'PYAHOM aopThl, INaJKOMBbIIIeuHble KieTku, TGF-
beta.
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Abstract

Aortic aneurysm causes death in 1.2 % of the total number of deaths in developed countries. Previously it
has been believed the extracellular matrix disturbance in the aortic wall plays the key role in the pathogenesis
of this disease, which leads to changes in the properties of the vessel wall, and ultimately to its tensile and tear.
Recently, however, it became evident that most changes occur in the signaling pathways associated with cell-cell
signaling, as well as in the intracellular components of the contractile apparatus of smooth muscle cells. In ad-
dition, studies have shown that the most likely component of the pathogenesis is a TGF-beta signaling pathway
in smooth muscle cells that make up the wall of the aorta. However, what particular components of the pathway

are altered remains unclear.

Key words: ascending thoracic aneurysm, smooth muscle cells, TGF-beta.
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AHEBpH3Ma a0pPThl — 3TO MATOJOTUYECKOE pac-
HIMPEHUE COCY/a BCIEJCTBUE PACTSHIKCHUSI CTCHKH.
AHEBpPU3MBI a0PTHI HE OTACHBI CaMU 110 ce0e, OJJHAKO
OHHU MMEIOT TCHJICHITUIO K Pa3phIBY (M3BECTHO O] Ha-
3BAHUEM «JUCCEKIIHS»), YTO MPUBOJAHUT K BHICOKOMY
YPOBHIO CMEPTHOCTH. Pa3muyaroT iBa OCHOBHBIX THIIA
JOKaJIu3anuy aHeBpu3M. Hamboree gactoit dopmoit
SIBJISIETCSl aHEBpU3Ma OPIOLIHOM a0pThI, KOTOpasi, KakK
NpaBUIIO, CBSI3aHA C BO3PACTOM, a TaKXKe C arepo-
CKJIEpO30M. DTOT THIT PACUIMPEHUs aOPThI CBSA3aH C
aTepoOMaMH, 3aCEJICHUEM BOCHAIUTENBHBIX KJICTOK,
JIECTPYKITUEH BHEKIIETOYHOTO MATPUKCA, & TAKXKE C I0-
Tepel TaJKOMBIIICYHBIX KIETOK H UX JTUCOYHKIHCH.
HecMmoTpst Ha TO, YTO TeHETUYECKUE JICTCPMHHAHTEI,
OYEBUJTHO, ONPEICISIOT MPEPACIIOIOKEHHOCTD K aHEB-
pr3MaM OpIONIHOM a0pThI, 0 HACTOSIIET0 MOMEHTA
HE BBISBJICHO KaKOTO-TO T'CHETHYECKOTO JIOKYCa WU
Ma)KOPHOTO T€Ha, MyTaIlMH B KOTOPOM ITPUBOJIHITN OBl
K 3TOMY 3a0oseBanuto. Ckopee aHeBprU3Ma OPIOITHOTO
OTJIeNa a0PTHI SIBISICTCS] KOMILICKCHBIM 3a00JICBAHUEM,
KOTOPOE COYETAET BIUSHHE TEHOB MPEAPACIIONOKEH-
HOCTH U 00pa3a XU3HH, KaK, HalPUMEP, 3TO H3BECTHO
JUISL IIIIeMAYecKoi Oore3nu cepama [1].

BropbiM Hanboree 4acTo BCTPEUArOIIMCS MECTOM
JIOKaJIM3aluy aHeBPU3MBbI AOPThI SIBIISETCSI BOCXOJIS-

U OTIeN TPYAHON aopTH. B oTiimumne ot OpromrHoit
aHEBPHU3MEI, 3TO 3a00JIeBaHHE BCTPEYAETCS BO BCEX
BO3PACTHBIX TPyMIax, 0ojiee BEPOATHO CBSI3aHO C Ha-
CIIEZICTBEHHBIMHU (DAaKTOPAMHU U HE CBS3aHO OUYEBUIHBIM
00pasoM ¢ CepIeTHOCOCYTUCTHIMU (DaKTOPAMH PHCKA.
3aboeBaHne TaKXKe COMPOBOXKAACTCA NECTPYKITUEH
BHEKJIETOYHOTO MaTPUKCa — B YACTHOCTH, STaCTHHA —
a Taxoke mponrdeparpiei IIaKOMBIIIEYHBIX KIETOK, HO
0e3 04eBHUIHOTO MPHUCYTCTBHS BOCHAIUTENBHBIX KIe-
TOK. YacTo BCTpedaroTcsl HacaeICTBEHHbBIE (POPMBI 3a-
0oIteBaHM C BBRICOKOW TEHETPAHTHOCTHIO, YTO TOBOPUT
0 BO3MOXKHOCTH MOHOTEHHOH TPHUPOABI 3200JI€BaHNS.
®Dopmbl 320071€BaHUS IEITAT HA CHHAPOMBI C TIOBPEKIE-
HHUEM COCITMHUTEILHOW TKaHN — CHHIpoM MapdaHna,
cuaapom Jloiica-/luTiia — u HECHHAPOMHBIE (DOPMEI,
TaKkhe KaK acCONMUPOBAHHBIE C JIBYXCTBOPYATHIM
KJIAIIaHOM aO0pTHI, & TAK)KE M30JIMPOBAHHBIE (POPMBI.
Bce rpymimer 3a001eBaHus BKIIOYAIOT JIOKATH3AIIHIO
pacimmpenrs aopThl B MPOKCHMAIBHOM Y4acTKE BOC-
XOJISIIIIETO OT/IENA 33 PEAKUM UCKITIOUSHHEM (HAIpHMeED,
pHu cuHApoMe Diepa-/laninoca).

B mocnexnue aBa mecsaTuneTs uaeHTUUIN-
pOBaHO OOJBIIOE KOJIMYECTBO T€HOB, CBS3aHHBIX C
HaclleICTBEHHBIMU (OpMaMH aHEBPU3MBI TPYTHOMN
aoptel. nenTnhukanys KOHKPETHBIX TEHOB TIO3BOJIIIIA
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co3JaTh MoZeNH 3a00JIeBaHUsl Ha MBIIIAX U U3y4aTb
naToreHes 3aboJieBaHUSI HA MOJIEKYJISIPHOM YpOBHE.
Takast koMOMHALIMS MOJIEKYJISIPHOM TeHETHKH YeIOBEKa
1 MOJICJIMPOBaHMS Ha )KUBOTHBIX TTOKa3aj1a BOBJICUCHHE
Pa3IMYHBIX MOJIEKYISAPHBIX MyTell — B YaCTHOCTH,
LIUTOKMHOB — B I1aTOreHe3 3a00JIEBaHMs.

AopTa cOCTOUT U3 TPEX CIIOEB — TOHKUX HAPY>KHO-
ro (tunica adventitia) u BHyTpeHHero (tunica intima), u
TOJICTOTO CpeIMHHOTO (tunica media). OcHOBHAs (yHK-
LUST MEXaHMYECKOTO PACTSHKCHUS U COMPOTUBICHUS
OCYIIIECTBIISIETCS 32 CUET CPEAMHHOTO CJIOSI, KOTOPBIH
COCTOMT U3 INIaJKOMBIIIEYHBIX KJIETOK, CIOCOOHBIX C
OJTHOH CTOPOHBI K COKpAIlEHHIO, C IPyroil — K CHH-
Te3y BHEKIIETOYHOTO MaTpHKca, 00eCIeUYUBAIOLIETO
MIPOYHOCTH CTEHKH cocyza. Jlonroe BpeMsi OCHOBHOE
BHMMAaHHE HCCIIeA0BaTeNel, U3y4yaBIINX aHEBPUIMY
IPYIHOTO OTJesa a0pTHI, OBUIO COCPEIOTOUEHO Ha Ha-
PYLIEHHAX CUHTE3a BHEKJIETOYHOTO MaTpHKca, a TaKkkKe
MaTPUKCHBIX METAJIONPOTEa3, BIUAIONINX HA CHHTE3
BHEKJIETOYHOTO MaTpHKca. DTH UCCIIeJOBaHUs Oa3upo-
BaJIMCh HA U3BECTHOM THCTOJIOTHYECKOM HaOII0NEeHIH
0 CHWKEHHH COZCPKaHHS AJIACTHHA U (pparMeHTalu
ANIACTUHOBBIX BOJIOKOH B tunica media. Jle#icTBUTENBHO,
OCHOBHBIMU (YHOPHILITANMU, BXOJISAIIMMU B COCTAB a0p-
ThI, SIBJIIFOTCS AJIACTUH, KoJIIareH, puopuinina. Myrta-
LIUH B TeHaX, KOAUPYIOLIUX 3TH OCJIKH, aCCOLMHUPOBAHBI
¢ aHeBpu3MoOit aopThl. Tak, mytanuu B rene COL3AI,
koaupyromieMm kosutared III Tuma, accouuupoBaHbsl C
cuHJapoMoM Oiepa-Jlanioca, COMPOBOXKAAIOIINMCS
aneBpu3Moii aoptsl [2]. C myTanmeit B reHe GpuOpuI-
JWHA accoluupoBaH cuHiapoM Mapdana (CM) [3].
OTKpBITHE TEHETUUECKUX PUYUH CHHpoMa Mapdana
MIOCJTY>KHJI0 OCHOBOM ISl COBPEMEHHOI'O MTOHUMaHUS
MOJIEKYJISIPHBIX OCHOB ITaTOr€HE3a aHEBPU3MBI a0PTHI.
Merabonnuecku GuOpHTUH | UTpaeT KpUTHUECKYIO
POJIb B PEryMPOBAHUH M AKTUBHOCTH P POCTOBBIX
(dakropos, B uactHoctu TGF-beta u BMP [4]. ®u-
OpWJLTMH MOKET TaK)Ke aKTHBUPOBATh KJICTOUHBIE Ty TH
nepeayyl CUrHaia MpsMO CBS3bIBAsSk HHTETPHHOBBIC
peuenropsl. Ha MBIIMHBIX MOAeNIX cuapoMa Map-
(ana OBUIO TOKA3aHA KOHCTUTYHBHAS aKTHBAIHS Ty TH
TGF-beta npu myTanusx B reae pudpusiuna [5].

Haunbonee oueBuaHOE HOKA3aTENbCTBO BaKHOCTH
curHansHOro myTu TGF-beta monmyyeno npu u3yueHnn
cunapoma Jloiica-/Iutua. beuto nmokaszaHo, 4To 3TO
MOHOTEHHOE 3a00JIeBaHUE. TPUBOJISINEE K aHEBPH3-
Me BOCXOJALIETO OT/elNa a0pThl, U OHO 00YCJIOBIECHO
MyTallUSIMU B Te€Hax, KOAUPYIOIUX perenTops! 1 u 2
tuna k TGF-beta (TGFBR1, TGFBR2) [6]. HenaBHo
OBLIO MOKa3aHo, YTO MPH OOJBITMHCTBE (ECIIN HE BCEX)
(dopmax aHEeBPU3MBI a0PTHl — KaK HACIE/CTBEHHBIX,
TaK ¥ ¥ HE aCCOLIMMPOBAHHBIX C KAKUM-TO OTIpeJIeNEH-
HBIM T€HETUYECKUM (PaKTOPOM — CUTHAIILHBIN MyTh
TGF-beta HaXOMUTCS B AKTUBUPOBAHHOM COCTOSIHUH, O

94EM CBU/IETENILCTBYET MOBBIILIEHUE YPOBHS IKCIIPECCHUU
MapKepoB aKTHBAIIUU 3TO CUTHAJIEHOTO IyTH — I'€HOB
Smad2 u Smad3 [7].

B nonp3y rumnoressl 0 BaXKHOCTH POIM CUTHAIBHOTO
nytd TGF-beta B maToreHe3e aHeBpU3MBI a0PTHI TOBO-
PUT TOT BaKT, YTO y MAIIMEHTOB C aHEBPU3MOM a0PTHI
BBISBJICHBI MyTallMM M B JAPYT'MX T€HaX CUTHAJIBHOTO
nytd TGF-beta. [lonararor, uto HapymeHue B QyHK-
1uoHupoBanun curHaneHoro nmyta TGF-beta u cBs-
3aHHBIX C HUM CUTHAQJIBHBIX IyTel HEemoCpeaCTBEHHO
Y4acTBYIOT B MATOreHe3e aHEeBPHU3MBI BOCXOJAIIETO
otjena rpyaHoi aoptsl [1, 8-11].

OCHOBHBIM (YHKIIHOHATBHBIM 3JIEMEHTOM CTECHKH
a0pPThI YUTAIOT [JIAJJKOMBIIIEYHBIE KIETKH. B ceMeHbIX
(hopmax aHEBPH3M BBISIBIICHB MYTAIMH B TeHAX, KOJTU-
PYIOIIMX OEKH COKPAaTUTENHHOTO arnapara rJ1aJKoMBbI-
IIEYHBIX KJIETOK — IJIaJIKOMBIIIeYHbIN akTuH (ACTA2),
TspKénas uenb muosuna (MYH11) [12—-14]. Uccneno-
BaHUs, MIPOBEJEHHBIE C UCIOJIB30BAHNEM KJIIETOUHBIX
Mojeneil, JOKa3bIBaIOT, YTO B TIaJKOMBIIIEYHBIX
KJIETKaX aHEBPU3MBI a0PThI HApYILIEHa COKPATUTENbHAs
¢ynkusa. BonbMHCTBO 0OHAPY)KEHHBIX MYTAlMi B
Pa3IMYHBIX T€HAX, aCCOIIMMPOBAHHBIX C aHEBPU3MaMHU
AOPThI, TIPUBOIAT K JeeKTaM OCJIKOB, KOTOPBIC TEM
WJIM MTHBIM 00pa30oM y4acTBYIOT B MEXaHOTPaHCAYKIMH
(To ecThb mepeBosie MEXaHUYECKUX CTOPOHHUX CHUTHA-
JIOB BO BHYTPHUKJIETOUHBIE ITyTH ME€peayll CUTHaJIa) B
IIaIKOMBIIIEYHBIX KJIETKaX U B KOHEYHOM CYETE 3TO
MPUBOANT K CHIDKEHHUIO COKpaTUMOCTH cocyna [15].
Takum 00pa3oM, MOHATHO, YTO IVIaAKOMBIIICYHBIE KIIET-
KU SIBJISIOTCS TEM CIIa0bIM 3BEHOM, KOTOPOE 3aTPOHYTO
MpU BO3HMKHOBEHUU aHEBPHU3MBI aopThl. buosorus
IJ1aIKOMBIIIEYHBIX KJIETOK IIPH aHEBPU3ME BOCXO/IAIIIE-
r0O OTJeNa TPYIAHON aOpThI M3y4eHa Cl1a00, 0COOCHHO
y 4enoBeka. OCHOBHBIC 3HAHUS 00 U3MEHCHHSX IO
CPaBHEHMIO C HOPMOW B IJIaJKOMBIIIEUHBIX KIJIETKaX
MOJy4YeHBI IPY U3y4eHUH 00pas3IoB TKaHEH.

B HOpMeE mT1aAKOMBIIIIEYHBIE KJIETKH a0PTHI B KYJIb-
Type IKCIPECCUPYIOT HEKOTOPBIN YPOBEHB Crieliiuye-
CKHX IJIa/IKOMBIIIEUHBIX OEIKOB, B TOM YHCIIE COKPATH-
TEJIHHBIX — ITIaJIKOMBITIIeUHbINH akThH (SMA), SM220.
Henasuo Ob110 moka3zano, uto TGF-beta cmocoben
3((PEKTUBHO MHAYLIHUPOBATH SKCIPECCUIO COKPATHU-
TEJBHBIX MAPKEPOB B V14 IKOMBIIIEUHBIX KJIETKAX — U
TakuM oOpazoMm ux auddepeHunpoBKy. Kpome Toro,
TaKxe ObLI0 moka3zaHo, uto Oenxu Notchl m TGF-
beta MOTYT AeHCTBOBaTh COBMECTHO M MHAYLIMPOBATH
JKCMPECCHI0 ceNU(PUICCKUX TIATKOMBIIICYHBIX
MapkepoB — SMA, kanpronuH, SM220 B TJ1aJKOMBI-
IICYHBIX KJIETKaX aopThl [16]. DToT (hakT yka3wiBaeT
Ha CYILLECTBOBAHUE PETYIATOPHOUN CBSI3U MEXAY ACH-
CTBHEM TaKNX BOKHBIX CUTHAJILHBIX ITyTel Kak Notch n
TGF-beta Ha 3KCITPECCUIO COKPATUTEILHBIX JIEMEHTOB
IIaAKOMBIIIEUHBIX KieToK. Kpome 3Toro, HakomsieH
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00JBII0N MacCcUB JAHHBIX, CBUJIETEIbCTBYIOIUX O
TOM, uTo curHanbHbIe TyTH TGF-beta u Notch urpator
CYLIECTBEHHYIO POJIb B OMONOTHH TNIaJKOMBIIIEYHBIX
KJIETOK, M M3yueHHe (PYHKIIMOHUPOBAHUS ATUX ITyTel
BaXXHO I MOHMMAaHUS HOPMAaJIbHBIX M MaTojoTH4e-
CKHX TPOIIECCOB, CBA3AHHBIX C IJIaJKOMBIIIEUHBIMHU
kierkamu [17-21].

Kak BuTHO 13 TpOLMTHPOBAHHBIX paboT, UCCIIe0Ba-
HUSI MEXaHH3Ma, JIS)KAIIIeTo B OCHOBE MaTOreHe3a aHeB-
PU3MBI BOCXOJISILETO OT/esNa TPyAHOM aopThl, aKTUBHO
BEIlyTCsI B Pa3iIM4HBIX Jaboparopusix Mupa. HecMotpst
Ha TO, YTO MOWCKY MPUYMH JaHHOTO 3a00JICBaHUS T10-
CBSILIEHO HEMaJIo Hay4YHOH JTUTepaTypbl, OTMETHM, YTO
OOJBIIMHCTBO KCCIIEOBAHUN HOCHUT MOMYJISIIUOHHBIH
XapakTep — 3TO MOKMCK TaK Ha3bIBAEMBIX KaHIUAATHBIX
TeHOB B IOMYJIAIUAX MAIIUEHTOB C CEMEHHBIMU CITydasi-
MH, a TAKKe H3y4YeHHUE MOHOTEHHBIX (popM 3abomeBaHMs
TaKWX, KaK, HanpuMep, cuHapoM Mapdana, cuHapoM
Jlotica-/{utma, cuanpom Dnepa-Llanmnoca [1, 8]. Kpome
TOTO, B IOCJIEJIHEE BpEMs paclpoCTpaHEeHbl paboTHI,
KOTJla M3Yy4aloT TaK Ha3bIBaeMble DKCIPECCHOHHBIE
npoWIIM TeX WK UHBIX TKaHEW IPYNIbI MAIUEHTOB U
KOHTpOJIbHOM. [Ipr 3TOM IpOBOANTCS BBISIBICHUE AU(-
(hepeHIInanbHO IKCIPECCUPOBAHHBIX TEHOB Y OOJIBHBIX
Y 37I0pOBBIX Jifofield. Takum 00pa3oM, MOXKHO cZenaTh
BBIBOJI O TOM, YTO Ta WJIM MHAs TPyIIa FTeHOB BOBJIEYEHA
B JlaHHOE 3a00s1eBaHKe. Tak, ObUTH MPOBENICHBI HCCIISIO-
BaHUs AU (HEpEHITMATBHON SKCITPECCHUH TEHOB B TKAHIX
AOpTHI TIPH aHEBPU3ME BOCXOJSIIETO OT/AENA, U OBLIO
MOKa3aHO M3MEHEHHE 3KCIPECCHH T€HOB, BXOAAIMINX B
cocraB curranbHoro myti TGF-beta [11, 20].

Takum 006pa3om, BOBICUEHHOCTb, U, TO-BUAUMOMY,
KJIIoYeBas poib curaaipHoro mytu TGF-beta B maro-
TEHE3€ AHEBPU3MBI IPYIHON a0pPThl, HA CETOMHSAIIHUN
JIeHb He OCTaBiseT coOMHeHHH. OJHaKO KOHKpETHbBIE
MOJIEKYJISIPHBIE U KJIETOYHBIE MEXaHU3MbI OCTAIOTCS
MIPEIMETOM aKTHBHO BEIYIIUXCS HCCIIeTOBaHUM.

Paboma ewinonnena npu nododepoicke 2panmos
Munucmepcmea obpazosanus u Hayku Poccuiickou
Dedepayuu, coenawenus: 111062, Ne 8120, Ne 8811,
Ne 11.519.11.2018.
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Pe3rome

B cTpykrype mMuTpansHOU Hemoctarognocty (MH) HenmeMudeckast STHONOTHS TTOPOKaA SBISIETCS TPeod-
Jagaronie npuyuHON. AKTyalbHbIMU Ha CETOAHSIIHUM I€Hb OCTAIOTCS UCCIIEIOBAHMS, HAIPABICHHBIEC KAK HA
YCOBEPIIIEHCTBOBAHUE CYIIECTBYIOIINX METOAMK KOPPEKIIMH IIOPOKA, TAK M Ha IIOUCK aJIbTEPHATUBHBIX METOIOB
KITAITAaHO COXPAHSIONINX BMEIIATEeILCTB, OHUM U3 KOTOPHIX SBJSETCS MIOBHAS aHHYIJIOTUIACTHKA.

VY 129 nanueHTOB CO 3HAYMMOW MUTPAIBFHOW PErypruTaiiieil HeMIIeMUIeCKOTO TeHe3a Oblia BBIIOJHEHA
KOPPEKIHS MOpOKa ¢ MPUMEHEHHEM MEeToJla HEMPEepPHIBHON IMOBHON aHHYNIOIUIACTHKH. HemocpencTBeHHBIE U
OTIaJIEHHBIE Pe3YIbTaThl MIPUMEHEHH METOa CBUIETENBCTBYIOT 00 3((heKTUBHOCTH 1 0€301aCHOCTH HCITOIb-
30BaHMSI HEMPEPHIBHOM IIOBHON aHHYJIOIUIACTUKU 711 KOPPEKLMH HEUIIEMUYECKON MUTpaIbHON HEJOCTATOU-
HocTH. [Ipenukropamu pesunyansHoii MH B paHHEM MOCII€ONEPALIMOHHOM EPUOIE SIBISIOTCS BhIpAXKEHHAS
JATaTarys JIEBBIX KaMep cepilla, HepoctatoyHas (Oomee 28 MM) CTelleHb peayKIHuH auamerpa Gudpo3HOro
KOJIbLIA, a TAKXE MpOoJjanc NepeaHell CTBOPKU MUTpajbHOro KianaHa. Penuaus MH B otnaneHHoM nepuozae y
MAIIMEHTOB C OPTaHNYECKUMHU H3MEHEHUSIMH KTallaHa 00yCIIOBIIEH MMPOTPECCUPOBAHNEM H3MEHEHUH CTBOPOK U
XOPJAIBHOTO amnmapara.

KiroueBble ciioBa: MI/ITpaJ'ILHHﬁ KJ1allaH, IIOBHas aHHYJIOIIJIaCTUKA.

THE RESULTS OF THE METHOD
OF CONTINUOUS SUTURE ANNULOPLASTY FOR CORRECTION
OF MITRAL INSUFFICIENCY NONISCHEMIC ETIOLOGY

LV. Yarkov, S.V. Isakov, L.E. Eliseyev, A.V. Gurschenkov, O.U. Yahno, LV. Suhova, M.L. Gordeev
Almazov Federal Heart, Blood and Endocrinology Centre, Saint-Petersburg, Russia
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Abstract

Non ischemic mitral regurgitation (MR) is common cause. Research, aimed at the improvement of exist-
ing methods of MR correction, and the search for alternative methods valve-preserving interventions, remains
relevant today. 129 patients with significant non ischemic MR underwent mitral valve repair using the method
of the mural annulus shortening suture. The immediate and long-term midterm results of suture annuloplasty
technique show satisfactory hemodynamic performance and clinical improvement. Predictors of residual MR in
the early postoperative period are marked dilatation of the left heart chambers, the lack of (more than 28 mm) the
degree of reduction of the annulus diameter and the anterior leaflet mitral valve prolapse. Progression changes
of valve leaflets and chordal apparatus are causes of MR relapse in the long term.

Key words: mitral valve, suture annuloplasty.

Cmamus nocmynuna 6 pedaxyuro 02.06.13, npunsma x newamu 13.06.13.

B ctpyxType murpansHoii Hegoctatounocty (MH)
HEHIIeMHYECKasi STHOJIOT U TIOPOKa SBJIETCs peodiia-
Jarolei npuanHou, nocturas no yacrore 70 % [1-3].
HaxoruneHnsiii 3a mocieaHue NojiBeKa OOIUPHBIN OIBIT
Xupypruueckoro JieueHuss MH no3sosiser B Hacrosiee
BpeMs OTJaThb NPUOPUTET NMPUMEHEHHIO KIIAIaHCOX-
PAHSIOIMIMX ONEepalnii B IEUEHUH JAaHHOTO BU/Ia IaTo-
noruu [4—10]. B cBeTe MMEIOMUXCS HA CETOMHSIITHUI
JIeHb KaK HEeNOCPEICTBEHHBIX, TaK U OTJAJICHHBIX
pe3yabTaTOB MPUMEHEHHSI Pa3IMYHBIX MIACTUYECKUX
METO/IOB, OJAHOM M3 aKTyalbHBIX MpoOieM ocTaercs
BBIOOp ONTUMANBFHOTO BUAA KOppeKuuu. OnpeneneH-
HbI€ YCIIEXHU, JOCTUTHYTbIE NYTE€M HCIIOIb30BAHUS
HMMEIOLINXCS B apCceHajle METOIUK, C OJHON CTOPOHBI,
[TO3BOJISIOT PACIIMPUTD MTOKA3aHUS K XUPYPTUIECKOMY
JICYEHUIO, B TOM YHCJIE MAJIOCUMITOMHBIX TAlIUEHTOB,
C JIpyToM, JeJaloT MPOLEcC YCOBEPIIEHCTBOBAHUS
pe3yAbTaTOB XUPYPTrUUECKOro JEYeHHs BCe CIIOXKHEE,
TpeOyst Oosee AeTaNbHOTO U3YYEHUS! 1 MHOTOCTOPOH-
HETro MoJX0/1a.

Pe3ynbTarsl HOBBIX HCCIIEAOBAHUN MO3BOJISIOT
OCTapuBaTh KaszaBIeecss HE3bIOJEMBIM B HEelaBHEM
MPOIUIOM HPEUMYILIECTBO UMIUIAHTUPYEMBIX KOH-
CTPYKIHI 1y1st anHynoruiactuku [11-13] u cmemarot
aKIIEHTHl B TIOMCKE MPUYMH pELUIUBAa MUTPAJIBHOMN
perypruTaiyy nocie KJIanaHCOXPaHsIOIUX ONepauil.
B 370l cBs3u Bce Oouiblliee 3HAYCHHE MPUOOpETaeT
H3y4YeHHE ITHOJOTHYECKH 00YCIIOBIEHHBIX (PaKTOPOB
[14, 15], a Taxxe MOMCK NpeAUKTOpoB peunansa MH
B OnmxaiiieM M OTAAJEHHOM IOCIeONepauoOHHOM
nepuonax.

Lenp HacTosmIEro HCCIEAOBaHUSA — OIEHHUTH
OTJIaJICHHBIE PE3yJbTaThl IPUMEHEHUS METO/a He-
npepsIBHON MOBHOW aHHynomnactuku (All) mpu
koppexkuuu MH HeunlieMuueckoil 3TUOI0THH, BEISIBUTh
MIPEIUKTOPBI PE3UyalbHON PErypruTalnnuu B paHHEM
MIOCJIEONIePAlIMOHHOM MIEPHOJIE U €€ ITPOTPECCUPOBAHUS
B OTJAJIEHHBIE CPOKH.

MarepuaJ 4 METOABI

Ob6cnenoBano 129 nanuentos ¢ MH Henmemuye-
ckoro resesa (58,1 % nuir My>kCKOro mojia, CpeIHui
Bo3pacT 55,8 + 12,3 net), onepupoBanHbix B PLICKD
uM. B.A. AnmazoBa ¢ 2007 o 2011 rr. Bce 6onbHbIE
uMenu 3HaunMmyto ( > 2 crenenn) MH, koppekuus
KOTOpPOH BO BCEX CIIyYasX OCYIIECTBISLIACH C MPH-
MEHEHHEM MeToJa HempepblBHOW moBHOU All. YV
BCEX MalHMECHTOB Oblja KIMHHUKA CepACYHOH Heno-
CTaTOYHOCTH 2 W Oosee (YHKIHOHAIHHOIO Kilacca
(NYHA). Knuanueckas xapakTepHucTHKa ITallUeHTOB
npencTasieHa B Tabnuue 1.

Xupypeuueckas mexnuxa. Bo Bcex ciyyasx JOCTyI
K Ceplly OCYIIECTBISIICS MOCPEICTBOM CPEAMHHON
crepHoTOMUH. OnepaTuBHOE BMEIIATEILCTBO IPOBO-
JAJIOCH B YCIIOBUSIX UCKYCCTBEHHOTO KPOBOOOPAIIEHHS
(UK), aprepuanbHbIii TOCTYIl OCYIIECTBISICA CTaH-
JapTHO Yepe3 BOCXOIAIIMK OTHEN aopThl, BEHO3HAS
KaHIOJISILIMS — JBYXYPOBHEBOH KaHIOJIEH uepes MpaBoe
npencepane — y 38,0 % (49), bukaBanbpao y 62,0 %
(80) 6onbHBIX. Y 38,0 % (49) nanueHToB MPUMEHSIIACH
HOpMOTepMus (Temreparypa B numeBoae > 32°C) , y
53,5 % (69) — ymepennas runotepmus (28—-32°C),
runorepmust Hike 28°C y 8,5 % (11). B 6onpimn-
CTBE ClIy4yaeB 3alllTa MUOKapAa OCYIIECTBISIACH
NPY MIOMOIIY KPOBSHOW M30TEPMHUYECKON KapAHOTLIe-
run — 97,7 % (126), y 2,3 % (3) npumenena dapma-
koxosonosas mierus. B 70,5 % (91) ciaydaeB ceanchbl
KapAWOIUIEr U MMPOBOAMIIUCH PETPOTPaJHO Yepe3 Kopo-
HapHbIN cunyc, B 0,8 % (1) anTerpagHo yepes KOpeHb
aopthl, B 28,7 % (37) — xoMOMHHPOBAaHHO (NEPBBIN
ceaHc 4epe3 KOPEeHb aopThl, MOCIEAYIOIUe — Yepe3
KOpPOHApHBIN CUHYC).

Hoctyn k MK ocymiectisiics B 88,3 % (114) uepes
nesoe npencepaue (JIII), 8 10,9 % (14) gepes nmpaBoe
MpecepIre U MEKITPEICEPIHYIO Teperopoaxy, B 0,8 %
(1) 6B11 ucionb3oBan goctyn o G. Guiradon [16].

Bo Bcex cnyvasix quametp pubpo3Horo konmbsia MK
npeBbImai 30 MM, KOpPEKIIHs aHHYIOIUIATAINH, KaK
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Tabnuya 1

XAPAKTEPUCTHUKA 129 MAIIMEHTOB C MUTPAJIbHOM HEJOCTATOYHOCTBIO

Bo3spacr, jer

55,8 + 12,3 (ot 18 10 76 Jer)

Ilom:
Myxckoi
Kenckmit

75 (58,1 %)
54 (41,9 %)

CepneuHblii pUTM:
CHHYCOBBIN pUTM

@I, mapokcu3maibHas hopma
TIOKC

Oubpwnsanust npeacepanit (OI1), nocrostnHas popma

61 (47,3 %)

40 (31,0 %)

27 (20,9 %)
1(0,8 %)

II
I
v

OYHKIMOHAIBHEIN Kace cepredHoit HepoctarognocT (NYHA)

51(39,5 %)
60 (46,5 %)
18 (14,0 %)

Opaxius urnanus JDK, %

60,3 +13,5

Otnonoruyeckas nprauaa MH

MesenxumanbHas nucrutaszus (M/1)

56 (43,4 %)

OtHocuTensHas MH npu aopTaJIbHBIX TOPOKax

55 (42,6 %)

XpoHuueckas peBMarndeckas 6onessb cepma (XPBC)

15 (11,7 %)

WHeKIMoHHBIH SHI0KapIUT

3(2,3 %)

Crenens MH 10 Xupypruueckoro jieueHus

II

18 (14 %)

11

44 (34,1 %)

v

67 (51,9 %)

Tabnuya 2

HNPUYUHBI MUTPAJIBHOM HEJOCTATOYHOCTH

KoanyecTBo nauueHToB (n = 129)

ITapamMeTpbl
A0c. yncio %

Hunararus ¢udposuoro xombita MK > 30 MM 129 100
IIponanc crBopox MK:
Obeunx 7 5,4
[epenneit 14 10,9
3anueit 43 333
OTphIB XOPA:
Ilepenneit cTBOpku 4 3,1
3ajHel CTBOPKH 23 17,8
[epdoparus cTBopku 1 0,8

OJIHOM U3 OCHOBHBIX NpuuuH MH, ocyecTsisuiach
C IIPUMEHEHHEM MeTO/ia HenpepbIBHOW moBHOU All.
Hanuplii Meton ObUI BIEpBBIC MPUMEHEH B HalleH
knuHuke B 2005 1., Kak anpTepHaTUBA METOJUKE C UC-
MOJIb30BAaHUEM OIIOPHBIX KOJIELl, U B HACTOSIILIEE BPEMSI
C HEKOTOPBIMU MOAN(HUKALMSIME SBISIETCS OCHOBHBIM
UCIIOIb3yeMbIM MeToioM [17]. BapuabenbHOCTh KO-
JIMYECTBA IIBOB U JUIMHBI CTEKKOB NPH BHIIOJIHEHUN
HenpepbIBHOH I0BHOM All mo3BosnsieT noOuBaThes He-
00xoauMoro auameTpa (UOPO3HOTO KOJIbIIA JJIs yCTPa-
HEHMSI MUTPaJIbHON HEIOCTaTOYHOCTH. ONTUMaIbHBIM
apnsetcs pazmep OK MK passsbrit 2628 mm. Takoit

pa3mep @K HeocTaToueH /i pa3BUTHSI MUTPAIbHOTO
CTEHO3a U, B TO K€ BPeMs, IO3BOJISIET NIEpEeTHEN CTBOP-
K€ TIOJTHOCTHIO MEPEKPHIBATh aTPUOBEHTPUKYISIPHOE
OTBEpCTHE.

VY Ttperu nauuentoB (31,8 %) BhIMOMHSIIACH CeT-
MEHTapHas pe3eKLus 3aJHel CTBOPKH, B 4-X CIIydasx
npuMensiack sliding-nnactuka 3aiHeldl CTBOPKH, B
4 — npoTe3upoBaHuE XOP[ IEpEeTHEN CTBOPKU HUTHIO
GoreTex, y 4-x NaIlMEHTOB TUIACTUKA ObLIa JOTOIHE-
Ha meronoM o O. Alfieri [18]. [ToMmumo ykazaHHBIX
METO/I0B KOPPEKLUH BBIOIHSUIUCH: IPOTE3UPOBAHUE
A0pTaNBHOTO KJamaHa y 55 manueHTtoB, moBHas All
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TPUKYCIHUIAIBHOTO KjiamaHa y 39, ymuBaHue yIiika
JIIT — 14, nmnactuka JIIT — 10. MunumansHoe Bpems
UK u nepesxarus aOpThl IPH BHIIOIHEHUH H30IUPOBaH-
Hoit annynomnactuku MK cocraBuio 28 u 21 MunyTy
coorBeTcTBeHHO. [Ipnunnel MH, MeTonbl xupypruye-
ckoil koppekiuu u nanueie o MK mpencrasnensl B
Tabmmnax 2-4.

Bce marnuenTts! B mocieonepaiioHHOM Mepuojie
MOJyYaii aHTUKOATYJSHTHYIO Tepanuio (Bapdapuh).
B cnyuae n3onMpoBaHHON HMIOBHOM aHHYJIOIJIACTUKHU
MK nnuTenbHOCTh aHTUKOATYJASHTHOW Teparnuu co-
cTaBisia 3 Mecdia, ¢ meneBbiM 3HaueHnemM MHO B
untepBaie ot 2,0 no 3,0. [Ipu Hanu4uK MOCTOSIHHOMN
dhopmbr DIT wnn MexaHUYECKOTO MPOTe3a KiamaHa
cep/ra peKOMEeHI0BAJICS TOCTOSHHBIN MPUEM Hemps-
MBIX aHTHKOAT'yJISIHTOB.

PesyabTathl u 00cy:KaeHHe

JleTanbHBIX UCXO/IOB, & TAKKE CITy9aeB, TPEOYFOIHX
IIOBTOPHOI XUPYPTrUYECKON KOPPEKLUY KIIATAHHOM I1a-
TOJIOTMH HA TOCTIMTaIILHOM dTarie He 0b110. [ToBTOpHOE
MOJIKIIIOYEHUE ammapaTa 3KCTPaKOPIOPaNIbHOTO KPo-
BooOpartenust (OKK) B xone oneparyu morpedoBaioch
B 2-X ciydasx. [IpuanHol mociyXuio coxpaHeHue
3HauuMoii MH (Gonee 2 cremnenu) mo pesyiabTaram
YPE3MHUIIEBOAHON OIICHKH 3(P()EKTUBHOCTH TUIACTHUKU
knanana nocie octaHoBku UK. B oboux ciywasx
OBLIO BBITIOIHEHO HAJIOXKEHHUE IOTTOTHUTENILHBIX IIIBOB

B 30HE IJIACTUKH 3aJJHEH CTBOPKH MOCIIE BBIMOTHEHNUS
CErMEHTApPHOW PEe3eKIHH, C YJOBJICTBOPUTEIHHBIM
PE3YNIBTaTOM MPH TOBTOPHOM SXOKapANOTpadUueCKOM
KOHTpOJIE B X0/i¢ BMelIaTeabcTBa. CpemaHss MPOI0IKU-
TEJIbHOCTh UCKYCCTBEHHOTO KPOBOOOpAILICHHS U TIepe-
skaTtus aopthl coctaBwm 109,9 + 43,0 u 83,9 + 34,3
MUH, COOTBeTCTBEHHO. CpeiHee BpeMsi MpeObIBaHHS
B OTJCJICHHM PEaHWMAllid U WHTCHCUBHOW Teparuu
coctasmio 2,0 + 1,5 cytok (ot 1 10 9 cyTOK).

B cBsi3u ¢ pedpakTepHBIMU K MEAMKAMEHTO3HOH
Tepanuu MPOSBICHUIAMH MOCTIEPHKAPIUOTOMHOTO
cunipoMa y 5 60nbHBIX (3,9 %) moTpeboBanoch BbI-
MOJTHEHHE (eHEeCTpallui U APEHUPOBAHUS MOJIOCTH
nepukapaa. M3 HeBpoIoruieckrux 0caoKHEHUI Ha To-
criutaiasHOM dTane y 1 (0,8 %) manuenTa uMenu MecTo
TpaH3uTOpHbIe nemMudeckue Hapymenus, OHMK o
UIIEMHYECKOMY TUITY BOSHUKJIO Y | manueHra.

OxokapauorpaduIecKuii KOHTPOJIb B OJIMKaMIIIEM
MOCTIEONIEPAIHOHHOM TIEPHOJIE OCYIIECTBIICH Y BCEX
MAIMEHTOB Ha 7-€ CyTKH T0CIIe BMelaTenbcTBa. Hemo-
CpPE/ICTBEHHBIC PE3YbTaThl CBUACTEILCTBOBAIN 00 OT-
cyrctBuu perypruraiuu y 109 (84,5 %), MuHUMansHON
ee crenienn y 15 (11,6) %, u ymepenHoii crenenu y 5
(3,9 %) manuenTos. [Ipumenenne merona moHou ATl
MK crnocoOCTBOBaJIO yMEHBINIEHHIO TuaMeTpa huopos-
HOTO KoJibIla B cpeanem ¢ 39,1 = 5,5 o 27,7 £ 3,3 mm
(p < 0,01), mpu 3TOM HE BBISBICHO JOCTOBEPHOTO
U3MeHeHUs cpeaHero rpagueHta Ha MK — 3,6 + 1,6

Tabruya 4
JAHHBIE 11O HAPAMETPAM UCKYCCTBEHHOI'O KPOBOOBPAILIEHUSA
Mapamerpsr UK Bpewst, i
Y p M=+m
HK 109,9 +£43.0
Ilepexarue aopTs 83,9+ 343
UK npu nzonupoBanHoii mosHoi AIl MK 62,2 +194
Ilepexarue aopTs! pHu H30nupoBaHHOM 1oBHOH AIl MK 39,0+9,8
IMpumeuanue: AIl — annynomnactuka; MK — MUTpanbHBIN KIanaH.
Tabruya 5

IXOKAPAUOT PAOUYECKHUE MTAPAMETPBI B PAHHEM ITOCJIEONNEPAIIMOHHOM NEPUOJE

Mo onepanuu 7-e CyTKH 110CJIe OIepanuu

ITapameTpsl M+m M+m
Juamerp ®K MK, mm 39,1 +£5,5 27,7+ 3,3*
Cpeanuii rpagueHT Ha MK, MM pT.CT. 3,6£1,6 39+1,5
®pakmus Beiopoca JIK, % 60,4 + 13,5 53,5 £12,3*
KJIP JIK, MM 63,1 8,0 57,0 +7,0%
KJ1O JIK, M 208,4+61,8 163,4 +£46,2*
[lepenneszanuuit pasmep JII, Mm 56,8 + 14,8 49,1 + 11,5%

Mpumeuanne: OK — pubpozHoe konbiio; KJIP — koneuHo-auactonmdeckuii pazmep; KO — KkoHeUHO-MacTOMYeCKUH

obbeM; ¥ — p <0,01.
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u 3,9 £ 1,5 MM pT.CT., COOTBETCTBEHHO. OTMEUATIOCh
cHkeHue ¢ppakipn Beiopoca JIK B panHem nocieore-
pauuonHoM nepuone ¢ 60,4 + 13,5 % m10 53,5+ 12,3 %
(p <0,01), c oTUETNINBOM TEHIEHINEN K YMEHBILIEHUIO
KOHEYHO-/TNACTOJINYECKUX MapaMeTPOB JIEBBIX Kamep
cepana (pa3Mepa u 00beMa). Ixokapauorpadhudeckue
napaMeTpsl B paHHEM I1OCIEONEePallMOHHOM Ieproe
MPEJICTaBIICHBI B TAONHIIE 5.

[Ipu nmpoBeaeHUH OIHO- U MHOTO(AKTOPHOTO
aHann3a ObUTN BBISIBIICHBI TIPEIUKTOPHI PE3UIyaTbHON
MH (I-II crenenn, n = 20 yenoBeK) B paHHEM IIO-
CJIeONepalliOHHOM NIepUoJe, K KOTOPBIM OTHOCHIIUCH:
BbIpa)XKEHHas JUiIaTalys JeBbIX Kamep cep/ua (yBenu-
yeHue nepeauesaanero pazmepa JIII 6onee 60 mm, KJIP
JIK 6onee 64 mm, KO JIXK 6onee 220 mut); tuamerp
®K MK nocne koppekuuu 6oinee 28 mm (quamerp OK
KOPPEIMPOBAJI CO CTETIEHBIO PETyPrUTallii) U XUPYPr-
accouuupoBaHHbIH (hakTop. Kpome atoro, ycraHoBineHa
B3alMOCBSI3b C 3THOJOTMYECKON NPUYUHOMN MOpOKa:
y nanueHToB ¢ auamerpoM ®K MK menee 30 mm
(n = 4) nocne xoppexru MH npuanHoil coxpaHeHus
MUTpaJIbHON pEeryprutanvy B paHHHE CPOKHU IMOCIe
BMeIlIaTeNbCTBa ObLI IpoJIaric epenHei ctBopku MK,
BCTpEYaBIINHACS B TPYIE MAIEHTOB C AUCIIa3uei
COEIUHUTEILHON TKAHH.

B ornanennom mepuone Obuto 00cieaoBaHo 82
nanuenta (63,6 %), cpeaHee BpeMsi HaOMIOICHUS
coctaBuiio 3,2 + 1,3 roga (ot 8 mo 72 mecsen). Ia-
IUCHTBI aKTUBHO BBI3BIBAJIMCh Ha HA MpPUEM, B XOIC
KOTOPOTO MPOBOAMIOCH (PU3UKAIBHOE HCCIEeOBaHHE
¢ ompeneneHreM (YHKIMOHAIBHOTO Kilacca cepied-
HOM HEZOCTAaTOYHOCTH (COTMIACHO KiIaccH(UKALUU
NYHA) u BbINoNHEHHE TPaHCTOPAKAJIBHOTO 3XOKap-
JOTpadueCcKOro HCCIIeJOBAHMS, COMIACHO MTPOTOKOITY
HCIIOJIb3yeMOMY B JIOOTICPAIMOHHOM Tiepuoje. boib-
MIMHCTBO narueHToB (91,5 %) B OTAaICHHOM ITepHoIe
OTHOCHJIOCH K HEBBICOKOMY (PyHKIIMOHATIBHOMY KJIacCy
(I-1I pynxumonansuelii knace CH) cornacHo knaccu-
¢uxannn NYHA.. [lunaMuka nposiBJIeHUH cepaedaHon
HEJI0OCTaTOYHOCTH OTpakeHa B Tadnuiie 6.

O dexTrBHAsS KOPPEKUUs KIATAHHOW MMaTOJIOTHH
B OTAJICHHOM TIepHO/ie TIpUBENia K JalbHelmemMy 00-
parHOMY pemonenuposanuto JIK, 3akmouaBmiemMycs B
YMCHBUICHUU €T0 CUCTOJIUYCCKUX U NUACTOJINYCCKUX
napameTpoB (pa3Mepa 1 o0bema), a TAKKE TONIIUHBI
MEXKETYI0YKOBOH MEPETOPOAKH, YTO B LIEIOM O1aro-
MPUSTHO BJIVSUIO HA €r0 COKPATUTEIBHYIO (DYHKIIUIO U
OTPaKaJIOCh B 3HAYMTENBHOM yBEIHUCHHH (Dpakiuu
BbIOpOca. He BBISBICHO JOCTOBEPHOIO U3MEHECHUS
nuamerpa ®K MK, uyto moareepxkmaet 3¢hHeKTuB-

Tabnuya 6
(I)YHKHI/IOHAJI])Hl)Iﬁ KJIACC CEPI[E'—IHOFI HEJOCTATOYHOCTHU Y NAIMEHTOB
C MUTPAJIBHOM HEJOCTATOYHOCTDBIO JO OINEPAIIUU U B OTAAJTEHHBIE CPOKH
Jo onepauuu OT1aaJjieHHBbIH MIEPUOA
DyHkHOoHAILHBIH KiIace CH
Abc % Abc %
1 0 0 51 62,2
II 32 39,0 24 29,3
111 38 46,3 7 8,5
v 12 14,7 0 0
Tabnuya 7.

IXOKAPIUOTPAOUYECKHUE ITAPAMETPBI B PAHHEM INOCJIEOINEPALIMOHHOM INEPUOAE U OTAJAJIEHHO

Mapamerps1 IMocae onepanun OT1najieHHbIH MEpPUoOJ
M=+ m M=+m
Huamerp ®K MK, mm 27,7+33 27,8 +£3,6
Cpennnii rpaguent Ha MK, MM pT.CT. 39+1,5 40+1,3
Opaxius Beiopoca JDK, % 53,5+123 61,3 +12,6*
KJIP JIK, MM 57,0+ 7,0 53,0 £6,5*%
KCP JDK, mm 41,1+£89 35,2 £8,4%
KO JIK, ma 163,4 £46,2 137,8 £ 41,7*
KCO JIXK, mn 79,7 £ 40,9 56,3 £ 33,7*
Tonmmuaa MXKII, mm 13,4+£2,6 12,4 + 1,9%*

IIpumeuanue: K[P — xoneuno-nuactonuueckuii pasmep; KCP — xoneuno-cucronuueckut pasmep, KJO —
KOHEUHO-AnacTonuyeckuit 0obem; KCO — koHeuHo-cucTonnueckuit 0obem; MIKIT — MexokenyIouKkoBast eperopoaka,

* —p<0,01; * —p<0,05.
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Tabnuya 8

CTENEHb MUTPAJIHOM HEJOCTATOYHOCTH IOCJIE ONEPALIMA U B OTAAJIEHHBIE CPOKH

ocJie onepauun OTtaasleHHBIH IepUoa
Crenens MH

Abc % Abc
69 84,1 59 72,0
1 10 12,2 17 20,7

11 3 3,7 4 6,1

111 0 0 1 1,2

v 0 0 1 1,2

HOCTb NPHUMEHEHMS METOJla HENPEPhIBHOW IIOBHOMN
AHHYJIOIUIACTUKHU. J{MHaAMUKa 3X0KapIuOrpapuIeCcKux
napaMeTpoB U creneHd MH B ornaneHHoM nepuosne
MpeacTaBieHbl B Tabauuax 7 u 8.

B ornanennom nepuoae 60NBIIMHCTBO NAUEH-
ToB (92,7 %) XapaKkTepru30BaI0Ch OTCYyTCTBUEM I'€MO-
JUHAMUYECKH 3HaUuMO# ( > 2 ctenenn) MH. Onnako
B ILI€JIOM 10 CPaBHEHMIO C PaHHUM IOCIEOoNepanu-
OHHBIM IEPUOAOM OTMEUAIOCh YBEIMYEHHE JIOTHU
MalMEeHTOB C MUTPAJIBHON perypruTanuei 1 nossie-
HHE MallUEHTOB C BEIPAXXEHHOM HEJIOCTATOUYHOCTHIO.
[Ipu npoBeneHnH NeTalIbHOTO aHajIu3a Mo Tpynmnam
B COOTBETCTBHUH C 3THOJOTMYECKON MPUUUHOHN pe-
TyprUTalyy yCTaHOBJIEHO, YTO BO3HUKHOBeHHe MH
B OT/AaJICHHOM Inepuoe o0ycloBICHO HE penusara-
nueit ®K MK, a nporpeccupoBanneM CTpyKTypHBIX
W3MEHEHHUI CTBOPOK KjanaHa M MOAKJIANaHHOTO
anmnapara. Tak, ecnu peryprutanusa 1 cTeneHu c
OJIMHAKOBOM 4acTOTON BCTpeyanach B rpyInax namu-
€HTOB CO CTPYKTYpHOH U QpyHKuHOHaIsHOH MH, TO
BBIpaXX€HHas HEIOCTATOUYHOCTh BCTPEYAIACh TOJIBKO
y HalMEHTOB C JUCIIACTUYECKON U peBMaTHYECKON
stTuonorueit nopoka (Puc. 1).

[Ipuunnoii nporpeccupoBanust MH B otnanenHOM
MIEpUOJIE Y MALMEHTOB C ME3EHXUMAJIbHOM IUCIIa3UEH,

YCTaHOBJICHHOW MO JaHHBIM 3XOKapauorpaduu, ObLT
MIPOJIATIC CTBOPOK, Y 3 MaLlMEHTOB — IEpPEAHEN CTBOP-
KM, y 2 manueHToB — 3aaHel ctBopku MK.

3a mepuon HaOJIONEHHS] yMEPIO 5 MaLHMEeHTOB
(3,9 %): 2 manuenTa U3 rpynmbl ¢ ME3EHXUMaIbHON
JUCIUIA3MU U 3 TallMeHTa U3 TPYIIIBI C OTHOCUTEIBHON
MH. OcHOBHO IPUYMHOM JIETATIBHBIX UCXOJIOB ITOCITY-
KUY SMOOJTMUECKUE OCIIOKHEHUSI — Yy 4 MalUeHTOB,
B | ciiyyae mpuYnMHaA CMEPTU OCTalach HEM3BECTHOM.
lecTunerHss BBLKUBAEMOCTD (n = 82), paccuuTaHHAs
no merony Kaplan-Meier cocrasuna 92 % (Puc. 2).

[ToBTrOpHOE XMPYpPrUvECKOE I€UEHUE B OTAAJIEHHOM
nepuoae norpedosanock y 4 mauneHToB. B rpynme
OOJIBHBIX C ME3CHXUMAIbHON AMCIIIA3UU MOBTOPHO
BbINONHEHA m1acTuka MK y manueHTku ¢ peuuanBomM
Tsxenod MH uepes 2,7 roga, npuunHON KOTOPOH 1O-
CIIYKHJIO MPOpe3bIBaHNEe YaCTH LIBOB (hUOPO3HOTO
KOJIbLIA B 00JIACTH KOMHCCYPBI, HAa ()OHE OTCYTCTBUS
ONTUMAaJIbHOW aHTUTUIIEPTEH3UBHOM Tepanuu. B cBs3u
¢ nporpeccupBanueM XPBC u pazBuTuem TSKEIOro
creroza MK uepes 2,8 roga y 1 marueHTKH moTpebo-
Basnock nporesupoanue MK. B rpynmne OonbHBIX ¢
otHocutenbHoi MH Ob110 peoneprpoBano 2 yenoBexa.
B cBsA3u ¢ aHEeBpU3MAaTHYECKUM pPaCUIMPEHUEM BOC-
XOZALIEro oTAea aopTel yepes 1,7 rona y 1 namuenra

Pucynok 1. CTeneHb MUTPAJILHOM perypruTaiMu B 0TAAJI€HHOM Nepuoae
y nanuenToB ¢ M/l u orHocuTenbHoit MH
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PucyHnok 2. OTaajieHHasi BBIAKHBAEMOCTh NallMEHTOB
¢ MUTPAJbLHOI He0CTATOYHOCTHIO, paccuuTanHas no Merony Kaplan-Meier (n = 82)

1,00

Sumvival Function

0,94

1

0,92 L~ s . .
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Bpema HabniogeHusa, mMec

BBITOJIHEHA omnepanyst bentamna. Bropomy manuenty
yepe3 1,6 roga B cBsA3u ¢ TpoMOo30oM mpore3a AK
BBITIOJIHEHA TpoMO3kTOoMus mpote3a AK u mporesu-
poBanue MK B cBs3u ¢ BeipaxkenHoit MH III crenenu.
[TpuumnHo#t TpOMO03a OCTY KU HEPETYIIIPHBIN TpHEeM
BapdapuHa.

CBo0Oojia OT peornepanuu B TeueHUe 6 JeT, pac-
cuntanHas no Mmerony Kaplan-Meier, coctaBuna
93 %. Ecnu mpoBecTu aHaJM3 4acTOTHI peomneparuit
M0 TIPUYMHAM CBSI3aHHBIM C IIPOrPECCUPOBAHUEM IIO-
pOKa MUTpaJIbHOTO KJIallaHa, cBo00/ja OT peorepannuu
cocrasuia 94 %.

Oo6cy:xnenue

HawnbGonee pacnpocTpaHeHHBIM U 9aCTO UCTIONB3Ye-
MBIM METO/IOM aHHYJIOIUIACTHKH B HACTOSIIEEC BpeMs
SIBJISICTCS TUIACTHKA C UCTIOIB30BAHUEM OITOPHOTO KOJTb-
na. CBoeMy IIMPOKOMY MTPU3HAHHIO JaHHAst METOAHMKA
00s13aHa OOJIBIIIOMY OTBITY MPUMEHEHHSI CO BPEMEH
NEePBBIX OTepaluii, BEIMOMHEHHBIX A. Carpentier B 70-x
roJax MpoIILIOTO CTOJICTUS U YIOBIETBOPUTEIEHBIM KaK
HETIOCPEICTBEHHBIM, TaK U OTJAJICHHBIM pe3yJabTraraM
[19]. Kak u mro60#i Apyroil METON XUPYpPrHYECKOTO
JIeYeHHs, 10 Mepe HAKOIUICHUS Pe3yJbTaTOB CBOETO
NPUMEHEHUS JIaHHasi METOAMKa MpeTepreBaeT U3Me-
HEHHSI C y4ETOM MOSIBIICHHS O0Jiee AeTANbHBIX TaHHBIX
00 0coOeHHOCTAX CTpPOCHUS U (PyHKIIMOHUPOBAHUS
MHUTpaJIBHOTO KianmanHoro ammapara [20-24]. Bo
MHOTOM 3TOT MPOIIecc 00YCIIOBIIEH MOSBICHUEM HOBBIX
Y YCOBEPIICHCTBOBAHUEM CTAPBIX BUIOB JUArHOCTHKH,
a TaKKe IMUPOKUM PacpOCTPaHEHHEM PEKOHCTPYKTHB-
HBIX BMeIaTenbeTB. COBEpIICHCTBOBAHUE METOIOB XH-

PYPTUYECKOTO JISUeHHS KJIAIaHHOM IMaTOJIOTHHA MOXKET
MIPOMCXOANTH KaK IO Iy TH MOTU(DHUKAIIUH U YITyIIIEHUS
MMIUTaHTUPYEMBIX YCTPOWUCTB, TaK U ITyTeM Oolee jae-
TaJBHOTO aHAJIN3a M HAKOIIJICHHUS OTIBITa MPUMEHEHUS
aJbTEPHATUBHBIX METOIVIK.

IIpumenenune metona moBHou AIl MK, B HacTos-
mee BpeMsi, SBISETCS MPEPOraTHBON JUIIH HEOOIb-
IIOTO YUCJIa XUPYPTHUECKUX IIEHTPOB BO BCEM MHUPE
[11]. UcTopudecknu Ooyiee paHHUH METO] MIOBHOMH
macTuku ¢pudposHoro konbna MK He Hamen mupo-
KOTO PacipOCTPAaHEHHS M3-3a CIOKHUBIIETOCS Mpe-
CTaBJIEHNA 00 OTCYTCTBUHU CTaOMIBHOCTHU TNIACTUKHU
W MPOTPECCUPYIONIEH peAriaTallii B OTJaJIEHHOM
nepuone. JlaHHbBIN CTEPEOTHIT MOKHO OOBSICHUTD KaK
MHOT000pa3ueM CyIEeCTBYIOINX METOIOB IIOBHOM
aHHYJIOIIJIACTHKH, B TOM YHCJIE HE YIOBIETBOPSIOIINX
o0IIenTpU3HaHHBIM Ha CETOAHSIIHUHN JCHb KPUTEPHIM
PEKOHCTPYKTUBHON XHPYPTUH, TaK U OTCYTCTBHEM
JI0 OTNpeAeNeHHOTO MOMEeHTa MHpopManuu 06 3¢-
(eKTHBHOCTH TpUMEHEHHs MeTona. llpummeuarerns-
HBIM SIBISIETCS (PAKT, YTO XUPYyPTUUECKUE KIMHUKH,
MPUBEPIKEHIHI METO/a MIOBHOW aHHYIOIIACTUKHU
B Pa3JIMYHBIX €r0 MOAU(HUKANMIX, 1O MPOIMIECTBUU
Mepuoja BpeMEHH, HEOOXOAMMOTO /JiT OCBOCHHS U
YCOBEpIUICHCTBOBAHUS METOJIHUKH, TE€MOHCTPHUPYIOT
pe3ynbTaThl KOPPEKIIUH MUTPAJIbHON MAaTOJOTHH
HUYYTh HE YCTYMAlOIlHe, a MO Py mapaMeTpoB
JlaXke TPEeBOCXOASIINE TAKOBBIE TIPH UCTIONH30BAHUU
OoTmopHBIX Kourerr [12, 25].

IIo HamreMy MHEHHIO, METOJ| HENIPEPBIBHOM 1LIOB-
HOlt AIl sBisieTcst Gonee (PU3MOIOTHYHBEIM METOIOM
KOPPEKIIHA MUTPATLHON perypruTaiym, 00ecrneynBaro-
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OIMM coXpaHeHue (YHKIHOHAIBHBIX 0COOCHHOCTEH
MUTpPAJIBHOTO afrapara u, B TO k€ BpeMmsl, T03BOJISAIO-
UM JTOOUTHCSA HEOOXOIUMOHN PEeAyKIUU TuaMeTpa
MUTPATBHOTO OTBEPCTUSI M CTAOMIIBHOCTH TIJIACTHKH,
MpU UCKJIIOYEHUH HUMILIAHTaT-aCCOMMUPOBAHHBIX
OCJIOKHEHUH.

[TonyuenHsle HaMHu paHee Pe3yJbTaThl MpUMe-
HEHUSI HEMPEPHIBHOM IMIOBHOU aHHYymoriacTuku MK
B Onmkaiiiiem mnocieonepauonHomM nepuone [17],
CBHUJIETENLCTBYIOT 00 3QEKTUBHOCTH JTaHHOH METO-
JvkH koppekund MH 1 Ge3onacHocTH ee pUMEHEHus,
YUUTBIBasg OTCYTCTBUE TOCIUTAIBHON JIETATBHOCTH U
HEOOXOMMOCTH B TIOBTOPHON XHUPYPTHUYECKOU KOp-
peKIuH.

AHanu3 OTAAJIEHHBIX PE3yJIbTAaTOB MO3BOJIWI HE
TOJIBKO YCTaHOBUTH POJIb JAHHOTO BUIa aHHYJIOTLIACTH-
KH B 00€CTIeYeHUH CTaOMIBHOTO AP PeKTa KOPPEKIHH
U OTCYTCTBUE peamiatanuu GuoposHoro kojbia MK,
HO U BBISIBUTH NIPEJUKTOPBI coOXxpaHeHus MH B paHHeM
Y MIPUYUHBI €€ POrPECCUPOBAHMS B OTAAJICHHOM TI0-
CJIEOTIEPALIMOHHOM MIEPHOIAX, a TAKXKE NX B3aUMOCBS3b
C 3THOJIOTHEN MUTPAJILHOTO MOpOKa. Pe3ynbTarsl mpu-
MEHEHHUs JJAHHOTO METO/1a B HACTOSAIIIEM UCCIIEI0BAHUHU
COTIOCTaBUMBI C JIUTEPATYPHBIMU JAHHBIMHU 110 TaKUM
MoKa3aTessaM, Kak 4acToTa peorepanui 1 oTJaleHHas
BBDKMBAEMOCTb.

BeiBoabI

1. HenpepriBHAs MIOBHAsI aHHYJIOILUTACTUKA SIBIISI-
eTcs 3QPEeKTHBHBIM U 0€30MTaCHBIM METOIOM KOPpEK-
MU HeumeMudyecko MH, mo3BosiommM 100HUThCS
Tpebyemoro ymeHsineHus auamerpa ®K knamana,
MIPeI0TBpAINas €T0 peANIIaTalnio U 00eceunBas cTa-
OMIIFHOCTP TUTACTUKA B OTHAAJICHHOM TIEPHOJE.

2. IIpenukropamu pesuayanbHoit MH B panHeM
MO CIIe0NIEPAIHOHHOM MTEPHOJIE SBISIOTCS BRIPAXKEH-
Has TUJATalus JEBBIX KaMep Cepla, He0CTaToq-
Has (Oonee 28 MM) CTeNmeHb PEAYKIUH JUaMeTpa
(hubpo3HOTO KOJNBIIA, a TaK)Ke MPOJIAINC MepemaHei
ctBopku MK.

3. Peungus MH B oTnaneHHOM nepuoze y Maiu-
€HTOB C OPTaHWYECKUMH M3MEHEHUSIMH Kilarmana o0y-
CJIOBJICH TIPOTPECCHPOBAHNEM M3MEHEHUH CTBOPOK M
XOpJATBHOTO anmapara.
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Pesrome

Hean nccnexgoBanus. M3yuuTs TpaHCIOPT KUCIOPOAA, 0COOEHHOCTH LIEHTPAIbHON TeMOJUHAMUKH, YPOBHS
nakTara u uHTepneikuna-8 (1JI-8) y mannueHToB ¢ HU3KOM 3KCTpaKIMel KUCI0poa B paHHEM MOCIIe0NepalioH-
HOM TIEpPHOJIE MOCTIe KapAHOXUPYPrUIeCKUX BMeIIaTe,cTB. MaTrepuaJjibl M MeToAbl. B riccienoBanme BKIFOYEHO
87 manueHToB, MEpEeHECIINX MIAHOBBIE ONEpaluy Ha CEep/Ie B YCIOBHSIX MCKYyCCTBEHHOTO KPOBOOOpAIICHUS
(UK). PerpocrieKTHBHO MAalMEHTHI OBLIIH pa3/ieieHbl Ha JABE IPYIIBI B 3aBUCUMOCTH OT 3HAYCHUS DKCTPAKIIUU
kucnopona (O,ER), onpenenennoro uepes 12 yacos mocne okonyanus MK: 1 rpynma — O,ER 25 % u Gonee
(n=50), 2 rpynma — O,ER menee 25 % (n = 37). [lannble npeacTaBaeHbl B BUAE: Meauana (25-blii v 75-blid npo-
LEeHTUIh). Pe3yabTarsl. YcTaHOBJIEHO, YTO B | TpyIIe KOHIEHTpALKs JaKTaTa 4yepe3 8 4acoB ITOCIIE OTKITIOUEHUS
MK cocrauna 2.2(1.5;5.1) mmons/n, Bo 2 rpynne — 4.2(2.6;7.7) mmons/n (p = 0.006). DO,I B 1 rpynne b1
356.4(315.1;405.3) mu/mun/m?, Bo 2 rpynmne — 459.6(411.5;493.5) mu/mun/m? (p < 0.0001). SVRI B 1 rpynme
2137(1728;2533) mur*cex*m?/cm’, Bo 2 rpymme — 1648(1428;2008) nuu*cex*m*cem’® (p = 0.0004). BoisiBien
Oonee Beicokuil yporeHb UJI-8 B rpymme ¢ HU3KOM dkcTpakiuen kuciopona (p = 0.049): B 1 rpynme — 9.88
(8.24, 14.17) ir/mn, Bo 2 rpymnme — 13.04 (9.36, 15.93). BeiBoasbl. B nccieioBaHnu ycTaHOBICHO, YTO TMOCTE
onepanui Ha cepaue ¢ MK, y nanmentos ¢ nuskoi O,ER HabnromaeTcs J0CTOBEPHOE MOBBIIIEHHE KOHLIEHTPALUH
JIAKTAaTa, 4TO COMPOBOXKAAETCSI BBICOKUM DOzl u Bazorierue. [loseimennas aktuBHocTh MJI-8 ykas3siBaet Ha
CBSI3b 3THUX SIBIICHHUI C Pa3BUTHEM CHHAPOMA CUCTEMHOTO BOCIIAJIMTEIEHOTO OTBETA.

KiroueBbie c1oBa: MeTaOOMMUECKU aly03, TUICPIAKTATEMUs], JJaKTaT-alya03, JOCTaBKa KUCIOpoa,
A0PTOKOPOHAPHOE LIYHTUPOBAHUE.
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Abstract

Objective. To investigate an oxygen transport, central hemodynamics, lactate levels and interleukin-8 levels
in the patients with low oxygen extraction ratio (O,ER) after on-pump coronary artery bypass grafting (CABG).
Design and methods. 87 patients were included in the retrospective study. In all the cases on-pump CABG were
performed. All patients were divided into two groups depending on O,ER at 12 hours after cardiopulmonary
bypass (CPB) completion: the group 1 — O,ER > 25 % (n = 50), the group 2 — with O ER <25 % (n = 37).
Statistical data are presented as median (25th and 75th percentile). Results. The lactate levels at 8 hours after
CPB was equal 2.2 (1.5; 5.1) mmol/L in group 1 and 4.2 (2.6; 7.7) mmol/L in group 2 (p = 0.006). The DO,I
was equal 356.4 (315.1; 405.3) ml/min/m?*and 459.6 (411.5; 493.5) ml/min/m?, respectively (p < 0.0001). The
SVRI was equal 2137 (1728; 2533) dyn*s*m?/sm® in group 1 and 1648 (1428; 2008) in group 2 dyn*s*m?/sm°,
(p =0.0004). There were significant differences between the group 1 and group 2 in the IL-8 levels: 9.88 (8.24;
14.17) pg/ml and 13.04 (9.36; 15.93) pg/ml respectively (p = 0.049). Conclusions. We found that the patients
with low O,ER were characterized by increased lactate level, DO,I and vasodilatation. Moreover, these cases
were characterized by increased levels of IL-8, this fact indicated on the relations between low oxygen extraction

and the systemic inflammatory response syndrome after on-pump CABG.

Key words: metabolic acidosis, lactic acidosis, oxygen delivery, coronary artery bypass grafting, acid-base

balance.

Cmamus nocmynuna 6 pedaxyuto 01.06.13, npunsma k newamu 16.06.13.

Beenenue

B kapauoxupyprum Haubojee TPO3HBIM Hapy-
IIICHUEM KHUCJIOTHO-OCHOBHOI'O COCTOSIHUS SIBJISICTCS
pa3BuTHE MeTabOJIUYECKOTO JJaKTaT-aiu103a. Yacrora
€ro Pa3BUTHS B MOCJICONCPALIMOHHOM IIEPHOE B Kap-
JTUOXUPYPTUH COCTABIISET, ITO JAHHBIM Psi/ia aBTOPOB, OT
14,3 mo 20,6 % [1-3]. IIpu >TOM BBIsIBIICHA OOJIEE BBI-
COKasi CMEPTHOCTb Y MAI[MCHTOB C Pa3BUTHEM all1103a
Y THIIEPJIAKTaTeMUH, YeM Y TIAIIMEHTOB ¢ HOPMaJIbHBIM
ypoBHeM pH u nakrara [2, 4-6]. B uccrnenoBannu
J-M. Maillet 1 coaBTOpPOB NETATHLHOCTH Yy MAIUCHTOB
¢ runiepiakraremueii cocrasmia 14,9 %, B ommune ot
JIeTaIbHOCTH Ha YpoBHE 1,5 % y manmenToB 6e3 pocrta
JlaKTaTa KPOBH B OJIMKAMIIIEM MOCIICONEPAMOHHOM
nepuoze [3].

[MpuunHaMu pa3BUTHS TUTICPIIAKTATEMUH U JTAKTAT-
aIu103a B MOCJICONePAIMOHHOM IIEPUOC Y KaPIUOXH-
PYPTUYECKUX MAMEHTOB CUATAIOTCS HU3Kas JOCTaBKa
kucnopona u runornepdysus [ 1, 7, 8]. Takoe cocrosiHue
Ha3bIBaeTCs JakTar-aruao3om tuna A [9]. Kpome
TOTO, BBIICJISIFOT JIAKTAT-aI[|103 Tua B — cocTosiHue,
KOTOPOE HE CONPOBOXIAETCS MPU3HAKAMM TKaHECBOMH
TUIIOKCHH, YTO MOXET HaOJIONaThCs IPU HAPYIICHUN
KJIMPEHCA JIAKTaTa MPHU MOYSUHO-TICYCHOYHON HEZ0-
CTaTOYHOCTH, YCHJICHUU CHHTE3a JIAKTaTa MOCPEACTBOM
a’poOHOTO TIIMKOIN3a (TUTIEPMETAb0IN3M), CaXapHOM
nuadete, AepUIMTE THAMUHA, CUHIPOME KOPOTKOU
kumeyHod neru [1, 9, 10]. Kak Oonee penkue mpu-
YHHBI JJAKTaT-all|103a TiIa B MoryT paccMarpuBaThes:

OTpaBlICHHE CATMLIIATaM1, METaHOJIOM, THJICHIJINKO-
nieM, aHTU(pU30M, OUryaHHIAMU, AaHTUPETPOBUPYCHBI-
MU IpernapaTaMu, a TakKe BpOXKACHHbIE MeTaboye-
ckue 3aboneBanus (IepUIUT TUPYBaTACTHAPOTCHA3HI,
nupyBaTkapbokcuiassl) [1, 9].

B mocnennee Bpems MOSBUIUCH JJaHHBIE, CBUJIE-
TEJIbCTBYIOIIME O TOM, YTO METa0ONMYESCKHUIA aluI03
MOKET Pa3BUBATHCS HE TOJBKO MPH CHUXKEHHOM, HO 1
NpY MOBBIIICHHON TOCTaBKE KUCIOpOJa U HOPMailb-
HOU TKaHeBo# mepdysuu (HopmanbHoe AJl, muypes,
CEepACYHBIH BHIOPOC), UTO XapaKTepHO Il CHHIPOMa
cucteMHoro BocnanutensHoro orsera (CCBO) [12,
13]. To ecTb, HEKOTOPBIE MEUATOPHI BOCTIAIEHUS (TIPU
CEIICUCE) ¥ SHIOTOKCHHBI CIIOCOOHBI HETTOCPEICTBEHHO
YXyALIaTh MPOIECCHl OKUCIUTENLHOTO (hochopriupo-
BaHMA B KJIETKaX M SBIATHCS MPUYMHON HAKOTUICHHUS
naxTtara [ 14]. Ho nanHbIi Bonipoc y KapAHOXUpYyprude-
CKMX TAIMEHTOB SBJSICTCS HE A0 KOHLA H3YYCHHBIM.

ean ucciaenoBanus

W3y4uTh TpaHCHOPT KUCIOPOIA, 0COOCHHOCTH
LEHTPaJlbHOW I'eMOAUHAMUKU, YPOBHs JIAKTaTa U
WHTEpIEeHKNHA-8 y MAI[MUEeHTOB C HU3KOW IKCTpaKLueit
KHCJIOPOZA B PaHHEM IOCJIEONEPALUOHHOM IEPUOAE
KApAUOXUPYPrUYECKUX BMEIIATEILCTB.

MarepuaJjibl 1 MEeTOAbI
B mpocnexkTrBHOE HEKOHTPOIMPYEMOE HCCIEO-
BaHUE BKIIIOYMIU 87 MAlUEHTOB, KOTOPHIM OBUIH BbI-
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MOJTHEHBI MJIAHOBBIE ONEPallMH a0pPTO-KOPOHAPHOTO
myHtupoBanus (AKII) B ycnosuax UK. Kpurepus
BKJIFOUEHUS MAllMEHTOB B HMCCENEAOBaHUE: BO3pacT
crapme 18 net, Hamuuue UHGOPMUPOBAHHOTO CO-
miacusi, hpakuust BBIOpOca JIEBOTO JKemyaouka Oosee
50 % 1o TaHHBIM MpeNONePAIMOHHOMN SXOKaparorpadun
(Ox0KT). KputepusiMu UCKIIIOYEHUS U3 UCCIEAOBAHUS
CIIY’)KHJIM HaJIM4KMe B MPEAONEPAlIOHHOM NEpHO/e
Cercuca, XpOHUYECKON MOUYEYHON M MEUEHOYHOU He-
JOCTaTOYHOCTH.

AHECTE3HOJIOTHUECKOE MOCOONE U IKCTPAKOPIIO-
paJibHOE KpOBOOOpAIIeHHE TPOBOIMINCH IO €MHOMY
MIPOTOKOJTY, IPUHATOMY B KIMHHKE. PyTHHHO y BCcex
MalMEeHTOB NMPUMEHSJICA WHBA3UBHBI MOHUTOPUHT
apTepUaLHOTO JaBJICHHS, TABICHUS B JIETOYHOH ap-
tepun, [IBJl, geixarenbubiii MOHUTOPUHT. Kaxabie
4 yaca mpoBoauics 3a00p NMpoO apTepuanbHON H
CMEIIaHHOW BEHO3HOW KPOBH AJISl aHAJIN3a ra30BOTO,
ANEKTPOIUTHOTO COCTAaBa, ¥ KUCIOTHO-OCHOBHOTO
COCTOSIHMA M colepkaHus nakrata. OIHOBpEeMEHHO
MIPOBOAMIOCH U3MEPEHNE MUHYTHOTO 00beMa KpoBOO-
OpaiieHuss METoIoM TepMoawIonnu. MccnenoBanus
ra3oBOr0 COCTaBa KPOBHU MO3BOJISUIM ONPEACIATH JI0-
craBky kucinopoaa (DO,), morpebaenune kuciaopona
(VO,) un skcrpakuuio kuciopozna tkansmu (O, ER).
Kpome Toro, onenuBaics ypoBeHb MHTEpICHKIHA-8
(MJI-8) B ucxomnoit Touke, yepe3 60 muH, 12 u 24 u
nocne otkmouenus UK. [Ipennonaras, 4to pa3BuTue
TUTIEPJIAKTATEMUU Y 3THUX MAIMEHTOB MOXET OBITh
CBSI3aHO C pa3BUTHEM IIEUYEHOYHOW HEIOCTAaTOYHOCTH
MBI OLICHIJIH aKTUBHOCTH aJJaHWHAMUHOTpaHC(epasbl
(AJIT) u acnmapraramunorpancgepassl (ACT) uepes
24 u 48 4 mocne onepanuu.

[Ipu peTpOCNEeKTHBHOM aHallM3e BCE MAI[MEHTHI
ObUTM pa3ZieieHbl Ha JBE TPYIIBI B 3aBUCHMOCTH OT
ypoBus (O,ER) onpenenennoro 4epes 12 yacos mo-
cie oxonyanus MK: 1 rpynna — nanuentsl ¢ O,ER
25 % u Gonee (n = 50), 2 rpynna — ¢ O,ER menee
25 % (n=37).

CrarucTHYecKuii aHaIH3 MPOBEAEH C IOMOIIBIO M1a-
keta Statistica 6.0 (Statsoft Inc., USA). JlocTroBepHOCTH
pa3nuyMil olleHMBajlach METOAOM MaHHa- YUTHHU, IpU
3TOM, KPUTHYECKUM YPOBHEM 3HAUUMOCTH CUUTAIU
p=0.05. Jlanusie ncciiea0BaHMS PEICTABICHBI B BUIE:
Meauana (25-p1it 1 75-bIi TIPOLIEHTHUIIB ).

PesyabTarbl

[TarenTsl B rpymnmnax He UMEIH JOCTOBEPHBIX pa3-
JM4Uil 110 TIOTY, BO3pacTy, POCTY U Macce Tela, yIapHo-
My WHJIEKCY 1 (hpaKIuu BEIOpOCA, H3MEPEHHBIMH MIPH
OxoKI" B mpenonepannonHoM nepuoje (tadm. 1).

Taxoke He ObUIO BBISIBIEHO JJOCTOBEPHON pa3HULIBI
Mexay rpynmnamu no anurtensHoctd UK, nepexarus
AopTHl U JO3UPOBKAM HAPKOTMYECKHUX aHAJIBIETHKOB

NpUMEHSIEMBIX MPH aHECTE3UOJIOTHUECKOM MOCOOHU
(tabm. 1).

KonueHTpauys nakrara oneHHBagach B CMEIIaH-
HOH BEHO3HOH KPOBH, €€ MAKCUMAJIBHOE IOBBIIICHUE
HaOmonanocsk yepe3 8§—12 vacoB mociie OKOHYAHUS
BMelarenabcTBa. Hamu ObII0 ycTaHOBIEHO, 4TO B 1
rpymne KOHIEHTpaIus JaKTara yepe3 8 yacoB IMmocie
orkmouenus UK cocraBuna 2,2 (1,5; 5,1) MMonb/i, BO
2 rpynne — 4.2 (2,6; 7,7) mmons/11, p = 0.006.

[MpuyrHaMK pa3BUTHUS THIEPIAKTaTEMUU BO BTO-
Ppo¥ rpyrmne He ObUTM HapyIeH!st QYHKIMY IIEYSHH, YTO
MOATBEPKAACTCS OTCYTCTBHEM JIOCTOBEPHBIX pa3numid
MEKy TPYTIIaMH [0 YPOBHIO IIEYEHOUHBIX (pepMEHTOB
B MTOCJIEOIEePAIMOHHOM Tiepuoe (Tabm. 2).

Eme onHol yacToi MpUYMHON MOBBIIIEHUS JIAK-
TaTa CYMTAETCS HU3Kas J0CTaBKa KUCIOPOJa, OHAKO,
y MalUeHTOB BTOPOH Tpymibl Mbl HaOIroAamu Oosee
BBICOKHUH WHJCKC JOCTAaBKU Kuciopoaa: 459.6 (411.5;
493.5) ma/mun/m*ipotuB 356.4 (315.1; 405.3) mu/mun/
M’y manueHToB nepBoii rpymmsl (p < 0.0001).

Kak cnenyer u3 gaHHBIX, IPUBEACHHBIX B Ta0II. 2,
MalKeHTHl BTOPOH TPYIIIBI UMENH 00Jiee BEIPaKCHHBIE
HapyIIEeHUs KUCIOTHO-OCHOBHOTO COCTOSIHUSI.

OrnenuBasi reMOIMHAMUYECKHE MTOKa3aTesy Malu-
€HTOB B PacCMaTPUBACMBIX TPYIIIax, Mbl OOHAPYKUIN
HU3KUHA WHAEKC CUCTEMHOTO COCYIUCTOTO CONPOTHB-
nenust (SVRI) B rpymmne ¢ HU3KOH 3KCTpakiueil Kuc-
nopona. Tak, B 1 rpynme SVRI — 2137 (1728; 2533)
mua*cex*m?/em’, Bo 2 rpymme SVRI — 1648 (1428;
2008) aur*cex*m*/cm®, p = 0.0004 (puc. 3).

[Tpu nzyuenun nokazareneit CCBO ObLia BhIsIBICHA
JOCTOBEpHAs pa3HULA MEXTy TPYIIIaMHi B aKTUBHOCTH
NJI-8 gepe3 12 vacoB nocne otkmoueHus MK: 9.88
(8.24; 14.17) nr/mn B neproii rpymme u 13.04 (9.36;
15.93) nr/mi Bo Bropoii rpymme, p = 0.049 (puc. 1).
HomnonuutensHeiM kputepueM CCBO cunrtamu xonu-
9YeCTBO JISMKOLIMTOB B KPOBH, O/IHAKO, 110 3TOMY TOKa3a-
TEITI0 JIOCTOBEPHBIX Pa3INUHii MEXKAY CPaBHUBAEMBIMH
rpynnamu oOHapykeHo He Obuto (Tadm. 2).

OCHOBHBIE ITaHHBIE OLICHKU KIIMHUYECKOTO TeIEHHS
U OCJIO)KHEHMM IOCJIeoNnepalluoHHOIO Mepruosia oT-
paxeHsl B Tabnuue 3. JlocToBepHbIE pa3nuins MEXIY
IpyNIIaMH MBI YyCTAHOBWIIM TOJIBKO TPU CpPaBHEHHUH
IIPOAOJLKUTENILHOCTH TIociieonepanronHoi NBJI.

[TarmeHTsl ¢ MpU3HAKaMHU CEPJEUYHO-COCYIUCTON
HEIOCTAaTOYHOCTH IOy4Yald MHOTPOIHYIO TEPaIHIO.
IIpu 3TOM TOCTOBEPHBIX Pa3IMYU 110 YACTOTE IPUME-
HEHHsI HTHOTPOIHBIX U Ba30NPECCOPHBIX PENaparoB y
MalYEeHTOB B pacCMaTpUBaeMBbIX TPyHIax 0OHapyKEeHO
He Obut0. B 1 rpymnme uepe3 60 MHHYT mociie OTKITIO-
yenuss UK nHOTpOmHas moaaep Ka NpUMeHsIach y
64 % manuenTos, Bo 2 rpyimie —y 48,6 %, a uepes 12
yacoB — 34 % u 37,8 % coorBeTcTBEeHHO. BBemenue
Ba30MPECCOPHBIX NMpenaparoB nocie orkiaoueHus MK
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Tabnuya 1
OCHOBHAS XAPAKTEPUCTHUKA I'PYIIII

O,ER >25 O,ER <25 p

n, 4eJIOBEK 50 37

Bospacr, et 62 (55;73) 61 (57; 66) 0.734
Kenckuit mon, % 42 % 29.70 % >0.1
BSA, m? 1.93 (1.79; 2.05) 1.95(1.73; 2.04) 0.664
OB, % 62 (54;65) 65 (55.5; 69) 0.258
MXII, MM 12 (11; 14) 12.5 (11.0; 14.0) 0.928
deHTaHmI, MKT/KT 30.7 (28.1; 33.8) 28.5(24.1; 32.0) 0.348
JmurensHocts UK, Mun 111.5 (82.0; 151.0) 115.0 (81.5; 139.5) 0.952
JmrensHOCTS [TA, MUH 68.0 (52.0; 95.0) 71.5 (52.0; 92.0) 0.992

Ipumeuanne: O,ER — skcTpakuus kucioponga, BSA — momans nosepxuocty tena; @B — ¢paxmus BeIOpoca;
MXII — mexokemynoukoBas neperopoaka; UK — uckycctBeHHOE KpoBooOpamieHue; [IA — nepeskartue aopThl. [laHHEIC
TIPEJICTABIICHEI B BUJC: MeanaHa (25-bIit U 75-bIil IPOIICHTIIIB).

Tabnuya 2
JIABOPATOPHBIE ITOKA3ATEJIU B NOCJTEONEPAIIMOHHOM NEPUOJE
O,ER =25 % O,ER <25 % p
Jlaktat, MMOJIB/JT 2.2(1.5;5.1) 4.2 (2.6;7.7) p <0.0001
pH 7.40 (7.37; 7.44) 7.36 (7.34; 7.40) 0.012
BE, monb/n -1.5(-3.4;-0.4) -3.35(-4.7; -1.7) 0.018
Jetikorutel 1o UK, *10%/1 7.2 (5.4;8.3) 7.4(6.4;7.7) p =0.905
flegjjzumm uepes 24 4, 12.1 (9.7; 14.6) 13.6 (10.7; 20.1) p=0231
AJIT 244, en/n 22.0(17.0; 37.0) 20.0 (15.0; 26.9) p=0.23
ACT 24y, en/n 45.0 (31.0; 58.1) 41.0 (34.0; 61.0) p=0.94
IIpumeyanue: TaHHEBIC TPEICTABICHEI B BUC: MeauaHa (25-b1if U 75-bIi IPOIICHTIIIB).
WNJI-8 — unrepneiikun-8, AJIT — anannHamuHoTpancepasa; ACT — acnapraramuHoTpaHcdepasa.
Tabnuya 3

KIUMHUYECKOE TEYEHUE NOCIIEONEPAITMOHHOI'O IEPUOJA

O2ER >25 % O2ER <25 %

BoccranoBnenue cosHaHus, yac 4(2;5) 3(2;9)
Jpoxb 7 (14 %) 5(13.5 %)
UBJIL, yacsl 13 (10; 16) 17 (12; 18)*
Hapymienus putma 12 (24 %) 11 (29.7 %)
Hepponoruueckue HapymeHus 4 (8 %) 1 (2.7 %)
MenuacTuHUT 3 (6 %) 0
CMmepth 2 (4 %) 0

IMpumeuanue: [anHble npeacTaBICHBI B BU/C: MeaAUaHa (25-b1ii;75-bIi TPOIIEHTIIIB), @ TAKIKE KOJTMYCCTBO HAOTFOICHUH
Y MX NPOLIEHT OT YUCICHHOCTH Tpymisl ( %). * — oTMedeHs! qocToBepHble ominuust: p < 0.05.
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Pucynok 1. Konuenrpanus nntepoeiikuna-8 yepes 12 yacos nocjie okonuanusi UK B uccienyeMbIx rpynmnax

O,ER 225%

O,ER <25%

o Median
] 25%75%
T Min-Max

Pucynok 2. Unaexc 1ocTaBku Kucjaopoaa yepes 12 yacos nocjie okondanns UK B uceienyemMbix rpynnax

100

c Medan

0,ER <25%

0FR225%

] 25%.75%
T Min-Max

Pucynok 3. HHaeKc CHCTEMHOI0 COCYIMCTOr0 CONPOTHBJICHHS Yepe3 12 yacos

nocje okonyanusi UK B uccienyempix rpynnax

4300

o

.

a Median

O,ER <26%

OERa26%

[] 25%-75%
T Min-Max
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npuMeHsich y 32 % naruentos 1 rpynmst u 35.1 %
BO 2 rpymme; yepe3 12 yacoB — y 18 % marnueHToB
1 rpynmnst u y 21,6 % manueHToB 2 Tpymisl, a yepes
24 qaca—y 8 % u 8,1 % COOTBETCTBEHHO.

Oo6cy:xnenue

B Hamem uccnenoBaHUM y NAMEHTOB C HU3KOM
9KCTpaKIyel KKCIopoa ObUIM BBISBICHBI THIIEPIIaK-
TaTeMUs U JIaKTaT-alu03, KOTOPbIE MOYKHO OTHECTH K
B-Tury, T.€. He cBA3aHHOMY C runionepdy3ueii u HU3KOH
JOCTaBKOH kucioposna. M3ydyas BO3MOKHBIE TPUIHHBI
TUIMEPIaKTaTeMUH Y JaHHBIX MAIEHTOB, MBI YCTaHO-
BUJIM, YTO TOBBIIIEHHE JIAKTaTa HE OBIJIO CBSI3aHO C
BO3HHKHOBEHHEM MEYEHOYHOH HeloCcTaTouHOCTH. Bo
BCell BBIOOpKE HaOMI0IaI0Ch HE3HAYUTENILHOE TIOBBIIIIE-
HHE TpaHCAMHUHA3 B ONIIKAMIIIEM MOCIeONepaHOHHOM
neprojie, HO IOCTOBEPHBIX Pa3INIMi MKy TpyIIamMu
YCTaHOBJIEHO HE OBLIO.

Hamu He Ob10 0OHAPYKEHO JPYTHX BO3MOKHBIX
(hakTOopoB pa3BuUTHA JakTar-aiumo3a tuna B. Tak, y
NaIMEHTOB He HAOMI0aI0Ch THIIEPMETa00IHYECKOTO
COCTOSIHMSI, YTO MOATBEPKIAIOCH OMHAKOBON 4acTO-
TOM MOCJIEONEPALIMOHHON APOXKH, a TAKXKE BPEMEHEM
npoOyxaeHus (Tadiu. 3). PasButus runepiakrareMuu
B pe3yJIbTaTe OTPaBICHUS] MEINKAMEHTO3HBIMU CPEl-
CTBaMH, IEPEYUCIICHHBIMU BBILIE, MOYXHO UCKITIOUUTD,
MOCKOJIbKY MaIMeHTaM MPOBOANIIACH 00111ast aHeCTe3 s
10 €TUHOMY MPOTOKOJTY U CTaHJapTHasl IIepruoIepany-
oHHas Tepanusi. Kpome Toro, cymmapHast 1o3a Qenra-
HWIA, IPUMEHEHHAS MIPH MPOBEACHUU aHECTE3HH, B
rpymnmnax Oblia OIMHAKOBA.

Eue omHuM 13 akTOpOB pa3BUTHS TUTIEpIIAKTATE-
MU, 110 JJAaHHBIM JINTEPATYPbI, SBISCTCS UTUTEIBHBIN
nepuog UK [11]. Onnako o anurensHocta UK marm-
EHTHI B TpyNINax He UMEH JTOCTOBEPHBIX Pa3iINuuii,
npu 3ToM MeaunaHa anurensHoctu MK cocraBuna He
oonee 115 munyT. He ObII0 ¥ pa3HULBI IO JUTUTEIh-
HOCTH TEpHOJa TEepexaTusl aOpThl MPH BHITTOJIHECHUN
OCHOBHOTO 3Taria onepamnuu (taom. 1).

B HameMm uccieroBaHuN YCTaHOBJIEHO, YTO MTOBBI-
HICHUE JIAKTaTa He OBbUIO CBA3aHO C HU3KOW I0CTaBKOU
kucinopozaa. Hao0oport, B rpynie nauneHToB ¢ HU3KOH
3KCTPaKIMEN KUCIOpO/Ia, COMPOBOXKIABIIEHCS THIIEP-
JaKTaTeMueil, Obl1 00Jiee BEICOKUH YPOBEHbD I0CTABKH
KHCJIOPO/ia B MOCJIEOIEePAIMOHHOM Tiepuoe (puc. 2).
Takke Ha (hoHE BBHICOKOHM ITOCTaBKHM HAOIIOAANOCh U
JIOCTOBEpHOE CHUXEHUE CHUCTEMHOTO COCYIUCTOTO
comnporusienus (puc. 3). [lockonpKy HaMH HE yCTaHOB-
JICHO TOCTOBEPHBIX PA3IUUHI IT0 YACTOTE TPUMEHEHHS
WHOTPOITHBIX W Ba30MPECCOPHBIX MPENapaToB MEKIY
TpyMIIaMU, TO MOXHO YTBEPXKAATh, YTO PA3BUTHE T'H-
NepANHAMHYECKOTO COCTOSIHUS Y TAIUEHTOB C HU3KOU
9KCTpaKLMUEN KUCIOPOJA HE CBSI3aHO C MPOBOAMMOI
Tepanuei.

MBI peanoNnoXKuiau, 4To THIepIUHAMUYECKOe
COCTOSIHHE CHCTEMBI KPOBOOOpAIleHHs Yy MaIllMeHTOB
C HHU3KOM 3KCTpakuuel Kuciopoja, ObUIO CBA3aHO C
pazeutuem CCBO. B Hamem ucclieJoBaHUH TaHHOE
MPEATNONI0KEHNE OBUIO MPOBEPEHO. YCTAHOBJICHO, YTO
MalMEHThl C HU3KOM AKCTPaKUMENW KUCIOPOAa UMEITU
Oonee BoIcOKMIT ypoBeHb NJI-8 B CHIBOPOTKE KpPOBU
yepe3 12 yacoB mocne oTkiatodeHus anmapara UK.
3TOT akT AaeT HaM OCHOBaHUE TOBOPUTH O BO3MOXK-
Hoit cBs3M pazBuThs CCBO u CHIKEHUS SKCTPaKIUU
KHCIIOPOZa TKaHAMHU.

YyurteiBas IuTEpaTypHbIE JaHHBIE, MBI OKUANH,
YTO y MalMEHTOB C HU3KOW 3KCTpaKIueil kuciaopoaa u
TUIepIaKTaTeMUel B MMOCIEONepalliOHHOM eproie
OyneT HaOmogaThCs OOJbINAs YacTOTa IMOCJIeore-
pPallMOHHBIX OCJIOXKHEHUH [2—6]. Ho MBI monmyuunu
00paTHBIN pe3yibTaT: B IPYIINE MAIMEHTOB ¢ HU3KOM
JKCTpaKLMel Kuciaopoaa ObUIO 3aperucTpUPOBAHO
onno ocnoxuaenune B Buae OHMK, a nH(peKmoHHbIX
ocloKHEeHHI He Habmmonanock. Ho nmocToBepHBIX
pa3InuMil O KOJIMYECTBY OCIIOKHEHUN B LIEJIOM U T10
HO30JIOTHSIM B YaCTHOCTH YCT@HOBJIEHO HE OBLIO.

3akiouenue

B Hamem ucciiejoBaHuy yCTaHOBIICHO, YTO IIOCIIE
omepaluii Ha Ceplle, BRIMOTHEHHBIX B ycaoBusax UK,
y NalKEHTOB ¢ HU3KOW 3KCTPAKIMEW KUCIOpOJa Ha-
OromaeTcs JOCTOBEPHOE MOBBIIICHHE KOHIIEHTPAIHN
JIAKTaTa B CMEIIAHHOM BEHO3HOU KPOBU, UTO COIPO-
BOXKJIA€TCS BBICOKMM YPOBHEM JIOCTAaBKU KHUCJIOPOAA
u Bazorierueil. Kpome Toro, y NaHHBIX MalMEeHTOB
HabmroaeTcs noseinieHne yposHs UJI-8, uto moxer
CBUJIETEIILCTBOBATH O CBS3H 3TUX SBICHUM C pa3BUTUEM
CHUHJPOMa CUCTEMHOTO BOCHAJIUTEIBHOIO OTBETA.
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Abstract

In four clinical cases reports demonstrated now day’s approaches to perioperative managing of the abdominal
delivery in patients with pulmonary arterial hypertension. Epidural anesthesia and advanced invasive hemodynamic
monitoring were used in all cases. Different types of pulmonary vasodilators were used perioperativly. During
pregnancy patients received NO inhalations and sildenafil, ccombinations of endothelin receptor antagonists
(bosenthan), sildenafil and iloprost inhalations were used in postpartum. There were no mortality, severe
hemodynamic disturbances and invasive respiratory support in this clinical cases series.

Key words: pulmonary arterial hypertension, pregnancy, abdominal delivery, specific therapy, epidural

anesthesia.

Cmamuwsi nocmynuna 6 pedaxyuro 01.06.13, npunsama k newamu 12.06.13.

OnHO U3 OCHOBHBIX MTPUYNH MaTEPUHCKOM CMEpPT-
HOCTH Ha CETOJHAIIHUN I€Hb OCTAIOTCS SKCTPareHu-
TaJbHBIE 32001€BaHus Y OEPEMEHHBIX, B CTPYKTYpe
KOTOPBIX MEPBOE MECTO 3aHMMAIOT OOJIE3HU CHCTEMBI
kpoBooOpamenus [ 1-3]. Ogaum u3 Handoee cephes-
HBIX U peIKHUX 3a00JI€BaHUH CHCTEMBI KpOBOOOpaIie-
HUS SBJSIETCA JIETOYHASI apTepHalibHAs THIIEPTEH3UA.
U3BecTHO, 4TO GEpeMEeHHOCTH Y MAIIMEHTOK C JIETOUHOM
THUIEPTEH3HEN aCCOIIMUPYETCS C BBICOKMM PUCKOM He-
OnarompuATHBIX UCXOAOB y MaTepH u ioaa [4].

B KoHIIE POIIIOro CTOJIeTHS JETATBHOCTD CPen
OepeMeHHBIX JKEHIIWH C JIETOYHOM TUIIepPTEeH3nEeH 10-
crurana 38 % [5]. Pa3BuTne COBpeMEHHBIX MEIUITIH-
CKHX TEXHOJIOTHH B JUArHOCTUKE, MOHHUTOPHHTE U
JICYSHHUH JIETOYHOM THIIEPTEH3MH ITO3BOJIMIIO TOOUTHCS
HEKOTOPOTO CHIDKEHHSI CMEPTHOCTH B 3TOH Tpymme
MAI[UEHTOK, OJTHAKO TAHHBIN TOKa3aTeNlb OCTAETCs J0-
CTaTOYHO BBICOKUM, COCTABJIsISl HA CETONHAIIHAN IEHb
25 % [6]. OCHOBHBIMM PUYMHAMHU CMEPTH MaTepH C
JIETOYHOH TUIIePTeH3NEH MOTYT ObITh JEKOMITCHCAITUS
MIPaBOXKENTYI0YKOBOH HEAOCTATOYHOCTH M TPOMOO-
9MOOITMYECKHE OCIIOKHEHHS, Pa3BUBAOIICHCS dale
BCETO BO BpEMsl poJOpa3pellieHus] U/Uil B paHHEM
IIOCJIEPOIOBOM [IEPUOJIE.

®u3noNornyeckue U3MEHEHHS, CBA3aHHBIE C
pa3BUTHEM OEPEMEHHOCTH, 3aKOHOMEPHO MPUBOIST
K YXYAUICHUIO TE€YEeHHUS JIETOYHOM THrepTeH3uu [7].
B cirydae BBICOKOM JIETOYHOM I'MIEPTEH3HUH, JUATHO-
CTHPOBAHHOW A0 HACTYIUICHHUS OEpPEeMEHHOCTH WIIU
B MIEPBOM TPUMECTpE, YUUTHIBAs BBHICOKHE PUCKHU
MaTEpPHHCKOW CMEPTHOCTH, MPOJIOHTUpOBaHUE Oepe-
MEHHOCTH He pekomeHaoBano [8—11]. [Ipu ucxomuo
ONaromoay4YHoM (QU3HUYECKOM CTaTyce MalHeHTKH
BO3MOYKHO MPOJIOHTHPOBaHUE OepeMeHHOCTH. B 3TOM
CIIy4ae BeJICHHE MAIlUeHTKH OCYIECTBISIETCA MYJIbTH-
JIMCUHUITMHAPHONW KOMaHA0M B COCTaB KOTOPOM BXOJISAT:
KapauOJIOTH, KapAUOXUPYPTH, apUTMOJIOTH, BpadH,
3aHUMAaloMecss PYHKIIMOHAIBLHON THAarHOCTUKOM,
aKyIIEePHI-THHEKOJIOTH, aHECTE3HOIOT H-PEAHNMATOIOTH
[12]. Bo BrOpoM TpumecTpe OepeMEeHHOCTH BCE qHa-
THOCTHYECKHE 1 JIeueOHBIE MEPOTIPHUATHS IPOBOSTCS B

YCIIOBHSIX CTICTIHAIM3UPOBAHHOTO CTarmoHapa [4, 12].
BrisiBneHue JIErOYHONM TUIIEPTEH3UHU BO BpEMS TEKYILEH
0epeMEHHOCTH 3HAYUTEIBHO OTPAHHMYHBAET 00HEM
HEOOXOJIMMBIX NTHArHOCTUYECKHUX HCCIEJOBAHUM.
B wacTHOCTH HEBO3MO)KHO ITPOBEICHUE PEHTTEHOBCKIX
METO/IOB MCCIIEZIOBAHUS, B TOM YHCIIE KOMITBIOTEPHOI
TOMOTpa(uu, UCIOIB3yEMOM TSl OTIPENEICHUS dTHO-
JIOTWH JIETOYHOM THIIEPTEH3UU. [[luarnos B 3ToM ciryyae
CTaBHUTCS HA OCHOBAaHUHU DXOXOKAPAHOTPAPUIECKUX
(Ox0oKI') MeTomoB, B TOM YHCIIE M YPECIUIECBOTHOMN
OxoKI, karerepu3anuu mpaBbIX KaMep Cepima C Huc-
CJIEIOBAaHUEM T'a30BOr0 COCTaBa apTEPUANBHON U
CMEIIaHHOW BEHO3HOW KPOBHU B Clly4ae OTCYTCTBHS
MIPOTHBOITOKA3aHMI, a TAK)Ke ITyTeM OLEHKH Omomap-
KEpOB, Cpell KOTOPHIX HanOObIIee 3HAYEHUE UMEET
N-TepMUHANBHBIN (PparMeHT MO3TOBOTO HATPUIPETH-
yeckoro nentuaa (NT-proBNP) [4, 13, 14].

Kak mpaBuiio, yxyJueHue Te4eHus JIETOYHON TH-
MEePTCH3UN HAcTymaeT Ha 22—26 Henene recTalud 1
CBA3aHO C IPOTrPECCUPOBAHUEM IPABOKEIYIOUYKOBOMI
HEJIOCTATOYHOCTU W/WJIA Pa3BUTHEM TPOMOOIMOOIH-
YeCcKUX ocliokHeHuH. [Ipu cTabUIbHOM COCTOSHUH
MALUEHTKH PEKOMEHIYETCsl INIAaHOBOE poJopa3penie-
HUE Ha cpoke 32—34 Henenu myTeM oIepanny Kecapena
cedeHus. B cimydae OTCyTCTBUS MPU3HAKOB IPOTrpec-
CHUPOBAaHUS CEPACYHON HEIOCTATOYHOCTH BO3MOXKHO
PpOOpa3peLLIEHUE YEPE3 ECTECTBEHHBIE POAOBBIE Ty TH
B YCJIOBMSIX 3IIHAYPajbHOM aHAJIBI€3UH C UCTIOIb30Ba-
HUEM HU3KHUX /103 MECTHBIX aHECTETUKOB [4, 15].

B Hacrosmee Bpemsi HE ONPENEIICH IpeuMyllie-
CTBEHHBIH BHJl aHECTE3WH NPHU BBHINIOJIHEHUH OIIe-
patuBHOTO pojopaspemeHus. IlpoBenenue obmiei
KOMOMHHPOBAaHHOW aHecTe3nu B ycimoBusx MBJI
CO3/1aeT MPEINOCHUIKH /ISl TTOBBIIICHUS JaBICHUS B
MaJIOM Kpyre KpOBOOOpAaIICHHs U JEKOMIICHCAIIUN
MPaBOXKEIYA0UYKOBON CEPAEUHON HEAOCTATOYHOCTH.
OnuaypanbHas aHeCTe3Hs C UCTIONb30BaHIEM MECTHBIX
AQHECTETHKOB W OIMOWJIOB MPUBOAWT K Ba3OIUIETHH U
OTHOCUTEJIbHOW TUIOBOJIEMUU. Bo3HuKawomas npu
3TOM reMOANHAMHUYECKast HeCTaOMIBHOCTh MOXKET T10-
TpeOOoBaTh MPUMEHEHH Ba30IIPECCOPHON Teparuu, He-
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OyaronpusATHO BO3CHCTBYIOIICH Ha COCYAUCTOE PyCIIO
MaJoro kpyra. Cepbe3Hble HapyIIeHUsI TeMOANHAMUKHU
COXPAHSIOTCS U B paHHEM IOCIEPOJOBOM IEpPHO/IE,
4TO TpeOyeT MPONOIIKEHUSI WHTEHCUBHOM Tepanuu
C HCTIONB30BAaHUEM PACHIMPEHHOTO MOHMTOPHUHTA B
YCIIOBUSIX OTJIeNeHus peanumanuu [4, 15-17].

Jns yrepoToHMY€eCKOl Tepanuu B MOCIEPOAOBOM
MepUOo/Ie UCIIONb3YEeTCd MUKPOCTPYHHOE BBEIECHHE
OKCHUTOIIIIHA B MUHIMAJIBHO 3(h(heKTHBHBIX A03ax. He-
00x01MO 130erath OOJIFOCHBIX BBEIICHHUH, TTOCKOJIBKY
npenapar o0Ja1aeT CUCTEMHBIM Ba3OAUIISATHPYIOIIHM
nerictueM [18, 19].

[pumenenune y 6epemeHHbIXx cpencts JIAT
crenn(pUUeCcKo Tepanuy OrpaHAYeHHO HECKOJIbKIMU
oOcrositenbecTBamMu. C OTHOM CTOPOHBI, OE30MaCHOCTD
OOJIBIIIMHCTBA 3TUX MPENaparToB /Ui JAHHON KaTerOpuu
MAIMEeHTOK He JO0Ka3aHa BBUAY 3alpeTa Ha MpoBese-
HUE KIMHUYECKUX HCCIIeOBaHUN Ha OEpEeMEHHBIX.
Kpowme toro, na Teppuropuu Poccuiickoit deneparuu
JEMCTBYET OrpaHHYCHUE Ha HCIIONIBb30BaHUs y Oepe-
MEHHBIX JIEKapCTBEHHBIX CPENICTB, C JUIUTEIbHOCTHIO
perucTpanuu MeHee S JieT.

CoBpemennas tepanus JIAIT BxiItowaeT moaaep-
JKUBAIOIIYIO U crenuduyeckyro tepanuto. Kucmopo-

JoTepanusi, TNypeTUKu (ypoBeHb JI0Ka3aTeIbHOCTH
IC), opanbHbIe aHTHKOATyISIHTHI (YPOBEHbB 10Ka3aTeNb-
HocTH [IC) u cepaeuHsle TMHMKO3UABI, TPUMEHIEMbIE
y nanueHToB ¢ JIAL, oTHOCSTCS K TOAepKUBAIOIIEH
Tepanuy, Ha3HAauY€HUE KOTOPOU CyIIECTBEHHO HE
BJIMsIET Ha BBDKUMAaeMOCTh MalueHToB. B Hacrosiee
Bpemst JIAT' cienuduueckast Tepanus npennonaraet
HCIIOJI30BAHKE CIIEYIOIINX KIACCOB JIEKaPCTBEHHBIX
[Ipenaparos:

1. BaokaTopsl KaJdbIHeBbIX KAHAJIO0B MOXXHO
MPUMEHSTH BO BpeMs OepemenHoctu [11, 14, 15].
OpHako 3TOT KJacc MpenapaToB MOXKET Ha3HAYAThCs
TOJIBKO MaIMeHTKaM ¢ uauonaruueckor JIAT, umero-
LM BOCIPOM3BOAUMBIN MOJIOKUTENBHBIN Ba30opeak-
TUBHBIM OTBET Ha OKCHUJI a30Ta, WIOIPOCT UIIH JIpyTHe
Ba3oAMIIaTaTOPHI [8].

2. IpocTranouasl. HecMoTpsi Ha TO, 4TO MIIOIPOCT
MPOTHBOTIOKA3aH BO BpeMsi OEPEMEHHOCTH, UMEIOTCS
coo01meHuss 06 OTCYTCTBUU €r0 OTPHIATEIBHOIO
BJIMSIHUSA Ha 11071 [ 16]. DmonpocteHon Hanboiee 4acTo
WCTIONIB3YeTCS ISl JISUEHUs! JIETOYHOW THIepTeH3UU
y O6epemenHbix [16, 20, 21], oqHako 3TOT mpemnapar
HE 3aperUCTpUpPOBaAH Ha Teppuropuu Poccuiickoit
denepanuu.

Tabnuya 1

JTOOMNEPAIIMOHHBIE KIMHUKO-UHCTPYMEHTAJBHBIE IOKA3ATEJIA MAIIMEHTOK
C JIETOYHOM APTEPUAJIBHON T'MIEPTEH3UEN

ITanmuenTtka 1 IManuenTka 2 IManuenTka 3 IManuentka 4
Bospacr, net 25 30 24 22
NIIAT AL JIAL a JIAT, accomuupoBaH-
Jnarnos ACCOITUIPOBaHHAS CCOLIMUPOBAHHAS nas o BIIC
¢ BIIC ¢ BIIC
Hdedekr mexoxenynou- | OTKpBITBIN apTe- g;z:;flji()p_
Tun BIIC KOBOI neperf)poz[KH pHUATBHBIN HPOTOK. BeHTPHKYIAPHOTO
- Cunpapom Dit3eHMeH- Cunpapom Difzen-
% kaHana CuHapoM
repa MeHrepa .
Dii3eHMeHrepa
BbepemennocTs/Pombt 2/1 2/1 1/0 1/0
Cpok recranuu gi{iiﬂ " 33 Hen U 2 qHA 36 Hen U 3 mHA 18 Hen u 4 mHA
JlaBenue B nerouHoli 100 (cucromuaeckoe 120 (cucromudeckoe
124/72/45 JIaBJICHHE I10 JAaHHBIM 127/99/77 JIaBJICHHE I10 JaHHBLIM
apTepu, MM PT.CT. 9XoKT) 9XoKT)
CU, n/mun/m? 3,1 2.3 3,4 -
OKucnreHaunﬂv CMeHIaH(; 69 63 73 73
HOW BEHO3HOU KpoBH, %o
OxcureHanus apTepu-
aJBHOM KpOBHM IIpH 1bIxa- | 91 86 90 84
HUH BO31AyXOM, %

Mpumeuanne: NJIAT — unnonarndeckas Jerodnas aprepuanbHas ramneprersust; BIIC — BpoxIeHHBIH TOPOK cepALa;
JIA — nerounas aprepus; CU — ceprmednslii HHACKC; * — AMArHO3 JITOYHOH THUIEPTeH3MH, acconnupoBanHoit ¢ BIIC

YCTaHOBJICH B ITOCIEPOIOBOM IIEPUOJIE.
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3. AHTaroHucTHl 3H/I0TEJHMHOBBIX PelEeNTOPOB
00J1a/1al0T TePAaTOreHHBIMU CBOMCTBAMH U HE TOJKHBI
MIPUMEHATHCS BO BpeMsi 6epemeHHOoCTH. HasHaueHue
IpenaparoB JJAHHOM I'pyNIbl MOC]E poloB TpedyeT
MoAaBICHU JakTaruu [22].

4. Uurudutopsl ¢ochoamdcrepassl V THHA.
B nacrosiee BpeMs UMEIOTCS JaHHBIE O TTOJIOKUTEIb-
HOM BO3JICHCTBUU MHTUOUTOPOB (ochoamacrepasbl
V THma Ha MaTOYHO-TUTAIICHTApPHBIM KPOBOTOK [23].
Kpome Toro, 0TCyTCTBYIOT IaHHBIE 00 OTpHLIATEIHLHOM
BIUSHUM CHIIJIeHA(UIIa Ha IO,

3a nmepuon ¢ 2011 mo 2013 rog B ®I'BY «DPIICKD
uMm. B.A. AnmazoBay pomopaszpemnieHo 4 manueHT-
KU C TSKEJIOHM JeroyHol rumeprensueit (tadn. 1).
B onHOM citydae y sKeHIMHBI OblIa UAWONATHYECKAs
JIAT, muarHoCTUpOBaHHAs BO BpeMsi OEPEMEHHOCTH.
B ocranpHBIX Tpex HaOMIOAEHUSX MALUEHTKH CTpa-
JlaJy JIETOYHON THUIIEPTEH3HEH, aCCOLMUPOBAHHON C
BPOX/IEHHBIMH MIOPOKAMHU Cep/Iia: B JBYX CIy4asiX
(dhopMHpOBaHHEM CHHIpOMa DH3eHMEHTepa B OTHOM
ClTy4yae ¢ KOpperupoOBaHHBIM OTKPBITHIM apTepHaTbHBIM
MIPOTOKOM.

VY narmuentku Ne 4 BBITIONIHEHO NpepbIBaHUE Oe-
PEMEHHOCTH T10 KU3HEHHBIM ITOKa3aHUAM ITyTEM OIle-
paiyy MaJloro KecapeBa CeueHHs Ha CpoKe recTaluu
18 Hexenb W 4 AHS MO MPUYMHE NMPOrPECCUPOBAHUS
MIPaBOXKENYA0YKOBOM CEpAECYHON HENOCTATOYHOCTH.
B Tpex npyrux cimyyasx ObUIO BHITIOIHEHO OTIEPaTHBHOE
aboMuHaNbHOE pojiopaspenienre. Cpoku pojopaspe-
LICHUS OTNPENEISIINCH B COOTBETCTBHUH C (PU3NIECKIM
CTaTyCcOM NalueHTOK. Y BceX OepeMeHHBIX HA MOMEHT
OTIEpPaTHBHOTO BMEIIATENCTBA (PUBHUECKUN CTaTyC
oueHunBajcs kak [V ximacc no knaccugpukanum ASA.

Benenune manueHTOK OCyLIECTBISLIOCH B yCIIO-
BUSAX CTAlMOHapa COBMECTHO aHECTE3HOJIOraMu-
peaHuMaroJioraMM, KapAHoJoTaMH, aKyliepamu-
ruHekosoramu. IlpoBoauincss KIMHUYECKUH, UH-
CTPYMEHTANbHBINA, Ta0OPaTOPHBIH MOHUTOPHHT.
WHcTpyMeHTa bHBIE MOHUTOPUHT BKJIIOYAN B ce0s
MyIECOKCUMETPHIO B TUHAMUKE, BhITOTHEHHE DX0KT
B AMHaMUKe, IIPOBEICHNE XOJITEPOBCKOTO MOHUTOPH-
poBanusi. JJabopaTopHBIf MOHUTOPHHT BKITIOUAIT B CEOsT
CTaHJAapTHBIE TECThI, a TaKXe OINpe/AeTIeHHe YPOBHS
NT-proBNP B gunamuke (tabmn. 2), aHaiu3 ra3oBOro

COCTaBa apTepuaIbHON U CMEIIAHHON BEHO3HOM KPOBH.
[IpoBonnI0CH MOHUTOPUPOBAHKUE COCTOSHUS IIJI0AA.

V nanuentku Ne 1 ¢ mamonarnueckoit JIAIT ot-
MeueHa KOppeslus B YXyIAIIEHUU TEUEHUS cepled-
HOI HEJOCTAaTOYHOCTH CO 3HAYMMBIM HapacTaHHUEM
ypoBast NT-proBNP ¢ 2000 nr/mn go 6734 nr/mi. Io
JKU3HEHHBIM MOKa3aHUSIM BBHITIOJIHEHA KOMITBIOTEpHAS
TOMOTpadus OpraHoB IPYTHOH KIETKH C KOHTPACTHUPO-
BaHUEM JIJIs1 UCKJTFOUCHHUS BO3MOXKHON TPOMO03IMOOIINHU
neroynoit aprepun (TOJIA). OTcyTcTBHE MPU3HAKOB
TOJIA 1o JaHHBIM KOMIBIOTEPHOUW TOMOrpaduu 1o-
3BOJIMJTM CBS3aTh YXYAUIEHHE COCTOSHUS MallUEHTKU
C JIEKOMIICHCAIlUEW CEepJEYHON HEIOCTaTOYHOCTH Ha
(hoHE OCHOBHOTO 3a00JICBaHUS, B CBS3HM C UeM OBLIO
MPUHATO pelleHne 00 3KCTpeHHOM a0OMUHAIBHOM
poaopa3pelieHuu Mo KU3HEHHBIM MOKa3aHUsAM Ha
CpOKe rectanuu 26 Helenb U 2 JTHS.

[Tocrne BeIMTOTHEHUS KaTeTepU3alMy IPaBbIX Kamep
ceplilla U TecTa Ha OOpaTUMOCTb JIETOUYHOU THIIep-
TEH3UHU C UCIOJb30BaHUEeM okcuna azora (NO) umu
MHTaISIIUOHHOR popMbl mionpocta [ 14] nanueHTkam
Ha3Hayajach Tepanus Ba3oAWIATaTOpaMH Majaoro
Kpyra: MpuUMeHsJIcsS OKcua a3zoTa B jo3e 40 ppm, a
Taxxke cuiaeHadui B 1o3e 60 Mr B cyTkH. [lo MOMeH-
Ta pOAOpa3pelIeHNs M0 MOKa3aHUsAIM IPOBOJUIACH
okcureHotepanus. Bo Bcex cimyuasx obecrneunBanach
npoUITaKTHKa TPOMOOIMOOITHYECKUX OCIOKHEHHUH
HU3KOMOJIEKYJIAPHBIMU TelapuHaMU IMOJI KOHTPOJIEM
aHTH-Xa akTUBHOCTH [11].

AOIOMUHAIIEHOE POAOPA3PEICHNE BBITOIHSIIOCH
B YCIIOBUAX MUY PATLHON aHECTE3UN C IPUMEHEHEM
ponuBakarHa. Mcronb3oBanach craHAapTHAs TEXHUKA
BBINIOJTHEHUS 3MUAypalibHOM aHecTe3uu. PacueTHas
J103a MECTHOTO aHECTeTHKa BBOJMIIACH B TPH MpHeMa
C MHTEPBAJIOM B 15 MUHYT, YTO yAJUHSIIO BpeMs pa3-
BUTHUS CEHCOPHO-MOTOPHOTO Ooka 10 50 MUHYT. DTO
MO3BOJIMJIO YMEHBIIUTh T€eMOAMHAMUYECKUE U3MEHE-
HUs, 00YCJIOBJICHHBIC Ba30ILJICIHUYCCKUM 3PHEKTOM
MECTHOTO aHecTeTuka. IIpn HEoO6X0MMMOCTH MPOBO-
JTUJIaCh Ba3oIpeccopHasi MoAAepkKKa HOPaJpEeHAINHOM
B o3€e 10 0,1 MKr/Kr/MuH.

HHTpaonepainoHHbI MOHUTOPUHT BKITIOUAJ ce0st
CTaH/apTHbIE KOMIIOHEHTHI, a TaKXKe WHBa3UBHOE W3-
MEpeHHe apTepHalIbHOTO U IIEHTPAIbHOIO BEHO3HOTO

Tabruya 2

JUHAMUKA YPOBHSA NT-PROBNP HA PA3JIMYHBIX OTATTAX TEPUOITEPAIMOHHOI'O NEPUOJA
Y HAIMEHTOK C JIETOYHOM I'IIEPTEH3UEMN

Ne Jlo poxopa3spenieHust 1 cyTku nociepoaoBoro nepuoaa | 7 CyTKH MOCJIEPOI0BOTO MepHoIa
1 6734 ur/mn 7509 nr/mn 1499 rr/mn

2 41,7 nr/mn 92,4 ur/mn 684,7 nr/min

3 107 r/mn 215 or/ma 164 r/ma

4 284 nr/min 776 nr/mn 298 nr/mi
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Tabnuya 3

OCHOBHBIE IIOKA3ATEJIU TEMOAUMHAMUKHA U TA3OOBMEHA YEPE3 3 YACA
IIOCJIE OIIEPATUBHOI'O POJOPA3PEILLIEHUSA

IManuenTka 1 IMaumnenTka 2 Ha::E;HT_ IMauunenTka 4
JlaBieHue B JIETOYHOM 95 110
aprepuu 93/57/38 (cucromnyeckoe AaBie- 105/66/43 (cucronnyeckoe JaBlICHUE
MM PT CT Hue 1o JaHabsM IX0KT) o manabiM DX0oKI')
CU, n/mun/m? 1,7 1,6 3,5 -
OKucnreHaum[u CMeIJ_IaH; 59 56 75 53
HOW BEHO3HOW KpoBH, %o
OxcureHanus apTepu-
aNbHOM KPOBHU IIPU JbIXa- 94 86 92 85
HUU BO3AYXOM, %

Ipumeuanue: CU — cepaeunslii HHIEKC.

nasienus. [IpoBonunachk kKaTeTepusamusl JEroYHON
apTCpur, MOHUTOPUHI' U PACUCT ITCMOANHAMUYCCKUX
NoKazaTeJiell OCYIECTBISUTUCH C MTOMOIIBIO CUCTEMBI
Datex-Ohmeda S/5. Y manueHTOK ¢ BHyTpHCEPACYHbI-
MU UIYHTaMU KaTeTepU3aLUs JIETOYHOU apTepUU BBULY
BO3MOXHbBIX TEXHUYCCKUX SanyI[HeHI/IP'I HE BBIIIOJIHA-
Jack, pacyet MokasaTeseil HeHTPaabHON reMOTMHAMU-
KM ITpoBOAWIH 110 MeTony Puka. IHTpaonepannoHHO
BO BCEX ClIyUasdX BBINOJIHAIACHh TPAHCTOPAKaJIbHAA 3X0-
kapauorpadus. JJabopaTopHbIit MOHUTOPHHT BKITIOYAIT
B ce0sl ompe/iesieHre Ta30BOr0 COCTaBa apTeprualbHON
U BEHO3HOH KpoBH, ypoBHs NT-proBNP.

UHTpaonepauroHHas Tepamnusi npaBoXxenynod-
KOBOH CepAeYHOH HEAOCTATOYHOCTH TMpeAroiarana
KOMOWHAIUIO Ba30JHUIISITATOPOB MallOro Kpyra H
MHOTPOIHBIX NpenaparoB. Bo Bcex HaOmroneHUIX
UCTIONB30BaIach MHQY3Usl JO0OyTaMUHA B JTIO3HUPOBKE
10 10 MKI/Kr/MUH, B IByX CIy4asiX IOTOJHHUTEIHHO
Ha3Hauanxach MHQPY3us agpeHanuua B 1o3e 10 0,1 mkr/
Kkr/MuH. Bcem marnueHTKaM MpOBOIWIIACH WHTAJISIIHS
KHCIIOpo/a U okcuza a3ota B no3e 40 ppm. C mensro
YTEPOTOHUYECKOM TePAIuU BHYTPUBEHHO MUKPOCTPYH-
HO BBOJMJIM OKCHUTOIMH B 103¢ 2,5 ME B yac, uto He
BBI3BIBAJIO CUCTEMHOH Ba30ILIETHH.

B mocrneomnepanimoHHOM Mepuoe MalueHTKH
HaXOIWIKChH B OTACIICHUH peaHHMAalluH, TIe MPOIOoI-
JKaJcsa pacmmpeHHHﬁ MOHHUTOPUHI 1 UHTCHCHUBHAA
Tepamnus, BKJIIOYalonas B ce0s: OKCUTeHOTEpaIuio,
KOPPEKIUIO BOJHO-3JEKTPOJIUTHOTO OallaHca U
KHCJIIOTHO-OCHOBHOTO COCTOSIHUS, MPOQUIAKTUKY
TPOMOOIMOONIMYECKUX OCIOXKHEHHH, KOPPEKIHUIO
aHEMUH, JTUTENbHYIO UAYPANTbHYI0 aHAJITE3HIO.
CoxpaHsBIINECS BBIpaKEHHbIE HAPYILIEHNS TeMOINHA-
MUKH ¥ ra3000MeHa (Tal. 3) TpeOoBau Mpoa0IIKEeHUS
WHOTPOITHOW MOAJIEPKKH, WCIONb30BaHUs Ba30IMJIs-
TaTOpOB MaJIOTO Kpyra U JuypeTHueckoB. B mocieo-
MIEPAIMOHHOM IepHOoJie K 0a30BOI Teparuu JeroYHOM

THIIEPTEH3UH JO0aBIsIM OO3€HTaH B CTAPTOBOU J103€
125 Mr B cyTkd B ABa npuemMa. B cBs3u ¢ ucnonb3o-
BaHHMEM CIIEHU(PHYECKUX NPENapaToB, MPOHUKAOIIUX
B TPyJHOE MOJIOKO, TIPOBOAMIOCH MEINKaMEHTO3HOE
MoJIaBJICHUE JIakTaruu [22].

V nanuenTku Ne 3 moomnepanuoHHBIM JHATHO30M
unuonaruyeckas JIAI' Ha 2 cyTku moclie Kecapesa
CeueHUs pa3BUIACh BBIpaKEHHas THIIOKCEMUS C
pasHUIlel B 3HAUEHUSIX caTypalud U NaplUuaibHOTO
HANpPsDKEHUsT KUCIOpoJa Mexay OaccelHOM JeBOn
pyku u Hor (SpO, cocrasnsna 85 % Ha QoHe HH-
raJisiliid KUCIopoaa) U 6acceiHOM MpaBoil pyKd U
ronossl (SpO, coorBercTBOBana 100 %). DTOT dakT
MOCITYHJI IOBOJIOM JJIsl J00OCIIeA0BaHHS TATUEHTKA
1 BBITIOJIHEHUS] KOMIIBIOTEPHON TOMOTpa(uu OpraHoB
TPyIHON KJIETKHU ¢ KOHTpacTupoBanueM. [Ipu uccie-
JIOBaHUU BBISIBJICH OTKPBITHIA apTepHUaIbHBIN IPOTOK
¢ mpaBo-ieBbIM cOpocoM. Takum 00pa3oM, yxe B
MOCIICOTEePAlHOHHOM ITeproAe ObLT BepUPUIIMPOBAH
JINAarHO3 JIETOYHOU TUIEPTEH3UH, aCCOLUUPOBAHHOU
C HEKOPPETUPOBAHHBIM BPOXKICHHBIM TOPOKOM CEP/I-
1a ¢ popmupoBanueM cuHapoMa DiizeHMeHrepa. Ha
6 CyTKHM IOCJIe KecapeBa CeueHHUsl y 3TOH O0oJIbHOU
ObuTa OOHapy)KeHa HAJAlIOHEBPOTHUYECKAs T'eMaro-
Ma B 30HE OIEPaTHBHOTO BMEIIATEIHCTBA 00HEMOM
600 M. B cBsi3u ¢ yeM moTpeGoBanoCh BHITIOTHEHHE
MOBTOPHOT'O OTIEPATUBHOTO BMEIIATEILCTBA B 00bEMe
PEBU3UH TOCIEONEePAHOHHON paHbl U yAaJeHUs
reMaToOMBbl B YCIIOBHUSX 3MHUAYypajJbHOU aHECTE3HH.
IlepronepaniOHHBIM MOHUTOPUHT ITPOBOMMIICS TaK
JKe, KaK M TpH a0JIOMUHAIBHOM POAOPa3PELICHUN.

OTcyTCTBUE JIETAILHOCTH B JAHHOU TpYIITIE MalH-
€HTOB, a TaK)Xe CITy4yaeB 0CTAaHOBKHU KPOBOOOpAIIEHUs
WM IOTPEOHOCTH B MPOBEACHUHN MHBAa3UBHON MCKYC-
CTBCHHOW BEHTWISLIUM JIETKUX — OCHOBHOH pe3yiib-
Tarta Hameld pabdorel (Tabn. 4). He Obu1o JieTaNbHBIX
HCXOZIOB CPEIN HOBOPOXKIEHHBIX.
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Tabnuya 4

OCHOBHBIE IIOKA3ATEJIU TEYEHHUS [TOCJEONEPALIMOHHOI'O IEPHOJA
Y HAIIMEHTOK C JIETOYHOM T'MIEPTEH3UEM

ITanmenTka 1 ITannenTka 2 IMTanmentka 3 | IlanmenTka 4
Bpewms nporienenn;{ 192 4 3 35
MHOTPOMHOMN MOAIEP>KKH, YAaCOB
Bpems HaxoxxaeHust 430 120 360 192
B OTACJTICHUN peaHNMAIlUH, YaCOB
O611iee BpeMsi MOCIICONEePAHOHHOTO 576 720 672 216
Meproa, 4acoB

BrIiBOABI

1. Ham nepBbIfi ONBIT aHECTE3UOJIOTHUYECKOTO
obecrieueHns aOJJOMHHAIIBHOTO POIOPA3PEIICHHS Y
MalMEeHTOK C TSKEJIOW JITOYHOW THIepTeH3ueH Mmo-
Ka3an 0e30MacHOCTh AMUAYPAIBHON aHECTE3WH MpU
JAHHOM NaTOJIOTHH, YTO HE MPOTUBOPEUUT UMEIOILIUMCS
B JIUTEPATypE AAHHBIM.

2. IlepuonepannonHoe obecredyeHne abIOMU-
HAJIBHOTO POAOPA3pEIICHUs] Y MALlMEHTOK C TsIKe-
JI0M JEro4HOM TUMepTEeH3UEH NOIKHO MPOBOAUTHCS
MYJIbTUIUCHUIIIMHAPHON KOMaHAOM B aKyIIEpPCKO-
TUHEKOJIOTUYECKUX CTalMOHApaX, HAXOJAIUXCS B
CTPYKTYpe MHOTOITPO(MUIBHBIX IIEHTPOB.

3. [IpuMeHeHUE pacCIIMPEHHOTO MHTpaomepa-
LMOHHOTO MOHHUTOPUHIA MO3BOJISIET CBOEBPEMEHHO
OTIPENENSITh HApYILIEHUS] CHCTEMHOM U BHY TPUIIETOYHOM
reMOIMHAMUKH, a TaKkXkKe 0e3 POMEe JICHUH KOPPEKTH-
pOBaTh MPOBOJUMYIO TEPAIHUIO.
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Pe3srome

Paccmotpensl o01ue 3akOHOMEPHOCTH, (POPMUPYIOLIIE MHOT00Opa3ne KITMHUYECKUX MPOSIBICHUI HacIeN-
CTBEHHBIX HapymeHuid coeaunutensHoil Tkanun (HHCT). IlpennpuHsTa nmonbsITka NpUBEAEHHS, NCTIONB3yEeMON
st ooo3nauennss HHCT tepmunonorun, B COOTBETCTBHE NPUHITHIM MEXIYHapOAHBIM moaxonam. [IpeanoxeHo
paccMaTrpHBaTh pacpocTpaHeHHbl B Poccnn Tepmun nucrutasus, kak cuHoHnM HHCT, nennte Bce HHCT Ha
HacleCTBeHHBIE quciutacTuueckue cuaapomsl (HC) n aqucmnactuueckue dperorunsl. Ha npumepe ¢pubpui-
JMHONATHH PacCMOTPEHBI BAPHAHTHl KIMHUYECKOro MoauMopdu3Ma U reHerudeckor rereporeHnoctu HC,
o0CyXJieHa KIMHUYECKasi 3HAYMMOCTh Map(paHOUIHON BHEIIHOCTU KaK (eHOTHIIA.

KiroueBbie ciioBa: HACJICACTBCHHBIC HAPYIICHUSA COGHHHHT@HLHOﬁ TKaHH, HACJICACTBCHHBIC JUCIITTIaCTHYC-
CKHC CUHAPOMBI, TCHCTHYCCKAs TCTCPOrCHHOCTD, KJIMHAYECKUH HOJ'IHMOp(l)I/BM, JAUCIIITIaCTHYCCKHE (l)eHOTI/IHLI.

GENERAL DESCRIPTION OF INHARITED DISORDERS
(DYSPLASIA) OF CONNECTIVE TISSUE

E.V. Zemtsovsky"?, V.N. Gorbunova’

! Almazov Federal Heart, Blood and Endocrinology Centre, Saint-Petersburg, Russia
2 Saint-Petersburg State Pediatric Medical University, Saint-Petersburg, Russia
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E-mail: zemtsovsky@mail.ru (Eduard V. Zemtsovsky — Head of department of connective tissue disorders, Almazov
Federal Heart, Blood and Endocrinology Centre, Head of department of internal disease propaedeutics, State Pediatric
Medical University).

Abstract

General issues forming the variety of clinical manifestations of inherited connective tissue disorders (ICTD)
reviewed in the article. Authors made an attempt to put in order terminology of ICTD according to international
classification. It was purposed to consider the Russian term of dysplasia, as a synonym for ICTD and divide all
ICTD in inherited syndromes (IS) and dysplastic phenotypes. In terms of fibrillinopathy clinical polymorphism
and genetic heterogeneity of IS were considered. Clinical significance of marfanoid habitus as phenotype was
discussed.
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Cmamus nocmynuna 6 pedaxyuto 03.006.13, npunama x newamu 10.06.13.

Hab6mromaemsrit B mocinennue AECITHIETHS MPO-
rpecc MEIUIMHBI B 3HAUUTEIbHON CTENEHN 00YCIIOB-
JIeH ycIliexaMu B O0JacTH MOJCKYJISAPHOU TeHETHKH
yesloBeKa. B mepByro ouepenb 3TO CBS3aHO C 3aBep-
menueM B 2003 rony mpoekra «['eHoM denmoBekay,
NpUBEAIINM HE TOJIBKO K MACHTU(QHUKAUH BCEX
TeHOB, HO U OMNpEeJIeJIeHUI0 MOJIEKYISIPHON MPUPOABI
MmojaBJsitoNero 0oibmuHcTBA OeikoB [1]. B Ha-
CTOsIIllee BpeMs MPOBOAUTCS IJIAHOMEPHBIN MOUCK
accolManuil Mexxay pa3INdHbIMU aTOJIOTHYECKUMHU
COCTOSIHUSIMH YE€JIOBEKa U CTPYKTYPHBIMU OCOOCH-
HOCTSIMU €r0 TeHOMa. JTO MPUBOAMT K Oojiee Ty0o-
KOMY MOHMMAaHHIO, @ UHOT/A U KapJUHAIbHOMY H3-
MEHEHHUIO MPEACTABICHUHN CIIEUATNCTOB Pa3IUIHBIX
MEIULIUHCKUX MPOQHIeH 0 MOIEKYISIPHBIX OCHOBaX
3TUOJIOTMM U TMAaTOTeHe3a HE TOJbKO OTHOCHTEIBHO
PEeAKHMX HACIEeICTBEHHBIX 3a00JIeBaHUI, HO U IIHUPO-
KO pacrnpoCTpaHEHHBIX MHOTO(aKTOPHBIX OoJie3Hen
yesioBeka. Co3gaHbl NPEANOCHUIKN 7S Iepexosia OT
KJIaCCHYECKOM CUCTEMATH3alMu O0Ie3HE, OCHOBAH-
HOH, TNIAaBHBIM 00pa3oM, Ha KIIMHUKO-MAaTOJIOTHYECKUX
KpUTEPUSIX, K MOJIEKYJIIPHO-TEHETUYECKOH, a TOUHEee
OMOXMMHYECKON KIIaCCU(UKAIINH,

[TapanienbHo ¢ 3TUMHU HCCIEIOBAHUAMU OTPOM-
HBIMH TEMIITAMH COBEPLICHCTBYIOTCS MOJIEKYJISPHO-
TeHEeTHYECKUE TEXHOJOTHH, MO3BOJISIONINE C OJHOMN
CTOPOHBI, TECTUPOBATH COCTOSIHUSI TEHOB Y OTAEIBHBIX
WHIUBUIYYMOB, a C JIPYyrod — U3ydaTh Ha YPOBHE
IIEJIOT0 TeHOMa 3aKOHOMEPHOCTH Pa3BUTHSI HOpMaJlb-
HBIX M TTaTOJIOTUYECKUX MpoleccoB. TakuM obpazom,
coznaercs 0aza A pa3pabOTKH HOBBIX MEPCOHAIH-
3UPOBAaHHBIX METOJOB NMAaTOT€HETHYECKON Tepamnuu,
HalpaBJICHHBIX Ha JICYEHHUE CaMOro OONBHOTO, a He
00J€e3HH, B IIEJIOM.

Tem He MeHee, KIacCUPHUKALUSI U MOJICKYIISIpHAs
JMarHOCTHKA HACJEACTBEHHBIX HapylIeHUH (auc-
riasuil) coenunutenbHoil Tkanu (HHCT) octatotes
JOCTAaTOYHO CJIOKHBIMH, YTO CBS3aHO C OONBIINM
pasHooOpaszueMm 3TuX 3a00JeBaHUM, MEPEKPHIBAHUEM
KIIMHUYECKUX CIIEKTPOB, HAPAAY C MX BBICOKHM IIO-
TUMOP(GU3MOM U BBIPAKEHHON TeHETHUECKOH reTepo-
TeHHOCTBIO.

Jpyroii npu4nMHON BO3HUKILIEH TEPMHHOJIOTU-
4eCKOM MyTaHMIB! ABWJIACH, MOJYYMBIIAs IIHPOKOE
pacmpocTpaHeHHe KOHIENIHS AUCTIIIA3UU COEINHU-
tenbHON Tkanu ([CT), koTopas 1omycKaeT HIMpOKoe
TOJIKOBaHUE TEPMHHA «IUCIIJIA3UsA» U MOCTAHOBKY
nuarno3a JICT Ha 0CHOBaHUU BBISIBIEHUS HECKOJIBKHUX
MPU3HAKOB AU33MOpuorenesa [2, 3].

Omub60YHOCTh TAKOTO MOMXOAA MPEACTABISAETCS
HaM J0CTaTOYHO OYE€BHUIHON, MOCKOJBKY BCTYIAET B
MPOTUBOPEYHE C OCHOBHBIMH TOJIOKEHUSIMH MOJIE-
KYJISIPHOW TE€HETHKH, COTIIACHO KOTOPBIM «OUCMOD-
docenemuueckue npUHAKU WUPOKO 8CMPEUAOMCA Y
NPAKmu4ecku 300P0BbIX TUY» U caMu No cede He 0arom
OCHOBAHULL 07151 YIMBEPHCOEHUSL O HATUYUU BPOIHCOEHHOU
unu Hacredcmeennol namonoeuuy [4]. BMecre ¢ tem,
WCXOJSl U3 CETOAHAIIHUX PEeaHid, Mbl TOJaraeM JIo-
MyCTUMBIM Hctonb30Bath TepMuH JCT kak CHHOHUM
HHCT, pa3nenss Bcro rpynmy HHCT Ha MmoHOTEHHBIE
HacneacTBeHHble cuaApoMbl (HC) u aucrutactryaeckue
¢denotunsl (D), KOTOpble UMEIOT MHOTO(PAKTOPHYIO
npupony [5].

Msr onpenenseM MEeHAETUPYIOIINe HACIEICTBEeH-
HBIE CHHAPOMBI, CBA3aHHBIE C TEHETUIECKUMHU J1e(heKTa-
MU COETMHUTENIbHON TKaHHU KaK TPYIITy 3a00JI€BaHHMN,
00yCIIOBJICHHBIX JeeKTaMu OCJIKOB BHEKJIECTOYHOI'O
Marpukca, pepMEHTOB UX OMOCHHTE3a, a TAKKE OCIIKOB,
YYacCTBYIOIIMX B PETYJISINH MOP(OreHe3a COeqNHH-
TENBbHOU TKaHH, TAKUX KaK TPAHCKPUIIIMOHHBIE (paKkTo-
pbl, Tparchopmupyromue u GudpodacTHbIe GaKTOPhI
pocTa, uX perenTophl U aHTOTOHHUCTHL. Beero cerons
n3BeCTHO Oojee 250 MOHOTEHHBIX HACJIEICTBEHHBIX
CHHIPOMOB [6, 7].

Bri0op aBTOpamMm 3TO# T'PYIIBI CHHAPOMOB HE
SIBIISIETCs CirydaitaeiM, mockonbky HHCT otoxmect-
BIISIETCSI C HAIMYHEM BBIPaKEHHBIX MOP(OIOTHUECKUX
MPU3HAKOB HAPYIIEHUS CTPYKTYPHI COCAMHHUTEITHHOMN
TKaHU, 00YCIOBJIEHHBIX Ae(EeKTaMU €€ pa3BUTHS.
3HAYUTEIBHBIN MTPOIEHT OTOOPAHHBIX TAKHM 00pa3oM
MOHOTEHHBIX 00JIe3HEH YIOBIETBOPAIOT KIMHUYECKUM
Kputepusm auaraoctuku HC.

Mpl nosnaraeM, 4To HCHONB30BaHHE abOpeBUary-
pet HIACT mist o6o3HaueHust Hedudgepenyuposan-
HbIX OUCHAA3UIL COCOUHUMETbHOU MKAHU SIBISIETCS
HEyJIa4HbIM, TaK Kak oHa (abOpeBHaTypa) yCTOWYHMBO
ACCOLIMUPYIOTCS C HACIEACTBEHHBIMU HAPYIICHUSIMHU
(TucTITa3usaMm) COeIMHUTENFHON TKaH!. TOYHO Takxke C
TEPMHUHOJIOTMYECKUX MTO3UIIUH ITPEACTABIISETCS HEY/Iad-
Hoit kmaccudukaruss HHCT na quddepenimmpoBanabie
n HeauddhepeHIPOBaHHbIE AUCIUIA3HH.

Bonee monosuns! Bcex HC nmerot B cBoeil CTpyk-
Type cUCTEMHBIE H3MEHEHNs CKelleTa, mpudeM B 40 %
TaKye U3MEHEHUS HOCAT TeHepaIn30BaHHBINA XapaKTep.
[Ipu pa3nuyHBIX HACIEACTBEHHBIX CHHIPOMAaX MOTYT B
pa3HBIX KOMOMHAIMSX COYETaThCs AMCIUIA3UU KOHEY-
HOCTEHW, TO3BOHOYHMKA, TPYANHEI U pedep. Yacto atn
3a00eBaHMS COMTPOBOXKIAIOTCA TSHKEIION apTpOIaTHEN.
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Tabnuya 1

OCHOBHBIE KIIMHUYECKHUE ITPOSIBJIEHUS ITATOJIOI'HMA
PA3JIMYHBIX OPITAHOB U CUCTEM IIPU HC

Bonesnn OcHOBHbIE KJINHUKO-HHCTPYMEHTAJIbHbIE
«OpraHbI-MHIIEHW»
U JadopaTopHbIe NPOsIBJIEHUS
qucyio ( %)
KocTHo-cycTaBHasi cucteMa
XOHPOANCITIA3HS, MHOXKECTBEHHBIH JU30CTO3, HAHN3M, JOIMXOCTEHOME-
Ckerer, TeHepatn3o- 59
o TSI, OCTEOIIOPO3, 33/IePXKKa KOCTHOTO BO3pacTa, nudu3apHas, Mmetapu-
BAaHHOE IIOPaKEHUE 23 %
3apHas, Auadu3apHas JUCTIIa3Ns
JnuHbBIE TpyOUaThIe 41 TIOBBIIIEHHAS JIOMKOCTb, Ae(hopMaIiys, HapyIeHne MUHEPAIbHON TIIOT-
KOCTH 16 % HOCTH
CKOJINO03, K1 (]03, Kn(OCKOINO03, TaTOIIOTHYECKHUH JIOP03, AedopMaliys
ITo3BoHOYHUK, I'PY- 45 IPYIUHBL, pEOep, 0CTEOXOHAPO3, 0CTEONOPo3, ITpbiku LlIMopis, aHoManus
JMHa, pedpa 18 % Pa3BUTHS TN O3BOHKOB, TypalbHas 3KTa3us, «PbIObH MO3BOHKNY, «JIBOSI-
KOBBIITYKJIBIE TTIO3BOHKH» U JIP.
67 OpaxuIaKTUINS, APAXHOAAKTIIINS, KIMHONAKTHINS,. CHHIAKTIINSA, 110-
Kuctu, cronst 26 % JUJIAKTINS, YKOPOUEHHE/yIUIMHEHNE MeTaKapalbHbIX (ajaHr, nedopma-
(V]
1HsI, KOCOPYKOCTh, KOCOJIAIIOCTh, TYTOMIOABHXHOCTD | JAP.
56 THIIEPMOOUIIBHOCTD, TYTOIIOABHKHOCTD, apTPaIriy, MeTabonn4eckas
CycTaBbl, CBSI3KH o =
22 % apTpornarusi, 1eGopMUpPYOLIUN apTpo3 U Jp.
Makpouedanus, akpouedanus, oOpaxunedanis, KpaHIOCHHOCTO3, CKado-
68 uedanus u np.
Yeper, 1o 279
0 o .
THITIOIUIA3MS CPEJHEH YacTH JIMIa, paciiesnHa HE0a,
[JIa3HOU TUIIEPTENIOPU3M, JUCTHXHA3, IPOTHATUS U JIP.

Cepzleqno-cocwmﬂaﬂ, KPOBE€TBOpPHas U JII/IM(l)aTI/l‘leCKaH CHCTEMBI

Pa3pBIBBI apTEPHil, AaHEBPHU3Ma A0PThI, CTEHO3, OKKIIIO3HS, JUCIUIA3Us, ap-
TepHabHasl, FeMOPParuueCcKUil CHHAPOM, SHIOTEIHANbHAS IUCHYHKIHS

Cocymsl, 26
KpOBETBOpHAs 10 % apTepHaIbHBIN, JETOYHBIH TPOMOO03, TPOMOOIIUTONATHS, TEMOIUTHIECKAsT
o
cucreMa aHemus, Oone3Hs BumeOpanna u p.
miMbenema, eaema, THIOILIa3Hs INM(ATHIECKUX y3II0B
MPOJIAIC MUTPAJIBLHOIO M IP. KJIallaHOB, IPYTHE MaJlblc aHOMAJIMM pa3BH-
29 THS CepALa, KapIUMHONATHUS, BPOXKIACHHBIN MMOPOK CepALa, HEAOCTATOU-
Cepmue 1% HOCTh KPOBOOOPAIIICHUS, TIEPUKAPIUT
aTepoCKIIePO3, HIIEMUIEcKast 00JIe3Hb CepAna H ap.
HepBHoO-MbILIEYHAs] cUCTEMA
Mb1mst 11 MHONATHS, MUOAUCTPO(DUS, MUOTOHUS, THIIOTOHHMS, aTPO(usi, THIIEPTPO-
4% (hust Mprmg
3aJiep>KKa YMCTBEHHOI'O, PEYEBOI0, IICUXUYECKOIO Pa3BUTHS, HAPYIIEHUE
HHC 50 KOTHUTUBHBIX (pyHKL[HI‘/'I
20 %

CTPYKTYpPHBIE aHOMAJIMH MO3Ta, TUAPOnedans, SIUICTICHS, aTaKCHs
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«Opl"aH])l-Ml/IllIeHH»

boae3nn

gucio ( %)

OcHOBHbIE KIIMHUKO-HHCTPYMEHTAJIbHbIE
M JIa0opaTopHbIe MPOsIBJIEHUsI

Oprasbl 4yBCTB

roiry0BIe CKIIEPHI, MAKPO-MHKPOKOpHEa, TIOMyTHEHHE, AUCTPOGHS poro-
BHYHOW 000JIOUKH, KOJBIIEBOU IEPMOUT

OTCJIOCHUC CCTUATKH, ACTCHEpaIus, AsMKa CETUYAaTKU, ACTCHECPpALlUA
CTCKJIOBUAHOI'O TCJIa, KaTapaKTa, MUOIIUs, TUIICPMETPOIINA, HOUHAA

99 clernora u ap.
Opras 3peHus 39 9
° 9KTOIINS XPyCTallNKa, 3padka; TMIIOTUTMEHTANNS, THIIOTUIA3HS, KoIoOoMa
payKKH; UpUIOTOHHOIHUCTEHE3; ITIayKoMa
IT1a3HOH TUNepTEeNOpH3M, TEIEKAHT, aHTUMOHTOJIOUIHBIH pa3pes ras,
MHUKpPOOQTaIbM, aHO(TAIBEM, KPUITOO(DTAIIBM, arpodus 3pUTEIHHOTO He-
pBa, MaKyJIspHas AeTeHepanus
39
OpraHx ciayxa 15 % CEHCOHEBpaIbHAasl, KOHIYKTUBHAS TyTOyXOCTbh, TIIyX0Ta, OTOCKIEPO3
(V]
Ko:xka, 3y0b1, HOI'TH, B0OJIOCHI
THIIEPPACTSKUMOCTD, THIIEPAIACTUYHOCTh, HICTOHUEHHE, aTpodus,
CTpPHH, IOMKOCTB, CMOPIIIEHHOCTB, BSJIOCTh, IETEXUH, TEMaTOMBI,
Koxa 46 TEJICHTMOAKTa3HH
18 % -
OyJIJIE3HBIH AMUAEPMOIN3, IPYPUTO, KCEPOCTOMHUS
TEJIeaHTMAKTa3Us, HapyIIEeHUs MUTMEHTalKs, aKaHTO3
SIHTapHbIE, ONAJIECUUPYIOLIHNE 3yObl, HECOBEPIICHHBIH JEHTHHO-,
35 aMeJIoTeHe3
3y0nt o
14 % aHOMaJINU Pa3BUTHSA, THIIOJOHTHS, OJTUTOJOHTHS
MEPUIOHTHT, TAPOJOHTO3, KapHuec
Horru; 25 JTUCTpOdHS, TUCIUIA3NS, 3aMEUICHHBIN M aHOMAJTBHBIN POCT
0, o
BOJIOCHI 10 % TUIOTPHUX03 BOJIOCHUCTOM YaCTH TOJIOBBI, aJoNelus
ITaTonorust APyrux BHYTPEHHHX OPTaHOB
MHUKPO3PUTPOLUTYPHS, TEMATypHsi, IPOTEHHYPHsI, 0OOMEHHast Hepo-
TMouxi 10 [aTHsl, XpOHUYECKas IOYE€YHAsi HEJOCTATOYHOCTb, IPOIPECCUPYIOLIUI
4% mioMepynonedput, Hegpos, Gudpo3, HepponTo3, aHOMANNS Pa3BUTHUS
MOYEBBIJICTUTENFHOM CHCTEMbI
JIbIXaTeNNbHast HEJOCTaTOYHOCTh, PECITUPATOPHBIN TUCTPECC-CUHIIPOM,
Terkite 16 smduzema, GuOPO3 JIETKUX, ATBBEOIHT, ATEBEOSIPHBIN IPOTEHHO3
o, o o
6% ApTEePUOBEHO3HBIE e(DEKTHI JIETKHX, CTCHO3 JIETOYHOH apTepuH, JIero4Hast
THIIEPTEH3HUs
10 OIyIIEHUE MaTKH, BIIarajuila, epBuYHast aMeHOpesl, FOBCHUIIbHBIE
l'eanramn 49 MaTOYHBIE KPOBOTEUCHHUS, THIIEPTOHAOTPOITHBII THITIOTOHAIN3M, JHU3Te-
()
He3Ws STMYHUKOB, TUTIOIUIA3Hs MaTKH, 0OpaTHas peBepcus mosia
Kemynox, JIyOZIeHOTaCTpaJIbHBIE, 330(areabHbIe PEITIOKCHI, KEITyIT0IHO-
T — 21 KHIIEYHbIE TUBEPTHUKYJIbI, TaMapTOMATO3HbIE MOIHIIEI KHIIEYHUKA
’ 8%
0011acTh XKHUBOTA JIAACTA3 MPSIMBIX MBILIL )KMBOTA, IIAXOBBIE U ITYIIOYHBIE TPBIKHU
6
ITeuenn 29 rermaromeranus, puopo3
0
HNmmyHHas cucTema
VMMV CHOTEMa 2 PEeIMANBUPYIOIINE W XPOHUIECKHE HH(PEKIINHU, CHCTEMHBIN BOITYaHOTHBIH
0 SPUTOMATO3
Y 1%
Bcero 256
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[IpumepHo B yetBepTH ciydaeB Bce HC Bxmrouaror
B ce0s YepenHo-IUIeBble aHOMAINUHY, U TIOYTH TaKas
K€ 4acTOTa BOBJICUCHHSI B CHCTEMHBIH A€PEKT h3-
MEHEHUN KHCTEeH U cToml. B OONBIIMHCTBE ClIydaeB
YepernHo-JTUICBbIE aHOMAINH M AePEeKThl KHUCTeH U
crom coyeTatorcst Apyr ¢ apyrom. 35 % HC umerot
B CBOCH CTpyKType OOJE3HHM Iia3, mMpuyeM BechbMa
gacto (10 40 % ciaydaeB) pedb UAET 00 U30JIUPOBAH-
HeIX odransmonarusx. 22 % HC compoBoxkaarorcs
TSKEJIOM NATOJIOTUEH HEPBHO-MBIIIEYHON CUCTEMBI.
Hapyuienust co cTOpoHBI CepAeyHO-COCYAUCTOMN
CHUCTEMBI HEIOCTaTOYHOCTh MMEIOT MECTO TOJBKO B
18 % HC. Pexe BcTpeuaeTcst maToiaorust BHYTPEHHHUX
OpraHOB: TaCTPOAYO/ICHAIbHbIE HAPYIIIEHUS ABIISIOTCS
BEIyIIUMH KIMHIUYECKUMU TipossieHusmu 8 % uJlC,
JIeroYHas HeJOCTaTOYHOCTh — 6 %, MaTONOTUs TTOYEK
u reautanueB — 1o 4 %.

TunuunsiM 11 HC saBnsieTcst pacupocTpaHeH-
HOCTh MOPaK€HUs, TO €CTh OJHOBPEMEHHOE BO-
BJIEYCHHE B MAaTOJIOTHYECKHUM MpPOLecC HEeCKONbKUX
cucteM. M3onupoBaHHble MOpaXXeHUsl ckejieTa, cy-
CTaBOB, YEPEIHO-JIMIIEBbIE WM KapAHOJIOTHYECKUE
aHOMAJIMH, PacCTPONWCTBa HEPBHOW CUCTEMBI CpeIu
HJIC BcTpewarores kpaiine peako. Ilpu HC Tsxenas
MaTOJIOTHS OJHOBPEMEHHO HaOIIONaeTcs, B CPEAHEM,
B 4-5 cucremax uiu opranax. Mi3onupoBaHHBIME YaIie
BCero OBIBAIOT HACTICICTBEHHBIE O TaIbMOIATHH, U TIO
10 % npuxomuTcs Ha H30JIMPOBaHHBIC IE(PEKTHI 3y00B
U KUCTEH W/WIU CTON COOTBETCTBEHHO, HEMHOTHUM
MeHee 5 % — 3To U30IUPOBaHHbBIE JEQEKTHI COCY/IOB.
[TopaxeHus Ipyrux CUCTEM, KaK MPaBUIIO, ABJISIOTCS
COYETaHHBIMH.

B tabnuue 1 mepedncieHsl OCHOBHBIE KIMHUYE-
CKME TPOSIBICHUS MATOJOTHHU Pa3INYHbIX CUCTEM U
OpraHoB, BIsBIAONIascs npy pazmnyabix HC. iMenHo
9TH KIIMHUYECKUE TPOSBICHUSI MOTYT OBITh HCIIOJb-
30BaHbI B KaY€CTBE KPUTEPHUEB JUATHOCTUKH COOTBET-
CTBYIOLIUX CUHAPOMOB. B Tabmuie Ne 1 npuBeaeHbl
JJAaHHBIE O KJIMHUYECKHUX TNPOSBIECHUSAX U XapakTepe
MOpPa)KEHUS OT/IENBbHBIX OPraHOB M CUCTEM, UMEIOIIIEM
MECTO cpe/ir 256 HacIeACTBEHHBIX (MEHENUPYIOIINX )
CUH/IpOMaX.

Baxxno moguepkHyTh, uTo Ans MHorux HC xapak-
TEpEeH OTPOMHBIN KIMHUYECKHH MOTUMOP(U3M, BbI-
paxaromuiicad B CYLIECTBOBAHUH aJUIEIBHBIX CEpHil.
dmo se1enue 3aKN0UACMCA 6 MOM, YMO PA3Hble
MYymauuu 6 0OHOM U MOM JHce 26HE MOV NPUEOOUHIb
K KJIUHUYECKU Pa3iudaouiumcs, Xoms, 603MOHCHO,
U CXOOHBIM 3000/1€6AHUAM.

B Tabnuue 2 mpeacTasiieH aHANU3 KIMHUYECKOTO
noauMOopU3Ma 1 TEHETUYECKOW reTeporeHHOCTH 253
HACJIEZICTBEHHBIX JIMCIUIACTUYECKUX CHHIPOMOB.

Kaxk BugHO 13 TaOIUIE! 2, MHOXKECTBEHHEIH aie-
JIN3M CBOWCTBEHEH IOYTH IOJIOBHHE T'€HOB, aCCOIMH-
poBauubix ¢ HC. Ilpu 3TOM 4KCIO a/IenbHBIX BapH-
aHTOB MOXKET BapbUpOBaTh OT 2 10 13 U, B cpeaHeM,
cocrapinseT 4-5 3a0oneBaHuil Ha OUH T'eH. SIBneHne
MHOKE€CTBEHHOT'0 aJIIeTI3Ma Yallle BCEro 00bsICHAETCS
MHOTO()YHKIIMOHATBHOCTBIO OeJTka, OTBETCTBEHHOTO 32
nepBUYHOEe OMoXMMHUYeckoe HapymeHue. [logoOHbIe
OenKy B pa3HBIX TKaHAX OpraHU3Ma MOTYT OCYIIECT-
BJISITH pa3nuynble QyHKuu. [loaTromy mocnencTBus
MYTAalHii, 3aTparuBaroIlIuX pa3Hble aKTHBHOCTH MHOTO-
(YHKIMOHAIBHBIX OENKOB, MOTYT B CIICHU(PHUYECKUX

Tabnuya 2
KJIMHAYECKHAN MOJIAMOP®U3M U TEHETUYECKASI TETEPOTEHHOCTH HC
Hucao Cpenusis u
Fennt Beero CHHIPOMOB, T€HOB ¢ (max) qjmMHa
00yCJIOBJIEHHBIX TeHOB | aJlJIeJIbHOM AJLIEJILHOM
CHH/IPOMOB .

2 u 00J1ee reHaMH cepueit cepun
O-IIeTel KOJTareHOB 69 15 24 18 4 (13)
(epmeHTOB OMOCHHTE3a 4 0 4 0 3
KOJLJIATCHOB
0CJIKOB C KOJUIAreHO-IIOA00HBIMH 3 | 3 | 202)
JIOMEHAMU
HEKOJIJIATCHOBBIX OCJIKOB BHEKIIC- 64 3 44 1 3(6)
TOYHOTO MaTpHKCa
CHCTEMBbI TPAaHC(HOPMUPYIOLIHUX U 56 7 19 10 5(12)
(hudpoOIaCTHRIX (PaKTOPOB POCTa
TPAHCKPHUITLIUOHHBIX (PAKTOPOB 52 0 19 13 309

26 53

HUroro: 253 10 % 118 45 9 4(13)
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TKaHAX MPUBOAUTH K Pa3IUYHBIM MATOJOTHYECKHM
Iporeccam.

Takum 00pa3oM, KIMHUYCCKUN TOJIUMOP(PU3IM
aJJIeNbHBIX 3a00J1€BaHUI OOBSICHACTCS HE TOJIBKO TKa-
HecTenupUUSCKUM XapaKTepOM IKCIIPECCUU TeHa, HO,
[JIaBHBIM 00pa30M, pa3InuusIMHU B XapakTepe QyHKIHH,
BBITIOJTHSIEMBIX OJHUM U TEM e OSJIKOM B Pa3HbIX TKa-
HsX. Konnarensl, HEKOTOpbIe HEKOJUIAr€HOBbIE OSNKN
BHEKJICTOYHOTO MaTPHUKCa, TAKUE Kak (YUOPUILTUH, Jia-
MUHHH, XPSIIEBOH OJTMTOMEPHBI MATPUKCHBIH OEIIOK,
a TaxkKe TpaHCMEMOpaHHBIE PELETITOPHI U TPAHCKPHUTI-
UOHHBIE (PAKTOPHI BBIMOJIHAIOT MHOKECTBO Pa3HOO-
OpasHBIX QYHKIHH B CICHHATM3UPOBAHHBIX TKaHSX.
[ToaTOMy HE yAMBUTENBHO CYIIECTBOBAHHE aJUIENBbHBIX
cepuii 3a00s1eBaHNi TSI MHOTUX TEHOB, KOIUPYFOIINX
9TH CJIOKHBIE MHOTO(QYHKIIHOHAILHBIE OEITKH.

C npyroii croponsl, s 10 % obcyxnaempix HC
XapaKkTepHa TeHeTHIeCcKasi TeTepOreHHOCTh, 00y CIIOB-
JICHHAs! BO3MOXKHOCTBIO Pa3BUTHS KIMHUYECKU CXO[-
HBIX 3200JIeBaHUH MPH TOBPEXKACHUH Pa3HBIX T€HOB.
K TakoMy xapakTtepy HaclieIOBaHUSI MOTYT MIPUBECTH
pasHble mpuyHHbL. Yalie Bcero MpomyKThl MOZOOHBIX
TeHOB B3aHMOJICHCTBYIOT MEX1y COOOM.

B kauecmee npumepa Kaunuueckozo noaumMop-
dusma u zenemuueckoii zemepozennocmu HC npu-
eeoem cunopom Mapghana(CM) u pao poocmeennvix
CUHOPOMOG ¢ MaPPaHono000HbIM heHomunom.

Cunapom Mapdana npencrasiser coboii 3a60-
JIeBaHUE, XapaKTepU3yIolIeecs] NIHUPOKUM CIIEKTPOM
KJIMHUYECKHUX MPOSIBICHUH CO CTOPOHBI Pa3INuHbIX Op-
raHoB U cucteM. [IposBrnenus 3a0o1eBaHNs BOSHUKAIOT
B Pa3IMYHBIX KOMOMHALIMSIX Y pa3HbIX O0MBHBIX. Kpome
TOTO, TOT WJIX WHOH NpU3HaK (HanpuMep, paciiupeHue
A0PThI) MOXKET TPOSIBUTHCS C BO3PACTOM, OTCYTCTBYS
npu pokaeHUU. Bee 310 3aTpynHseT IUarHOCTHKY
3aboneBanus. [IpuurHON pa3BUTHSA KIACCUYECKHUX
(hopM 3aboseBanus | TUIIA SIBISIOTCS T€TEPO3UTOTHBIC
MyTanuu B rene uodpwnaa 1 — FBNI (15q21.1).
B Hacrosmiee Bpems B rene FBNI uieHTHGUITUPOBAHO
6onee 1200 myTanuii, v TONbKO B 56 % citydaeB 3TH My-
TaIMH BBISBICHBI Y OOJBHBIX, TOJTHOCTBIO YIOBIETBO-
PAIOLINX KPUTEPUAM KIIMHUYECKOH fuarHoctuku CM.
OcTtanbHble MyTallMu 001a/Ial0T UIMPOKUM CHEKTPOM
KJIMHUYECKUX MPOSBICHUN OT U30JINPOBAHHOM DKTOITUU
XpYCTaJINKa C MATKUMHU CKEJICTHBIMU TPOSIBICHUSMH
Map(haHOTIOTOOHOTO THIIA JIO TAKEIBIX HEOHATAILHBIX
thopm CM, 3akaHUMBAIOIIUXCS JI€TATBHBIM HCXOJIOM B
TEUCHHE TIEPBBIX JBYX JIET KU3HH.

Oubpunnuna 1 ABISETCI OCHOBHBIM CTPYKTYp-
HBIM 0EJIKOM MUKPOMUOPHILT SMaCTHYECKUX BOJIOKOH
BHEKJIETOYHOTO MaTpUKca, KOTOpble 00eCreunBaloT
YIPYTOCTh MHOTHX TKaHEH, TAKUX KaK CTEHKH COCYOB,
JIETKHE, KoXKa U apyrue. MonekyisipHas JMarHoCTHKa
MyTauuil B reie F'BNI NpuHIUIHAIBEHO BO3MOXKHA, HO

OCJIOKHAETCS KPYTTHBIMHU pa3MepaMy F'eHa, COCTOSIIETO
13 65 DK30HOB, U OTCYTCTBHUEM Ma’KOPHBIX MYyTAaIlHil.
BoNBIIMHCTBO M3BECTHBIX MYTAI[Mi OMICAHBI Y OOJIb-
HBIX TOJIBKO OHOM W 3HAYUTEIBHO PEXKE IBYX WU
HECKOJIbKUX HEPOJICTBEHHBIX CEMEH.

3aboneBaHus, 00yCIOBICHHBIE MYTAIIUSIMH B T€HE
FBNI, nonyunnu ofriee Ha3BaHUe (HUOPUILIMHOTIA-
tui. Unentudukanust y 60JHOTO NaTOIOTHYECKOH
MyTanuu B rene FBNI nocrtarouHa JUisi TOCTaHOBKHU
JTAaHHOTO AuarHosa. B 3Ty »xe rpynmy 3aboneBaHuit
OTHOCST CUHJpOM buiica mim KOHTPaKTYpHYIO apax-
HOJIAKTHJTUIO — Map(haHOIIOJOOHBIN HACIEICTBEHHBIN
CHUHJIIPOM, OOYCIIOBIICHHBINH MPHUCYTCTBHEM T'€TEPO3H-
TOTHBIX MyTauil B reae FBN2 (5q23.3). IIpoxykTom
3TOTO reHa siBisgeTcs GUOPUILTMH 2 — oiHA U3 N30(opM
¢ubOprLIMHA 1, BBIMOTHSAIONIAS B HEKOTOPBIX COCMHU-
TEJBHBIX TKAHAX CXOAHbIC (yHKIuU. [l cuHapoMa
bunca naronorus cepaedHO-COCYAUCTON CUCTEMbI U
opraHa 3peHHs He XapaKTepHBI.

HecMmotps Ha TO, UTO B MOCIETHUE TOABI CTOUMOCTD
MOJICKYJISIPHOM TMAarHOCTUKU MyTaluii B reHax FBN/
u FFBN2 3Ha4uTeIbHO CHU3WIACh, OHA OCTAETCS MaJIO-
JIOCTYIIHOM JJIsl MPaKTUYECKOW MEIULUHBI U Bpayu
BBIHYJICHBI ONUPATHCS MPU TUATHOCTHKE CHHAPOMA
MapaHa 1 MHBIX JUCIUIACTUICCKUX CUHIIPOMOR C Map-
(daHOUTHBIM (DEHOTUIIOM HA 3HAHMS (PEHOTUITHUECKUX
MIPOSIBIICHUH ATUX 3a00JICBaHUM.

Huarnoctuka CM ocHOBaHa Ha MEKIyHapOAHBIX
pexomenaanusax — ['€HTCKON HO30JI0THM, KOTOpas
obu1a nepecmorpena B 2010 roxy B cTopoHy yBenHnde-
HUS TUATHOCTHYECKOW 3HAYMMOCTH JIBYX MIPOSBICHUH
3a00NeBaHHUS — aHEBPH3MBI/IECCEKIIMU KOPHS a0pThI
Y OKTOMNHNH XpycTanuka [§]. Hamuuue aByXx 3TUX CUM-
IITOMOB Ja)Xe€ MPU OTCYTCTBUM CEMEHHONW HUCTOPUU
3a00eBaHMs AOCTATOYHO ISl TIOCTAHOBKM TUAarHo3a
CM. IIpu 0TCYyTCTBUU OHOTO U3 3TUX MPOSIBICHUH THa-
THO3 MOXKET OBITh TIOCTABJICH MPH HaIUUuU 7 U OoJiee
0aJJIOB cCUCHEMHO20 606]1e4eHUsl COCOUHUMENbHOI
mxanu (CBCT). B rabnune 3 npencrasiieHa OayuibHas
OIICHKA HanOoJee CrelU(pUIHBIX TPU3HAKOB, KOTOPHIS
OBUTH OTOOPAHBI IKCIIEPTAMU JISI OLIEHKU CUCTEMHOTO
BOBJICUCHUS COCTMHUTEIHLHON TKaHH.

Kak BuHO U3 mIpecTaBIeHHOM TaOIUIIbI, B OIICHKY
CHUCTEMHOI1 BOBJIEYEHHOCTH BKJIFOUEHBI JIAIEKO HE BCE
MpU3HAaKH, comyTcTBytoire CM, HO OTOOpaHbl UMEHHO
Te, KOTOpble 00JiafaloT Haubosblel crnenuuaHo-
CTBIO.

Baxnyto pons B marorenese CM urpaer TpaHc-
¢dopmupyromuii pakrop pocta 6era (TgfP), narenTHas
(dbopMa KOTOPOTO HEMOCPEACTBEHHO CBsi3aHa ¢ (u-
opwutuHoM 1. [IpennonaraeTcsi, YTO MpU CHUKESHUU
ypoBHs ¢uOpuiinHa 1 MOBBINIAETCS aKTUBHOCTH
TgfP, cnencTBueM 4ero sIBISETCS BBICBOOOXICHUE
MpoTeas3, Y4acTBYIOUIUX B MEMJIEHHON Jerpaialuu
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Tabnuya 3

BAJIIBHASI OLIEHKA CUCTEMHOI'O BOBJIEYEHUSI COEUHUTEJIBLHOM TKAHU TP CUHIPOME MAP®AHA

Ipuznakn Baaasl
[pu3HaK 3amsACcThs H OOJIBIIOTO IAbIIA 3
[Ipu3HAaK 3aMsCThs MM OOJBIIOTO TANTbIIA 1
BoponkooOpa3Has i aciMMeTprYHast 1eopMaliys TpyIHON KICTKH 1
KuneBumnas nedopmanus rpygHOH KISTKA 2
Bansrycuas gedopmarust CTonsl 2
[Tnockocronue 1
CIIOHTaHHBIA TTHEBMOTOPAKC 2
HypanbHas 3xrasus 2
[poTpy3ust Ta300eAPEHHOTO CycTaBa 2
OtHomienue Bepx/Hu3 < 0.86 u pasmax pyk/poct > 1.05 6e3 BBIpaKEHHOTO CKOJIH03a 1

Cxonuno3 win kuho3

Henopasrubanme mokTs

JIunessle mpu3Haky (OT Tpex U3 msTH) (nonuxonedanns, SHOPTaIbM, CKOLIEHHbIE BHU3 IV1a3-
HBIE LIEJIH, TUIIOIIa3Hs CKYJIOBBIX KOCTEH, pETPOrHATHS )

Muonus

Crpuu Ha KoXxke

ITponaric MUTpaNIbHOTO KiIanaHa

AIIACTUYECKHUX BOJOKOH M IPYTUX KOMIIOHEHTOB BHE-
KJIETOYHOTO MaTpukca. JJoOMHHaHTHBIE MyTaIliH B TeHE
TGFBI (19ql3.2) naiineHs! y OONBHBIX CHHIPOMOM
Kamypatu-OHrensmMaHHa, WM OIPOTrpeCCUPYIOLIEH ara-
(mzapHOl nucrutasmei | THma, XapakTepu3yroIencs
MHOXECTBEHHBIMH Map(haHOMOJOOHBIMHU CKEIETHBIMU
HapyIICHUSMHU.

Hpyrum vZIC, xotopslil yacto nytatoT ¢ CM,
SIBISIETCSI CUHAPOM Jlyuca-/Jumya. Ilocnennuii cBsizan
¢ mytanusamu B rene TgfB-pernienrropos 1 u 2 Tunos —
TGFBRI (9922.33) u TGFBR2 (3p24.1). Curnpom
Jlynca-JluTia UMeeT CeKTp KIMHUYECKUX MPOsBIIE-
HUM, nepekpriBatomuii CM, ogHaKo €ro OTauYarT OT
MTOCIIETHETO TaKKe BHEIITHUE MPU3HAKH KaK TUTIEPTEIIO-
pu3M, pa3nBoeHue s3baka (bifid uvula) u u3BUTOCTH N
aHEBPU3MBI apTEPHil, YTO CO3AAET BBICOKYIO OTTACHOCTh
BHE3AITHOM cepIeYHONM CMEPTH B paHHEM BO3pacTe 13-3a
pa3pbiBa a0PTHI U KPYITHBIX apTepuil.

C mpu3HaKaMu, XapakTepHBIMHU sl MaphaHOUI-
HOW BHEIITHOCTH, ITPOTEKAIOT WJIK MOTYT MPOTEKaTh U
npyrue H/1C, Tak nin nHave CBA3aHHBIC C MyTaIllUIMHU
reHoB pubpuinHa, TgfP nwmm TgfB-penenrtopa (puc.).
YMeCTHO TONOJTHUTh, 4T0 MASS-CHUHIPOM U TOBOJILHO
YacTO MEPBUYHBIA MPOJANIC MUTPAIBHOTO KjamaHa
COTIPOBOXKJAIOTCSA CKEJIETONMATHAMH, XapaKTePHBIMHU
Ut Map(haHOUTHOW BHEIITHOCTH, YTO Ta€T OCHOBaHUE
IyMaTh O BO3MOXXHOM YYaCTHH CHTHAIBHBIX MyTEH,

omocpenyeMbix TgfP, B pa3BUTHN 3THX HACIIEACTBEH-
HBIX CHHJIPOMOB.

Opnaxo, Hapsay ¢ nepeuucienasiMu HC mupoko
BCTPEYACTCS MAPPAHOUOHAA HEUIHOCH b, TIPOSIBIISIO-
masics pa3IMdHBIMA CKEJIETONIATHSIMH 0€3 M3MEeHEeHU !
BHCLIEPAIFHBIX OPTaHOB U CUCTEM. B TOMOOHBIX ciy-
qasix Mapphanouonylo 6HeutHOCms cjiedyem paccma-
mpueamsy KaK oucniacmuyeckuii henomun.

[locnenHuit XxapakTepu3yeTcsi HAOOPOM CKETETHBIX
W3MEHEHHWH B BHJI€ BHICOKOPOCIOCTH, YBEITHICHUS
IIWHBI TPYOUaTBIX KOCTEH (IOTUXOCTEHOMEIHs),
ApaxHOMAKTWINH, Ae(OpMaHsIMU TPYIHON KIETKH
¥ TTO3BOHOYHHWKA, TUNIOCKOCTOIIHEM C BaJbIyCHOH Jie-
dhopmarueli cTonel. Bee mepeuncieHHbIe MPU3HAKHT
00J1aTaf0T TOCTAaTOYHO BBICOKOW CIEMHU(UIHOCTHIO
B pacno3HaBanuu CM U Mo OpensiokeHUuI0 aBTOPOB
riepecMoTpa [ eHTCKIX KpuTepreB BKIIOUEHBI B TIEpe-
yeHb npuzHakoB CBCT. 3ameTuM, 4To MOJI0BHUHA BCEX
MIPU3HAKOB, OTOOPAHHBIX IS OIIEHKH BBIPAKEHHOCTH
CBCT (tabnwuma 3), COCTaBIAIOT IPU3HAKH, B TOH UK
WHOU Mepe XapaKTEepPU3YIOIIUE CKEIETONaTHH. 3aMe-
THM, 9YTO MAKCHMAITLHOE YMCIIO OAJLIOB, XapaKTEPU3YIO-
mux CBCT, npu MCHOIb30BaHUM TOJBKO CKEJIETHBIX
TIPU3HAKOB (apaxXHOMAKTHIN — 3 Oaiiia, KHIeBUIHAS
rpynHas KieTka-2 Oamna, BaiprycHas nedopmarus
CTOIIBI — 2, JOJIMXOCTEHOMEINS — 1 0ai1, CKOJIHNO03
i kudo3 — 1 6amr, aumessie qmusMopdrm — 1 6amr)
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Pucynok. HaciencrBeHHbIe CHHAPOMBI ¢ MAP()AHOUAHONH BHEIIHOCTHIO

dubpunnmHonaTum

CUTHaNbHbIX NyTen, onocpeayembix Tgfb

DedekrTbl

MyTaumm B reHax

MyTaunmn B reHax

| Fenvt | [ Fenz | | TerFB1 TGFBR1 | | TGFBR2
v v v v v
CuHapom

Ma cbaHz mn | CuHapom CuHgpom CuHgpom

n EJ'IHEJ'II::HI:IE CMH,upa;nMEmnca, KamypaTtu- dypnoHra, MapcpaHa,

3HrenbMaHHa, ™™n Il n Tmn Il n

sabonesanns ¢ BpOXAEHHARA unu CUHAPOM CUHAPOM

HenonHbIMKH

KpUTEPUAMI a“g’;?:“;:f:ﬁ;ﬂ anadpnzapHas aHeBpU3MbI aHeBpU3MblI

ANATHOCTUKM P A ancnnasna, aoptsl lyuca- aopThbl Jlyuca-
3TOro CUHApPOMa T™]n 1 OuTtua, Tvn 1A Ourtya, Tun 1B

HalUeHT ¢ Map(paHOUTHOM BHEIITHOCTHIO TEOPETHYECKU
MoxeT HaOpath 10 (1ecaTh) 6aIOB, YTO CYIIECTBEH-
HO TIPEBBIIIACT IUATHOCTUYECKUH Mopor B 7 0ajlios,
MPEATOKEHHBIN Il TUarHOCTUKH CHUCTEMHOIO BO-
BJIEUCHMUS.

Taxkum oOpa3omM, Jake IpU OTCYTCTBHH JHC-
MJIACTUYECKUX NMPU3HAKOB CO CTOPOHBI BHYTPEHHUX
OpraHoB, HO MPH BBISIBICHUHU OMNpeeeHHOro Habo-
pa cKeneTonaTui, pedb MOXKET UATH O KIMHUYECKH
3HaYMMOM CHCTEMHOM BOBJIEUEHUHU. JTO, B CBOIO
oyepenb, 03HAYaET, YTO cama 1o cebe MapdaHouaHas
BHEITHOCTh JUAarHOCTHPOBAHHAS C MCIIONb30BaHUEM
leHTCKMX KpUTEpUEB HE CTONb 0e300MAHA, KaK 3TO
MPUHSATO CUUTATD.

AKTUBHOE U3y4yeHHe Map(haHOUTHON BHEIITHOCTH
Kak (peHOTHUIa MPUBEIIO HAC K 3aKIIOUYEHHIO O TOM, YTO
MMEHHO 3TOT (PeHOTHII HanboJiee pacpoCTpaHeH cpe-
TV JIUI] BCEX BO3PACTHBIX TPYMIL. Pe3yabTarhl OlleHKH
€ro pacrpoCTpPaHEHHOCTH, Pa3yMeeTcs, 3aBUCAT OT
M30paHHOTO aNrOpUTMa AMATHOCTUKH M JKECTKOCTHU
MOPOTOBBIX 3HAUYEHUH TeX KPUTEPHEB, KOTOPBIE OYAyT
MIOJIO’KEHBI B €70 OCHOBY. OJJTHAKO Ja)e MpPU UCIOIb-
30BaHUM MSTKHX KPUTEPHEB HAMH OBLIHM IOJYyYEHBI
JlaHHBIE, CBUAETENBbCTBYIONINE O TOM, YTO UMEHHO
9TOT ()EHOTHI CBS3aH C Pa3BUTHUEM BEreTaTHBHOM
JUCHYHKLIMU ¥ BOSHUKHOBEHHEM HapyLICHUH puTMa
y JHII MOJOAOTO BO3pacTa, mapoKcuMamu pudpui-
nsium npencepauil y nanuentos ¢ UbC u kansrudu-
LUPYIOLIUM a0pTaIbHBIM CTEHO30M Y JIUI] TIOKHUIIOTO
BO3pacta [9-12].

TakuMm 00pa3om, CKIaJbpIBACTCS BIIUATICHUE, YTO
MePEUHCIICHHBIE CKENETOTaTHH CIIeAyeT pacCMaTpUBaTh
KaK HEeKyI0 (PEHOTUIUYECKYIO MPOTSKEHHOCTh — OT
cuHapoma MapdaHa K IMCIIIIACTUYECKUM CHHAPOMaM
¢ Map(aHOmon00HBIM (EHOTUIIOM U Map(haHOUIHOU
BHEIIHOCTBHIO, 0€3 BUAMMBIX MAaTOIOTHYECKUX H3Me-
HEHHMI BUCIIEpaJIbHBIX OPraHOB M cHCTeM. BMmecTe ¢
TEM CETOHS €CTh BCE OCHOBAHMS M0JIararh, 4T Y JIUII
¢ Map(}aHOMJHON BHEIIHOCTHIO MPH BHUMATEIHEHOM
o0cIe0BaHNH MOYHO BBISIBUTD TPU3HAKY HAPYILICHHS
CTPYKTYpBI U (DYHKIIMH COEAMHUTEIbHON TKAaHH pa3-
JMYHBIX BHCLIEPAJIbHBIX OPraHOB U cHcTeM. FIMEHHO B
3TOM HalpaBJeHNH IPEICTOUT POBOJNTH NabHEHIIIIE
UCCIIeIOBAHMSL.
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Pesrome

Heas. M3yueHre BO3MOKHOCTH UCIIOIB30BaHMS IUIOCKOCTONHS M OCTEOINIOP03a KaKk MPU3HAKOB BOBJICUEHUS
COEIMHUTENHHOM TKaHH MIPH HACIIEICTBEHHBIX CHHIPOMaX ¢ MaphaHOUIHBIM QeHoTUIOM. MaTepuaJbl 1 Me-
Tonbl. O0ciienoBaHo 50 MaMEHTOB MOJIOOTO Bo3pacTa (22,5 + -2,1) y yacTu U3 KOTOPBIX BBISBISUIACH MapQa-
HOUIHAS! BHEITHOCTH M/WJIM TIEPBUYHBIN POJIAIlC METPAJIBHOTO KJIaraHa ¢ MPU3HaKaMH CUCTEMHOTO BOBIICUCHHS
coenuuutensHor Tkanu (CBCT). [Tomumo deHOTHIIMUECKOTO 00CIeA0BaHus, MOIUNIo3unoHHONH DXx0KI™ Bcem
BBIMOJTHEHO TIAHTOrpaUuecKoe UcciaeJoBaHie Ha KoMiuiekce «CKaH» ¢ pacueToM TpeX MJIaHTorpaduuecKux
koadduirentoB (I1K). Eme y 74 o6cnenoBaHHBIX, y YaCTH U3 KOTOPBIX HMEICh PU3HAKY TIEPBHYHOTO IpoJIarca
MUTPAJIBHOTO KJanaHa u/uiv MappaHouIHas BHEUTHOCTb, BBINOIHEHA JEHCUTOMETPUYECKast OLIEHKA COCTOSHHS
KOCTeH OIMopHO-IBUrarensHoro ammapara. Pesyawsrarsl. IlokaszaHo, 4yTO KIMHUYECKUN METOJ| AMATHOCTHKHU
TUIOCKOCTONHS C MaJbIeBOM MPOOOH He 00NalaloT A0CTaTouHOU crenn(uIHOCThI0, Kak npu3Hak CBCT, B To
Bpems kak [1K nokasanm BEICOKYIO CieqUUIHOCTD AJIs1 AMarHOCTHKHA CHCTEMHOTO BOBJIEUEHUSI COCTMHUTEIBHON
TKaHu. [Tokazano, uro CBCT corpoBoxaaeTcs y JMIl MOJIOAO0r0 BO3pacTa CHHYKEHHON MUHepalln3aluei KocTHOM
TKaHH. 3aka04yenune. KimmHuueckuii METO OLIEHKH TUIOCKOCTOMHS M TTaJIbIIeBast Mpoda He 001aJaroT 10CTaTou-
HOU crienn()UIHOCTHIO B pacnio3HaBaHuu BoBieueHus KocTHOH cucteMbl 1 CBCT. [1K obecneunBatoT BEICOKYIO
cnerduunocth B pacno3nasanun CBCT u MB. Y nui ¢ CBCT miockocTonue ¢ BalbryCHO# Aedopmanueit
CTOIIBI COMPOBOXKJIAETCS BBIPAKEHHBIM 0CTEOIIOPO30M.

KuioueBble ci1oBa: MapdaHonHasi BHEITHOCTh, CHCTEMHOE BOBJICUCHHUE, TNIOCKOCTOIHNE, TUIaHTOrpaduye-
ckre K03 (HUITUEHTHI, OCTEOOPO3.
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Abstract

Purpose. Studying the possibility of the review of flatfoot and osteoporosis as the signs of systemic involve-
ment of connective tissue with heritable disorders and marfanoid habitus. Materials and methods. 50 patients
of young age (22,5 + -2,1) partly with marfanoid habitus and/or primary mitral valve prolapse with signs of the
system involvement of connecting tissue were examined. Besides external inspection and echocardiography di-
agnostics everyone were examined by the Skan complex with calculation of three plantografic coefficients (PC).
Moreover 74 people, part from which had signs of primary mitral valve prolapse and/or marfanoid habitus were
examined with densitometrical assessment of a condition of bones and of the musculoskeletal system. Results. It
is shown that a clinical method of diagnostics of flatfoot with manual test does not possess sufficient specificity,
as systemic involvement of connective tissue (SICT) signs while PC proved high specificity for diagnostics of
system involvement of connecting tissue. It is shown that SICT is accompanied at persons of young age by the
lowered mineralization of bone fabric. Conclusion. The clinical method of an assessment of flatfoot and manual
test don’t possess sufficient specificity in recognition of involvement of bone system and SICT. PC provide high
specificity in SICT and marfanoid habitus recognition. Persons with SICT who has flatfoot with valgus deforma-

tion have more expressed osteoporosis.

Key words: marfanoid habitus, system involvement of connective tissue, flatfoot, plantografic coefficients,

0Steoporosis.

Cmamws nocmynuaa ¢ peoaxyuro 03.06.13, npunsima xk newamu 13.06.13.

Beenenne

[Tnockoctonue (I1:1) Mo maHHBIM pa3HBIX aBTOPOB
SIBIISIETCS IOCTATOYHO PaclpOCTPaHEHHBIM IaTOJIOTH-
YECKUM COCTOSIHUEM, BCTpedaroimumcs y 15 % obce-
JoBaHHBIX [1]. OHO MOKET OBITH CaMOCTOSTEIIBHBIM
BPOXICHHBIM WJIM MPHOOPETEHHBIM 3a00JIeBaHUEM
OTIOPHO-/IBUTATEIBHOTIO arnmnapara, Ho JlaXke pa3BUTHE
npuoOpeTeHHbIX (opM [ BO MHOTOM 3aBUCHUT OT
HaCJIEJICTBEHHO — KOHCTUTYIIMOHHON Mpepacnoso-
xeHnHoctu. [IpunsaTo cunrare, yto mpu Iln cnabocts
MBIILIEYHO-CBSI304HOTO amrapara sSBiseTcs HIepBUYHOM,
a U3MEHEHUS CTPYKTYpBl U QYHKIMH KOcTel popmu-
pYIOTCSl B pe3ynbTare 3Toi cimaboctu. Bmecre ¢ teM,
HUMEIOTCsI JAaHHBIE O TOM, YTO Ipu cHHApoMe Mapdana
y JAeTell ¥ B3pOCIBIX MAIlEHTOB HAXOAAT CHU)KEHHE
MUHEPaTHHON TNIOTHOCTH KocTHOM TKauu (MIIKT), uro
JlaeT OCHOBaHUE IyMaTh O HACJIEJCTBEHHOM XapaKkTepe
OCTEOIopo3a MpHu 3ToM cuHApome [2]. MokHO mpen-
MIOJIOXKUTh, YTO U MPHU IPYTUX HACIEIACTBEHHBIX CHH-

npomax (HC) ¢ mapdaHononoOHbIM (EHOTUITOM, CPEIH
KOTOpBIX HanboJee pacnpocTpaHeHbl TIEPBUYHBIH MTPO-
nanc mutpansHoro knanana ([IMK) u «maphanounnHas
BHEITHOCTEY (MB) [3], Takke UMeeT MeCTO CHUKEHHUE
MIIKT, ogHako Takoe MPEATOIOKEHUE HYXIAeTCs B
MIPOBEpKE.

Cornacuo I'earckoii Ho30moruu (I'H) 1996 rona
npu AuarHoctuke cuaapoma Mapdana I paccmarpu-
BAeTCs KaK MPU3HAK, XapaKTepU3YIOLIUil BOBJICUEHNE
CKEJIETHOM CHCTEMBI B TOM ClTy4ae, KOTia OHO COIIPOBO-
JKHaercs BabrycHoi aedopmanueii cronsi(BC) [4].
B nenaBHo BriienmemM nepecmorpe I'H npononsHoe
[ Ob110 BKIIIOYEHO B TAOMUILy ISl pacuera CUCTEM-
HOTO BoBIIedeHus coeauHurenbHoi Tkanu (CBCT) B
Ka4eCTBE CaMOCTOATENBHOTO Npu3Haka [5]. [locnennee
oTpeensieTcsl MyTeM CyMMHUPOBaHUsI 0aIJIOB, TPHCBO-
EHHBIX K&KI0MY U3 0TOOpaHHBIX Hanbomee crenuguy-
HBIX pu3HakoB. Hamume cemu n 6onee 6amnos CBCT
paccMaTpuBaeTCs KaK CaMOCTOSTENbHBIN NMpHU3HAK,

57



58

2013

aBrycr

BIOJUIETEHDb ®EJIEPAJIBHOI'O IIEHTPA
CEPIIIA, KPOBU 1 SHAOKPUHOJIOI'MH M. B.A. AJIMA30OBA

CBUJICTENLCTBYIOIIMI B MOJB3y cHHApoMa MapdaHa.
[pononsuoe I1n oneneno aBropamu ['H B 1 Gam, a
MOTIepEYHOE, COMPOBOXKIAIOIIIEeCs BAIBI'yCHOU Aedop-
Maruel B 2 6amta. Kak uszBectno, [T BeIsiBIIsIETCS TIpH
uenoM psiae HC ¢ maphaHOMAHBIM (DEHOTHITOM,

BaxHo mom4epKkHyTh, YTO BOIIPOCH! AHATHOCTUKU
3TUX CHHJPOMOB U aHAJIU3 aJITOPUTMOB OLEHKH pa3-
JIMYHBIX CKEJIETONATHH U, Ipexkie Bcero, [11 ocodeHHo
aKTyaJbHBI B CHITy IIMPOKOM pacrpoCTpaHEHHOCTH U
HECOMHEHHON KIMHHUYECKOW 3HaumMocTH Kak [IMK,
tak 1 MB [3]. He meHee akTyasneH u BOIIPOC O CyIiie-
CTBOBAaHMH NPUUUHHO-CIEICTBEHHOU CBA3U Mexay [1n
¥ OCTEOIOPO30M IPHU ITUX HACIIEACTBEHHBIX CHHIPO-
MaXx, MOCKOJIbKY CETOJHSIIHME MOIXOJbl K JIEUYSHUIO
3TOW MAaTOJIOTHHM HE MpEANoJiaraloT BKIIOYEHHE B
KOMILUIEKC TEPareBTUYCCKUX MEPOIPUATUNA METOIOB
NpOQHUIAKTHKY U JIEYSHHUS OCTEONOPO3a.

Heo6xonumo nmom4epkHyTh, YTO TUATHOCTUYECKAs
neHHocTs 111 B mporecce pacno3HaBaHusl Ha3BaHHBIX
CUHJIPOMOB M (DEHOTHUIIOB BO MHOTO 3aBUCHUT OT METO-
JTOB, UCIIOJIL3YIONIUXCS IS €TO BhIsIBICHUS. [[OHATHO,
YTO B YCIOBHSIX IPOBEACHUS CKPUHIHTA TIPEATIOUTECHIE
OTJaeTcd BU3yalbHOMY METONy AuarHocTtuku Ili c
NaJbIIEBOH IPOOOIL, KOTOPBIH CTpaJaeT ONpeAeIeHHBIM
cyObekTUBU3MOM. CpaBHUTEIBHO HEAABHO MOSIBUIICS
METO/I CKaHUPOBAHUS CTOIIBI, TO3BOJIAIOLINM paccun-
Tark mwianTorpapuyeckue ko3¢ puuuenToI(I11K), xapax-
Tepusyromue e€ nedopmanuio [6]. K HuM oTHOCSTCS
KO3 PUIUEHTHI: N — XapaKTepu3yIOLUIHi OTKIOHEHHE
NATOYHOM ocH, K — xapakTepusyromunii pacmjiactaH-
HOCTB MIEPEIHEr0 OT/IeNa CToNbl U G — XapaKTepu3yro-
M CHIDKEHUE BBICOTHI €€ cBosia. IHQopMaTHBHOCTh
stux IIK B pacnoznaBanuun CBCT u B aumarHocTuke
MB panee He uzyuanack. He paccmarpuBanacey paHee
Y B3aMMOCBsI3b Mexky [, ¢ omHo# croponst, 1 MITKT,
C JPYTOM.

Heabio paboThl ABUIOCH U3yUEHHE BOZMOXHOCTH
UCTIONIB30BAHMS TUIAHTOTpadUuECKUX KOIPPHUIIUEHTOB
JUTS TUarHOCTHKY TJTIOCKOCTOIHSA KaK OJTHOTO U3 IPOSIB-
JICHW 1 BOBJIEUEHHSI KOCTHOM CHCTEMBI, Map(aHOUIHOM
BHemHOCTH (MB), cicTeMHOTO BOBJIEUEHUS COCTUHU-
tenbHOM Tkanu (CBCT) u aHanu3 B3auMOCBSI3U MEKIY
BbIpaxkeHHOCTbhIO [ 1 Hapymennem MITKT.

MarepuaJjnbl 1 MeTOIbI

O6cnenoBano 50 yenoBek Moaooro Bo3pacTta (30
foHo1el u 20 geBy1iek, cpeaHuii Bospact 22,5 +-2,1).
B npotoxon o0cnenoBanus BKiIroyaics cOop aHaMHe3a
1 kano0, GeHoTunrIeckoe o0cIenoBaHue C LeeHa-
npaBieHHbIM orckoM npusHakoB CBCT u MB. CBCT
OLIEHUBAJIOCH COTVIACHO TaOIHIIe, TPESI0KEHHOH aBTO-
pamu niepecmotpa ['H [3]. MB pacno3naBanace npu
BBIABJICHUU HE MCHEC YETBIPEX CKCJICTHBIX IMMPU3HAKOB

MpU YCIOBUHU, YTO OAHUM M3 MPU3HAKOB SBISAETCS
Kakoi-mm6o ko3(pGUIMEeHT noauxocTeHOMenuu (0T-
HOIIIEHHE pa3Maxa pyK K pOCTY MJIM BEPXHETO CETMEHTA
Te’a K HWKHEMY), OIMH U3 MPU3HAKOB apaxHOAAKTH-
suu, nedopMalus TpyJHON KISTKH JIF000W CTEICHH,
CKOJIMOTHYECKOM Jie(hopManuu no3BoHouHuKa, IX0KI
uccienoBanue B M-, B- u nonmiepoBcKkoM pexuMax
WCIIOJIB30BAJIOCH ISl BhIABIEHUS nepsuuHoro [IMK
[7].

[TnanTorpaguueckoe o0CiieIOBaHNE TIPOBOIUIIUCH
Ha TPEXKOOPJIMHATHOM CKaHHPYIOIIEM YCTpPOMICTBE,
BxofsmeM B coctaB Komruiekca «Ckan» (OO0 «/lua-
Cepsucy, CI10). [1ns oteHkr HHPOPMATHBHOCTH BU3Y-
anpHOTO MeTona (BM) ¢ ucnons3oBaHrueM MaabIeBOM
poObl U ko3 duimentoB mwiockocronus (KIT) Obutu
c(hopMHpOBaHbI 1BE TPYNIbL: rpymnna | — iuna ¢ S u
6onee 6amamu CBCT (20 yenosek), rpymnmna 2 — 1una,
umerome He 6onee 2-x 6ammos CBCT (20 venosek).
10 genoBeK ¢ MPOMEKYTOYHBIM KOJTMUYECTBOM OaIIOB
(3 1 4) ObUTH UCKITFOYCHBI U3 aHAJIN3A.

Kpome Toro oGcnenoBaHo 74 FOHOIIM acTEHUYE-
CKOTO TeJIOCJIOKEHUs (CpelIHHUI BO3pacT cOCTaBUI
20,3 £ 1,9 ner, cpennsist macca Tena 56,2 £ 6,9 xr), u3
YHciIa KOTOPBIX ObLTH COPMUPOBAHBI TPYIIIIEI C Bab-
rycHoii nedopmarueii cromsl (BJC), 13 HaOnroneHwmit,
CBCT 5 6annos u 6onee (40 HaOnroAEHUIT) ¥ TPYIIITBI
KOHTPOJIA K HUM. JlJIsi OLIEHKU COCTOSIHUSI KOCTHOM
TKaHU HCIIOJIb30BANacCh JAByXIHEpreTuieckasl peHTre-
HOBCKasi abcopOnromMeTpust (0CTE0IeHCUTOMETPHSI,
DXA) noscuuunoro oraena nossonoynuka (L ) ¢
nomouibio npudopa General Electric Medical Systems
LUNAR PRODIGY (CIIA). [IporpamMmmHOe obecrie-
YeHHe JEHCUTOMETpa CHaOXXeHO HOPMAaTUBHBIMU IIO-
Ka3areas MU MUHEPaJIbHOM IIIOTHOCTH KOCTHOM TKaHU C
y4eToM IoJ1a ¥ Bo3pacTa. MeTo1oM CKaHUPOBAHUS aB-
TOMaTHUYECKH ONpeieNnsigach MUHEpaJlbHas II0THOCTh
kocTHON TkaHu (MIIKT) xak ocHOBHOI moka3aresnb
MUHEepaJIn3alii KOCTHOW TKaHH, C TIOMOIIIBIO KOTOPOTO
OLIEHUBAETCS KOJTMUECTBO MUHEPATIN30BaHHOM KOCTHOM
TKaHU Ha CKaHUPYeMOii rutoaau — (r/cM?), a Takxke
Z-score (Z-xputepHii), kotopslii xapakrepuzyetr MITKT
10 OTHOILIEHUIO K CPETHEBO3PACTHOM HOpPME JIUI] TOTO
K€ T0JIa M BBIpaXKaeTcs B €AMHMIIAX CTaHIAapTHOTO
otkionenus (SD).

CoracHO pekoMeHAaIK MeskayHapoaHoro 001e-
CTBa M0 KIMHUYECKoU aeHcutomerpun ot 2007 . mist
OLIEHKY MUHEpaIu3alii KOCTHON TKaHU y IETEN U MO-
JIOJBIX B3POCIBIX UCIIOIB3YETCS TONBKO Z-KPUTEPUIL.

PesyabTarsl

Januble conmocTtaBiieHus BcTpeuaemoctu [,
JHUATHOCTUPOBaHHOTO BM U ¢ momomiplo Tpex Ko-
s duumenToB y nun ¢ paznuuHoil crenensio CBCT
MpEeCTaBIICHbI B TabwmIe 1.
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BCTPEYAEMOCTbD IIVIOCKOCTOIIUS Y JIMI MOJIOJOI'O BO3PACTA
C PA3JIMYHOM CTENEHBIO BBIPA’)KEHHOCTH CUCTEMHOI'O BOBJIEYEHUSI B 3ABUCUMOCTH
OT UCHHOJIB3YEMBIX METOJ0B IUATHOCTHUKHA

Tabnuya 1

CBCT
BuzyaubHblii MeTox M JocroBepHocTh
njianTo-rpaguyeckue Ko3pPunueHTsI S u Gostee 2 u MeHee pazanyuii
0aJl10B 0aJu10B

BusyanbHslil MeTox 72 % 11 % 0,0001
N 55% 0% 0,0002
K 22 % 0% 0,04
G 33 % 0% 0,009

Tabruya 2

BCTPEYAEMOCTD IIJIOCKOCTOIIUS Y JHUI MOJOAOI'0O BO3PACTA C MAP®AHOUIHOM BHEITHOCTHIO
B 3ABUCUMOCTH OT HCTTOJIB3YEMbIX METOAOB IUAT'HOCTUKH

BusyaJubHblii MmeToa U MB Kontpoas )locmsepﬂovnb
manrorpaguyeckue Ko3pPUuIUEeHTbI paznnumni
BusyanbHbiil MeTOx 73,9 % 41 % 0,1
N 60,8 % 0% 0,0001
K 23 % 10 % 0,00018
G 43 % 5% 0,002
Tabnuya 3
MUHEPAJIBHAS TIJIOTHOCTb KOCTEM Y JIAIL C IJIOCKOCTOITUEM
M BAJIBI'YCHOM JE®OPMAIIMEM CTOIIBI
ILi1ockocronue be3 npusHakoB
Iloka3aTe/in OCTEONEHCHTO- METPHH
(L1-4) ¢ BAC TJIOCKOCTOTHSI
13 nabsroneHuit 21 nabaionenue P
Cpennee 31au MIIKT Z-kputepuii -1,5 0,56 0,02
Cp. IWIOTHOCTH KOCT. TKAHH T/CM> 0,97 1,07 0,02
Cumkernne MITKT Gonee abc. 9ucio %% abc. 9ucIo %% 0.05
1,58TD 7 538 1 48 ’
Tabnuya 4

MHUHEPAJIBHAS IJIOTHOCTH KOCTEM ¥ JIMI C TIPU3SHAKAMM CUCTEMHOI'O BOBJIEYUEHMSI
COEJUHUTEJBHOM TKAHU (5 BAJJIOB M BOJIEE)

CBCT be3 npuznakos CBCT
IToxa3zaTesH 0CTeOIEHCUTO- MEeTPHH
(L1-4) (5 u 0oJ1ee 6asLI0B) (2 u MeHee 0aJ1JIOB)
40 naoa. 13 naou. P
Cpennee 31a4 MIIKT Z-xputepuit 1,09 1,13 0,0007
Cp. IWIOTHOCTH KOCT. TKAHU T./CM> 1,02 1,14 0,007
Cumkernne MITIKT a0c. uucio %% a0c. uucio %%
0,05
Ooitee 1,5 STD 15 37,5 1 7’7
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Kax BugHO U3 Tabmuilel, BcrpedaeMocthb 111, BEI-
apneHHoro BM, B rpymnme nun ¢ npusHakamu CBCT
OKa3ajach JIOCTOBEPHO BBIIIE, YeM B KOHTpOJIE, YTO
CBUJIETEIIHCTBYET O BHICOKOM UyBCTBUTEIBHOCTH TAKOTO
MeTozna auarHoctuku. OJHAKO Helb3sl He OOpaTHTh
BHHMAaHHUE Ha TO, YTO B Ipymme Jul 0e3 MpU3HAKOB
CBCT IIa Takxe BoisiBasiioch B 11 % ciyuaeB. Takum
00pa3oM, MOXKHO 3aKIi0uuTh YT0 BM nuarnoctuxu [Tn
00ecreunBaeT BHICOKYIO YyBCTBHTEIILHOCTE, HO HE/I0-
CTaTOYHYIO cieunpuuHoCcTh B pacriozHaBanuu CBCT.
Hecmotps Ha TO, YTO BCTPEUaEMOCTh IIIOCKOCTOIHUS
MIPU KCTIOIB30BAaHUM METOJla CKAHHPOBAHUS CTOIIBI
OKa3aJach CyIIeCTBEHHO HIKE, YeM MPHU IPUMEHEHUHT
BM, mnanTtorpaduyeckue kodpPpUIUeHTH HA pa3y He
BbIABIIAINCH y nul Oe3 mpusHakoB CBCT. Ilocnennee
00CTOSITENBCTBO MOATBEPKAAET BHICOKYIO crieruduy-
HOCTh pacueTHbIX [1K B THarHocTHke MIOCKOCTOINS,
xapakrepusytomiero CBCT.

B tabmuie 2 npencraBieHbl pe3ybTaThl CPaBHEHUS
BcTpeuaemocty 11, nuarnoctupoBanHoro BM, u ¢ no-
motkio [1K y marmmentoB ¢ MB 1 KOHTpOIBHO# TpyTITIE.
Bunso, uro npu ucnonszosanuu BM I1n BeisBIIsIIOCH
y 73,9 % aur c MB n 'y 41 % o6cnetoBaHHBIX TPYIIIBI
koHTposs (p = 0,1), 4TO CBUIETENBCTBYET O KpaiHe
HU3KOH CIEeU(PUIHOCTH ITOTO METoAd. DTO, B CBOIO
odepeb, HeN30eKHO MPUBOIUT K THIEPINArHOCTHKE
HC ¢ mapdanononobusM penorunom. Hanporus, 1K,
ocobenHo ko3dunuent N, xapakrepusyromuit BIC
MUMEET JOCTAaTOUYHO BBICOKYIO YyBCTBUTEIBHOCTh NMPH
100 % crnenupuuHOCTH, YTO XapaKTEpPHU3yeT ero Kak
k03 pULMeHT, 00T AIOIIMI BHICOKON JUArHOCTHYC-
CKOW MOIIHOCTBIO, U TO3BOJISIET PEKOMEHI0BATh IS
auarsoctuku MB.

Ha Bropom sTame uccienoBanus Oblia U3yueHa
B3aUMOCBs3b Mex Ay [l 1 MUHEPAIBHOM IITIOTHOCTBIO
KocTeil. Jlanubie npeacTaBieHsl B Tabmuie 3.

Kak BugHO 13 Tabmuils! y il ¢ npusnakamu BJIC
BBISIBJIEHO JJOCTAaTOYHO BBIPA)KEHHOE CHUYKEHHE MUHE-
PpaJIbHOU IIOTHOCTY KOCTHOM TKAaHM.

B tabmune 4 npencraenens ganaeie 0 MIIKT y
JIMII ¢ IPU3HAKaMH CUCTEMHOT'O BOBJICUEHHUSI.

U3 Tabnuipl BUAHO, YTO MUHEPAJIbHAS TNIOTHOCTD
KOCTHOM TkaHM y jun ¢ npusHakamu CBCT orenen-
HBIMH B 15T 0aJUTOB ¥ OoJiee, 3aMeTHM, Oe3 IPU3HAKOB
MO3BOJISIIONIMX JHarHOCTHPOBATh cuHApoM Mapdana,
TaK)Ke BBICOKO JJOCTOBEPHO CHIKEHA 10 CPAaBHEHHIO C
JUIIAMHU MOJIOZIOTO Bo3pacTa, 6e3 mpusHakoB CBCT.

Oo6cy:xnenue

CyMMuUpysI BBIIIEU3IOKEHHOE MOXKHO HPUATH K
3aKJIIOUCHUIO 0 ToM, uTo BM onenku 111 ¢ ucnoins3o-
BaHHUEM MaJIbIIEBO POOKI 00JIaIaCT BEICOKOM YYBCTBH-
TENBHOCTHIO, HO HEJIOCTATOYHOM CHEeM(PUIHOCTHIO B
pacnio3naBanuu kak CBCT, Tak u MB. Hcnionb3oBanue

BM B anroputme auarHoctuku MB MOXHO cuuTaTth
HEMPUTOHBIM, TOCKOJIbKY IPH €ro Hcnoib3oBaHuu [11
BBIABIJISIETCA C OAMHAKOBOM 4acTOTOM cpeau vl ¢ MB
u B koHTpoe. [Tokazano, uro ¢ momorkto pacuera [1K,
MOJTYYEHHBIX TPU CKAaHWPOBAaHUU CTOIIBI, YIAETCS Je-
TaJIM3UPOBATh XapakTep AedopMaluy CTOIbI, CBA3aH-
Holi ¢ CBCT, a Han6onee nHOOPMATHUBHBIM SIBIISIETCS
koa¢ppunuent N, xapakrepusyromuiit BIC.

Kpome Toro, BhIIIEN3I0KEHHbIE JAaHHbIE MpPOJE-
MoOHcTpHupoBasy B3auMocBs3b Mexay BJIC u CBCT ¢
OJIHOH CTOPOHBL, U OCTEONOPO30M C Apyroil. B ocHose
pasButusa octeonopo3a npu CBCT u y mun ¢ BJIC
MOJKET JIe’KaTh MaTOT€HETHYECKOe €AMHCTBO 1EI0T0
psana HC ¢ mapdanonasiM GEHOTHIIOM, B Pa3BUTHH
KOTOPBIX IPUHUMAIOT y4acTHe He TOINBbKO MyTaIll1 reHa
¢ubpuuaa-1(FBN1), Ho 1 MyTanmu reHOB pelenTo-
poB TpaHcopmupytromiero pakropa pocra (TGF-p).

FBNI1 wurpaer BaxxHYIO pOjJb B CTaOMIH3aLHUH
TGFP — cBszbiBatorux 6enkoB (LTBPs) B akcTparen-
JIONSIPHOM MaTpHKce, kKotopele ynepxkusatoT TGFf B
HEaKTUBHOM COCTOSIHMM. HegocTaTouHOCTh B3aMMO-
nevicreust pubpwumaa-1 u LTBPs moxer npuBectu
K u30bITouHOl aktuBauuu TGFB-curaansHOro myTH.
YV MbImed, MyTanTHeIX o reHy FBN1, otmeuaeTcs
MOBBIIIEHHBI OCTEOKJIACTOTeHE3 MPU HOPMaJbHOMI
nuddepeHIIMPOBKE OCTEO0IACTOB U (hOPMUPOBAHUHU
KoCTel, 4To oObscHseTcs akruBarueit RANKL (yu-
raija peuentopa HykieapHoro gakropa kB (NF-kB).
[Mocnennuii paccmarpuBaeTcsi Kak BaKHBIH (hakTop,
BKJTIOYAIOLIHUICS B pe3yJIbTaTe aHOMAJIbHOM aKTUBALIUU
TGFP — curnaneHoro mytu. TpaHcMeMOpaHHBIE U
pactBopumbie ¢popmbl RANKL, skcrpeccupyemsbie
octeo0nacTaMu, CBSI3bIBAIOTCS ¢ penentopoM RANK
Ha OCTEOKJIacTax, akKTUBUPYS CUTHAJIBHBIA MYyTh,
onocpenoannbiii NF-kB, HeoOxomumbli st nudde-
peHIManuy U GYHKIHOHHUPOBAHHS OCTEOKIACTOB [8].
MO)XHO NPenarnoaokKHUTh, YTO UMEHHO 3TOT MEXaHU3M
AKTUBAIIMM OCTEOKJIACTOB JIEXKUT B OCHOBE Pa3BUTHL
ocreonoposa y nun ¢ HIC ¢ MapdhoHONIOq00HBIM
¢denorunom. Pazymeercs, momydeHHBIE PE3yIBTaThl O
B3aMMOCBSI3U IIJIOCKOCTOIMS M OCTE0I0PO3a C CUCTEM-
HBIM BOBJICUCHUEM COCAMHUTEIHHON TKaHH TPEOYIOT
JIOTIOJTHUTENIBHBIX IPOBEPOK.

BoiBoabI

1. BusyanbHbIi METOT AMATHOCTUKH TUIOCKOCTOIHS
00J1a71aeT BBICOKO YyYBCTBUTEIBHOCTHIO B pacIiO3HaBa-
Hun CBCT u MB, ognako He o0i1ajjaeT 40CTaTOYHOMN
cnenu(pUIHOCTHIO.

2. IlnanTorpaduieckoe CKaHMPOBAHHE CTOIBI U
pacueT k03 PHUIIMEHTOB ABISIETCS BHICOKO MH(OPMa-
THUBHBIM METOJOM JHUATHOCTUKHM IJIOCKOCTOIHS, KakK
MpU3HaKa CUCTEMHOW HACJI€ICTBEHHOW MaTOJOTUU
COENUHUTEILHON TKaHu. Hanbompliel nuarsoctuye-
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CKOW MOIIHOCTBIO 0Onanaet koddduimeHt N, xapak-
TEPU3YIONIHIA BaJIbIyCHYIO Ae(POPMAIIUIO CTOIIBL.

3. BrisBneHa TecHasi B3aMMOCBS3b MEXKTY BaJIbI'yC-
HOM ehopMalneil U CTENEeHBI0 CHUYKEHHSI CBOAA CTO-
ITbI, & TAKXKE MEKIY BAJILI'YCHOU Jle(hopMaIlieid CTOTbI
1 BBIPAKEHHOCTBIO CUCTEMHOI'O BOBJIEYEHUS U CHUKE-
HHMEM MUHEpaJbHOU IJIOTHOCTH KOCTHOM TKaHH.

Cnucok cokpameHni

BJIC — Banbrycnas nedopmanys CTOIBI
I'H — T'entckas Ho3zonorus

MB — mapdaHouiHast BHEITHOCTb

MIIKT — muHepasibHas IJIOTHOCTh KOCTHOM TKaHU
HC — nHacnencTBeHHbIE CUHAPOMEI

INK — nnanrorpaduyeckne ko3pGUIUEHTHI
IIMK — nponanc MUTpaIbHOIO KJIanaHa
IT1 — nockocTonue

BM — BusyasbHbIi MeTO

CBCT — cucremMHO€ BOBJIEUECHUE
COETMHUTENBHON TKaHU
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MAP®AHOUJHOM BHEIIIHOCTH
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MEIMIMHCKOTO YHUBEpcHTeTa; JIo6anoe Muxaun IOpbesuy — KaHOUIAT MEJUIIMHCKHUX HAYK, TOEHT Kadeapbl MpoIeJIeBTUKH
BHyTpeHHUX Oonesneit CIIBITIMY; Brompux Enena Banenmunosna — KaHIUIAT METUIMHCKUX HAyK, aCCHCTEHT Ka(eapsl
nponeaeBTHKH BHyTpeHHNX Oone3nelt CIIOI TIMY; Bepemane Onvea Atieapcoena — actimpaHT KadeIpbl IPOTICICBTHKH BHY-
tpennux oonesner CIIOI TIMY; 3emyosckuti D0yapo Benuamunoguy — NOKTOp MEAUIIMHCKUX HayK, Tpodeccop, 3aBe Ty ommui
naboparopueii CT/] Uucturyra cepana u cocynoB @I'BY «PIICKD um. B.A. Anmazoa»y M3 P®D, 3aseayromimii kKadeaps
TIPOTIE/IEBTUKY BHYTpeHHHX Oonesneit CIIOI TIMY.

KonraktHast undopmanus: Canxr-IlerepOyprckuii rocynapcTBeHHBIN NeJUaTPUIECKUH MEANIUHCKUNA yHUBEP-
curer, yi. JIntoBckas, x. 2, Cankr-IlerepOypr, Poccus, 194100. E-mail: zemtsovsky@mail.ru (3emumoBckuit Dayapn
BennaMuHOBHY).

Pesrome

Heapb: M3yunts pactipocTpaHeHHOCTH qoiuxoctenomenud (JJCM) u oTnenbHbIX K03 UIMEHTOB, HCTIONb-
3yeMBIX JUIst €€ BBISBIICHUS, & TAK)KE B3aUMOCBs3b Kod(dunmentoB nomuxocteHomenuu (K1) ¢ nmpuznakamu
MapdanouiHo# BHenHOCTH (MB) 1 cucTemMHOro BoBneueHus coeaunutenbaoi Tkanu (CBCT). Martepuaisl
u MeToabl: O6cnegoano 300 genosek momonoro (231 genosek), 3penoro (32 4eNOBEK) U CTAPUECKOTO BO3-
pactoB (37 yenosek). [IpoBeneHsl aHTpoTOMeTprUUeckue n3mMepenus, IXoKI' oOcienoBanue ¢ IPUIETFHBIM
MOKMCKOM TaTOJIOTHH KJIAIAHHOTO anmapara 1 Majiblx aHomanuil cepaua (MAC). Pesyabrarsl: AHTponioMe-
Tprueckue K03 OUIHECHTHI, HCTIONIb3YEMbIE AJIS1 AMATHOCTUKH JOJNXOCTEHOMEHH, YaCTO BCTPEYAIOTCSI Y JIHII,
HE UMEIOIINX APYTuX MPHU3HAKOB HACIECTBEHHbIX HapymeHni coequnuTenbHoi Tkanu (HHCT). B crapmunx
BO3PACTHBIX TPYIIIAX WX BCTPEYAEMOCTh 3HAUNTEIHHO BO3PACTALT, YTO CBA3AHO C M3MEHEHHUSIMH MPOTIOPIHit
TeJa, BEI3BAHHBIX HHBOFOTHBHBIMH IPOIeCCaMu. BBISBIEHBI reHAepHbIE 0COOEHHOCTH PaclpOCTPaHEHHOCTH
JCM y nui MoJIonoro Bo3pacTa, — Y JIMI[ MY’KCKOTO IT0JIa BCTpedaeMocTh oTAenbHbIX K/ 3Hauumo BeIe,
HEeXEeJIN Y JIUI] )KEHCKOTO 10Ja. BBISBICHB! MONOXUTENbHbIE KOPPEISLUOHHBIE CBSI3U MEXIY OTACIbHBIMHU
K/l u paznmuuabiM ux codetanueM ¢ Takumu MAC kak mpomarnc mynbMoHansHOTO Kinamana (ITI1K), moxabie
xopabl neBoro xemynouka (JIXJDK) u kommuectBom 3HaunMbix MAC. [lokazana 3aBUCUMOCTh PE3yJIbTaTOB
OIIEHKHU pactpocTpaHeHHOCTH JJCM ot ucnons3zyemslx quarHoctuueckux noporos KJ/I. 3akarouenne: [lo-
Ka3aHa HEOOXOIUMOCTD y4YeTa TeHIEPHBIX H BO3PACTHBIX 0COOCHHOCTEH MpH pa3pabdoTKe aaropuTMa JuarHo-
cTuku qonuxocteHomennu. Hanbonee agexksarnas oneaka CBCT mocturaercst mpu HCTIOIB30BaHUN MSITKHUX
kputepuen JICM.

KiioueBrble cjioBa: Map(i)aHOI/II[HaSI BHCIIHOCTH, CUCTCEMHOC BOBJICUCHHUC COGI[I/IHI/ITCJIBHO?I TKaHH, J0JIHU-
XOCTCHOMCEIINA, MaJIbIE aHOMAJIUU CepLa.

YJK.616.71-007.158
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DOLICHOSTENOMELIA AS AN CRITERION
OF THE MARFANOID HABITUS
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Abstract

Objective: To study the prevalence of dolichostenomelia and the individual coefficients used for its
detection, and the relationship of dolichostenomelia coefficients with the evidence of Marfanoid habitus and
systemic connective tissue involvement. Materials and Methods: The study involved 300 young people (231
people), adults (32 people) and people in old ages (37 people). Anthropometric measures, echocardiographic
examination with the impact search of valvular pathology and minor cardiac abnormalities were carried out.
Results: Anthropometric coefficients used to diagnose dolichostenomelia, are often found in people who have no
other signs of inherited disorders of connective tissue. Their occurrence increases significantly in the older age
groups due to changes in the proportions of the body, caused by the involutive processes. Gender-specific prevalence
of dolichostenomelia in young aged people is identified — in males the incidence of certain dolichostenomelia
coefficients is significantly higher than in females. There are reliable positive correlations between different
coefficients of dolichostenomelia and their different combinations with such minor cardiac abnormalities as a
pulmonary valve prolapse, false of the chord of the left ventricle and significant minor cardiac abnormalities. The
dependence of assessment results of the prevalence of dolichostenomelia from the used diagnostic thresholds
of dolichostenomelia coefficients is shown. Conclusion: The necessity of considering gender and age features
in the development of the dolichostenomelia diagnostic algorithm is shown. The most adequate assessment of
systemic connective tissue involvement is achieved while using soft criteria of dolichostenomelia.

Key words: Marfanoid habitus, systemic connective tissue involvement, dolichostenomelia, minor cardiac
abnormalities.

Cmamus nocmynuna 6 pedaxyuro 01.06. 13, npunama x newamu 15.06.13.

B 2009 rony xomuretom sxcneproB BHOK npu-
HATHI epBble Poccuiickie pekoMeHAalnu Mo Ha-
CIJIC/ICTBEHHBIM HapyLICHUSM COSINHUTENbHON TKaHH
(HHCT), nepecmotpennsie B 2012 1, aBTopaMu KOTO-
PBIX TIPEIOKEHO BBIACNATH P AMCIIIACTHYECKUX
CHUHIPOMOB U (PEHOTHUIIOB, CPEIU KOTOPBIX Hambolee
YaCTHIMU SIBIISIFOTCS TIEPBUYHBIH MPOJIANC MUTPAIIEHOTO
knanana ([IMK) u MB [1, 2]. ComacHo npeanoxeH-
HOMY aJTOPUTMY, U1 AuarHocTuku MB HeoOxoanmo
BBISIBIICHHE HE MEHEE YEThIPEX M3 BOCBMHU BO3MOKHBIX
KOCTHBIX TIPH3HAKOB Anu3aMOpuorenesa: JICM, ckonmos
WA TOPAKOIFOMOAIbHBIN KN(03, Ae(opMaliuu rpynHOn
KJIETKH J1I000W cTemeHu (KujeBHUIHAS WM BOPOH-
KooOpa3Hast), JHlLeBble TU3MOoppuu (HEe MEHee JBYX
U3 TSITH), UIOCKOCTOMNE, BalIbrycHast Aedopmanus
CTOTIBL, apaxHOAAKTHINA. Hanbomnbime TpyaHOCTH IS

Bpaya, MPOBOASALIECTO (eHOTUIIMYECKOE 00CIIeIOBaHuE,
npeacrasiseT oneHka JCM.

JICM Ha3bIBaIOT yBENWYEHHE AJTUHHUKOBBIX pa3-
MepoB KocTel ckeneta. i e€ TMarHoCTUKY Mpeaso-
JKeHO ncnoib30Bath 4 K/I: cooTHOIIEHNE pa3Maxa pyK
K pocty (PP:P), cooTHOIIEHNE BEpXHETO CErMeHTa Tefa
K HIkHeMy (B:H), cooTHOIIEHNE AMHBI CTOMBI K POCTY
(C:P) u cootHOMmEHNE MIMHBI KUCTH K pocTy (K:P). lo
HACTOSILIETO BPEMEHH HET COITIACOBAaHHOTI'O MOJIX0/a K
OIIEHKE MOpOroBbIX 3HaueHU K/I, mo3BosonX Bel-
SBJISITH 3TY aHOMAJIMIO Pa3BUTHUSA KocTell ckenera. B imm-
Teparype He o0cykaaeTcs Bomnpoc o konuuectse K/
HEOOXOJMMOM JJIsl TUarHOCTHKH JJOTUXOCTEHOMEINH,
a st ouenku PP:P u B:H nmpu cunnpome Mapdana
(CM) u MB wucnons3ytoTcss pa3iIudHble MOPOrOBHIE
3HAYECHHUS.
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Kectkue noporoseie 3HaueHust K[ — PP:P>1,05,
B:H < 0,86 ucnonp3ytorcs nns auarHoctuku CM.
s pacno3HaBanus MB ncnonb3yroTcs MeHee
s)kecTkue noporoseie 3HaueHuss K — PP:P > 1,03
u B:H < 0,89. lIMeHHO TakuMH MOpPOTOBHIMHU 3Ha-
yenusmu KJI momp3oBannchy paHee ucCiIeqoBaTENH,
MOKa3aBIINE KIMHUYECKYI0O U MPOTHOCTHYECKYIO
3HaYUMOCTh MB [3—5]. DTH e noporoBbie 3HaUCHUS
K]l mpuBeaens! u B Poccuiickux pekoMeHIaIusIx
2012 [6] roma nns auarHOCTUKKM MB, ogHako B HUX
OTCYTCTBYIOT KOMMEHTapHH O TOM, HACKOJIBKO HE00-
XOJMMO OJIHOBpPEMEHHOE BhIsiBJicHUEe 00oux K/l wiun
JIOCTaTOYHO HAIMYKe OJHOTO U3 HuX. Jlanee Hamudue
nByx Markux KJ[ Mb1 OyjieM Ha3BaTh TOJIMXOCTEHOME-
JIMEH, OCHOBAHHOW Ha BBISIBIICHUY MSATKUX KPUTEPUEB
(ACM msrk.).

B nepecmotpe ['enrckoii Hozomoruu (2010) [7]
npeagaraeTcsl NPUHIIUNHAIBHO HOBBIA MOAX0A —
orenka Hanuuus u Beipaxxennoctu CBCT, rne ICM
KaK CaMOCTOSITCIIbHBIN MPU3HAK OMPEACIIeTCS TpHu
OJTHOBpeMeHHOM BhIsiBicHUU 00oux KJ[ — PP:P u
B:H u ouenuBaercs Bcero B 1 6amn B Tabnuile mpu-
3HakoB CBCT. lIMeHHO B TakoM NMOHMMaHHUM (Ha-
JIu4ue ogHoBpeMeHHoro BelsiBiaeHus AByx K/I (PP:P
u B:H)) Mbl ganee Oymem HCIOIB30BaTh TEPMUH
JTIOJINXOCTEHOMEIHS 0 )KeCTKUM Kputepusm (ACM
)kecT.). OTMeruM, uTto ['eHTCKas HO30I0THS OLIEHU-
BaeT KaK JUAarHOCTUYeCKH 3HaUUMbIH opor CBCT
qutst 6onbpHEIX ¢ CM B ceMb 6amnoB, Tak u qias [IMK
B IISITh 0AJIOB.

Kpome Toro, HeCMOTpS Ha OYEBUIHOCTD T€HEP-
HBIX Pa3JIMuMil B CTPOCHUU TeJia U TpaHCHopMaIuu
AHTPOMOMETPUUYECCKUX IMOKa3areleld B IMpolecce
crapenus, s pacrno3HaBanus JICM y roHomeH u
JIEBYIIEK, y JIUIl MOJOJOTO BO3pacTa M B CTapIIUX
BO3PACTHBIX TPYINaxX HCIOJIb3YIOTCS OJUHAKOBBIC
sHauenus K/I.

He meHee BaXHBIM U HE PEIICHHBIM OCTAETCA
BOIIPOC O B3auMOCBsi3u MB ¢ n3MeHeHusiMu coeau-
HUTEIHFHOTKAHHOTO Kapkaca cepana. HecMotps Ha 1o,
YTO B JIUTEPAType UMEIOTCSI YKa3aHUe Ha 00Jiee 4acToe
BeIsiBIIeHHE MAC cpenu ui ¢ MB [8], ykazanus Ha To,
kakre MAC cBs3aHbI C pa3IMYHBIMU CKEJIETONATUIMHU
OTCYTCTBYIOT.

HakoHen caMblil CJIOXKHBIA BOMPOC, CBSI3aHHBIN
¢ ouenkoit KJ[ 3axmiogaeTcs B MOMCKE KPUTEPHUEB
JMIMAarHOCTUYECKON 3HAYMMOCTH Toro uiau uHoro KJ/I,
MOCKOJIbKY MBI CETOJIHS HE PacIiojiaraéM COTJIaCOBaH-
HBIMH QJITOPUTMAMU OIICHKU HAPYIICHUS CTPYKTYphI
1 QyHKIUM coemMHHUTENbHON TKaHu. Mcxons u3 cka-
3aHHOTO JIJISl OICHKU KJIMHUYECKONH 3HAYUMOCTH TOTO
v nHoro KJI MBI MCIIONB30BaNIN PE3YABTATHI aHAIH3a
uzygaembix KJI ¢ mpu3HakaMu U CTEICHBIO BBIPAXKEH-
Hoctu CBCT.

Hean

Wzyants pacnpoctpaneHHoCcTh JJCM 1 OTIETBHBIX
k03(h(pHLIMEeHTOB, NCTIOIB3YEMBIX IJIs €€ BBISBICHUS, a
Takoke B3aumocBs3b K/ ¢ mpusaakamu MB u CBCT.

3anaun

1. Ouennts pacmpoctpaneHHocTh K/ 1 ux couera-
HUSI B PA3JIMYHBIX BO3PACTHBIX IPYTINaX B 3aBUCUMOCTH
0T N30PaHHOTO AMATHOCTUYIECKOTO MOPOTa.

2. BBISIBUTH TeHICPHBIC Pa3IIUUs BCTPEUIAEMOCTH
K] y mun mosiogoro Bo3pacra.

3. YcranoButh B3anMocBa3b Mexay K u MAC.

4. OnpenenuTs 9yBCTBUTENBHOCTE JICM 1 oTHETh-
HBIX e€ k03(unmenToB B pacro3znaBaanu CBCT.

MarepuaJjbl 1 MeTOAbI

Bcero B pamkax manHOW paboTel 00cieqoBaHO
300 gemoBekx. Cpeau HUX MPAKTHYECKH 30POBBIE
JIUIIa MOJIOIOTO Bo3pacta — 231 yenoBek (cpemHuit
Bo3pact 20 = 1,5), u3 aux 69 ronomeit u 162 neBy-
mek; auta 3penoro (ot 40 go 49 ner — 32 denoBeka)
u ctapueckoro Bo3pactoB (ot 70 mo 79 metr — 37
geloBek). Bcem oOcnexyeMpIM OBLIO MPOBEIECHEI
aHTPOTIOMETPHYECKUE U3MEPEHUS: POCT, pa3Max pyK,
JUTAHBI KUCTU U CTOTBI. HIKHUI cerMeHT u3MepsuTn
KaK pacCcTOSHUE OT BEPUIMHBI JJOHHOTO COUYJICHEHUS
JIO TI0JIa, B TIOJIOKEHHUH CTOSI, @ BEPXHHI CETMEHT TYy-
JIOBUINA OMPEIEISUIH KaK Pa3HOCTh MEXy POCTOM U
JUTHHOM HI)KHETO CerMeHTa. PaccunThIBaINCh MATKHE
u xectkue KJI, B cooTBeTCTBUE C BhIlIEYKa3aHHBIMU
nuarHoctuaeckumu moporamu. JJCM KecTK. BBHI-
SIBJISIIA B COOTBETCTBHE C I'€HTCKON HO30J0THEN
[7] — PP:P>1,05, B:H < 0,86 u TpeboBanuem 00
OTHOBPEMCHHOM WX BBITTOJTHCHHUH TP HAJTUIHH HETS-
JKEJIOM cTereHu ckonro3a. Js nuarnoctuku MB kak
(heHOTHITa NCIIONIB30BANIN ATOPUTM, TPEIIOKEHHBIN
B mepecMoTpe Poccuiickux pexomenaammii (2012) [6]
coracHo KoTopoMmy 1iist BeisiBieHus JJCM HeoOxoau-
MO Hanmu4a#e ogHoro u3 Markux KJI — PP:P > 1,03 u/
mwm B:H < 0,89.

Bcem mpoBogunocs 9xoKI™ obcnenoBanne ¢ npu-
[IETBHBIM TTOMCKOM TaTOJIOTHH KJIamaHHOTO armapara
n MAC: TIIMK c onpeznenenuem creneHu mponadu-
poBaHus cTBOPOK M ux TonmuHsel, IIIK, aneBpusma
MeXIpeacepanoit neperoponku (AMIIIT), acummveTpust
TpexcTBopuaToro aoprainbHoro knamaHa (ATAK),
JIXJDK n aHoMalTbHBIE TPaOeKyIIhI JICBOTO KEITyI0TKa
(ATJDK), noBsieHHas TpabeKyIIpHOCTH JIEBOTO U
ripaBoro skenynodkoB (ITTJDK u ITTIDK, cooTBeTCTBEH-
HO), 100aBOYHBIE MAMTMIIISIPHBIE MBIIIIIEI. K 3Ha4MMBIM
MAC MBI OTHOCHIIW: TIpOJanchl kiaananos, AMIIII,
ATAK, cpennHHO-0a3anbHBIE U MHOXECTBEHHBIE
JIXJIK [9].
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Pe3yabTarbl

Ha nepBom sTame uccieqoBanus Oblia M3ydeHa
yacToTa BbIABIeHUS paznuunbix KJ[ cpenu nuil pas-
JIMYHBIX BO3PACTHBIX IpyIi. Pe3yiabrarsl OIIleHKH pac-
npoctpaneHHocTH KJI 1 ux codyeraHuil B pa3iMuHbIX
BO3PACTHBIX TPyNIax MpeacTaBieHbl B Tabmmie 1.

Kak Bumao u3 Tabmute 1 rakue K/ kak PP:P Bctpe-
YaroTCs y KaXKJI0TO IISITOTO JIMIA MOJIOJIOTO BO3pacTa,
a K/ B:H mourtu y xaxxmoro Broporo (45 % ciydaes).
HHTEpecHOo, UTO 9acTOTa BBISBICHUS KaK MSITKHX TaK
1 JKECTKMX MOporoewIx 3HadeHuil PP:P ¢ Bo3pactom
JIOCTOBEPHO TMOBBIMaeTcs u gocturaeT 30—57 %, daro
CBHUJICTEBCTBYET O HEM30EKHOM CHIDKCHHUH CrieTi(ud-
HOCTH 3THX KO3 HUIMEHTOB ¢ Bo3pacToM. HampoTtus,
yacToTa BeinoiaHeHus Takoro K/I kak B:H kak B Msirkom,
TaK M B JKECTKOM €T0 BapHaHTax C BO3PACTOM CHIDKa-
€TCs, a 3HAYHT, criennuaHOCTh 3T0T0 K/ ¢ BO3pacTom

nobImaercs. Yro ke kacaercst KJI, xapakTepu3yrommx
COOTHOIIIEHHE CTONBI U KUCTH K pocTy, To 3Tu K/I B
CTapIKUX BO3PACTHBIX I'PyIIaxX BBITOJIHSIKOTCS y KaX-
JIOTO BTOPOTO M3 00CIeI0BaHHBIX. JDTO YKa3bIBaeT Ha
NOTepIo criequPUIHOCTH paccMaTpuBaeMbix K/ y it
CTapIKX BO3PACTHBIX IPYIIIL

Takum 00pa3om, Mpu aHaIM3€ BO3PACTHBIX BIIUS-
HU Ha yacToTy BhIsBIeHU: K/ momy4yeHs! pe3ynbrarsl,
JIEMOHCTPUPYIOILKE YBEIUUYECHUE BCTPEYaEMOCTH BCEX
KJI c Bo3pacTom, 3a uckiroueHueM B:H, uto, Ha Ham
B3IJISIJL, CBSI3aHO C YMEHBILIEHUEM POCTA B CBSI3U C Pas-
BUTHEM WHBOJIFOTUBHBIX IPOLECCOB B MO3BOHOYHUKE
(cxonuotnveckas aegopmanusi, Ku(o3bl, yMEHbIIE-
HUE BBICOTHI MEXIO3BOHOYHBIX JMCKOB). YKa3aHHbIE
M3MEHEHUS MMO3BOHOYHHMKA HEU30€KHO MPHUBOMSIT K
YMEHBIICHUIO JUIMHBl BEPXHEW IOJIOBUHBI TEa U,
COOTBETCTBEHHO, K yMEHbIIICHUIO 3HaueHus B:H. Vae-
JIMYEHUE YacTOThI BhIABIEHU Takoro K/[ kak cooTHO-

Tabnuya 1

PACITPOCTPAHEHHOCTb KOO®PUIHUEHTOB JOJTUXOCTEHOMEJIHNHU
B PA3JIMYHBIX BO3PACTHBIX I'PYIIIIAX B 3ABUCUMOCTH OT U3BPAHHOI'O JUAT'HOCTHYECKOI'O ITIOPOTA

1 rpynna 2 rpynna 3 rpynna
(231 — 100 %) (32— 100 %) (37 —100 %)
K1 JocToBepHocTh
aoc. % % aoc. % % aoc. % % pasnuuii
YHCJI0 4HCI0 YHCJIO
PP:P wmsrk. 47 20 16 50 21 57 1 u 2-3 <0,0005
PP:P xect. 17 7 10 31 12 32 1 n2-3<0,0001
B:H msrk. 104 45 6 19 3 8 1u 3 <0,00001
B:H xecr. 65 28 3 9 1 3 1 u2-3<0,005
C:P 42 18 21 65 19 51 1 1 2-3<0,0001
K:P 31 13 12 37 23 62 1 1 2-3<0,0001
. Tabruya 2
YACTOTA BBIABJEHHUSA PA3JIMYHOI'O UUCJIA COYETAHUMU K1 B 3ABI/ICI/IN£OCTI/I
OT U3BBPAHHOI'O TIOPOTA AHTPOIIOMETPUYECKUX COOTHOIEHUU
1 rpynna 2 rpynmna 3 rpynna
(231 — 100 %) (32— 100 %) (37— 100 %)
JocToBepHocTh
KA aoc. % % aoc. % % aoc. % % pasiuuii
YHCJI0 YHCJI0 YHCI0
0KJ 92 40 3 9 5 14 1 u2-3<0,00001
1 KJI msirk. 84 36 11 34 8 22 1 u 2-3 <0,005
2 KJI mark. 35 15 11 34 15 41 1 u2-3 <0,005
3 KJI msirk. 10 4 6 19 8 22 1 u2-3 <0,005
4 KJI mArk. 10 4 1 3 1 3 -
0-2 K/ msrk. 211 92 25 78 28 76 1 n2-3<0,01
3—4 K/I msrk. 20 8 7 22 9 24 1 u2-3<0,01
JICM wmsrk. 121 52 20 63 23 62 —
0 KJI sxecr. 149 65 19 59 25 67 —
Onun u3 KJI xecr. 72 31 13 41 11 30 -
JCM xecr. 10 4 0 0 1 3 —
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menue C:P u K:P taxxke nerko o0bICHUMO C ITO3ULTUN
MPOTPECCUPOBAHUS TIOCKOCTOIHUS ¥ CHUKEHUS POCTa
0 Mepe CTapeHUsl.

YacToTa BBISIBICHUS Pa3IMYHOTO YHCIA COYe-
tauuii KJ[ B 3aBUCMMOCTH OT M30paHHOrO MOpOra
AHTPOIIOMETPUUECCKUX COOTHOIICHUN MpE/ICTaBICHA
B Tabmure 2.

W3 Tabnuikl BUJHO, YTO MPU UCIOJIb30BAHUU
MSATKUX KpUTEpUEB XOTs Obl oquH K]l BBISBISIICS y
JIByX TPETEH MPAKTHYECKH 3IOPOBBLIX JIUI[ MOJIOAOTO
Bo3pacta. Oqun wiu asa KJI (1-2) BcTpewyanucs y mo-
JIOBUHBI 00CJIeIOBAaHHBIX JIUII MOJIOZIOTO Bo3pacTa. Bee
yetbipe KJ| mpu MCMoNb30BaHUM MSTKHX KPUTCPUCB
BBISBIISLTUCH JiMIb Y 4 % oOcnenoBanHbiX. [Ipu mc-
MOJIb30BAHUHU KECTKUX KPUTESPUEB OJTUH M3 JIBYX YIIO-
MsHyTBIX K/ BBISBIISIICS Y TPETH BeeX 00CIeI0BaHHBIX,
omHoBpeMeHHo 00a KJI Bcero y 4 % o0ciie0BaHHBIX
JIUI] MOJIOZIOTO Bo3pacTa. [1pu uconp30BaHUN MATKUX
KPUTEPUEB JTUATHOCTUKU XOTs1 Obl onuH K] BBISBIIS-
eTcsl y JUI] MOJIoforo Bo3pacta B 60 % ciyuaes, a 'y
JUIl CTapIINX BO3PACTHHIX rpymnm B 86 % cioydaes,
YTO IEMOHCTPUPYET KpaiiHe HU3KYIO CIIeU(UIHOCTh
MOJX0/1a, COTIIACHO KOTOPOMY BBISIBICHUE OJHOTO
MSTKOTO KPUTEPHS IIO3BOJISIET ONIPEIENISITh HATHIHUE 10-
nuxocTeHoMenn. HanpoTus, HCIIOIh30BaHUE YKECTKUX
kputepuen (PP:P>1,05 u B:H < 0,86) u Tpe6oBanus o
HEOOXOMMOCTH OJHOMOMEHTHOTO BBISBJICHUSI 000UX
KJI mpuBOAMT K PE3KOMY CHH)KCHUIO UYBCTBHUTEIIb-

HOCTH 3THX K03 (QUIIMEHTOB KaK B IPYIITE JIUII MOJIO-
JIOTO BO3PACTa TaK H JIUI CTAPIIAX BO3PACTHBIX TPYIIT
(4 % — 1 rpynma, 0 % — 2 rpymma, 3 % — 3 rpymnmna),
HO TOBBIIICHUIO CIEUU(UIHOCTA TAKOTO COUCTAHMS
11t pacriozHaBanust JJCM.

Hanee Hamu ObUTM MPOaHATH3UPOBAHBI TEHIEP-
Hble ocobeHHocTH K/l y mpakTHUeCKH 30pOBBIX JIHIL
MOJIOIOTO BO3pacTa. Pe3ynbraTel mpeacTaBieHbl B
Tabnuie 3.

Kax Bunno u3 Tabnuisl, Bece KJI moctoBepHo gatie
BCTPEUAIOTCA Y IOHOIIEH, YTO HEOOXOANMO YUHUTHIBATh
NpH pa3paboTKe TOporoBbIx 3HaueHnH K/ muist roHomei
U neByiieK. [Ipu HCIONb30BaHUM MSATKUX KPUTEPUCB
xoTs1 Ob1 oguH K]l BcTpeuanca y 77 % roHore, B
TO BpeMs KaK y JIeBYLICK JIMIIb B MOJOBUHE CIy4yacB
(p <0,0005). Haubonee yacTo y 1OHOIIICH BBISBISLITUCH
takue KJI mo msarkum kputepusm xkak B:H (58 %) u
C:P (35 %). [Ipu ucnonb30BaHUU KECTKUX KPUTEPUEB
06a KJI BcTpeuaroTcs y KaXKJ0ro IeCSITOro I0HOIIIH, B
TO BpeMs Kak y AeBymek 06a K/ mo xecTkuM Kpure-
PHSIM ITPAKTUUECKU HE BBISIBIISUIUCE, YTO CYIIECTBEHHO
CHMKaeT Tokaszarenu pacrnpocTpaHeHHoctd JICM y
JIUII YKEHCKOTO TOJA.

MOKHO MPHUATH K 3aKIFOYCHUIO, YTO YBEIMYCHHUE
JUIMHHUKOBBIX Pa3MepoB Tesa Oosee XapaKTepHO JUIS
JIMIL MY>KCKOTO TI0J1a, YTO, IT0 BCEH BUAMMOCTH, TpeOyeT
pa3pabotku nudHepeHIUPOBAHHBIX KPUTCPUEB JHa-
rHocTuku JICM /sis 10HOIIeH U IEBYIIIEK.

Tabnuya 3
TFEHAEPHBIE OCOBEHHOCTU PACITPOCTPAHEHHOCTU K]
Y NPAKTUYECKMU 3JOPOBbBIX JIML MOJOAOI'O BO3PACTA
HOHomM JdeBymku
K)I 69-100 % 162-100 % I[OCTOBepHOQCT])
pazanumii
adc. ynciio % % adc. ynciio % %

PP:P msrk. 22 31 25 15 =0,01
PP:P xecrt. 11 16 6 4 =0,01
B:H msrk. 40 58 64 40 =0,01
B:H xecr. 31 45 34 21 =0,0006
C:P 24 35 18 11 < 0,0005
K:P 16 23 15 9 =0,01
0K/ 16 23 76 47 < 0,0005
1 KJI msrk. 25 36 59 36 —
2 KJI msrk. 14 20 21 13 —
3 KJI msrk. 7 10 3 2 <0,05
4 KJI msrk. 7 10 3 2 <0,05
0-2 K/JI msrk. 55 79 156 96 =0,0001
3—4 KJI mark. 14 20 6 4 =0,0001
JCM wmsrk. 45 65 76 47 <0,01
0 KT »xecrT. 27 39 122 75 <0,0001
Opnun u3 KJI xect. 35 51 37 23 =0,0001
JICM xecT. 7 10 3 2 <0,05
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Pucynok. KoppeJsinuoHHBIH aHAIM3 MeKAY KO3 PuuMeHTaMu 101MX0CTEHOMeTUHN
¥ MaJIbIMH aHOMAJIMSIMH CepIla Y JIHI MOJIOI0r0 Bo3pacTa’

MHosecTREeH.

B:H < 0,89
G

C:P>15%
/ JIXJDK
K:P > 11 %

/ / / JIXJIK
Bepxyueun,

,]J.OJIII XOCTCHOMCIHA
MArKHE

OJIHXOCTEHOMETHA

HECTKHC

B:H < 0,86

Bepx.-cpeaun.
JIXJDK

3naunmble
MAC

*Spearmen Correlations, p < 0,05

Jlanee HamMu OBLT TPOBEICH KOPPEISAITNOHHBIHN aHa-
3 Mexay oTnensHeIME K] 1 MAC y muil Moiog0ro
Bo3pacra (puc.).

Kax BUIHO W3 TIpeNCTaBIEHHOTO PUCYHKA, HAMH
OBLTN BEISIBJICHBI IOCTOBEPHEIE CBS3U MEXKIY OTIEIh-
weiMu K], Takumu kak PP:P xect., B:H msrkue, B:H
xkect., C:P, K:P, ux cogeranmem (4 K] mark.), ICM
msrk. ¥ JICM xkect. u takumu MAC, kak JIX, I1T1K, a
TaKXke ¢ 00beJMHEHHOH rpymmoi 3HauuMbIX MAC.

Ha cnenyroiem sTarne npoBe/ieHa omeHka nHGop-
matuBHOCTH paznmnuHbix K] B nuarnoctuke CBCT (5
6ayutoB u 6oee). C ATOM METBI0 U3 TPYIIIEI 00CIeO0-
BAaHHBIX JIUI] MOJIOJOTO BO3pacTa BBIAEICHBI JIUIA C
CBCT, ouenennoii o mkae I enTckoit Ho3omoruu [7],
0e3 UCIOJIb30BaHMsI AaHTPOIIOMETPHUYECKUX KOAPHU-
uuenToB. ChopMUpoBaHa OCHOBHAs rpymmna — 51, —

¢ npusHakamu CBCT, B rpymnmy KoHTpossa Bouun 53
yenoBeka 6e3 mpuzHakoB CBCT. Pe3ymnsrarsr aToro
aHa/M3a MpeCTaBlIeHbI B TaOHIIE 4.

Kak BuaHO M3 Tabmumel otaenbHbie K/, kak mo
MSTKHM, TaK U 10 )KECTKHM KPUTEPHUSIM B OOJBIIMH-
CTBE CBOEM He 00JaJal0T JOCTAaTOYHBIM YPOBHEM
YyBCTBUTENLHOCTH. Hanbonb1iieit 4yBCTBUTENEHOCTBIO
B 50.9 % ob6namaer B:H < 0,89, npu atom crierudud-
HocTh dToro KJI cocrasnser 71,7 %. Wcnonp3oBanue
s)kecTkux K], pekoMeH1I0BaHHBIX AJIsl pacliO3HABAHUS
CBCT o6ecneunBaer 100 % crnenududHOCTh TpU
HU3KOM YPOBHE YYyBCTBUTENBHOCTH. JlaHHBIE, TIOTY-
YEHHBIE ITPH OlIeHKe HH(popMaTuBHOCTH NBYX KJI, rc-
MOJIB3YEMBIX JUIsl TUarHOCTHKH MB, yOexaror B Tom,
YTO OJHOBPEMEHHOE BhIsiBIIeHHE 000uX K/ 1o Markum
KPUTEPHSIM 00ECIIeUNBACT HAMITYUIIIUE PE3YIITAThI Pac-

Tabnuya 4
YACTOTA BBIABJIEHUS PA3JIMYHBIX K/ Y JIUL C CBCT
N UX JTUATHOCTHYECKASA MOIIHOCTDb B IMAT'HOCTUKE CBCT
CBCT be3 npusHakoB
(5 >6annoB) CBCT
Kl 51 - 100 % (0-2 d6an0B) JocToBepHocTh YyBcTBH- Cneunduy-
53— 100 % pasanumii TeJbHOCTD, HOCTBb, %
ao0c. % % aoc. % % %
YHCJI0 YHCIT0
PP:P msrk. 10 20 6 11 — 19,6 88,6
PP:P xecr. 4 8 2 4 <0,05 7,8 96,2
B:H msrk. 26 51 15 28 - 50,9 71,7
B:H xecr. 15 29 8 15 =0,08 29,4 84.9
JICM wmsrk. 30 59 18 34 =0,01 58,8 66,0
JCM xecr. 3 6 0 0 =0,08 5,8 100
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no3HaBaHus BeipaxkeHHoro CBCT. Ilpu 3ToM uyBCTBH-
TEIBHOCTH 3TOTO MoKa3aress B pacnio3HaBanuu CBCT
COCTABJISIET, KaK BUIHO U3 TaOnuIpl 58,8 % npu BrionHe
pUEMIIEMOM YPOBHE crieupuIHOCTH — 66,0 %.
Takum oOpazom, 1yis BeisiBiieHus: JJICM kak oJiHOTO
13 BaXHEUIINX NposBieHud MB criegyer ucnolib-
30BaTh COOTHOILIEHHE BEPXHEHW 4acTH TYNOBHINA K
HwkHed < 0,89 unm oJHOBpEeMEHHOE HaJHuue JIBYX
ko3¢ punuenro — PP:P > 1,03 n/umm B:H < 0,89.

3akrouenne

CyMMHupysl pe3yibTaThl BHIIIOTHEHHONW pa0oTHI,
cleyeT OTMETHUTb, UTO KPUTEPHUHU, UCTIOIB3yEMBbIE IS
oneHku JICM kak onHoro u3 npusHakoB CBCT u ckerne-
TOIATHH, CBOWCTBEHHBIX CHHIpOMaM ¢ MapdaHomo100-
HBIM (DEeHOTHUIIOM, HYKIaTUCh B yTouHeHUH. Kak mo-
Ka3aJii pe3yJIbTaThl HAIlleTo HccieloBaHus, Hanboee
aJIeKBaTHas OlIEHKa TOJTMXOCTEHOMENNH KaK OJJHOTO U3
Beaymux npusHakoB MB, ecnu onuparscsa vHa CBCT,
KaK Ha BaKHBII KpPUTEPUI HACIIEICTBEHHBIX CHHIPOMOB
¢ MapdaHOnoJOOHBIM (PEHOTHIIOM, BBITIONHAETCS MIPU
WCTIOJIb30BaHNH MATKUX KpuTepueB. [lomyueHHbIe JaH-
HBIE [TO3BOJISIOT PEKOMEH/10BaTh HCIIOIb30BaHUE COOT-
nomenus B:H < 0,89 mnu ogHOBpeMeHHOE BHISIBICHUE
o6oux msarkux KJI s quarnoctuku MB. [TonydyeHHbie
HaMH JJaHHBIE O CYIIECTBEHHBIX T€HACPHBIX Pa3InIHAX
takux K/ kak PP:P u B:H yxa3ssiBator Ha HeoOxomu-
MOCTb YU€ETa 3TUX Pa3INndui IIPU JAJILHEHIIIEM YCOBEp-
IIEHCTBOBAHUH JITOPUTMA IUATrHOCTUKHI CHHIPOMOB C
MapdaHononoOHbIM GeHoTunom. He MeHee BaKHBIM
SBJISIFOTCS PE3YJIBTaThl, AEMOHCTPUPYIONINE U3MEHEHUS
BcTpeuaeMocTH K/I, cBA3aHHbBIE C MHBOJIIOTHBHBIMU
IIPOLIECCaMU, O YEM CBUJIETEIBCTBYIOT JOCTOBEPHOE
yBenuueHue pactupoctpaneHnoctu Takux K/ kak PP:P,
C:P, K:P y nun crapuux Bo3pacTHBIX TPYIII.

BriBoabI

1. AHTponomerpuueckue Kod3(hPUIUEHTHl HC-
MOJIb3yeMbIe, ISl TUAarHOCTUKHU JOJIMXOCTEHOMENHH,
IIMPOKO paclpoCTpaHEeHbl B MOMyIsuuu. B crapmmx
BO3PACTHBIX I'PYMIIAX UX BCTPEYAEMOCTh 3HAYUTEIHHO
BO3PACTaET, YTO CBA3aHO C U3MEHEHHUSIMU MTPOIOPIIUI
Tea, BEI3BAaHHBIX HHBOJIIOTUBHBIMU MPOIIECCAMH.

2. BbIsgBIIEHBI TeHEpHbIE 0COOEHHOCTH PACIpo-
CTPAHEHHOCTH JIOJINXOCTEHOMEIHNH Y JIUI] MOJIOAOTO
BO3pacTa, — y JIHI] MY>CKOTO T0JIa BCTPEYaeMOCTh
otaenbHbIx KJ[ 3HaunTENbHO MpEBHIIIAET TAaKOBYIO Y
JIUIT )KEHCKOTO T10J1a.

3. BoIsIBIE€HBI TOCTOBEPHBIE MOJOKUTEIbHBIE
KOpPENSIMOHHBIE CBA3M MeXay oThaeiabHbiMU K] u
Pa3IMYHBIM X COYETaHUEM C TAKMMH MaJIbIMU aHOMa-
JIMSIMU Cep/Iia KaK Mposarc MyJIbMOHAJIBHOTO KiaraHa,
JIOKHBIE XOPJIBI JIEBOTO JKEIYyI0YKa U KOJIUYECTBOM
3HaYMMBbIX MaJIbIX aHOMaJui cepaua.

4. B 1MarHOCTHKE CKENEeTONaTui, XapaKTepHBIX
JUTSL HAaCJIeZICTBEHHBIX CUHAPOMOB, HAaUOOJIbIIEeH Aua-
THOCTHYECKOW MOIIHOCTHIO 0OnanaroT Takue K/ kak
B:H < 0,89 u coueranne nsyx K/ — PP:P > 1,03 u
B:H < 0,89.

CnHcoK cokpanieHui

AMIIIT — aneBpHu3Ma MEXIIPECEPAHON MEPETOPOSIKH
ATAK — acuMMeTpusi TPEXCTBOPUATOTO a0PTaIbHOTO
KJIaraHa

ATJIK — aHoMmanbHBIC TPaOSKYIbI JICBOTO KETyI0uKa
B:H — cooTHomIeHne BepXHEro cerMeHTa Tena

K HIDKHEMY

JICM — 10auXxoCTeHOMETUS

Kl — k03¢ pUIUeHTH 10IMX0CTEHOMEINT

K:P — cooTHomeHne 1I1HBI KUCTH K POCTY

JIXJDK — noxHBIE XOP/IBI JIEBOTO XKETyA0uKa

MAC — marnble aHOMalluu cepia

MB — mapdaHouHas BHEITHOCTb

HHCT — HacnenctBeHHbIe HAPYIIEHUS COSAUHUTEb-
HOI TKaHU

IIMK — mposnanc MUTpaiabHOTO KilarnaHa

INITK — nponanc nyasMOHAJIBHOTO KIanaHa

[ITJDK — noBsliieHHast TpaOeKyISIpHOCTS JT

€BOT0 JKeNyJ04Ka

[ITIDK — noBblmieHHast TpaOEKYISIPHOCTh

MIPABOTO XKeTy10dKa

PP:P — cooTHolIeHHE pazmaxa pyK K pocTy

CBCT — cuctemMHOE BOBJICUECHHE

COCMHUTENIBHON TKaHU

CM — cunapom Mapdana

C:P — cooTHolIeHNe IIUHBI CTOIBI K POCTY
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HOJIMMOP®HBIE BAPUAHTHBI 10 'EHAM ACE, AGT U ADRB?
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Pesrome

Lenpro uccnenoBanmst siBIIIOCH m3ydeHue BecrpedaemocT 1o reHam ACE(1/D), AGT(M235T), ADRB2(G16R,
Q27E) u ux coueranuii y 60ibpHBIX cucTonndeckoit XCH uimeMudeckoil STHONOTHH, POXKUBAIOIINX Ha Tep-
putopuu CeBepo-3anagHoro peruona PO, oneHnka nporsosa. B ocHOBHY10 rpymiy Bouuiy 135 num My»X4uH ¢
XCH (cpemnmii Bozpact 59,9 = 7,0 ner), TpyIina cpaBHEHHUS MpeacTaBlIeHa 99 numaMu My>KCKOTO ToJa (cpenHuit
BO3pacT 55,6 + 6,6 net). Amtens 27E game Berpeuancs y narpeaToB XCH, wem B rpymme cpasaerns [OI1= 1,20
(1,01-1,47), p=0,05]. I'erotun QQ yare BcTpevascs B TpyIIie cpaBHeHHsI, a reHoTur EE — B rpymme 00ompHBIX
XCH [OII mnst rerorumna QQ B rpynme cpaBaeHus = 1,38 (1,01-1,92); OIl gns rerotuna EE B rpymime 60mpHBIX
XCH = 1,29 (1,02-1,63)]. Aranu3 pacupezaeneHus amieneid u reHotunoB 1o reHy ADRB2 (G16R), mo renam
ACE n AGT He BBISIBII pa3U4Al B UX BCTPEUAEMOCTH MEXKAY TpynnamMu cpaBHeHUs. B rpynme 6ompabIX XCH
yaie, 9eM B TPyIIe CpaBHEHUs BCTpedatorcs komOuaanuu renorunos [I/EE/RR/MT [OI1 = 1,75 (1,56-1,96)]
u ID/QE/GG/MM [OI1 = 1,44 (1,07-1,95)]. BcTpedaeMoCTh OTACTBHBIX U3yUEHHBIX aJJIeNIel B TPYIIIax KUBBIX
u ymepimx 0onsHEIX XCH B TeueHune 5 nmeTHero HaOMrOAeHNUS He pa3innyanack. B rpymimme BEDKUBIIIX OOMBHBIX
3HAYMMO Yallle, 10 CPAaBHEHUIO C JPYTUMHU COYETaHUSIMH HCCIIEIOBAHHBIX T€HOB, BBIABISUIUCH KOMOMHAIu QQ/
MM u EE/GR. B rpynme ymepmmx 6ompHbix XCH gate BcTpedanach komOnHarws reHoTuroB [D/MT.

KuaroueBsie cioBa: nommMopdusm reHos, cucronndeckas XCH, mporros.

POLYMORPHISM OF GENES ACE, AGT, ADRB2 AND THEIR COMBINATIONS
IN PATIENTS WITH SYSTOLIC HEART FAILURE ISCHEMIC ETIOLOGY:
FEATURES OF THE DISTRIBUTION AND IMPACT ON PROGNOSIS

O.A. Krasnova, M. Yu. Sitnikova
Almazov Federal Heart, Blood and Endocrinology Centre, Saint-Petersburg, Russia

Corresponding author: Almazov Federal Heart, Blood and Endocrinology Centre, 2 Akkuratova str., Saint-Petersburg, Russia,
197341. E-mail: krasnova_olga@mail.ru (Olga A. Krasnova — research associate, scientific department of Heart Failure).

Abstract
The aim of our study was detect of occurrence genes of ACE(I/D), AGT(M235T), ADRB2(G16R, Q27E) and
they combinations in patients with systolic heart failure (HF) ischemic etiology who live on the north west region
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and their prognosis. The study group were 135 men with HF (mean age 59,9 + 7,0 y.o.), the group of compares
were 99 men (mean age55,6 + 6,6 y.o.). Allele 27E more often in patients with HF then in comparison group
[OR =1,20(1,01-1,47), p = 0,05]. Genotype QQ more often in comparison group, and genotype EE — in group
with HF [OR for genotype QQ in group comparison = 1,38 (1,01-1,92); OR for genotype in group patient with
HF OR = 1,29 (1,02—1,63)]. There were no differences between the occurrence of genes ADRB2 (G16R), ACE
and AGT. Combination of genotypes II/EE/RR/MT [OR = 1,75 (1,56-1,96)] and ID/QE/GG/MM [OR = 1,44
(1,07—-1,95)] more often in group patients with HF then the group of comparison. Occurrence of individual al-
leles and genotypes in group living and death patient with HF during 5 years did not differ. The combinations of
genotypes QQ/MM and EE/GR more often in the group of living patients than other genotypes. The combination

ID/MT more often in group of death patients with HF.

Key words: polymorphism of genes, systolic heart failure, prognosis.

Cmamus nocmynuna 6 pedaxyuto 01.06.13, npunsma x newamu 12.06.13.

Beenenne

I'enetuaeckuii mpodrts manuenta ¢ XCH moxker
OKa3bIBaTh BIHMSHIE KaK Ha CKOPOCTh PEMOIEMPOBAHUS
cepana [ 1] u cocynos, Tak 1 Ha 3(pPEeKTHBHOCTH TTPOBO-
MO Tepari, 0COOEHHO — TePAaINH T.H. OCHOBHBIMHU
rperaparaMu (HeHporyMopabHBIMHA MOTYJISITOPAMH ).
Brigenenne koMmriekca KIMHUKO-TEHETHYECKUX (hak-
TOPOB, TTO3BOJISTIONINX MMPOTHO3HPOBATH BEPOSTHOCTH
paseutus XCH 1 0coOEHHOCTH ee TeUeHH S, HEOOXOIH-
MO JUTS TIPOBEJIEHUS CBOEBPEMEHHBIX 1 3(h(hEeKTHBHBIX
MEpOTNPHUATHH, HallPaBJICHHBIX Kak Ha IEPBUYHYIO, TaK
Y Ha BTOPUYHYIO IPOPIIAKTUKY 3a00JIeBaHMSL.

VY 6onpHEIXx XCH Hamboee yacTo M3ydaroT TeHBI,
koaupyromue koMnoHeHTel PAAC, onpenenstomue
CTPOEHHE KIIFOUEBBIX CHMITATHYECKUX PEIenTOPOB,
0COOEHHOCTH JINTTUIHOTO METa0O0IM3Ma U JIP. CUCTEM,
HapymieHue (pyHKIINH KOTOPBIX aCCOLUUPYETCS C Pa3BH-
THEM CepAeIHO-COCynUCThIX 3abonesanuii (CC3) [2—4].
Nmerommecss Ha cerogHs UCCIeNOBaHUs Jaf0T BeChMa
MIPOTUBOPEYUBBIE Pe3ynbTarbl. OTYaCTH 3TO CBS3aHO
C TeM, YTO M3y4aeMble TPYIIIBI COCTOAT U3 MAIIMEHTOB
¢ XCH HeoHOpOMHOM 3THONIOTUH, NTPEACTABIICHbI JTH-
[amu pa3Horo nona u T.1. [lomrMo 3Toro, pe3ynsrars
KacaroTcs OTIENbHBIX TEHOTHUIIOB, B TO BpeMs Kak pas-
BUTHE U nTporpeccupoBanue XCH saBistoTcs pe3yabra-
TOM B3aWMOBJIHSHUS MHOKECTBA CUCTEM, YTO OTYACTH
OTIpe/eNsieTCs TeH-TeHHBIMHU B3aUMOJICHCTBHISIM.

Heabio ucciaenoBaHus OBIIO U3yYECHHE BCTpe-
YaeMOCTH TIOJMMOP(HBIX BAPHAHTOB IO OTACIHHBIM
reHaM: aHTHOTEH3WHIIpeBpamamnero Gepmenra-
ACE (1/D), aarnorensunoresa — AGT (M235T),
B,-anpenopeuentopoB — ADRB2 (Q27E, G16R), a
TaK)Ke UX coueTaHnil y O0NbHBIX cuctonmyeckoid XCH
WIIEMUYECKOHN 3THOIOTHH, TPOYKUBAOIINX Ha TEPPHUTO-
puu CeBepo-3anaaHoro pernoHa P®, a Taxxe olieHKa
MIPOTHO3a TaHHOW TPYIIBI OOTBHBIX Y HOCHTENEH pa3-
JTUYHBIX aJICNICH W UX KOMOMHAITHH 110 TTOTUMOP(H3-
MaM H3y4YeHHBIX TeHOB.

MarepuaJjibl 1 METOABI:

Kaunuueckue epynnwi. iccnenoBanbl 234 My>K4UHBL,
npoxkuBatomie Ha Teppuropun T. Cankr-IletepOypra
u JleHuHrpaackoii 00macT, BOLIEAIINE B OCHOBHYIO
TpynImy U rpynmny cpaBHeHus. OCHOBHas TPyYIIIA CO-
crosia U3 135 aui My>»KCKOro 1ojia ¢ CUCTOIMYECKOM
XCH II-1V ®K umeMuyeckoil 3THOI0TUY, NOIyYaB-
LIMX ONTHUMAJIbHYIO MEIMKaMEHTO3HY0 Tepanuio XCH
1 HaOMFOABIINXCS KAPIUOIOTaMHU-CIIEIHATICTAMH 110
cepledHoil HenoctaroyHoctH [S]. CpenHuit Bo3pact ux
coctaBmi 59,9 + 7,0 net (40-70), @B neBoro >kenyno4-
ka 1o Simpson (PBmx) — 35,6 + 6 % (18 — 45 %), [IA
craaus XCH 6pu1ay 76,3 % (n=103), [1 b cramusa —y
23,7 % 601pHBIX (n = 32). OTATOIICHHAS HACICICTBEH-
HocTh 10 Al 1 UBC y poncTBEHHUKOB NIEPBOM TUHUU
Oba BeIsiBNIEHa y 74 uenoek (54,8 %). JaBHOCTH
NBC Ha MOMEHT BKIIIOYEHHS B HCCIIEOBaHHE ObLIa
8.,4r., maBaocth XCH — 3 1. 81,4 % (n = 110) panee
neperecian UM, 18,5 % (n =25) — TOJIA, y 31,9 %
(n=48) OpL1a MOCTOSTHHAS WK TTapokcu3ManbHas DI,
v 25,9 % (n =35) — >xenyn04uKoBbIC HApyLIEHHUS pUTMa
BBICOKHX Tpanaruii (mo Lown).

I'pynny cpaBHEeHHsI COCTaBMIN 99 MY>KUHH, UMEIO-
IIMX OJUH WK HECKOJBKO (DaKTOPOB pUCKA Pa3BUTHS
XCH, =Ho 0e3 ee KMMHUYECKUX TposiBieHni. CpeaHuit
HX BO3pacT cocTaBui 55,6 + 6,6 net (40—69), uro He
OTJIMYAJIOCH OT OCHOBHOW rpymmbl. OTATOIIEHHAS
HacnenctBeHHOCTh 10 AI' u UBC y poacTBeHHUKOB
MIEPBOH JIMHUY POACTBA ObLIA BISIBIIEHA Y 46 YEIIOBEK
rpynnsl cpaBHeHus. 20 genosek (20 %) nmenu UBC,
creHokapauto HanpspreHust [-11 OK; 48 yvenosek — Al
4 gyenmoBexka — CJI 2 Turma.

Monexynapho-eenemuyeckoe mecmuposarue BKITIO-
Yayo BhisiBIeHNE TonuMopdu3mos 1o reram ACE (I/D),
AGT (M235T) u ADRB2 (Q27E, G16R). Brinenenue
JAHK mpoBoamnmu meromoM ¢eHon-xmopopopMHOT
SKCTPAKIWU U3 JEUKOIUTOB KpoBH [6]. [lomumopdHbIe
caiitel o reHaM ACE, AGT u ADRB 6butn otipenerne-
HBI METOJIOM MTOTUMOP(HU3MA JIITHUH PECTPUKIIHOHHBIX
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¢parmenToB. st BeimonnHenus [P ucnonb3oBanu
cooTBeTcTBylomue npaiimepsl pupmel 3A0 «Cun-
ton» (Poccus). IILIP-ipoAyKTHl MO COOTBETCTBYIO-
LIUM IeHaM BU3yaln3upoBanuck B YO ceere mocie
anekrpodopesa B 1,5-2,5 % arapoznom winu 12,5 %
MOJIMaKPUIIAMHJTHOM TeJIe.

Cmamucmuyeckyio 0bpabomxy OaHHbIX TIPOBOIU-
JIU C UCTIONIb30BaHueEM iporpammbl «SPSSy» ver. 15. Jlns
pacueTa JOCTOBEpPHOCTH KaTeropHaIbHbIX MTOKa3aTenen
MCIONB30BajIcs TecT > U TecT Puiepa ¢ AambHeHIIUM
BBIUMCIICHHEM OTHOILICHUs mpaaononodus (OI1) u
95 % noseputensHOro MHTEpBasIa. OLIEHKY BBIKHUBAE-
MOCTH B TEUCHHUE 5 JIeT HAOIIOACHUSI TPOBOAWIIN ITyTEM
noctpoeHus KpuBblx Kamnana-Maiiepa.

Pesyabrarsl
V¥ nammentoB ¢ XCH u rpynmsl cpaBHEHHs Mpo-
aHAJM3UPOBAHBI PACIIPEACICHHUS YaCTOT OMOeNbHbIX

anneneti o W3y4eHHbIM TreHam (Tabi. 1). Pacmpene-
JICHNE aHaJM3UPYEMBIX TEHOTUIIOB B 00CIICIOBAHHBIX
rpymmnax HalueHTOB COOTBETCTBOBAJIO PABHOBECHUIO
Xapau-Baitnbepra (p > 0,05) u ObLI0 CONIOCTaBUMO C
pe3yibTaTaMy UCCIeIOBaHUM, MPOBEJCHHBIX B CTpa-
Hax EBponsl y manrenToB ¢ crpagatonux CC3, B Tom
yucae — ¢ XCH [6-8].

Annens 27E wame BcTpedasncs y ManUeHTOB
XCH, uem B rpynne cpaBuenus [OIl ans anmens
27E B rpynne 6onbHbix XCH = 1,20 (1,01-1,47),
p = 0,05]. I'emotun QQ Takxe daiie BCTpeyaics B
rpynne cpaBHeHus, a renotun EE o reny ADRB2 —
B rpynme 6oneHbIX XCH [OIl nns renoruma QQ
B rpynme cpaBHenus = 1,38 (1,01-1,92); OIl ans
renotuna EE B rpynne 6onsapix XCH = 1,29
(1,02—1,63)]. Ananu3 pacnpeaciaeHus ajuieiae u
reHotunos 1o reny ADRB2 (G16R), nmo renam ACE
(I/D) u AGT (M235T) He BBISIBUJI pa3iMuMii B UX

Tabnuya 1

PACHHPEJEJEHUE IIOJIMMOP®HbBIX BAPUAHTOB 110 'EHAM ACE, AGT, ADRB2
B I'PYIIIIE BOJIBHBIX XCH U I'PYIIITE CPABHEHU S

PacnpenesieHne reHOTHIIOB U YaCTOTA aJljiesiell TeHOB Tpynna XCH Tpymma cpasrernus
(n=135) (n=99)
11 23 % (31) 24,2 % (24)
ID 46,7 % (63) 46,5 % (46)
DD 30,3 % (41) 29,3 % (29)
ACE
/D P, /A
I 46,3 % (125) 47,5 % (94)
D 53,7 % (145) 52,5 % (104)
P, /11
MM 24,4 % (33) 19,8 % (19)
MT 52,6 % (71) 64,6 % (62)
AGT TT 23 % (31) 15,6 % (15)
M235T p, H/T
M 50,8 % (137) 53,5 % (106)
T 49,2 % (133) 46,5 % (92)
p, H/IL
QQ 14,1 % (19) 23,2 % (23)
QE 65,9 % (89) 65,7 % (65)
ADRB?2 EE 20 % (27) 11,1 % (11)
Q/E27 P, 0,06
Q 47,0 % (127) 56,1 % (111)
E 53,0 % (143) 43,9 % (87)
P, 0,06
GG 17 % (23) 19,2 % (19)
GR 60 % (81) 65,6 % (65)
ADRB?2 RR 23 % (31) 15,2 % (15)
G/R16 p, H/Il
G 47,0 % (127) 52,0 % (103)
R 53,0 % (143) 48,0 % (95)
p, H/T

IIpumeyanune: p — AOCTOBEPHOCTD 3HAYCHH, TOJyUYEHHAs ITyTEM IIPOBEJCHUS TeCTa X2
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Tabnuya 2

BCTPEYAEMOCTbH COUETAHHIT OCHOBHBIX TEHOTHIIOB
B I'PYIIIE BOJIBHBIX XCH U I'PYIIIIE CPABHEHU S

I'pynna 6oabHbIx XCH I'pynna cpaBHenus Tect Puiuepa
CoueTaHue reHOTHIIOB (N = 135) (N = 99)
DD/EE/RR/MT 3,0% 0% <0,05
II/QE/GR/MT 6,7 % 8,1 % H/ZL
ID/QE/RR/MM 4,4 % 1,0 % H/11
ID/QE/GR/TT 7,4 % 5,0 % H/ZL
ID/QE/GR/MT 9,6 % 17,2 % <0,05
ID/QE/GR/MM 6,7 % 2,0 % H/ZL
ID/EE/GG/MT 3,0% 1,0 % H/11
DD/QE/GR/MT 6,7 % 12,2 % H/R
DD/QE/GR/MM 6,7 % 1,0 % H/1T
IIpumeyanue: H/K — pa3IUyYKs HEAOCTOBEPHBL.
Tabnuya 3

BCTPEUAEMOCTbH HAUBOJIEE 3HAUMMbIX KOMBUHAIIUIA TOJIAMOP®HBIX BAPHAHTOB TEHOB
B I'PYIIIE )KUBBIX U YMEPHIUX BOJIBHBIX XCH

Kom0uHanus reHoTUIIOB Tect 2 Tect @umepa* Tpymmst KonuuyecTBO 601bHBIX
00J1bHBIX
I/TT 0,06 0,08 44
QQ/MM 0,02 0,03 BrokuBiime 51
EE/GR <0,01 <0,01 20
ID/MT 0,03 0,04 YMmepive 9

IIpumeyanue: * — 3HaueHne TecTa OBUIO MMOIYUYCHO IyTEM 2* — KPaTHOTO CPAaBHEHUS TaOJIHII CONPSKEHHOCTH TIPH-
3HAKOB, 00PA30BaHHBIX COUYETAHHE IBYX IC€HOTUIIOB UCCIIEAYEMbIX TEHOB 10 CTPOKAM U CTOIOIaM.

BCTpEUYaeMOCTH Mex1y rpynmnoi 6onpabsix XCH n
TPYIION CpaBHEHUS.

B uccrnenoBaHHBIX Tpymnax u3ydeHa gcmpeude-
MOCHb PA3TUYHBIX KOMOUHAYUL N3yYaeMBIX TECHOTHTIOB.
[ns pemenust 5Toi 3agauu U3 3 T€HOTHUIOB, MPEN-
CTaBIEHHBIX 4 MONMUMOP(HBIMHE BapHaHTaMH, ObliIa
cocrabiena 81 (3* = 81) xkomOunamnus. s mocie-
IYIOIET0 aHajn3a METOIOM MOATAONHIl BEIIEISIIACH
OJTHA KOMOWHAIWsI, KOTOPOH MPOTHUBOIOCTABISIUCH
Bce ocTanbHble. OKOHYATENbHBINH aHAIIN3 BKIFOYHIT
BCero 9 MPUBOAMMBIX HIDKE KOMOWHAIIUN YeTHIpex
reHoTumoB (Tadmura 2). OcranbHble KOMOWHAIINN HITH
HE BCTPEYAJINCh B UCCIIEAYEMBIX BRIOOPKAX FUTH OBLTH
MIPEJICTABIICHBI B EIMHUYHOM KOJIMYECTBE, BCIEICTBUE
Yero WX aHaJIHM3 0Ka3aJicsl OeCIepCIIeKTUBHBIM.

3HauMMBIEC PA3NUUYUs MEXAY UCCIEAOBAaHHBIMU
IpyNIIaMHA B 9aCTOTE BBISBICHBI TOJBKO JUISI KOMOH-
Hanuii [I/EE/RR/MT u ID/QE/GG/MM (p < 0,05).
[Ipu Berancnennn OIl u 95 % AU BbIABIEHO, YTO B
rpynne 6onbHbeIXx XCH uaiie, yeM B rpyIine cpaBHEHHS
BcTpeuatoTcs komOuHanuu renoturioB [I/EE/RR/MT
[OI1=1,75(1,56-1,96)] u ID/QE/GG/MM [OI1 = 1,44
(1,07-1,95)].

Accoyuayuu ucciedo8anHbix 2eHOMUNOB U BbIHCU-
saemocmo bonvrvix XCH. B Teduenue 5 netr HaOmoe-
Hus (60 mec) Beokmno 67 % (n = 84) 6onpaBIX XCH,
ymepiio ot Beex nmpuuuH 33 % (n=>51). BcTpedaemocTth
OTJIEIbHBIX U3YyYCHHBIX allJieNieid B IPyHIax >KUBBIX
1 yMmepiux OONBHBIX HE pasnuyanack. J[ns anamuza
COYETaHUs ABYX T€HOTHIIOB HCCIIEIyEeMbIX TEHOB HC-
ITOJIH30BAITN «METOJI TOATA0NHID). B TpyIIITe BEBDKUBIINX
OOJIBHBIX 3HAYMMO 4aIle, 110 CPaBHEHUIO C APYTUMHU
COUYETAHUSMH UCCIEAOBAaHHBIX T'€HOB, BBISBISLUIHCH
xomOuHamu QQ/MM (reust ADRB2 u AGT), n EE/
GR (ren ADRB?2) (Tabm. 3).

B rpymme ymepumx 6onpHbix XCH 3HaunMo varte,
I10 CPaBHEHUIO C IPYTHMHU KOMOMHAIIUSMHE, BCTPEYaIach
xoMOuHatws reHoTurnoB ID/MT (renst ACE u AGT).

Oco0eHHOCTH cOoYeTaHUsl TPeX U YeThIpeX TIe-
HOTHWIIOB B TPYNIE KUBBIX M YMEPIIUX OOJHHBIX HE
OLICHUBAJIUCH BCIJIEACTBUE HEOOIBIIONW YMCICHHOCTH
HCCIIeyeMOW BBIOOPKH.

Oo0cy:xneHue

Accounaumo HOJ'II/IMOp(l)I/ISMa ¢ 3a00JeBaHUEM
OPUHATO U3YyYaTb AJIA OHpe,Z[eJ'IeHHOﬁ packl, IIOJIOBOM
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MIPUHAJIEKHOCTH M Ha COOTBETCTBYIOIIEH TEppPUTO-
puu [9-11]. ¥V MoHTrONOB, HapUMeEp, BCTPEUaEMOCTh
annens [ Oomnbiie, yem B eBponeicKoi momysiuu [ 12,
13]. B Hacrosmiee uccieqoBanye A oOecrneueHus
TOMOTEHHOCTH BEIOOPKH OBLITH BKIFOYEHBI TOJILKO JIUIIA
KaBKa3CKOM HallMOHAJIBHOCTH, MY’KCKOT'O T10J1a, TIPOXKH-
Barole Ha Tepputopun CeBepo-3anaHoro peruoHa
Poccuu. B HameMm nccrienoBaHuu pacrpeesieHue re-
HOTHIOB 10 TeHy ACE Obuto Hanbosee mprOIHKEHO
K ux pacrnpeneneuuto y aurl ¢ CC3, mpoKUBAIOLIUX
Ha Tepputopun Ciosenuw, [lonsmm u I'epmanun: mist
renotuna I1— 27,5 %, 22 % u 24 %, COOTBETCTBEHHO
(n=218); nns renoruna ID — 47,7 %, 43 % u 50 %, co-
oTBeTCTBEHHO (n = 163), st renotuna DD — 24,8 %,
35 % u 26 %, coorBercTBeHHO (n = 111) [14, 15].

Annens 235T (ren AGT) y 310pOBBIX €BpPOIIEHIIEB
BCTpEYAETCSd B PAa3IMYHBIX 3THUUYECKUX TpyMNmax B
35-49 % [16, 17], a y smonieB — B 60-79 % [18], a
B MOMYJISALUAX HETPOUAHON U MOHTOJIOMIHOM pac oT-
MeuaeTcs elnle OoJiee 3HaYnMoe npeBanupoBanue 235T:
84 % wu 77 %, coorBercTBeHHO [19]. PacnpocTpanen-
HOCTh 3THX HOJIUMOPQGHBIX BAPHAHTOB, BEHISBICHHAS
B HaIleM uccienoBanuu (renotun MM — 225 %,
reHoturt MT — 57,6 %, renotun TT — 19,9 %) co-
OTHOCHUTCS C aHAJIOTUYHBIM MoKa3aresem y juil ¢ CC3,
MIPOXKMBAIOLINX Ha Tepputopuu EBpornsl [8, 20].

Cootnomenus reHotunoB G16R u Q27E rena
ADRB2, xogupyromero crpoenue B2-AP, B pa3HbIX
MOMYJISILUSAX TaKXKe pa3inuHbl. B uccienoBanHol HaMu
rpymme BcrpedaeMocts reHotuna EE momumopduzma
Q27E u renoruna RR nomumopduzma G16R Obiia
Onr3Ka K pe3yiabTaTaM, MOJy4YCHHBIM HEMEUKHUMH
aBropamu: juist renotuna EE — 16,2 % u 15,7 %, co-
OTBETCTBEHHO; JyIs reHoTuna RR — 16,7 % u 19,7 %,
COOTBETCTBEHHO [21].

Annenn GIn27 u Clyl6 yame BcTpedanuchr B
TpyIIIE BOJIOHTEPOB EBPOIICOUIHOM packl, 4eM y adpo-
amepukanies u azuaros (34,8 %, 20,7 % u 7,2 % mus
GIn27 (p < 0,01), 54,3 %, 35,1 u 18,3 % nnsa Gly16,
(p <0,01), coorBercTBeHHO) [22].

o nHawum OaHHBIM KIUHUYECKU BbIPAICEHHAs
cucmonuyeckas XCH y nuy myascckoeo nona npu U6C
U NPOSHO3 NPU FMOM COCMOAHUU He ACCOYUUPYIOMC C
0MOENbHLIMU NOTUMOPDHIMU 8APUAHMAMU NO 2EHAM
ACE u AGT. AHanoruyHble pe3ynbTaTbl IPeCTaBIseT
MeTaaHanu3, onyonukoBaHHBIM B 2012r U BKITIOYAB-
mmii ceeaenus: bonee yeM o 2 000 6ompHBIX XCH 1
oxoiio 3 000 yenoBek rpymmbl CPaBHEHUS, B KOTOPOM
He OBLIO MOJTYYEeHO aCCOLHUANN MEXAY OTACITbHBIMU
reHotunamu 1o reiaM ACE u AGT 1 pUCKOM pa3BUTHUS
XCH [23].

Uto kacaeTcs T€HOB, KOAUPYIOLIUX CTPOECHUE
B2-AP, To B nuTeparype OTCYTCTBYET €IUHOIYIIHOE
npezcTaBleHre 00 UX BIUSHUM Ha (OPMUPOBAHUE U

teuenne XCH. Tax, L. Covolo et al., [2003] He BbIsIBHIN
cBsI3b nmonuMopdusma rena ADRB2 ¢ cUCTONNYECKON
XCH.

B nmuteparype He mpeacTaBieHbl JaHHBIE 00 0CO-
OEHHOCTSIX KOMOWHALHH 4-X TTONMMMOP(U3MOB 110 FeHaM
ACE (I/D), ADRB2 (Q27E u G16R) u AGT (M235T)
y 6onbHbIXx XCH. B Hamem uccienoBaHuu Moka3aHo,
y10 KoMOuHaiuu reHotunoB 1I/EE/RR/MT u ID/QE/
GR/MM o6onee xapaktepHbl 1isi MyxxuuH CeBepo-
3amagHoro peruoHa Poccun G0MBHBIX CHCTONNYECKHN
XCH nmemMuyeckoi 3THOIOTHH, YeM JIJIsl UX POBECHHU-
KOB, HMEFOILHX JIUIIb (PaKTOPBI PHCKa CepACUHON HEHO-
CTaTOYHOCTHU. DTH PE3YJBTaThl MOTYT CITIOCOOCTBOBATH
nepBuuHoi npodunakruke XCH y mauuento UBC.

C853b npOcHO3a C UCCTEO0BAHHBIMU ANTENAMU
u eannpomunamu. IIporHo3 OONBHBIX CEpACYHON He-
JOCTaTOYHOCTBIO 3aBHCHUT OT MHOXKECTBa (haKTOPOB
[24]. BaxxHeWIuM U3 HUX SIBISETCS KOMIUIAGHTHOCTh
MAaIMeHTa 1 JOCTaTOYHOCTh MEINKaMEHTO3HOM Tepa-
. OcoOEHHOCTBIO UCCIIENOBAHHOW HAMHU TPYIIIHI
0OJIBHBIX, TOMUMO T'€HICPHOMN U 3THUYECKOU OJTHOPOJI-
HOCTH, ObIJTa X BBICOKasI IPUBEP)KEHHOCTH K Ha3HAYAe-
MO Tepanuu [25] ¥ TECHBIA KOHTAKT C KapAHOJIOTOM-
CHEIMATUCTOM TI0 CepACYHOIN HEI0CTaTOYHOCTH. Ta-
KM 00pa3oM, MOTy4eHHbIE JAHHBIE OTPAKAIOT TeYSHHE
3a00JieBaHus y OONBHBIX, IOy YarOIUX TOJHOLEHHYIO
1 ONTHMAJIBHYIO TIO JT030BBIM YPOBHSM TEPAIUIO Kak
ocHoBHBIMH Tipenapatamu (MAIID/APA, Geta-Ab,
AMKRP), Tak 1 THOKYIO AUYPETUIECKYIO TEPAITHIO.

MBI He NOTyYWIIA 3HAYUMBIX Pa3jIMuuil BCTpeyae-
moctu nosiumopdusma Q27E u G16R B 3aBucuMocTu
OT POTHO32 OOJBHBIX CEPACUHON HETOCTATOYHOCTHIO;
B JIUTEpAType OHO3HAYHOE MHEHHUE 10 ITOMY BOIIPOCY
0TCyTCTBYET [26, 27]. PaHee uacTb uccienoBareneil He
ycraHoBuiia cs3u ramoruna Gly16Glu27 rena ADRB
¢ mporuo3om nipu XCH [28, 29]. Onnako C. Forleo u
COaBT. OTMETHJIM accoanuto ateneid Argl6 u GIn27
C MEHBIIIUM KOJIMYE€CTBOM rocnuTaau3anuii u3-3a XCH,
ClIy4aeB TPaHCIUIAHTAIMK CEep/iLia U CMEPTH B TEUEHUE
3 et mpu JIKMII [2004]. [laHHbBIE B OTHOIIICHUH B3au-
MOCBSI3U TaIIOTUIIOB 10 TeHy ADRB2 ¢ cepaeuHoi
HEJ0CTaTOYHOCTHIO M €€ MPOTHO30M TakKe BechMa
MIPOTHUBOPEUYUBEl. B HalieM nccienoBaHuu B rpymnmne
BBDKUBIINX 00sbHBIX XCH, 110 CpaBHEHUIO € IPyIOi
YMEpIIHNX, 0TMEYaJIO0Ch NPEBAMPOBAHNE KOMOMHAIIH
renotunoB EE/GR o reny ADRB2. A. Sehnert u coaBT.
[2008] He BBISBIIN aCCOIMAIIMH TAIUIOTUIIOB 110 TeHY
ADRB? ¢ nporao3oM. IIpoTHBONON0XHBIE PE3YIIbTAThI
MOJTyYeHBl IPYTHMMHU HCCIIENOBATENSAMU: XyIIIeH BBI-
’KMBaeEMOCTBIO OoTiInYaInCh 00abHbIe XCH, nMeBIne
ramtotun GG/QQ, [30] u ramrorun RR/QQ [27].
B nutHpyeMbIX HCTOYHHKAX HE TaeTCs XapaKTepUCTHKA
KOMIIJIACHTHOCTH MCCIIEJOBaHHBIX OOJBHBIX, a TAKKe
MOJTHOLIEHHOCTHU UX TepanuH.
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Jlo HacTofIIEeTO BpeMEHHU HET OJHO3HAYHOTO
MHEHHS O BCTPEYaeMOCTH I€H-TeHHBIX acCOLMaIui
PAAC 1 B3aMOCBSI3H pa3ITUYHBIX KOMOMHALIMI TEHOB
AGT n ADRB2 (Q27E u G16R) ¢ BEDKHUBaEMOCTBIO Y
6onpHBIX XCH, momyyarommx onTuMaibHYI0 TEPAIHIO.
[peBanmpoBanue ramiorunos ID/MT (renst ACE u
AGT, cOOTBETCTBEHHO) B TpyIIle yMEPUINX OOIBHBIX
XCH u coueranniit QQ/MM, II/TT u B rpymnme BbI-
KHUBLIMX OOJNBHBIX, BO3MOXKHO, OTpaykaeT 0COOEHHOCTH
MIPOrHO3a MAalMEeHTOB JIMIIL B MCCIEIOBAaHHON HaMU
rpymnie Myx4HH ¢ cuctonudeckoid XCH umemuueckoi
3THOJIOTHH.

CeropHsIIHUN dTaN U3yYEHUsI 0COOEHHOCTEH reHe-
trueckoro npoduist mpu XCH MoHO onpeneuThb Kak
3Tarl OMUCATEIBHBIH, JIUIIH CO3A0NIHN 0a3y s OyIy-
LIEeT0o MOJIHOIIEHHOTO aHaJN3a, KOTOPBI MOXET CTaTh
Ba)KHEHIIMM HHCTPYMEHTOM B BEIOOpE WHAWBUAYaIH-
3UPOBaHHOTO Moaxona K manuenty ¢ XCH B ycrnoBusax
JUTUTEIBHOTO aMOyJIaTOPHOTO HAOTFOICHMSI.

BriBoabI

1. PacipocTpaHeHHOCTh MOTUMOP(HBIX TCHOB
ACE (I/D), AGT (M235T) u ADRB2 (Q27E, G16R) y
MYK4MH ¢ cuctonndeckoit XCH umemMuueckoit 3THo-
JIOTUHU ¥ UMEIOIIUX (haKTOPHI €€ PUCKA, TPOKUBAIOIINX
Ha tepputopun Cankr-IletepOypra u JIeHuHrpaacKoi
00JIacTH, COOTBETCTBYET TCOPETUUECCKU OXKHIAEMOU
COIJIaCHO 3aKOHY pacnpenaencHust Xapau-Baiinoepra.

2. Komounauuu redorumnos 1I/EE/RR/MT u ID/
QE/GR/MM 6onee xapakrepHsl aj1st MykunH CeBepo-
3amasiHoro peruoHa Poccuu GONBHBIX CHCTOIMYECKHUHA
XCH wumeMu4yeckoit 3THOJIOTHH, YeM JUISI UX pOBEC-
HUKOB, IMEIOLIMX JINIIb (DaKTOPBI PUCKA CepACUHON
HEJ0CTaTOYHOCTH.

3. B rpymnme 6onmpHbIx XCH, yMepiux B TeueHue
5 ner HaONMIONEHNUS, IPEBATMPYIOT JUIA C TTOTUMOP(D-
HeiMu Bapuantamu ID/MT no renam ACE u AGT, a B
rpymne BepkuBIIMX — QQ/MM no renam ADRB2 u
AGT v EE/GR no reny ADRB2.
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Pesome

B mpocnexTrBHOM HCCIEOBaHUM MOKAa3aHO BIIMSIHUE TMOAICPXKUBAIOIIEH U crienu(ruiyeckold Tepanuu Ha
TeueHHe 3a00IeBaHNs U BHDKUBAEMOCTh OOJIBHBIX C JIETOYHOH rurepTeH3ueil. Marepuasbl 1 MeToAbI: B Ha-
Omronenue BkitoueHo 142 manuenta B Bozpacte oT 18 mo 73 ner, (cpenuuit Bozpact 39 + 15 ner; Mok = 1:3):38
nanueHToB ¢ uauonarnyeckor JIAL, 60 manueHToB ¢ cuHAPOMOM Di3eHMeHrepa, 18 manueHToB ¢ Heomnepa-
0eJIbHOM XpOHUYECKOH TPOoMOOAIMOOINYECKOi JTerouHoi runeprensueii, 10 mamuentos ¢ JIAI Ha ¢one xoppe-
THPOBAaHBIX BPOXKACHHBIX MOPOKOB cepana, 12 manuentos ¢ JIAT, accounnpoBaHHON ¢ CHCTEMHBIMH 3a00JIeBa-
HUSMU COCIMHUTENLHON TKaHU, U 6 nmanuenToB ¢ JIAT, accoruupoBannoii ¢ BUU-undekuueii. Pesyabrarsi:
CoBoOKyIHas roAMYHas BBDKMBAEMOCTh BCEX MALMEHTOB perucrpa cocrasuia 93 %, tpexnetssist — 79 %. JIAT
cnenudrueckyro Tepanuio noiaydanu 53,5 % manueHToB, U3 HuX 66 % — manueHTs! ¢ uaunonarndeckon JIAT
u 37 % — c cuaapomoM OiizeHMenrepa. [Ipu OTCYTCTBHUM AAHHBIX O KaT€TEpU3alMU MIPAaBbIX KaMep cepaua u
0e3 MmpoBeeHUs Ba30PEaKTUBHOIO TECTUPOBAaHUS Ha IOTOCIUTAIBLHOM 3Tare Teparuio OI0KaTopaMu KalbIe-
BbIX KaHasIoB nony4daiu 41 % Oonbubix. Hasnauenne JIAI' cneunduueckoil Tepanuy yBeINUMBAIO BpeMs 110
HACTYIUJICHUS JIETAIBHOTO Hcxoaa. 3akiawdenue: [Ipornos 6onpHbIX ¢ JIAIT 3aBUCHT OT CBOEBPEMEHHOCTH Ha-
3HAUEHHS CTICU(PUIECKON MOHOTEpANUU U BO3MOKHOCTH ITPUMEHEHHUS] KOMOMHIPOBaHHOH Tepanuu. Co3naHue
€IMHOTO HAlIMOHAIBHOTO PETUCTPA MO3BOJIHUT OLEHUThH PeajJbHyI0 NOTPEOHOCTh B CHEUU(UUECKON Tepanuu u
IUTAHUPOBATH PACXOJbI HA €€ MPUOOPETEHHE.

KuroueBble cj10Ba: j1erouHas apTepuajibHas TMIICPTCH3MS, CHeI_[I/I(i)I/I"IeCKaH Teparys, KOHBCHIMOHAJIbHAS TCPaIIus.
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Abstract

Objective: To evaluate the effect of conventional and specific pulmonary arterial hypertension (PAH) therapy
on the survival in patients with pulmonary hypertension. Methods: 142 pts were evaluated (39 + 15 yr; range,
18-76 yr, 35 males): idiopathic PAH (n = 38), PAH, associated with HIV infection (n = 6), connective tissue
disease (n = 12), corrected congenital heart disease (n = 10), inoperable chronic thromboembolic pulmonary
hypertension (18), Eisenmenger syndrome (n = 60). Results: 74 % pts were younger than 50 years, 67 % of pts were
in NYHA FC III or IV. The cumulative one-year survival of all patients was 93 % sensitive, three-year — 79 %.
53.5 % pts received PAH-specific therapy: 66 % idiopathic PAH pts and 37 % pts with Eisenmenger syndrome.
41 % of pts were on chronic calcium channel blocker therapy despite the absence of right heart catheterization
and vasoreactive testing. Appointment of PAH-specific therapy increased the time before death. Conclusion:
Early administration of specific monotherapy and combination therapy availability may change the prognosis
of patients with PAH. Generation of a national registry will assess the real requirement for specific therapy and

the cost to management of pulmonary hypertension in Russia.

Key words: pulmonary arterial hypertension, specific therapy, conventional therapy.

Cmamus nocmynuna 6 pedaxyuro 01.06.13, npunsma k nevamu 16.06.13.

Jlerounas runepTEeH3Us — 3TO FEMOANMHAMHUYECKOE
Y NaTO(QHU3HOIIOTHUECKOE COCTOSTHUE, TIPH KOTOPOM TI0
JAHHBIM KaTeTepH3alluy MpaBbIX KaMep cep/ria peru-
CTPUPYETCS MOBBILICHUE CPENHETO AABJICHUS B JIET0Y-
HOM apTepuu B MOKoe > 25 MM PT.CT. B cooTBeTCTBHM C
CYIIECTBYIOIICH Kilaccuukanmei k I kinaccy JieroaHoit
TUIEPTEH3UH OTHOCHUTCS JIETOYHas apTepuaIbHast TH-
neprensus (JIAD), paznoponnas rpymnma 3a00JaeBaHu,
JUISI KOTOPBIX XaPAKTEPHO MOPAKEHUE MEJIKUX apTepuil
W apTepHOI MaJoro Kpyra KpoBoOOpaIeHus ¢ MOBHI-
HIEHUEM JIETOYHO-COCYANCTOTO CONPOTHBIICHHS OoJiee
240 nuH*Ccekx/cM®, 9TO IPUBOIHT K OBICTPOMY Pa3BUTHIO
MIPaBOXKEIYIOUKOBOU CEPAEUYHON HENOCTATOUHOCTU U
MpexeBpeMeHHON cMepTu manueHToB. JIAIT oTHO-
cutcs K npekanuuisipaoi JII, o uem CBUAETENBCTBYET
MOJIyYeHHBIE TIPH KaTeTepu3aluu cepamna IHpHI
JABJICHUS 3aKJIMHUBAHUS B JISTOYHOW apTepuu MU
KOHEYHO-IUACTOJINYECKOrO JABJICHUS B JIEBOM XKEIIy-
JIouke, He mpeBbIaronue 15 mm pr.cT. [1].

Hapymenne GyHKIMOHAIEHOTO COCTOSHUSI HIO-
TEIUsSl UIPAET KIIIOUEBYIO POJIb B Pa3BUTHH Ba30KOH-
CTPUKTOPHBIX peakluil U PeMOIETUPOBAHUN MEITKUX
apTepuil Maloro Kpyra KpoBOOOpaIICHHS, a TaKkKe
B ()OPMHUPOBAHUHU MPOTPOMOOTHYECKHUX YCIOBHH Y
6osbHBIX ¢ JIAT [2]. ITocTpoeHHas ¢ y4eTOM OCHOBHBIX
naTo(QU3NOIOTHUECKUX MEXaHH3MOB COBpEMEHHas
tepanus JIAI' BkimtogaeT moaiep:kuBaoIyoo (Uiau
KOHBEHIIMOHHYIO) U criennuyeckyo Tepanto. Kucio-
poaoTepanusi, JUypeTUKH, OpaJibHbIe aHTUKOATyJISTHTBI
U CepliedHbIe NIMKO3U/IbI, IPUMEHsEMbIE Y MAIUEeHTOB
¢ JIAT, oTHOCSTCA K KOHBEHIIMOHHOHM Tepamuu, Ha-
3HAUEHUE KOTOPOM CYIIECTBEHHO HE BIUAET HA BBI-
KHUMaeMOCTh OONBHBIX. B KauecTBe crieruduieckoi
tepanuu JIAI' B HacTosiliee BpeMsi peKOMEHIOBaHbI
CIIElyIOLIME KJIACCHI JIEKAPCTBEHHBIX IpEnapaToB:
OJI0KaTOPBI KAJTBIIMEBBIX KaHAJIOB, CHHTETHUECKHE aHa-

JIOTH TIPOCTANIaHAMHOB (TIPOCTAHOUIbI ), HHTHOUTOPBI
¢dochonuscrepaspi-5 Tumna (DJID-5) u aHTAarOHUCTHI 3H-
JIOTETUHOBBIX perentopoB [ 1, 3]. Hecmotps Ha TO, 4TO
B Poccuiickoii @efepanivy Ha CErogHAIIHUN AEHb 3ape-
TUCTPUPOBAHBI IPEJICTABUTEIIH BCEX KJIACCOB, UCTIONb-
30BaHUE CIEHUPHUECKON Tepanuu U, MPEKIE BCEro,
CHHTETHYECKOTO aHaJIoTa MPOCTALMKINHA Ipernapara
MIJIOTIPOCT B a3po30ibHOi popme (Benrtaruc®, Baitep,
I'epmanmst), HECENEKTUBHOTO aHTarOHUCTA DHIOTENH-
HOBBIX perenTopoB npenapara 6o3enran (Tpakmup®,
AxrenuoH, Beiinapus) u narunouropa ®/13-5 Tuna
npenapara cungaenadun (Pesaruo®, Ipaiizep, CIIA),
B JIeueHuH 00abHBIX ¢ JIAT kpaliHe orpaHryeHo u3-3a
BBICOKOW CTOMMOCTH JIEKAPCTBEHHBIX CpPeACTB. Llenb
HacTosIei paboThl Ha TPUMEpE PErUCTPa, CO3AaHHOTO
Ha 6aze OT'BY «DenepanabpHOro LEHTpa cepaa, KpoBU
W 3HIOKpUHONOTHH UM. B.A. Anma3oBa», moka3aTh
BJIMsSHUE 0ObeMa 1 XapakTepa JIeKapCTBEHHOM Teparuu
Ha TeUeHHE 3a00JICBaHUS U BEDKUBAEMOCTh OOJIbHBIX C
JIETOYHOH TUIIEPTEH3UEH.

MarepuaJjbl 1 METOABI HCCIIEA0BAHUS

COop uHpopMaIHK 0 TAIMEHTaX OCYIIECTRIISICS
Ha 0aze OI'Y «PILICKD umenu Anmazosa» ¢ 30 aBry-
cta 2007 roga mo 1 dpespais 2013 rona. Mcciaenopanue
HOCWJIO IIPOCIEKTUBHBIN Xapakrep. B perucrp Bkito-
YeHbI MAIUEHTHI CO CIEAYIONIMMH HO30JIOTHYECKUMHU
¢dopmamu JIAT: 38 GobHBIX ¢ uauonaTuueckoi JIAT
(MJIAT), 10 marmentoB ¢ JIAT, accouunpoBaHHOH C
KOppErupoBaHHBIMHU BPOXKICHHBIMU MIOPOKaMHU cepLia
(BIIC), 12 manmenToB ¢ JIAT Ha oHE CHCTEMHBIX 3a-
6onesanuit coenunuTensHoi Tkauu (C3CT), 6 manu-
enToB ¢ JIAT, acconuupoBannoit ¢ BUU-undexnueii,
60 OOJIBHBIX C CHHAPOMOM Di3eHMEHTepa, a Takxke 18
MAIMEHTOB ¢ HeonepaOelbHOH XPOHUYECKOH TPOM-
005MOonmuckoit nerounoit rumepreHsuer (XTJID).
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KpurepusimMu BKIIOUEHUS MAIEHTOB B PETHCTpP OBLI
Bo3pact 18 jeT u crapie, cpenHee AaBlICHUE B Jie-
TOYHOM apTepuu > 25 MM PT. CT. B IIOKO€, JaBIECHUE
3aKJIMHUBAHU B JIETOUHOM apTepuu < 15 MM pT. CT. U
JICTOYHOE COCYUCTOE CONpOTUBIcHHE > 240 nuH*Ccex/
cM’ 110 JIaHHBIM KaTeTepH3alliy MpaBbIX Kamep cepl-
na. K kpurepusaM UCKITIOUEHHsI OTHOCHIIMCH JIETOYHAS
BEHO3HAsI THIIEPTEH3Us, JIETOYHAsI THIEPTEH3Us Ha
(doHe TsHKENoW MmaTonoruu Jerkux (00Imas eMKOCTb
aerkux < 70 % u unnexc Tuddpuo < 60 % oT goMK-
HOT0), TeMaTOJOTUYECKNX 3a00JeBaHUM, JeTOuHas
THIIEPTEH3HsI CO CMEIIaHHBIM MEXaHU3MOM Pa3BUTHS
U BCIIENICTBHE CIABJICHHS COCYAOB JIETKHX.

B pabote oneHMBanUCh JaHHBIE MALUEHTOB MPH
MEPBUYHOM 00CIIEI0OBaHIH U XapaKTep MEINKaMEHTO3-
HO¥ Tepamnuu J10- u nocie oopaienus B LlenTp. B ka-
YecTBe KOHEYHBIX TOYEK HACTOSIIETO aHAIN3a TPUHSTHI
TaKue NOKa3aTesH, Kak CMEPTHOCTB OT BCEX MPUYHH U
yxyaueHue Tedenns JIAT. Kpurepusimu yxyamenus te-
YeHUs JIETOYHOM THIIEPTEH3MH CYUTAIOCH YMEHBIICHHE
JHMCTAHINH IPOXOKICHUS B TECTE 6-MHHYTHOM XOIBOBI
(T6MX) Gonee 15 % OT UCXOMHOTO, MOSIBIICHUE TIPU-
3HAKOB MPAaBOKETYJOUYKOBON HEAOCTATOUHOCTH (OTEKH,
rernaroMerajus, acliuT), MOSBJICHUE U PELUAUBUPO-
BaHUE CUHKOTIAJIbHBIX COCTOSHUI Ha (POHE CTA0MILHON
Tepanuu, mogoopanHoii B Lentpe.

Crarucruueckas 00padoTKa JaHHBIX, TIOTyYEHHBIX
B XOJIe MCCIIEOBaHMs, IPOBEJCHA C UCTIONB30BaHNEM

NPUKIATHBIX CTaTUCTHYECKUX Mporpamm Statistica
for Windows ver. 6.0 (StatSoft Inc., Tulsa, OK, USA).
PesynbraTsl mpeacTaBieHbl B BHIIE CPEIHETO apud-
MeTH4eckoro 3HaueHusa (M), cpenHeKBaApaTUIHOTO
OTKJIOHEHHMS (G) M KOJMMYECTBa MPU3HAKOB B TPYyIIE
(n). Kputepuit 3HaYMMOCTH CTaTUCTUYECKUX METOIOB
ycTaHaBnuBaics Ha ypoBHe p < 0,05 (<5 %). Koppe-
JISUOHHBIE CBSI3W MEXAY MapaMH KOJIMYECTBEHHBIX
MIEpEeMEHHBIX OLIEHNBAJIN, UCTIONb3Ys HeTlapaMeTpuye-
CKUH paHTroBBIN KpuTepuilt Cripmena. J11s BbIsBIEHUS
HE3aBHCHUMOTO BIUSHUS HA KOJTUYECTBEHHBIE TTOKa3a-
TeJIM KadyeCTBEHHBIX (PaKTOpOB ObLIAa HCIIONB30BaHA
npoleaypa onHO(paKTOPHOTO AUCIIEPCHOHHOTO aHATIH32
(ANOVA). lns BBISBICHUS B3aUMOCBSA3€H MEXKIY
Ka4eCTBCHHBIMH MOKa3aTeIsIMH ObLI MCIIONIB30BaH 2.
g aHanu3a BBDKMBAEMOCTH M YXYALIECHUS TEUEHUS
JIAT mamueHTOB, 32 TOYKY OTCUeTa Oblja MPHUHATA
JlaTa BKJIIOUEHUS TMallMeHTa B PErucTp, a KOHEUHOU
TOYKOH — JaTa CMEpTH MalueHTa/IaTa yXyAIeHHs
teuenust JIAI u 1 peBpans 2013 rona, mocnenHss gata
KOHTaKTa ¢ MalMeHTOM M cOopa MH(POPMAIUH O €T0
coctostau.. C moMoIIpio moctpoeHus kpusbix Kaplan-
Meier ObL1a OIIMcaHa BBDKUBAEMOCTD IanreHTos ¢ JIAT
u ceobona ot yxyamenus JIAT.

Bce manueHnTs! nmepea BKIIOYEHHEM B PETHCTP
MOATTUCATN HHPOPMUPOBAHHOE COTIIacue, O00OPEHHOE
JOKaNBHBIM 3THYeCcKUM KoMuTeToM OI'BY «DIICKD
umeHn B.A. AnmazoBay.

Pucynok 1. Kpusas Kanian-Meiiepa, 1eMOHCTPHPYIOIIAas BLIKMBAEMOCTh
NAlMEeHTOB € JIETOYHOH apTepHaJIbLHOI rHnepTeH3uei

BuIKMBAEMOCTL BCel rPYnn naumenTos ¢ NAT
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Pucynok 2. KpuBas Kanuian-Meiiepa, 1eMOHCTPHPYIOIIAsl MPOTHO3 YXYALIEHUS Te4eHHUs JIeTOYHOH IMnepTeH3nu

120%
110%
100%
90%
80%
70%
60%
50%
40%
30% |
20%
10%

0% 1 L

Ceobopa oT yxyaueHus TeveHua JIAT B0 Bceid rpynne nauueHTos
O YxyaweHwe 4 DBe3 yxyaweHua

730

Onu nabnropenusa

1095 1460 1825

Bpemi HabnrogeHHA 1-pirofg

2-oftron 3-uit rog 4-pIH rof 5 ner

TTawmente! 6e3 yxymmerna JIAT 138

89 43 19 8

Pe3yabTartsl u 00cyxkaeHue

B uccnenoBanue BkiatoueHo 142 manueHTa B BO3-
pacte ot 18 o 73 nert, (cpenuuii Bo3pact 39 £ 15 ner;
MY>KYMHBI : XKeHIIUHB = 1:3). bonbiioe xomuuecTBo
MaIMeHTOB C CHHAPOMOM OJi3eHmeHrepa (42 %),
OTCyTCTBHE manueHToB ¢ cemennoit JIAL u JIAT,
ACCOLIMUPOBAHHOMN C MPUEMOM JIEKapCTB U TOKCHHOB,
a TaKkKe eIUHUYHBIE CIydyad MOPTOMYIbMOHAIBHOMN
runepreHsuu (n = 1) — oTIuuuTeNbHasE 0COOCHHOCTD
HacTosiero peructpa. Kpome Toro, B peructp BKIIO4e-
HBI NaeHTsl ¢ HeonepabensHoi XTOJIT, mockonbKy
TaKTHKa BEIECHHUS TUX OOJILHBIX MPUHIMITHAILHO HE
oTnyaercs ot TakoBoil mpu MJIAT.

BonpimmHcTBO ManneHToB peructpa monoxe S0 1er
(74 %). 3HaunTENHHO CTAPIIE OCTATHHBIX MAIUCHTOB
okazanuch oonbHbIe ¢ JIAT, acconnuposannoii ¢ C3CT,
u WIAT (p <0,01) (Ta6an.). Jlerounoii runepren3uen
MIPEUMYIIECTBEHHO CTPaAajy )KeHITHHbI. VIcKiTroueHre
cocraBisuid narueHTsl ¢ JIAL, accommmpoBanHOU C
BUY-undekuueii, cpean KOTOPHIX MpeodIaaid Myx-
yunsl (> = 14,9; p=0,01).

Cpennee BpeMs OT MOSBICHHUS CUMIITOMOB 3a-
OosieBaHUA 710 MOCTAaHOBKHU JMarHo3a y MalnueHTOB
BCEX TPy, 332 UCKIIOYEHNEM AlUEHTOB C CHHAPO-
MoM Di3eHMeHrepa, coctaBmio 40,8 £ 32,4 mecsa,
YTO 3HAUUTEJILHO BHIIIE aHATOTUYHBIX TOKa3aTeae
B Amepukanckom (34,1 + 1,2 mecanes) u OpaH-
my3ckoM (27 MecsiiieB) HarmmoHanbHBIX perucTpax
[4, 5].

Ha momenT obpawenns B Lientp 28 % nauueHtos
MPEIBSIBIISLIN KaT00bl HA CHHKOMAIBHBIE COCTOSIHUS,
58 % Ha TONIOBOKpY>KEHHUS ITPU PU3MUECKOM HArPy3Ke,
y 40 % B anHamMHe3€ OTMEYANIUCH AMU30/IbI ITPABOMKEITY-
Io4ykoBoi HegocraroyHoctH, 30,6 % mamueHToB Oec-
MOKOWJIN 00JTH B TpyaHOH KieTku. Y 31,4 % nmannueHToB
pPErucCTpUPOBAINCH HAPYLIEHUS PUTMA: NPEeUMYyIle-
CTBEHHO CYNPaBEHTPUKYISIPHBIC TAXUKAPIUS U IKCTpa-
cucronust. Y 13 % nauueHToB ObUIM 3apErHCTPUPOBAHBI
GuOprIIILKS WK TperieTanue npeacepaui. Y 22 %
OONIBHBIX OBUIH 3MU30/IbI KPOBOXAPKaHbs B aHAMHE3E.
CocrositHue OoNbIIMHCTBA ManueHToB (67 %) Ha MO-
MeHT oOpamienust B Llentp coorBercrBoBasio I1I-1V
@K (BO3) (Tab.1).

3a nepuoy HabroneHust 1.9 £ 1.6 net ymepnu 25
naruenToB (17,6 %). JIBoe manueHToB ObLUTH TOTEPS-
HBI 17151 AanbHelero Habmoaenus. K xoniy nepsoro
rozna HaOJIIOAEHHU BBDKMBAEMOCTh B OOIIel rpymme
JIAT cocrtaBuna 93 %, Torna kak k 3-my rony — 79 %
(Puc. 1), 4To HECKONBKO BBILIEC PE3yJbTAaTOB, MOJY-
yeHHbIX B ucciengosanun REVEAL (91 % B Tedenue
1 roga HaOmroneHus) [4]. BeissBneHHbIE pa3muuus,
BEPOSITHO, CBS3aHBI C BO3PACTHBIMU OCOOCHHOCTSIMH
nomyssiuit (38,2 + 13,7 net npotus 50,4 £ 16,8 net
B REVEAL).

Vxymuenue reuenus JIAI 3a onucsIBaeMBblIii IEPHOL
orMmeueHo y 54 mauuenToB (38,5 %). Cpennee Bpemst 10
yxynuenus redenus JIAL coctasuno 19,0 + 15,7 mec.
K xoniy nepsoro rona HabnroneHus 85 % nanueHToB
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Pucynok 3. KonBeHIIMOHAIbHAA TePANHs y GOJIBHBIX € JIETOYHOI rHIepTeH3ueil M0 JaHHBIM perucTpa

£l 10 BRJIIIOUEHHA B PETHCTp MOCJI€¢ BRJIWYE€HHA B PErucTp

%% 00JILHBIX

HAII®

JHypeTHKH

JesarperanTel JIHArOKCHH

Bapj apun

OblTu cBOOOAHBIMU OT yxynmeHus Teuenus JIAT,
TOTJa KaK K TPEThbeMy Tofy TOJbKO 42 % ManueHToB
OCTaBaJIUCh B KIIMHUYECKH CTAaOWUIBHOM COCTOSTHUU
(Puc. 2). I'pynna nmanueHToB ¢ yXyAIIEHUEM TEUEHUS
JIAT B OonpIIMHCTBE cily4aeB ObLIa MpeacTaBieHa
oonbabIME [TI-IV @K (p =0,02), nMena cHHKONabHbIE
snm3onsl (p < 0,01) u Hapymenusmu putMa (p = 0,04)
B aHaMHe3e. lHTepeceH TOT (akT, 4To cpeaHee Bpems
JI0 YXyAIIEHHUsS CYIIECTBEHHO HE OTIMYAIOCh B IPYII-
Max ¢ pa3InYHBIMU HO30JIOTHUYeCKUMU popmamu JIAT
(x*=1,7, p=0,7), 4T0, BEpOATHO, CBS3aHO C HEOOJIb-
muM yuciiom 6onbHBIX ¢ C3CT u BUY-undekiueii,
KOTOpBIE, KaK MOKa3bIBAIOT JaHHBIE APYTHX PETHCTPOB,
HUMEIOT XYJUINI NpoTrHo3 [6, 7].

WnTepnperanus mosyuyeHHbIX JaHHBIX HEBO3MOX-
Ha Oe3 aHanu3a 00beMa 1 XapakTepa MEANKaMEHTO3HOM
Teparnuy, KOTOpbIE ONyYaIy MalUEHTHI C IETOYHON TH-
NepTeH3uel 10 1 mocie BKiItoueHus B peructp (Puc. 3).
1o aHanoruu c NauMeHTaMu ¢ JIEBOKETYIOUKOBOH cep-
JIEYHOM HEIOCTATOYHOCTHIO O0JILHBIM ¢ JIAT yacTto Ha-
3HAYaIOT HHTHOUTOPHI aHTHOTEH3WH-TIPEBPAILAIOIIETO
¢depmenta (AIID). Bmecte ¢ TeM CHYDKEHHE CUCTEM-
HOTO apTepHUAIILHOTO IABIEHUS B YCIOBHUIX BBICOKOTO
JIETOYHOTO COCYAMCTOTO COIPOTUBIEHHS U HHU3KOTO
CEpAEYHOT0 WHAEKCA KpaliHe HeOIaronpuaTHO BIHSIET
Ha TeueHue JIATL. Jlns KoppeKIuy CHHYCOBOM TaXHUKap-
JIMH, KOTOpast IPUCYTCTBYET y OONBIIMHCTBA MALIHEHTOB
c II-1V ®K JIAT, Bpauamu o0111eii MpakTUKX LIUPOKO
Ha3HavawTcs Oera-aapeHoonokatopsl (BAB), a Takxke
HeaBHO MOSBUBIIMKCS Ha PapMaleBTHYECKOM PBIHKE
Poccutickoii @enepanun npenapar nsabpaaut. M3sect-
HO, YTO YBEJIMUEHHE YaCTOThI CEPACUHBIX COKpPAIIEHUI
y 60onbHBIX ¢ JIAT HOCHT KOMIIEHCATOPHBIN XapakTep,
HalpaBJeHHbIH Ha MOJAEPKaHHEe MUHYTHOTO 00beMa

KpOBOOOpaILeHUsI B YCIOBUSAX HHU3KOTO CEPIEUYHOTO
BEIOpOca. [loaTomy HasHaueHue BAB B coorBeTcTBUM
C CYyIIECTBYIOLIIMMHU PEKOMEHJALUsIMH HE MOKa3aHO
6onbHBIM ¢ JIAT. D¢ dexruBnas JIAI cnennduueckas
Tepanus U KOMIEHCAlUs MPaBOXKETyI0UKOBOM HENo-
CTaTOYHOCTH, KaK MOKa3bIBAET HAIl OIBIT, TO3BOJISET
CYLIECTBEHHO YMEHBIUINTH YAaCTOTY CEPJIEUHBIX COKpPa-
LICHUH 1 yCTPaHUTh OOJBIIMHCTBO Kallo0, CBA3aHHBIX
¢ Taxukapauen. [To nannsimM peructpa Llentpa tepanus
uaruouropamu AIlD npogomkeHa TONbKO MalMeHTaM
C CHCTEMHOH apTepHaibHOW THIIEpTeH3UeH ¢ udpaMu
A/l 6onee 140/90 mm pr.cT., a Tepanust BAb — manu-
€HTaM C IOKyMEHTHUPOBaHHOH HIIEMUYECKOH O0NIE3HBI0
cepAla, NapoKCU3MaJIbHBIMU UM N€PMaHEHTHBIMU
reMOAMHAMUYECKH 3HAYMMbBIMU TaXUapUTMHUAMHU AJIS
KOHTPOJISl YacTOThl CEPAECUHBIX COKpalieHuil. XoTs
HUMEIOTCsl yOequTeNbHbIE JOKa3aTeIbCTBA TECHOU CBSI3H
MEXTy TOBBIIIIEHUEM aKTUBHOCTH HEHPOT'yMOpPaIbHBIX
CUCTEM U CMEPTHOCTHIO O0NBHEIX ¢ JIAT [9].

Ho obpamenus B8 ®ILICKD 43 % manueHTOB,
MIPEUMYILECTBEHHO OOJIbHBIE C CHHAPOMOM DH3eHMEH-
repa, NoJdy4yajy J€3arperaHTHYIO TepaInio, KoTopas
Ha3HAuanIach C LENbI0 MPEeNOTBpaIIEeHUs] TPOMOO30B
U TpoMOAIMOOTUYECKUX OCIIOKHEHUH B CBSI3U C BbI-
COKHM YPOBHEM TeMaTOKpHuTa Ha ()OHE BTOPHUUHOTO
sputponnTtosa. OQHAKO BMECTE C PHCKOM TPOMOO030B
MAIUEHTHI C CHHAPOMOM DI3eHMEHrepa UMEIOT BBICO-
KU PHCK KPOBOTEUEHUI, 00YCIOBICHHBII HaTMUYUEM
AOPTOJIETOYHBIX KoJUlaTepalield, TpPOMOOIUTONEHUH
U TPOMOOIMTONATHH, a Takxke AeduuuTa HakTopoB
CBepThIBaHUsI KpoBU. [103TOMY OOJIEHBIM C CHHIPOMOM
Oli3eHMeHrepa He peKOMEHAYIOT PYTHHHO Ha3HA4YaTh
TEpaIuio Ae3arperanTaMu, a OpajabHbIE AaHTUKOATyJIsIH-
THI [IeJIECO00Pa3HO HCIOJIB30BATh TOIBKO MPH HATUYUH
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MOJTBEPKACHHBIX TPOMOO30B HJIM (QUOPUIIAIUN
npencepauii [10]. CoxpaHsieTcss HEONMPEACICHHOCTh
Y B OTHOIICHUU TIOJIOKUTEIBLHOTO BIIUSHUS OPaJb-
HBIX aHTHKOAryJISHTOB Ha BBIKUBAEMOCThH OOJBHBIX
¢ npyrumu popmamu JIAT, yuuTeIiBas OTCyTCTBUE
MHOTOIEHTPOBBIX PAHJOMU3UPOBAHHBIX KITHHUYECKUX
uccnenoBanuil. M3 cemu HaOIIOAATENBHBIX KIMHIYE-
CKHX HCCIICIOBAHUM, aHATM3UPYIONTUX BIUSHUE Tepa-
1y BaphapuHOM Ha BEDKUBAEMOCTh OONBHBIX ¢ JIAT,
TOJIBKO B ITSTH MTOATBEPIKAEHA ero dpPekTHBHOCTH [ 11].
BwMmecre ¢ Tem, GpopMupoBaHue MPOTPOMOOTHUECKUX
YCIIOBHI ABJISICTCS BAXKHBIM TATOTCHETUYCCKUM MEXa-
HU3MOM DPa3BUTHS JICTOYHOM TMIIEPTCH3UU HE TOJIBKO
y 6onbHbIX ¢ XTIJIT, HO U y OombHBIX ¢ WJIAT, uTo
TpeOyeT Ha3HAYCHUST aHTHKOATyJSIHTHOM Tepariu.
Bornee BbICOKHE MOKa3aTeNy ToAMIHON BEDKUBAEMO-
ctu manuenToB ¢ MJIAT B HacTosIIIEM HCCIIETOBAHUU
[0 CPaBHEHUIO C JaHHBIMU DPAHIY3CKOTO PETHUCTpa
(85,7 %), BeposATHO, CBSI3aHBI HE CTOJILKO C 00BEMOM
U XapaKTEepOM JIEKaApPCTBEHHOM TEpamuu, CKOJIBKO C
BO3pacTHOM XapakTepucTukod rpynmsl (43 + 14 ner
npotuB 54 + 18 5eT, COOTBETCTBEHHO), OoJiee BHICO-
KUMH UCXOJIHBIMU TToKazarenssMu TOMX (338 + 88 m
npotuB 306 = 137m) Kak MapKepa IMporHo3a U ¢ orpa-
HUYCHHBIM YUCJIOM 00ciieoBaHHbIX (38 mpoTus 354)
[5]. B otiruue ot 3apy0OeskHbIX ucciienoBanuii (76,8 %
B0 @pamniry3ckom peructpe, 75 % B REVEAL) Tonbko
53,5 % nauuenro Lentpa nomyuanu JIAI' cneundu-
YECKYIO Tepanuio, u3 Hux 66 % — nanuenta ¢ MJIAT
(x*=17,5,p<0,01) u Tomeko 37 % — ¢ CUHAPOMOM
Oiizenmenrepa (Tabm.). [amuents: I ®K JIAT B coot-

BETCTBHH C PEKOMEHJALUAMU HE HYXIanuch B JIAT
cneuudurueckoit repanuu. [Tanuents I[I @K nomyuann
ee B 46,5 % cayuaes (n = 20), [II-IV ®K — B 59 %
ciaydaeB (n = 56). CnemxyeT OTMETUTB, YTO 10 BXOXK/IE-
HUSI B CHITY 3aKoHa 00 op(aHHBIX 3a001€BaHUIX, K KO-
TOpbIM U3 Beel rpynnbl JIAT, otHocuTes Tonbko MJIAT,
Hadano npuema JIAT crnernuduyeckoit Tepanuu, ee
PeryaspHOCTh U JJOCTUKEHNE LIEIEBhIX /103 ITpernapara
BO MHOTOM OTpEAEIsIOCh (UHAHCOBBIMH BO3MOKHO-
ctsamu narrenTa (Puc. 4). Hecmotpst Ha 310, Ha3Have-
aue JIAI' cnennduueckoil Tepanuu criocoOCTBOBAIIO
YBEIMUYEHUIO BPEMEHH A0 HACTYIJICHUS JIETaJbHOTO
ucxoza (774,1 = 567 npotus 516 + 439 nHeit Ha GoHe
KOHBEHITMOHANIBLHOM Teparnuu, p < 0,01).

Oco60ro BHUMaHUS 3aCIYKHBAET TOT (aKT, 4TO JI0
BKJTIOUEHMS B perucTp y nmanueHTos ¢ JIAI noctarouno
yacto (41 %) BcTpeyauch OJIOKATOPHI KaJbI[MEBBIX
kaHasoB (bKK), kotopsie Ha3Hagamch 6e3 JaHHBIX Ka-
TeTepHU3alluK MPABbIX KaMmep cep/ia 1 0e3 MpoBeIeHHs
Ba30peaKkTHBHOIO TECTUPOBaHuUs. Bmecte ¢ TeM, nomro-
BpeMeHHbIH dpdekt Tepanuu BKK crnenyer oxunars
TOJIBKO y orpanndeHHoro yucina ( < 10 %) GonbHBIX ¢
WJIAT, umeromumx BoCIpON3BOUMBIN MOTOKUTETbHBIN
Ba30pEaKTUBHBIN OTBET Ha OKCHJI a30Ta, WJIOMPOCT
WM Japyrue Baszoaminatatopsl [8]. DddexruBHOCTH
nonrocpounoil Tepanun BKK y manuenToB apyrux
Ho3ozoruii JIAT" He noka3aHa.

B MHOTOUYMCIEHHBIX paHIOMU3UPOBaHHBIX KIIH-
HUYECKUX HCCIEe0BaHUN, B KOTOPBIX OIEHHUBAETCS
3¢ PEKTUBHOCTD crieU(PUICCKON Tepanuu, HarsIHO
MOKAa3aHO YIydllleHHue MporHo3a 00apHBIX ¢ JIAT:

PucyHnok 4. XapaxkTtep cnenuduyeckoii Tepanum y NaMeHTOB Jero4Hol runepTeH3ueii o JaHHbIM perucTpa

70

KOJHYeCTBO MAallHEHTOB

6e3 Tepanun

nmpenapart B
pamrax PKH

cHIdeHaQHIT

3 2

cuiageHaduT + cHITeHadHI+ BKK
HJIONPOCT 0o3eHTaH

Mpumeuanne: PK — mexayHapoaHble paHJOMU3UPOBAHHBIC KIMHUYECKHE MCCIIECOBAHMS, B KOTOPBIX H3y4aeTcs
3¢ PeKTUBHOCTD 1 6E30MACHOCTH HOBBIX CIIEIM(DUUIECKUX MPENApaToB [Uis JICUCHUsI JIETOYHOU apTepUaIbHOM TUIIEPTEH3UN
(III paza uccnemopanmii), BKK — 0Gnokaropsl KaablHEBBIX KAHAJIOB.
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yMEHbIIIEHUE YHCcJa FOCIUTANN3aluil B CBI3U C
yXyAlIEHUEM Te4YeHHs 3a00JIeBaHUS U YBEIUYCHHE
BbDKMBaeMocTH nanueHToB. B 2009 rogy N. Galie ¢
COaBTOpaMH OIyOJIMKOBaI pe3ylbTaThl MEeTa-aHaIN3a
23 MEXIYHAPOAHBIX KIMHUYSCKUX UCCICIOBAHUMN 1O
ucnosb3opannio JIAT cnienuduueckux mpenaparos
[12]. IIpexxae Bcero, aBTOPOB MHTEpECcOBasia BbI-
JKUBaeMocTh nanueHToB ¢ JIAI' mpu ucnoiap3oBaHun
CrieIU(pUICCKON Tepanuu, 4acToTa TOCIUTATU3AIUN
BcaeacTue yxyamenus teuenus JIAL, a taxxe nan-
Hble BHYTPHUCEPJEUHON reMOAMHAMUKH, U3MEHEHUE
¢ynkumonaneHoro knacca JIAT U TonepaHTHOCTB K
(usnuecKoii Harpy3Ke, OoleHeHHas ¢ moMomIpo TOMX.
besycnoBHO, MeTa-aHaIM3 HUMEJ CBOM OTpaHHYEHUs
B BHJIE€ JUIMTEIHHOTO MepHoja MEeXy MyOnukanuein
pe3yJIbTaTOB MEPBOr0 U MOCJIEIHET0 KIMHUYECKOTO
uccieoBaHui (okoso 18 neT), pa3Hoi PO KUTENb-
HOCTH Hccie1oBaHui (0T 8 10 36 Hefelnb), OTCYTCTBUS
paHIOMHU3ALMHU B HEKOTOPBIX UCCIIEIOBAHUSX, ACTCHUS
MaIKMEHTOB Ha MOATPYIIEI ¢ pa3HOOOPa3HBIM JICUCHH-
€M, TeTEepOTreHHOCTH MPOBEACHHBIX UccienoBanuid. Ho,
HECMOTpS Ha BCe OTpaHUYCHHs MeTa-aHajau3a, Mojy-
YeHBbI YOeIUTENbHBIC JOKA3aTeIbCTBA PEHMYIECTBA
JIAT -cienmgryeckoi Tepanuu rnepe;] KOHBSHITHOHHOH.
BrIsiBI€HO, YTO CMEPTHOCTH B IpYyIIE, MOJIy4YaBLICH
aKTUBHOE JIeueHHe, cocTaBisia 1,54 %, Torga kak B
rpymme miane6o — 3,8 %, T.e. COBOKYIHBII OTHOCH-
TEeNbHBIN pUCK cMepTH Y 601bHbIX ¢ JIAT cHrkancs Ha
43 % Tpu UCTIOIB30BAaHUN CIEUU(PHUSCKON Teparnuu
(RR0,57;95 % CI1 0,35, 0,92; P=0,02). UnTepecen ToT
(axT, 9T0 TOCTOBEPHBIX PA3INIUN MEKITY OCHOBHBIMHU
KJlaccaMy crenr(UUecKuX NpenaparoB B OTHOILICHUN
BBDKMBaeMOCTH nanueHToB ¢ JIAT nonydeHo He ObLI0.
B cooTBeTcTBHE C JAHHBIMY METa-aHAJIN3a MMALUEHTHI,
nonyuasime JIAI cnenuduyeckyro Tepanuio, rocmu-
Taau3upoBannch pexe Ha 61 % (3,2 % mpotus 8,03 %
nanueHToB 0e3 JIAT-repanun). Ha done cienmduue-
CKOM Tepanuu OTMedajoch yBEJIMYEHHE TUCTAHIIUU
npoxoxaenus B TOMX B cpeanem Ha 35,6 m (10,8 %,
95 % C127,13, 44,08; P <0,01) c BapnabenbHOCTBIO B
pasnuuHbIX uccienoBanusx ot 210 go 108 m; ymeHs-
IIAJIUCh TIPOSIBIICHUS. XPOHUUYECKON CepAedHON HeI0-
cratogyHocTH Kak MuHuMyM Ha oauH @K (RR 2,35;
95 % CI 1,59, 3,48; P < 0,01); camxanuch cpegHee
JIaBJIeHHE B TpaBoM Ipejcepauu Ha 1,84 MM pT. cT.
(95 % CI-1,89, -1,80, P < 0,01); cpennee naBieHue B
JeroyHoi aprepuu Ha 2,86 MM pT. cT. (95 % CI -2,93,
-2,77;P<0,01); nerounoe cocyaucToe COnpOTUBIICHUE
Ha 4,09 en. Byn (95 % CI -4,18, -3,99; P < 0,001) u
YBEIHUMBAIICS Cep/ieunblii uHaeke Ha 0,18 m/mun/M?
95 % C10,17, 0,19, P<0,01).

YuuTeiBasg NpeUMyIeCTBA TAPreTHOU TEpaluu
JIAT, B mocneqnue rofasl IPaKTUKYETCS paHHEe Ha-
3Ha4YeHHe Cren(pUIeCKUX NpenaparoB, 4TO HONTBEPK-

JICHO pe3yJIbTaTaMU KJIMHUYECKOTO MCCIEIOBaHUS
EARLY na npumepe naruentos co II @K [13]. Takoit
AJTOPUTM JICUEHHS MO3BOJSAET MPEayNpPeauTh Ipo-
rpeccupoBanue 3ad6onesanus. B 2005 rony M. Hoeper
C coaBTOpamMu c(HOPMYTHPOBAII IPHHLMITEI HA3HAYCHHUS
koMOuHUpoBaHHOW Tepanuu JIAL, pykoBoaCTBysCh
HEOOXOJMMOCTBIO TOCTHKCHHUS «IIEIEBBIX» YPOBHEH
T6MX, nuKkoBOTO MOTPEOICHMSI KUCIOPOAa TIPU Kap-
JTUOITYTbMOHAJIEHOM TECTUPOBAHUH U CUCTOIMYECKOTO
apTepuallbHOTO AaBJICHUS NpU (Qr3ndecKoi Harpy3ke
[14]. OTOT mpUHIUT SCKATAIIMOHHON Tepanuu, yCIerl-
HO anpoOMPOBaHHBIM HAa MAIUEHTAX C CUCTEMHOU
apTepUaIbHON TUNEPTEH3UEN U JIEBOKEITYJOUKOBOU
CEPIECYHOM HENOCTATOYHOCTBIO, TO3BOJINI C IIOMOIIBIO
Ha3Ha4YeHUs KOMOWHAIMU MPENnaparoB, BIUSIOMIUX
Ha pa3iauyHble yTUu marorene3a JIAIL: mpoctanu-
KJIMHOBBIN, 3HJOTEIMHOBBIN U MPOAYKIUIO OKCHAA
a30Ta, TOBBICUTH 3()(HEKTUBHOCTD TEPAIUH, a TaKKe
MpeaynpenuTsh yxyamenue teuenust JIAI' u pazputue
HebnaronpustHoro ucxona [15].

bnaropaps nmocranoBiaeHu IIpaBurenbcTBa
Poccuiickoit @eneparuu ot 26.04.2012 Ne 403, na
CErONHAIIHUN IeHb O0JIbHBIE ¢ uauonarnyeckoi JIAT
MMEIOT BO3MOXKHOCTH NMOJy4YaTh ajekBaTHyio JIAT
cnenuduyeckyto Tepanuio. Bmecte ¢ Tem, 00beM u
xapakrep Tepanuu y 6onbHbIX ¢ JIAL, accomumpo-
BaHHOW C IPYrMMH 3a00JIEBaHUSIMH, MO-TIPEKHEMY,
3aBHCAT OT (PMHAHCOBBIX BO3MOXKHOCTEH MaleHTA.
He menee BaxkHO# cocTaBinsromeld 3pPeKTUBHOTO
neyenus O60nbHBIX ¢ JIAT siBIsileTCSl paHHAsS AUATHO-
CTHKa 3a00J1€BaHMsI, BO3MOKHOCTh MOHUTOPHUPOBAHHUS
COCTOSIHUS MTAaIJeHTa Ha (DOHE MEeANKAMEHTO3HOI Tepa-
U, a TAKXKE CBOEBPEMEHHOE HAIIPABJICHUE NAlIUEHTa
Ha TPAHCIUIAHTALUIO JIETKUX U €€ JOCTYMHOCTb, YTO
BO3MO’KHO TOJIBKO B KPYTIHBIX CIIEIIUATU3UPOBAHHBIX
LEHTPAaX, UMEIOIIHUX COBPEMEHHOE JIUarHOCTUYECKOE
000pyOBaHUE H OIBIT BeIEHHsI OONBHBIX C JIETOUHON
runeprensuei. [loaToMy co3gaHue 3KCIEPTHBIX LEH-
TPOB SIBJIIETCS YPE3BbIYAHO BAXKHOM 3a7ja4eil, KoTopast
MO3BOJIUT PEIIUTH MPOOJIEMY MOMOIIN OOJIBHBIM C
JISTOYHOM TUIIEPTEH3UECH, OIICHUTh PEAJIbHYIO TOTPeO-
HOCTh B clienu(HUUECKON Tepanuu W MJIaHUPOBAThH
pacxofisl Ha ee MPUOOPETEHHUE.
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Pesrome

B HacTosmeM 0630pe npoaHaIu3upoBaHbl COBPEMEHHBIE IPECTABIECHI O KOMOMHIPOBAHHOM aHTUTHTIED-
TEH3UBHOM Tepanuy NalUEHTOB C PE3UCTEHTHON apTepUabHOM THIIEPTEH3UEN, COCTOSHUEM, KOTa, HECMOTPS
Ha PETYJSIPHBINA IPUEM HE MEHEE YEM TPEX aHTUTMIIEPTEH3UBHBIX IIPENapaToB, HE yAAETCS JOCTUTHYTh LIEJIEBOTO
YPOBHS apTepHAIbHOTO JaBieHus. B paboTe onieHeHo 3HaueHHe aHTUTUTIEPTEH3NBHBIX MPETapaToB Pa3IMIHBIX
KJIACCOB B JICUCHWU PE3UCTEHTHBIX ManueHToB. ONHCaHbl TaKKe aJITOPUTMbI KOPPEKIHHU JICUEHHS C YYETOM
WHANBHTyJTbHBIX 0COOEHHOCTEH OONBHBIX.

KuioueBble ciioBa: apTepraibHOE TaBJICHUE, aHTUTHUIIEPTEH3UBHAS TEPAIns, pe3UCTEHTHAS apTepraIbHas
TUTIEPTEH3HSI, aJITOPUTMBI JICYCHUSI.

TREATMENT ALGORITHMS OF RESISTANT HYPERTENSION PATIENTS
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Abstract

This review analyzes the modern concept of combined antihypertensive therapy in patients with resistant
hypertension, a condition where despite the regular use of at least three antihypertensive drugs can not reach
target blood pressure. The paper estimated the value of different classes of antihypertensive drugs in treatment-
resistant patients. Also described treatment correction algorithms tailored to the individual patients.
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AKTYaJIbHOCTH MPO0JIeMbI

B curyanusx, korga npu peryiasipHOM NpHueme
HECKOJIbKUX aHTHTUIIEPTEH3UBHBIX MPENaparoB, ap-
TepuanbHoe aaBneHue (AJl) ocraercs BhIIIE IIEIEBO-
IO YpPOBHS, TOBOPST O PE3UCTEHTHOM apTepHabHON
runieptensun (Al'). Poccutickue [1] u 3apyOexHbIe
pexoMeHamuH [2, 3] TpakTyroT pe3ucTeHTHyo Al kak
COCTOSTHHE, KOT/Ia TIALMEHT, COOMIoNast peKOMEHIAIH
10 U3MEHEHHIO 00pa3a KU3HH, MOoJyyaeT KOMOMHHUPO-
BaHHYIO TPEXKOMIIOHEHTHYIO aHTUTHUIIEPTEH3UBHYIO
TEpaIuIo B aJIEKBaTHBIX J103aX, B TOM YHCJIE BKIIIOUAIO-
LIYI0 AUYypeTuK, Ho A/l y Hero mpeBbllaeT LeleBble
3HayeHus. [lo anuaeMnonornyeckuM OLEHKaM pac-
MPOCTPAHEHHOCTh MOAO0HOH (opMbI 3a00JeBaHUS
Cpey THIIEPTEH3UBHBIX AIIMEHTOB COCTABIISIET OKOJIO
10-20 % [4, 5], a mpOTHO3 3aMETHO XYK€, YeM IpH
koHTponupyemoit Al [6, 7].

BrenpeHnue HOBBIX aHTUTHMIIEPTEH3UBHBIX JIEKap-
CTBEHHBIX CPEJICTB, Ka3aJI0Ch ObI, PACIINPIET BO3MOXK-
HOCTH JIOCTHKEHHS LiesieBoro A/l y MHOTHX NTallieHToB,
TIIPY 3TOM CTaBs MEepe BpauoM MpoOieMbl ONTHMHU3ALNT
Jie4eGHBIX MEPOTIPUATHI U BbIOOpa Tepanyy y KOHKpET-
Horo manuenTta. HakoHer, pa3paboTka v IpUMEHEHHE
MHBA3HUBHBIX TEXHOJOTHH B JIEYEHUH PE3UCTEHTHBIX K
Tepanuu OONILHBIX (PeHAIbHASI CHMIIaATHUYECKAas IeHeP-
BalUsl, XPOHUUYECKAsi CTUMYJISIHS 0apoperenTopoB)
0003Ha4YMIIM HOBbIE TOPU3OHTHI B PEIICHUM JaHHOMN
npobisiemsr [8, 9]. U, xots, MaciiTaObl HHBa3UBHOTO
JeyeHus pe3ucTeHTHOH Al CTpeMUTeNnbHO pacTyT BO
BCEM MHpE, BCE )K€ PUOPUTETOM SIBIISIETCS KOHCEPBa-
TUBHAs Tepanus.

Lenbto HacTosIIEr0 0630pa ABJSETCSA aHAIN3 aJro-
PUTMOB Ha3HA4Y€HHsI KOMOMHUPOBAaHHOW aHTUTUTIEPTEH-
3UBHOU TEPAIUHU Y MAIUEHTOB C pe3UCTeHTHOUN Al

B cooTBeTcTBUM C JaHHBIMH MHOTOIIEHTPOBBIX
KIMHUYECKHUX HCCIIEOBaHUM, 000OUICHHBIX B HOBBIX
EBpomneiickux Pexomennarusx mo aeuenuto Al (2013)
[3], xakux-1u00 CylmIeCTBEHHBIX MPEUMYLIECTB B
a¢dexrax cHmwkeHus AJ] mpeacTaBUTETN OCHOBHBIX
KJIACCOB aHTUTUIIEPTEH3UBHBIX IPENapaToB HE UMEIOT.
OnrtumaneHasi TepaneBTHUECKasi TAKTUKA Y OOJIBHBIX
¢ pe3ucteHTHOH AI' (MM SMIUPUYECKUN MOAXON)
B OONBIIMHCTBE CIy4aeB 3aKIJIIOYAETCS B MCKYyCCTBE
MHOTOKOMIIOHEHTHOH Teparnuy ¢ Ha3Haue€HHeM pa3iind-
HBIX KOMOWHAIIMI BCEX OCHOBHBIX M BCTIOMOTaTeNIbHBIX
kJaccoB npenaparoB [ 10]. MexayHapoaHbIM coo0IIIe-
CTBOM CHELMATICTOB PAlHOHAIBHBIMU IPU3HAHBI TPEX-
KOMIIOHEHTHBIE KOMOMHAIINH, BKITIOUAIOIINE TUYPETHK,
WHTUOUTOP aHTMOTEH3WH-TIpeBpalaonero gepMeHTa
(MATI®) nnm 610KaTOp PeUEenTOPOB K aHTHOTCH3UHY
(BPA) u GnokaTop «MEIJICHHBIX» KaJlbLUEBBIX KaHa-
noB (BKK). Ilpu 3ToM cepbe3HBIX UCCIEAOBAHUN T10
OIICHKE P(P(PEKTUBHOCTH U COCTABA TAKOM Teparuu He
MIPOBOJIMIIOCH, M BOIIPOC O MOPSAIKE Ha3HAYCHHS TeX

WJIM UHBIX TPYII IpenapaToB U MOCIeI0BaTEIbHOCTH
COCTaBJICHUs] KOMOMHAIMHA IO CHX TIOP OCTAeTCsl IUC-
KyTa0eJIbHBIM.

C no3unmii A0Ka3aTelbHOW MEIHUIMHBI 3P eK-
TUBHOCTh KOMOWHHUPOBAHHOW JIBYXKOMIIOHEHTHOM
AHTUTUIIEPTEH3UBHOM Tepanuu ONnpeaessuiach TOIbKO
B TPEX MACIITa0HBIX MHTEPHALMOHAJIBHBIX ITPOEKTAX:
ADVANCE, FEVER u ACCOMPLISH. Tak, B coot-
BETCTBUH C pe3ynbTaramu ucciegoanuss ADVANCE
[11], xomOuHupoBaHHOe HazHaueHue VATID u nuy-
peTuKa MMeeT HECOMHEHHbIE MPEeUMYyLIeCTBa Mepes
HCXOJHOM aHTUTUIIEPTEH3UBHOU Teparuen Wi MOHO-
Tepanuei STUMU IIpenaparaMu. JJaHHbIe UCCIIEN0BaHUS
FEVER [12] cBunerenscTBytoT 0 Ooiyiee Omarompu-
aTHOM 3¢ dexTe nuyperuka B couetannu ¢ BKK mo
CPaBHEHMIO C MOHOTEpaNKel ANYPETUKOM Y MAIIMEHTOB
¢ AT". Hakowner, conmacuo pesyasratam ACCOMPLISH
[13], coueranne BKK u MAII® npeanoutuTensHee
yeM koMmOuHaIus uHruoutopa AIlD u nuyperuka.
B naHHBIX HCClIE0BaHUSAX OHAKO HE OBUIO BBIIETICHO
CHeIHMaIbHON I'PYTIITBI MALMEHTOB C pe3UCcTeHTHOMN Al
MO3TOM 3KCTPAMOJALUSA UX PE3yJbTaToB Ha JaHHBIX
OOJBHBIX JIOJKHA BOCTIPUHUMATHCSI C HEKOTOPBIM MTPH-
OMKEHUEM.

Hanee paccMaTpHBarOTCs PoOjb U 0COOCHHOCTH
Ka)KJIOTO Kjacca aHTUTHIEPTEH3UBHBIX MpEenaparoB
npu pe3ucTeHTHon Al

Posab nMypeTHKOB B Je4eHUM Pe3UCTEHTHOI
apTepuaJbHON rUNepTeH3uH

B OonpumimHCTBE peKOMEHAAIUH MOYETOHHBIE
CpeJICTBa pacCMaTpPUBAIOTCS B KauyeCTBE KPaeyroib-
HOTO KaMHS U 00s3aTeIbHOr0 KOMIIOHEHTA JICUCHUS
pedpakrepHoti k Teparnuu Al [2, 3, 10]. Yxe B mepoM
onpenenennn pe3uctenTHoi Al [14] koHcTaTpoBaHa
HEOOXOMMOCTh MPUMEHECHHMSI JIUYPETUKOB B CXeMax
JieueHUs 3a00eBaHMS. DTH PEKOMEHIAIIMHA OCHOBaHbI
Ha TPEACTaBICHUM O TOM, YTO OJHUM U3 BEAYIIUX
MaTOTCHETHUECKUX MEXaHU3MOB PE3UCTEHTHOCTH Al
K TepaIuu SBISCTCS 3aJep>KKa HATPUS U KUJKOCTH U
yBEJIMYCHUE 00beMa HUPKYIUPYIONIeH mma3mel [15,
16]. Takoe BueHME TPOOIEMBI OBLIO TOATBEPKACHO U
MIPU UCCIICTOBAHUH TeMOAMHAMUYCCKUX TTOKa3aTeNel y
00bHBIX pe3ucTeHTHON AL, mpoBeIeHHBIX B KIIMHUKE
Meiio [17].

Ha mepBoM 3Tamne B OONBIIMHCTBE Cly4aeB pe3u-
crerTHOM Al” Hanbosee paroHATLHBIM MPEICTABIISICT-
Csl IPUMEHEHUE THA3UTHBIX TUYPETUKOB. be3ycnoBHo,
JTINYPETUKH HCIIOIB3YIOTCS U B COCTaBE KOMOMHUPOBAH-
HO Teparuu, B TOM YUCJIC B COCTaBe (PUKCUPOBAHHBIX
JIEKApCTBEHHBIX KOMOWHAIIMHN, YTO MOBBIIIAET MPHU-
BEP’KEHHOCTH K JIeueHuI0. Yailie Bcero, NCTONb3yIOTCS
(ukcupoBanHbie koMOnHaUU MATID 1 THAa3MIOBBIX
JINYPETUKOB, CyTOYHAS J103a TAKMX KOMOUHUPOBAHHBIX
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MpernapaToB MOXET OBITh OOJIbIIIE, YUeM CTaHJIAPTHO
ucnonb3yemas. MATID u nuypeTuk npu cOBMECTHOM
npueMe OTEHIUPYIOT aHTUTUIIEPTEH3UBHBIE (P QEKTHI
JpyT Opyra U CHUKAIOT PUCK TaKUX BO3MOXHBIX I10-
00UHBIX APPEKTOB, KaK TUIIEP- WA TUTIOKATHEMHUSL.

JlaHHBIE MHOTOYHMCIICHHBIX KJIMHHYECKUX HC-
CIIC/IOBaHUI CBUIETEIBCTBYIOT O OoJice BBIpaKCHHON
AHTUTUIIEPTEH3UBHON 2D (HEKTUBHOCTH KOMOWHHPOBAH-
HOM Tepamnuu, BKIIOYAIOLIEH THA3HIHbIE THYPETUKH,
KOTOPBIE 3aMETHO YIIy4lIaloT KOHTposib AJl mpu ux
COYETaHWH C aHTHTUIEPTEH3UBHBIMHU IpenapaTaMmu
OonbIIMHCTBA (€CIH He BceX) KitaccoB. B kooneparus-
HOM HCCJIe/IOBaHNY BeTepaHoB Veterans Affairs Single
Drug Therapy Cooperative Study [18] nauuenrtam, y
KOTOPBIX HE yTaBaJIOCh AoCcTHYb KoHTponsa AJl (mua-
cromudeckoe Al 90 MM pT. cT.) Ha oHE ITpHUeMa OTHOTO
Ha3HaYE€HHOTO JICKAPCTBEHHOTO CPEACTBA (THA3HIHOTO
munyperuka, MAII®, Gera-anpenobiokaropa (B-Ab),
BKK, a-aapeHoOiiokaropa Wi o-arOHHCTa IICHTPaIb-
HOTO AeHCTBHUS), paHAOMHU3UPOBAHHO Ha3Ha4yallu
Jpyroi mpenapar. Eciam nmocie aToro quacronnyeckoe
AJl ocTaBanoch II0X0 KOHTPOJIUPYEMBIM, TIPUMEHSITH
KOMOMHHPOBAaHHOE JIeUeHHE, N100aBisasl KO BTOPOMY
npenapary nepBblil. Pe3yibraTel aHanusa IoKas3anu,
YTO KOMOMHALIUSI [TPENapaToB, BKIIIOYABIIAsl THA3HTHBIH
JIUYPETHK, OblIa HAMHOTO 3 PEeKTUBHEE TAKOBBIX 03
nuyperrka. OHaKo, IIMPOKOE TPUMEHEHUE THA3H 0B
K KJIMHAYECKOM MPAKTUKE B KOHIIE 8(0-X TOJIOB CTOJIKHY-
JI0Ch ¢ TIpoOIIeMO BO3MOXKHBIX MOOOYHBIX 3 dekToB
NpH AJUTENBHOM Tepanuu — 0oJiee BBICOKOH 4acTOTON
THIOKAJTUEMUH, THIIEPIITMKEMHUH U JIMITUIHBIMA HapY-
menusmu [19]. [lo MmHeHUIO APYTUX HCClIeOBATENCH,
HeraTUBHbBIE 2Q(QEKTHl AUYPETHKOB B OTHOIIEHUH
MeTa0oNIM3Ma JIMIHUJIOB, TIIIOKO3bl U MHOKapaa Obuin
npeyBenuueHHbIMU [20, 21]. JlaHHBIC TpeCcTaBICHUS
COIVIACOBBIBAIIUCH C Pe3yJbTaTaMU MacIITa0OHBIX MHO-
TOIIEHTPOBBIX KIIMHUYECKUX UCCIIEJOBAHHUH, TAKUX KaK
SHEP u ALLHAT [22, 23], npoieMOHCTpUPOBaBIINX
CHIDKEHHE CEpIIeUHO-COCYAUCTOrO PHUCKA U YaCTOTHI
ocnokHeHn Al B TpyInax naieHToB, MOIy4YaBIInX
tuasuaable quypetiku. Coueranne MAIID ¢ HeOomb-
HIMMU JI03aMH JUYPETHKOB KaK MPaBUIIO HUBEIHUPYET
no6ouHbIe 3P deKTrl mocneqHux. B yactHocTH B poc-
cuiickoM uccienosannu XAPU3MA 2 Ob110 ITOKa3aHoO,
YTO paMHIPUI CIOCO0EH yMEHBIIATh BO3MOKHBIC
HeOnmaronpusaTHeIE MeTaboamyeckue 3 HexTsl rTuIpox-
noptuasua [24].

VY GonbHBIX ¢ pe3ucTeHTHBIMU Qopmamu AT, oco-
OCHHO MpH 3HAYMMOM CHIYKEHHH TIOYeUHOH (pyHKIUH,
NPUMEHECHUE THA3UAHBIX JUYPETUKOB MOXKET OKa3aThCsl
Manio3ddexkrurHbIM. B Takux ciydasx no qanaeiM Mo-
ser M. et Serato J. [25] nnst maniMeHTOB ¢ XPOHUYECKOM
00JIe3HBI0 TIOUEK (TP KITUpEeHCe KpeatuHuHa < 50 M/
MUH) 17151 9)HEKTUBHOTO CHIKEHHUST 00beMa KHUKOCTH

B Opranusme u koppekunu AJl, pekoMeH/I0BaHO MpH-
MEHEHHE METIIEBBIX TNy PEeTHUKOB. DypoceMus sBiseTcs
MpenaparoM OTHOCUTEIBHO KOPOTKOTO AEHCTBUS U
JIOJKeH Ha3HayaThbcsd HE MEHee JIByX pa3 B CYTKH B
cymmapHsbIx f1o3ax 20—-80 mr: [1pu omHOKpaTHOM nprieme
¢dypocemuna MoXeT HaOMIOAATHCSI pEaKTHBHOE CHH-
JKEHUE HaTpuilype3a B CBSA3U CO CTUMYJISIUEH PEHUU-
AHTHOTEH3UH-anb10cTepoHOBOM cuctemsl (PAAC).
B kadecTBe anbTepHATHBBI MOKHO HCIIONB30BATh MET-
JIEBOM IMypeTHK Golee TUTENTbHOIO AEHCTBUS — Topa-
CeMUJI B 103aX 2,5—5 MT' B CYTKH, XOTSI 3TO U COTIPSHKEHO
C YBEIMYEHHEM CTOMMOCTH JIEUECHUSI.

Oco0oe 3HaueHue B JIEYEHUU pe3ucTeHTHOH Al
Cpeau IUYpPEeTHKOB MMEeT aHTaroHHUCT MHHEpaJIKOp-
TUKOUJHBIX PELEeNTOpOB CNUpPOHONakTOH. Cieayer
UMETh B BUJY, YTO NPUMEHEHHE CIUPOHOJAKTOHA
paccMmarpHBaeTcsl B KadecTBE UETBEPTOTO Iperapara
W He 3aMeHseT co0oi 6a30Boe Ha3HAYEHHE THA3HIIOB.
OMnupudeckrue AaHHble 00 3PPEKTUBHOCTH BEPOII-
MUPOHA IPU pe3UCTeHTHOUN A" OBbUIM MONTyYEHBI elle B
uccienosanuu Ramsey L.E. et al. [15]. [To coBpemeH-
HBIM IIPEJCTABICHUSIM, TaTOTE€HETHYECKOU OCHOBOM
s eKTa CIUPOHOTAKTOHA SIBIISETCS, C OTHON CTOPOHBI,
n30biTouHas aktuBanus PAAC mpu pe3HCTEHTHBIX
¢dopmax AT, a, ¢ Ipyroli CTOpOHBI, BEICOKAsI YacTOTa
HEpacro3HaHHOTO TMEePBUYHOTO ajbJ0CTEpPOHU3MA Y
JTAHHOM KaTeropuu MarueHToB [26].

B 2003 roxy ObUH OIyOIMKOBaHBI PE3YJABTATHI OT-
KPBITOTO KIIMHUYECKOTO UCCIIEI0BAaHMs 76 MallMeHTOB
CIELUATU3UPOBAHHON KIIMHUKU C HEKOHTPOJIUPYEMOM
AT Haznauenue cniupoHonakToHa B 1o3e 12,5-50 mr/
CYTKU B JIOTIOJIHEHUH K TPOIHHOW Te€paruu NpUBOAUIIO
K JIOMOJIHUTEIBbHOMY CHUXeHHIo AJl B cpeaHeM Ha
25/12 mMm pr.ct. [27]. Cpenu ucciemopareneir chop-
MHpOBajlach THUIOTE3a O TOM, YTO CHHPOHOIAKTOH
MOET OBITh 0COOCHHO dPPEKTUBHBIM y OOJIBHBIX
AT’ c BBICOKMM ypOBHEM alIbJOCTEPOHA M HU3KOM aK-
TUBHOCTBIO PEHMHA IJa3Mbl. [|J11 mpoBepKH TaHHOTO
NPEANONIOKEeHUsT OBITIO MPOBECHO HCCIEAOBaHUE
RENALDO [28]. Oka3anoch, 4T0 aHTUTUIIEPTCH3UB-
HBIH 3(h(eKT aapIocTepoHa He 3aBHCEN OT HCXOIHOTO
YPOBHS allbJI0CTEPOHA B KPOBU WJIN B CYyTOYHOU MOYe,
AKTUBHOCTH PEHHHA WJIH COOTHOLICHUS aJIbJI0CTEPOH/
PEHMH B IUIa3Me.

AHTUTHUTIEPTEH3UBHBIE 2P (QEKTH HU3KUX 103
CIIUPOHOJNAKTOHA y OONBHBIX, HE JAOCTUTIIHNX Leje-
BbIX 3HaueHU AJl, OBUIM MOJATBEPIKICHBI B aHIJIO-
CKaH/IMHABCKOM MCCIIEIOBAaHNH KapIUAIbHBIX HCXO/I0B
(Anglo-Scandinavian Cardiac Outcomes Trial-Blood
Pressure Lowering Arm — ASCOT — BPLA). B nem
MIpY Ha3HAYE€HUH CITUPOHOJIAKTOHA B 7103€ 25 MT' B CYyTKH
MaryeHTaM ¢ pe3ucTeHTHoi Al B kauecTBe npemnapara
4 TMHAN TPOU30LIIO CHIKEHUE YPOBHS oucHOro AJl
B cpenHeM Ha 22/9 mm. pr.cT. [29].
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B 9701 cBs131 etie 00IbIIMi HHTEPEC MPEACTABIAET
uccnenosanue de Souza F. et al. [30], B koTopoe Obutn
BKJIIOYEHBI 236 ManueHTOB HEKOHTpoiaupyeMon Al
HcTtrHHas pe3sucTeHTHOCTD K Tepanuy Obliia BEISBICHA
y 178 y4acTHMKOB, KOTOPHIM B IOTIOJIHEHUH K TPOIHOM
AHTUTUIIETEH3WBHOM Tepanmuyu Ha3zHauyajcs CIHpPOHO-
JIAKTOH B 7103€ 25 Mr B cyTKH. Tutpanus 10361 10 100 mr
B CYTKH NPOMCXOJMNIA HA MPOTKEHUH 2—6 MecsIeB
JIeYeHus TIoJl KOHTpoJieM ypoBHs oucHoro AJl u mo-
Kazareyel CyTO4YHOro ero MonutopupoBanus. Ha gone
KOMOWHALIUK CO CIUPOHOIAKTOHOM 3apETHCTPUPOBAHO
JIOCTOBEPHOE CHIKEHUE CPeTHECY TOUHBIX TTOKa3aTenei
AJl B cpemHeM Ha 16/9 MM pr.cT. OHAKO YBEJTUYCHUE
710351 BbIIIE 50 MI' HE MPUBOJMIIO K JIOTIOHUTEILHOMY
CHIDKEHUIO YpOBHS naBienus [31, 32].

AHaNornyHble JaHHBIE OBUIM TOJyYEHBI B XOJE
JBOWHOTO CIIETIOr0 PaHIOMHU3MPOBAHHOTO TJanebo-
koHTpoaupyemoro uccienoBanus ASPIRANT [33]
o oreHke dPdexTa NMPUMEHEHUS CIUPOHOJIAKTOHA
y OonbHBIX pe3ucTeHTHOU AI. JlomonHUTEIbHOE
Ha3HAUCHHUE CIUPOHONAKTOHA (n = 59) B TeueHue §
HEZeNb COMPOBOXKJIATIOCh JIOCTOBEPHBIM CHIDKEHHUEM
cpemHecyTouHoro cucronudeckoro AJl va 9,8 MM pt.cT
0 CpaBHEHUIO ¢ mpueMoM Tane6o. [Ipu aTom nocro-
BEPHBIX Pa3IMYUil M0 YpOBHIO IuacTonndeckoro A/
MEX[y TpynIamMH BMeIaTeabcTBa U mianebo (n = 58)
BBISIBJICHO HE OBLIO.

Erme onHuM mpeacraBuTeneM Kiacca INypeTHKOB,
MOTEHIHANHEHO 3()(OEKTUBHBIX IIPH JIEUEHUN PE3UCTEHT-
Hoit Al siBisieTcst aMUIOpH T, OJIOKUPYIOIINUN ST TEITH-
aJbHbIEe HaTPHEBbIE KaHAJIBI U SBISIOIIMNACS HETIPSIMBIM
AHTAarOHUCTOM alboCTepoHa. B uccnemoBanuu [34]
HEOOJBIION TPYIIBI MAIIMEHTOB ¢ HU3KOPSHUHOBON
AT, y KOTOpBIX HE yZIaBaJlOCh KOHTPOJIUpOBaTh A/l
Ha (oHE TpUeMa HECKOJIBKUX IMPErapaToB, BKIIOYAs
THa3UAOBBIH NUYPETHK, MEPEeX0a Ha KOMOWHAIUIO
ammtopua (2,5 Mr/cyTku) ¢ THAPOXJIOPOTHAZKIOM (25
MT/CyTKH) TIPUBEI K BRIPRKEHHOMY CHIDKCHHUIO Al Ha
31/15 MM pT. CT.

Baokaropsl KaJblueBbIX KAaHAJIOB B COCTaBe
KOMOMHHPOBAHHOI Tepanuu pe3ucTeHTHOH AT

Kak yxe 06cyxnanoces panee, peKOMEHIAIUU TI0
HCTIOJIb30BAHUIO PAIMOHAILHOTO KOMOMHHPOBAaHHOTO
JIeYeHHsI ¢ IPUMEHEHUEM TpeX W Ooliee Tpenaparos
HOCSIT B OCHOBHOM AMITMPHUYECKHH XapaKkTep U OCHO-
BBIBAIOTCSl Ha HAONIOACHUSIX B Manblx rpynmax [10].
[pencrarnsercs Hanbosee 1eIecO00pa3HOil KOMOHU-
HUPOBaHHAas Tepanus ¢ UCIOIb30BaHUEM ITPENapaToB C
pa3NUYHBIMUA MeXaHU3MaMHu JiefcTBUsA. C TOUKY 3peHus
MMEIOUINXCS JTAaHHBIX MAaKCUMAaJIbHO palioHaIbHOM, a
TaK)X€ XOPOIIO MEPEeHOCUMON SABIsIeTCd KOMOMHALINS
CIIEIYIOLIUX TPy MpernaparoB: OJI0KaTOPOB PEHUH-
aHTHOTEH3UH-albaocTepoHOBOI cucTeMbl (PAAC)

(UAII® umm BPA), BKK u TrnasuaHoro nuyperuka
[1-3]. KomOrHMpoBaHHOE JIeUeH e IS TPOPHUITaKTHKH
U TIpeosiofieHus pe3ucTeHTHOoCcTH A/l moapazyMeBaer,
YTO aHTUTUIIEPTEH3UBHBIE ITPeTapaTbl UMEIOT pazind-
HbI€ B3aUMHO JIOTIOJHSIONINE MEXaHU3MbI JAeWCTBUSA,
noteHuupyromme 3pdexto! camkenus AJl. B ugeane
NpY KOMOWHHPOBAHHOM TepaITH yITy4IaeTcst IpoQuib
MEPEHOCUMOCTH M CHU)KAETCS 4acTOTa Pa3BUTHS IO-
0ounbix 3¢ ¢dexToB. B nccnenoanusx Syst-Eur [35]
u Syst-China [36], a Takke npoekre HOT [37] uc-
MOJIb30BaNId codeTaHue nuruaponupunuaoBoro bKK
n MAII®D. B uccnegosannn ASCOT aHajgoru4Ho ObUIO
NPOJIEMOHCTPUPOBAHO MPEUMYIIECTBO KOMOUHAIINN
HAITI® nepunonpuna u BKK nquruaponupuaiHoBoro
psAaa aMmyIoMIMHA Tiepes; KOMOMHAIMe THa3UI0BOTO
nuypetuka ¢ B-Ab B oTHOmeHHH MpenyNnpeKACHNUs
CepICYHO-COCYNUCTHIX ocnokueHui [38]. bonee Toro,
HeJIaBHO OBbLIHM OIMyOIMKOBaHBI JaHHBIE, YTO IIEPBOHA-
yaJbHO Ha3HaueHHas Tepanus couetanuem MAIID u
BKK npuBena kK CymiecCTBEHHOMY CHIKEHHIO PUCKa
pasButus pesuctentHoit Al [39].

B uccnegosanun ACCOMPLISH (Avoiding
Cardiovascular Events through Combination Therapy
in Patients Living with Systolic Hypertension) npoBe-
psuTIach THIIOTE3a O TOM, 4TO Y 601bHBIX A" BEICOKOTO
pucka tepanus MATID GeHazenpuiioM B COYCTaHUU
¢ quruaporupuanHoBeiM BKK amnogunuaom Oosee
3¢ (HEeKTUBHO MPEOTBPAIIACT CePACYHO-COCYTUCTHIC
coObITHs, yeM kKoMOmHanus toro xxe MAIID u ru-
npoxnopruazunaa [13]. Cpennue nokazarenu AJl, go-
CTHTHYTBIE K MHATY UCCIIEIOBAHUSI, PAKTUIECKH HE
paznuyanuck u coctaBuiy 131,6/73,3 MM pT. CT. y ipu-
uumMasiux MATID B komOunanuu ¢ BKK n 132,5/74,4
MM PT. cT. y npuHuMaBmmnx UATID B komOuHamu ¢
ruapoxioporuazuoM. Kourponas A/l Obl1 TOCTUTHYT
y 75,4 % n 72,4 % nanuenrtoB rpynn MAII® + BKK
u UATID + nuypeTHk, coorBeTcTBeHHO. KoMOnHanus
BKK u UATI® obecnieunina JOMOTHUTEIHHOE IO CPaB-
HeHuto ¢ komOuHarmei MATID ¢ runpoxaopoTHasuiom
CHIDKEHHE pPUCKa JI000T0 CepAeuHO-COCYIUCTOTO
OCJIOKHEHUS U CePIICTHO-COCYANCTON cMepTH Ha 22 %.
bnaronaps 3Tum 1ByM kpymHbIM HecnenoBanusiM bBKK B
couetanuu ¢ MATID cranu ceroiHs BeAyIIMMH COCTaB-
JSTFOLIME KOMOMHUPOBaHHOTO JteueHusi AL, uto genaer
TaKyl0 KOMOMHAITUIO PAIMOHAIIEHON OCHOBOM MHOTO-
KOMIIOHEHTHOH Teparuy pe3ucTeHTHbIX ¢popM. Ho Hu
OJTHO U3 3THUX HCCIIeIOBAaHUN HE U3Yy4allo Pe3ybTaToB
TPOIHOI Tepanuu u TeM OoJiee Tepanuu, OCHOBAaHHOM
Ha 4-5 u Oonee Kaccax Mpenaparos.

Haznayenne BKK y 6onbHbIX ¢ pe3uctenTHON AT’
JIOJDKHO TIPOBOAMTHCA B a/IEKBATHBIX J03aX, BKIIIOUas
MaKCHMaJbHO JIOIYCTUMBbIE, U IPEUMYIIECTBO JT0JIKHO
OTJ1aBaThCA NperapaTaM ¢ MAKCUMaJIbHOM CUJIOM aHTH-
TUMEepTeH3UBHOTO 3 dekra, TakuM Kak HU(ETUITUH.
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BeccniopHo, 4TO HU(EAUNIHMH MOXKET HAa3HAYATHCS
TOJIBKO B (POpME C KOHTPOJIUPYEMBIM BRICBOOOXK ICHHEM
JUISL OMHOKPATHOTO TIpreMa B JieHb. OnpaBaaHo TakKe
MpPUMEHEHUE aMJIOUIIMHA B J103¢ 10 MTI' B CyTKHU.

BecsMma cymiecTBeHHON mpoOieMol mpu Jiede-
Huu BKK nurunponupumuHoBoro psaa, TpeOyromieit
BHUMAaHUS KJIUHHIUCTA, SABJISETCA pedruekropHas
CTUMYJISILIUSA CUMIIATUYECKON HEPBHOM CHCTEMBI, B
YAaCTHOCTH Pa3BUTHE TAaXUKAPJIUU. 3aKOHUUBIITHECS
6ornee 10 et Hazaj KpyNHbIE KOHTPOJIHUPYEMBIE HC-
ciaenoBaHus noATBepAwIn Oe3onacHocTh BKK nu-
rugponupuanHoBoro psga [40, 41]. Hu B oqnom u3
WCCJIC/IOBAHMI HE OBUIO BBISBICHO OTPHIIATEIIBHOTO
BJIMSIHHS [TPETAPaToOB HA MPOTHO3 XKU3HU OOJBHBIX 110
CPaBHEHUIO C APYTUMHU aHTUTHIPTCH3UBHBIMU IIpe-
napatamu. Ecau TUTHApOTUPUANHEI CPAaBHUBAIHU C
iane0o, TO UX MOJIOKUTEILHBIN (P PEKT Ha TPOTHO3
3a0oseBaHus ObLIT COBEPIICHHO oueBUcH. [1og00HbIE
MPEUMYIIECTBA CIPABEITUBEI IS TUTHAPOTUPUIH-
HOB 2—3 MOKOJEHUs MPOJIOHTHPOBAHHOTO AEHCTBUS
WIH JUTHAPOIMPUINHOB B JICKAPCTBEHHBIX (HopMax
JUTUTENIEHOTO BEICBOOOXKIeHU. Elte onHoM mepcrnek-
TUBHOW KOMOWHAIIMEH NJISi MIPEOJONICHUS PE3UCTEHT-
HOCTH K aHTHUUIICPTEH3UBHOMN TEPAITUN MOXKET CITYKHUTh
COYCTaHUE NUTHAPONMUPUIUHOBBIX (HUDESAUNIUH C
MOJIU(DUIIUPYEMBIM BBICBOOOKICHUEM, aMJIOJIUIINH )
u HepuruaponupuauHoBbix BKK (auntuazem, Bepa-
namun). [IpuMeHeHne mociaeHUX ONpaBIaHoO B CIIy-
Yasx HAJIWYMs IPOTUBONOKa3aHMi K ipuemy B-Ab nu
onokaropoB PAAC, a Takxke pa3BUTHS pePIeKTOPHON
taxukapauu [42]. CoBMeCTHOE Ha3HaYEHUE MPOJIOH-
THPOBAaHHOTO HU(EIUTIHHA JaKe B CyOMaKCHMAalIbHBIX
Jl03aX W JAWJITHAa3eMa/BeparaMuiia MPUBOJUT K ITOBBI-
IICHUIO KOHIICHTpaIuK HU(EAUIHUHA B IJIa3Me U, KaK
CIeNCTBHE, 00JIee 3aMETHOMY aHTHUTHUIICPTCH3UBHOMY
a¢dexry Takoi koMmOuHaH [43].

Ponp 6J10KATOPOB pEeHMH-AaHTHMOTEH3MH-
aJIbIOCTEPOHOBOI CHCTeMbl B JIeYeHUH 00JbHBIX
pe3uctenTHOi AT

ITpu noBeimennn aktuBHoctd PAAC B cummy pas-
JUYHBIX NMPUUYHUH (MIPEUMYIIECTBEHHO C y4acTHEM
aHruorensuHa II) mpoucxoauT Ba3OKOHCTPUKIIHS,
BBIBEJIEHE HATPUsI C MOYOW CHUKAETCS B CBSI3H C
yBEJIMYCHHEM ero peadbcopOruu 1 AJ] 3HAYMMO MOBBI-
maercs [44, 45]. [Touku B 3TOM MpoIiecce UIPatoT OAHY
U3 HEHTPAILHBIX POJIEH, 0COOEHHO IPH PE3UCTEHTHBIX
tdbopmax ATI, yacTo coyeTalomuUXCs ¢ OXKUPECHHUEM,
caxapHbIM AMa0ETOM, HApYHICHUSMHU JABIXaHUS BO
BpeMs cHa [46, 47]. B momoOHBIX cUTyanusx Mpo-
UCXOJUT UCTOULICHHE KOMIIEHCAaTOPHBIX MEXaHU3MOB
(TunepunsTpanyy, JUIATaUA ApTEPUOT B MOYKAX)
U TIOBPEXKIAETCs TIIOMEPYJISIpHBINA Oapbep, IpUBOIS
B UTOTe K CHIDKCHHIO KIyOOYKOBOH (PMIIBTpaLdu U

HapylIIeHHUIO QYHKIWH Mo4eK. AJleKBaTHas OJoKaaa
PAAC — oauH U3 KJIIOYEBBIX MEXaHU3MOB MPEOJIO-
JICHUSI PE3UCTEHTHOCTH K aHTUTUIIEPTEH3UBHOM Tepa-
nun y 60nbHBIX Al BONBIIMHCTBO TaKUX MalUCHTOB
Tpedyet Bbicokux 03 MAIID u BPA, a B psine pabot
MPOAEMOHCTPUPOBaHA BO3MOXHOCTh YCIEIIHOTO HX
COYETaHHOTO MPUMEHEHHUS.

EBponeiickue pekomenaanuu [2, 3] ueTko onpene-
JIUITY TIPEUMYIIIeCTBEHHBIE TOKa3aHUs JJIs Ha3HAYeHUs
NAITI®D B kauecTBE aHTUTUIIEPTCH3UBHBIX IIPETIAPATOB,
nogYepkrBas MX 3PPEeKTUBHOCT Npu coueTanuu Al
C MEPEeHECeHHBIM OCTPBHIM MH(AapKTOM MHOKapaa,
0COOCHHO B ciy4asix JUCQYHKINH JIEBOTO KeTyJ0uKa
U cepleuyHOll HeAOCTaTOYHOCTH, y OOJBHBIX C JHa-
OeTryeckol U HemuabeTHIeCKoi HedponaTuei, mpo-
TEMHYpUEH W MUKpOAJIbOYMUHYpHEH, a TakkKe IpH
METab0IN4eCcKOM cuHIpoMe. B pesynbrare nccnenosa-
Hust HOPE [48] pamunpuin nokasan 3eKTHBHOCTE B
TUTaHEe CHIDKEHHS pUCKa CMEPTH, MH(apKTa MHOKapaa
W MHCYNbTa MPHU BCEX KIMHUYECKUX MPOSBICHUIX
aTepoCKiepo3a: UIIeMHUYecKol OOoNe3Hu cep/la, Ha-
PYLIEHUSIX MO3TOBOTO KPOBOOOpAIIIEHNS, TOPaXKEHUN
nepudepudecKkux apTepuil. Pamumnpun noka ocraercs
enuHcTBeHHBIM MAII®D, xoTOphIN B HCCICIOBAHUU
SECURE [49] moka3an mpsMoil aHTUCKIIEPOTHIECKUH
a3 dext. IMeHHO MO3TOMY paMHIPUI — €IUHCTBEH-
ue1it UATI®D, xotopsiit B Poccun u CIHIA [50] umeer
3aperuCTPUPOBAHHOE MOKA3aHHE «CHIKEHHE pHCKa
WH(apKTa, HHCYIBTa U CEPACYHOI CMEPTH Y OOIBHBIX
BBICOKOTO CEepAEYHO-COCYAUCTOTO puckay. C mo3umuit
2013 roxa [3] erie OoJiee MOBBICKUIACH AKTYaIBHOCTh
MMEHHO 3TOTO KJIacca B IUIaHE TEPaIruy MAIl[MeHTOB C
AT 1 utieMuieckoii 6oNe3HbI0 ceplla, a no3uiuu bPA
HECKOJILKO OClIadenH,

Eme Heckombko JieT Ha3aj aKTUBHO MyOIMKOBa-
JUCH NTaHHBIE O TOM, YTO KOMOWHANUS AJTUTEIBHO
newrctBytomiero auruaponupuanaoBoro bKK u BPA
3¢ deKTUBHO CHIKAET AJl, B TOM YKCIIe U y TAIMEHTOR
c Tsokenoit AT [51-53]. JlanHast KOMOMHAIMSI TPU3HAHA
3 PeKTUBHON 1 Oe30MacHO B MJIaHE MPOPHUIAKTUKA
CepIIEYHO-COCYIAUCTHIX OCIOXHEHHM, OIHaKO Hcclie-
JIOBaHUN IO MIPUMEHEHHUIO 3TOro Kijlacca MpenapaTroB
y MaIMeHTOB C pe3ucTeHTHOH Al cmenuanbHO He
MIPOBOJMIIOCH U, TIO COBPEMEHHBIM INPEACTABICHUAM,
HAUOOJIBIINH YPPEKT CIECTYET OKUIATH B OTHOIIICHUU
NPOQHUIAKTHKH MO3TOBOTO MHCYJIBTa, HO HE KOPOHAp-
HBIX COOBITHI.

[To MHeHuUO 3KCTIePTOB [3] ABYXypOBHEBast OIOKa-
na PAAC npumenennem MAII® u BPA He noka3zana
W TIPUBOIUT K HapacTaHUIO MOYEYHOU AuchyHKIHH
U yXyALICHUIO Mporuo3a. Panee Obula rumoTesa, 4To
coBmecTHas Tepanus BPA u MAII® moxer ObITH
OTIpaBJaHa B CIy4asix MPOTESHHYPUH U THa0eTHIeCKON
Hepponaruu [54]. OnHako, B JaIbHEHIIIEM 110 PE3YITb-
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taram uccienosannst ONTARGET Obu10 mokasaHo, 4To
koMmOuHupoBanHoe JeueHne MAII® u BPA y 6ompHBIX
AT BBICOKOTO prCKa He MPUBOANIO K 60jiee 3aMeTHOMY
cHrKeHUIO AJl, M0 CpaBHEHUIO C TEpareld OTHUM U3
6nokatopoB PAAC, HO cONMpOBOXKAAIOCH 3HAYUMBIM
MOBBIIIEHUEM PHUCKA THIEPKATUEeMUN U HapyIICHUS
¢dyHKIMH TTOYeK [55, 56].

Pesynerarst uccnenosanus LIFE [57] cBunerens-
CTBYIOT O OJIATONIPUATHOM BIMSHUU KomMOuHanuu BPA
II ¢ TMa3unHBIM TUypeTHKOM y 0onbHBIX Al 1o cpas-
HeHHIo ¢ coueTanueM PB-Ab u THasugHOTO MHMYypeTHKa
B OTHOIIECHUH NMPO(UITAKTUKH WHCYIBTA IIPU COTIOCTA-
BHUMOI1 cTeneHu cHukeHus A/l B rpymmax.

Taxum 06pa3oM, 0 COBpEMEHHBIM PE/ICTaBIECHHU-
siM 3(h(heKTUBHAS SMITUPUYUECCKAst KOMOWHUPOBAHHAS aH-
TUTUTNIEPTEH3MBHAs Teparus pe3ucTeHTHo! Al nomxHa
MPU OTCYTCTBUHU MPOTHUBOIOKA3aHUI 0043aTEIHHO
BKJtouaTh Onokatopel PAAC, xotopbie obmanaroT
MPSMBIM U OIIOCPEAOBAHHBIM Ba30IUIIATUPYIOLIHM 3(-
(dexTom. Bmecte ¢ TeM, B onpeienieHHH pe3UCTEHTHOM
AT, nannoMm B mocnenuux EBponeiickux pekoMeHa-
nusix [ 3], KaTeropuyHo He 0003HaUeHa 00513aTEILHOCTh
MIPUMEHEHUS JaHHBIX MpPEeNnaparoB y 3TOM KaTeropuu
naiueHToB. B 0030pe Hirsch S. [58] ormeueno, uto
MHOTHE MAUeHTsl ¢ pedpakrepHsiM AJl neyarcst He-
CKOJIbKUMH Ba30MJIaTaTOpaMu, U IIPHU 3TOM BCE PaBHO
HE JJOCTUTAIOT LIeeBOro YpoBHA Al, OTHOCACH, TAKUM
00pa3oM, K KaTeropuul pe3uCTEHTHBIX K Ba3oaMiIaTa-
TopaM. B TaHHOW KIMHUYECKOW CHUTyallMU CIEAYET
paccMarpuBaTh HEOOXOAUMOCTh MPUCOEINHEHUS WIH
HapalluBaHMs 1035l IUYPETUKOB JUIsI CHUKEHHS BHY-
TPH- U BHECOCYIUCTOTO 00BbEeMa TUIa3MBI, a TaKke 00e-
CTICUEHUS aJIeKBaTHOU P-aApeHepruuecKoi OIoKabl 1
MIPUMEHEHUS TOTIOTHUTENBHBIX MPEnaparos.

3nauenue f agpeno010KATOPOB B Tepanuu pe-
3UCTEHTHBIX hopm AT

B-AB mo-mpexxHeMy OCTalOTCs OCHOBOH Tepa-
MM TALMEeHTOB C MOBBIIIEHHBIM A/ B coueTaHuun
C MIIEMUYECKON OOJIe3HBIO Cepila, a TaKkKe Mocie
MepeHeCeHHOTO MH(]apKTa MUOKapaa U C CepACYHON
HEJIO0CTaTOYHOCThIO, HECMOTPSI Ha aKTHUBHBIE IO-
MIBITKA KOMIIPOMETAllUU MX, KaK aHTUTHUIEPTEH3UB-
HBIX IPernaparoB MEepBOM JUHUM B MOCIEIHUE TOJBI.
K HacTosmemMy BpeMeHHU TBEpAO YCTAaHOBIIEHO, YTO
IIpU pe3UCTeHTHOH Al MPOUCXOAUT TUIEPAKTHUBAIUSA
cumnarudeckoil HepBHOU cuctemsl (CHC). OgeBun-
HO, YTO B MOJOOHBIX CUTyalusx Ha3HadeHue B-Ab
JOJDKHO MUMETh CBOIO «HHIITY», 0OCOOCHHO y OONBHBIX
C TIOBBIIIIEHHBIMU MTOKA3aTEIIMH YaCTOTHI CEPJIEUHBIX
COKpAIlleHUI U BBICOKHM CEPJIEYHBIM BBIOPOCOM.
B 31001 cBA3M 3aciy’KHUBaET IOBTOPHOIO YIIOMUHAHUS
pabota Taler S. et al. [17]. Y BKIIIOYEHHBIX B HCCJIC-
JIOBaHME TaIMeHTOB ¢ pe3ucTteHTHol Al (n = 117)

UCIIOJIb30BAINCH «T€MOJMHAMHUEcKuit» (n = 52) u
sMnupuueckuil (n = 52) moaxoapl K Ha3HAYCHUIO U
Koppekuuu JiedeHus. 1IepBblil 0OCHOBBIBAJICS HA HC-
XOJHO! HEMHBA3MBHOW OLIEHKE CEpJECYHOTO WHJIEKCa,
o0miero nepudepuvaeckoro CONPOTUBICHUS COCYIOB.
IIpu onpenieneHNH MOBBILIEHHOTO CEPJIEYHOT0 HHIEKCa
K Tepanuy MpUCoeqUHsIINCH B-Ab nnm ux no3a ysenu-
ynBanack. B koHIe 3 Mecsa HabmoneHus1, 0Ka3aaoch
IUTsL 1071t Ha3HaueHus B-ADb B 910l rpynme manueHToB
BBIpOocna — ¢ 66 110 80 %, 1 cyliecTBEHHO MpeBHIIIaIa
aQHAJIOTUYHBIHN MMOKa3aTelNb MPH UCIIOIb30BaHUH IMITH-
puyeckoro noaxoxaa (52 %).

ITo Muenuro psaa 3xcnepToB [59] Kapamocenex-
THBHBIC MPOJOHTHpPOBaHHBIE -AB (MeTompoo,
OuOCIPOJION, HEOUBOJIOJ) PACCMATPUBAIOTCS B Ka-
YecTBE OCHOBHBIX IpenaparoB 4-oi JIMHUU BCIET 32
6noxaropom PAAC, AK u nuypeTnkoM, Ha3HauaeMbl-
MH B MaKCHMaJIbHO TEpEHOCUMBIX jo03ax. Hirsch S.
[58] mpencraBun ymoOHBIM B MPAaKTHYECKOM ILIAHE
aNropuTM HazHaueHus B-Ab OONBHBIM pe3ucTeHTHON
AT. B cnyuae pedpakrepnoctu AJl, OTCYyTCTBUS y Ta-
[UEHTA MeprupepUIEeCKUX OTEKOB U MOBBIIICHHOHN MpU
BpaueOHOM 0CMOTPE YaCTOTBI CEPIICYHBIX COKPAIICHUN
B MOKoe OoJice 84 B MUHYTY I1€7I€CO00pa3HO HAa3HAYE-
HUe KapanocenekTuBHbIX B-AbB. Cnenyer, pasymeercs,
YUUTHIBATh, YTO IIEPEUMCIICHHBIE TIPENapaThl 00IaIatoT
MeTa0O0JIMYECKON HEUTPAIIBHOCTBIO, & UX JTUTEIIbHAS
Tepanus He COMPOBOXKIAETCS 3HAUMMBIMU H3MEHE-
HUSMU [TapaMeTpoB MeTabonusma. B renom, ecnu miast
JICUEHUS MSTKOM U yMepeHHOU Al ceromHs erie MokKHO
CTaBHUTH MO/l COMHEHHE 11eJIeCO00Pa3HOCTh MPUMEHE-
HUs B-AB, To TeueHne nanueHToB ¢ pe3ucTeHTHON Al
NpPaKTHYECKH BCeTna TpeOyeT MOAKIIOUEHHS TaHHOTO
KJ1acca, IpU4eM B BBICOKHX J103aX, €CITU HET MPOTHUBO-
MOKA3aHMMU.

BioxTopsl a-aapeHopeLenTopoOB U MPeoaoJIeHre
PE€3UCTEHTHOCTH K TePaIiH y 00/IbHbIX THIIEPTOHH-
yeckoi 60/1€3HbI10.

B HacTosiee BpeMs KilaccH4ecKHe MOKazaHHs K
NpUMEHEHHIO O-aapeHobmokatopoB (a-AB) gocra-
TOYHO CY)KEHBI I UCUEPIBIBAIOTCS coueTanueM Al u
JN00pOKaueCTBEHHOW THUNEPIUIa3HH MpeAcTaTeIbHON
skene3bl y MyxxkuuH [1, 2]. Bo muorom Beixon a-Ab u3
IIpernaparoB NepBOil TMHUN ObLT 00YCIIOBIEH PE3YIlb-
taramu uccinenosanus ALLHAT [23], rie qokcazo3uH
HE MPOACMOHCTPUPOBAI OJarompusTHOTO 3PdeKTa
HH B OTHOIICHUH KapIHO-BaCKYJSIPHBIX COOBITHIl, HU
B OTHOLICHUH MPeayIpexaAeHIs cepeuHON HeaocTa-
TOYHOCTH.

Tonpko eMWHUYHBIC WUCCIEJOBAHUS TOCBSIICHBI
aHanuzy 3¢dexruBroctu a-Ab (10kca303uH) y 00JIb-
HBIX pesucteHTHOM Al Tak, B pabore Rodilla E. et
al., [60] 6b110 MOKa3aHo cHmkeHue AJl Ha 16/7 MM
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PT.CT. IpY MPUMEHEHHUH JIOKCa303uHa B J103¢ 4 Mr/
CYTKH COCTaBE KOMOWHHPOBAaHHOTO JieueHHs OOJHHBIX
¢ pesucteHTHOM Al

[To muenuto skcneptoB [61], mpu Hamuuuu ped-
PakTEepHOCTH K Tepanuu mnepupepudeckue o-Ab
MOTYT OBITh OKa3aHbI B KaYE€CTBE JOMOTHUTEIbHBIX
AHTUTUIIEPTEH3UBHBIX CPEJCTB JUIS CHUKCHUSI aKTHUB-
Hoctu CHC B coderanuu ¢ B-Ab unm npu Hanu4uu
MIPOTUBOIIOKA3aHUH K IOCIECJHUM B PEXKUME MOHO-
TEparuu.

Crnenyet, HECOMHEHHO, YUUTHIBATh HATMYHUE pAaa
NOOOYHBIX SIBICHUH TIpH ipueMe o-Ab, cpemi KoTopbIx
HanboJjiee BaXHBI peIeKTopHas TaXUKAPIHUs U OPTO-
CTaTUyYecKas TUIOTeH3Hs. B OonbIIMHCTBE cydaeB B
MOBCEAHEBHOW KIMHUYECKON IIPAKTUKE AAHHAs CUM-
IITOMAaTUKa HUBEJIUPYETCS COBMECTHBIM IPUMEHEHUEM
B-AB ¥ HeHTpalbHBIX CUMIIATOIUTUYECKUX CPEICTB.

He nomnexxamuyM COMHEHHUIO KITMHUYECKUM IOKa-
3aHUEM K Ha3Ha4YeHUIo nepudepudeckux a-Ab spis-
F0TCS. CUMITATO-aJPEHAJIOBBIE KPU3bI, KAK IIPOSIBICHUE
(heoXpOMOILIUTOMBI, TaK M 3CCEHIINATBLHON PE3UCTEHT-
Hoil AI. B maHHBIX ciiydasix MpHeM 3TUX NpernapaTroB
MOET CIIY>KUTh KaK MpO(UIaKTHIECKOH MEPOid, TaK U
CpEIICTBOM JICUCHHS KPU30BBIX MOBRIIeHUH A /l. B mo-
JOOHBIX CUTyalMsIX aHTHAJApPEHEPriecKhue CpeicTBa
BBICTYIIAIOT Ha MEPBBIN IUIAH U CIyXkKaT HE TOJIBKO
TEpaneBTUYECKON TPEPOraTUBOM, HO U HHCTPYMEHTOM
muddepeHanbHoi TnarHocTuky. TepaneBTuaecKue
MEpOIPUATUS U HA JTANAX MOATOTOBKU K XUPYPIH-
YECKOMY JICUEHUIO (DEOXPOMOILIUTOMBI, U TIPH Jiede-
HUUTUIIEPTEH3UU C CHMIIATO-aJPEHAIOBBIMBI KPU3AMHU
00s13aTeNbHO JOJDKHBI BKIIIOYATh Kak [3-, Tak 1 o-Ab B
aJICKBATHBIX J03aX.

IlenTpajbHbIe CHMIIATOIMTHYECKHUE PENaPaThI
Yy 0OJIbHBIX PE3UCTEHTHOW apTepuabHON rumep-
TeH3HUe.

B 50—-80-x rogax mpomuuioro CToaeTHs ObLI IEPUOJ
IIMPOYANIIIETO MPUMEHEHUSI IICHTPATBHBIX aHTUTHIIEP-
TEH3HMBHBIX NpEnaparoB (aJIKaJOMIOB payBOIbGUH,
pe3epuHa, KIIOHWANHA, METWIIONBL, TyaH(alnHa) 1 B
peXHME MOHOTEPAITUH, U B PA3JIMYHBIX KOMOMHAIUSX.,
Takue pe3ynbTarhl ObLTH 00YCIIOBJICHBI JJOMHUHUPYIO-
HIMMU TIPECTABICHUSIMH O BEAYILEH POIH LEHTPaIIb-
HOI HEPBHOH CUCTEMBI B HAPYIICHUSIX COCYIUCTOTO
ToHyca u peryisiiuu AJl, BOCXOASIIUMHU K HAYYHBIM
u knuHu4YeckuM Boz3penusim [.D. Jlanra. [62]. Lien-
TpajJbHBIE TPemapaThl BHI3BIBAIOT CHUMIIATHYECKYIO
WHTUOUIIMIO TIYTEM CTHUMYJISAIUN NPECUHANTHYECKUX
0.,-aJPEHOPELENTOPOB, CHIKAIOT NepUpepUIecKoe
cocyauctoe comnporusieHue u AJl. MHoroneTHuit
OTIBIT KIIMHUYECKOTO MPUMEHEHUS 3TUX JIeKapCTBEH-
HBIX CPEJCTB, pa3yMeeTcsl, CBHJIETEIBCTBYET 00 MX
BBICOKOM aHTUTUTIEPTEH3UBHON 3(h(heTHBHOCTH, HO HE

yinydiieHun mporHosa teuenus Al bonee toro, mpu
JUTUTENHHOM MPUMEHEHUH «CTaphle» LEHTpaJIbHbIE
npenaparsl BHI3BIBAIA MAaccy MOOOYHBIX IPQEKTOB:
Taxu(UITaKCHIO, COHJIMBOCTb, CYXOCTh BO PTY, Opanu-
KapAWio, CHIDKEHHE HACTPOCHHUS, Jenpeccuio [63].

Oxkomo 20 et Ha3a HECKOJIBKO MOIIAaTHYBIIHECS
MO3UIUH [IEHTPATbHBIX CUMITIATOIUTHYECKHUX CPEJICTB
OBIITM OJIKPEIIIICHBI ATOHUCTAMHU PELIENITOPOB K HMHU-
nazonuny 1 tuma (I]). MOKCOHUAMH U PUIIMEHU]IMH,
Kak IpernapaThl HOBOTO Kjacca, MoJ00HO KIOHHIH-
HY, JeHCTBYIOT Ha YPOBHE Ba30MOTOPHOIO IIEHTpa
MPOOITOBAaTOr0 MO3ra ¥ CHUKAIOT CHHANITHYECKYIO
AKTUBHOCTh CUMIIATHYECKUX HEHUPOHOB. B oTnuuue
OT KJIOHUIMHA U LIEHTPAJbHBIX MpernapaToB MepBoit
TE€HEPAIUK arOHKCTHI [, pelenTopoB UMEIOT HU3KYHO
a(MHHOCTB K 0, — aJIPEHOPELENTOPaM, ¥ II03TOMY JIH-
HIEHBI OONBIIMHCTBA TOOOYHBIX () (HEKTOB KIOHHTUHA
[62]. Knuanueckast 3¢p¢eKTUBHOCT MOKCOHUIUHA
ObLTa MOATBEPKICHA B HECKOJIBKUX MHOTOLIEHTPOBBIX
Ia1e00-KOHTPOIUPYEMBIX UCCIeoBaHuAX [64, 65].
Tak, y O0IBHBIX MATKOHM 1 yMmepeHHOH Al” MOKCOHU-
JIMH JOCTOBEPHO CHUXAJ U CUCTOJIMYEcKoe (Ha 7 MM
pT.cT.) u ntuactonndeckoe AJl (Ha 3 MM pT.CT.) 11O CpaB-
HEHUIO ¢ miane6o. YacTtora TOCTHKEHUS LETEBBIX
3HadeHuil A/l B rpymnmne MOKCOHHIMHA cocTaBuia 70
%.Crenens cHIDKeHUA Al ipy IpreMe MOKCOHHMINHA
y MaIfueHTOB C HEOCIOKHEHHOM U HEeTsDKeno Al cy-
IIECTBEHHO HE OTINYANIACh OT OOJIBHBIX MOTYyYaBIINX
JIpyrue aHTUTrunepreH3uBHble cpeactBa — UAIID,
BKK, ruapoxnopruazug unu B-Ab arenonon [66].
Jaunbie 00 3()PEeKTUBHOCTH MOKCOHHJIUHA B CO-
cTaBe KOMOMHHMPOBAHHOW TEpaIHH TKEION U pe3u-
cTteHTHOM Al mpakTHYecKu OTCYTCTBYIOT. ONKCaHbI
TOJIBKO cHHeprudeckue 3¢(HeKTsl MOKCOHHUUHA H
TUAPOXJIOPOTHA3UIA B OTHOIIEHUU CHUXeHUS AJ]
U OTCYTCTBHE CKOJb-HHOYIb 3HAYMMBIX MOOOYHBIX
SIBJICHUHM MPU UX COBMECTHOM mpueme [65]. Yaursl-
Basg TOT (aKT, YTO aroHUCTHI I, penenTopos MoryT
C yCIIeXOM KOMOWHUPOBAThCS CO MHOTUMH aHTHTH-
MeHTEeH3UBHBIMHU IpenapaTamu (quyperukamu, bKK,
UATI® unu BPA), nanHble BemecTBa cleqyeT pac-
CMaTpUBaTh KaK CPe/ICTBA «Pe3epBay U KOMIIOHEHTHI
4-5 nuaun Tepanuu. Bmecte ¢ TeM BecbMa BaKHBIM
C KIIMHUYECKUX No3uuui sdpexrom I, — aronucron
SIBJIAETCS] UX BOBMOXKHOCTD ITOBBIIIATh YYBCTBUTEIb-
HOCTB TKaHeH K HHCynuHy. Takum 00pa3oM, JiekapcTsa
JAHHOTO KJlacca 0COOCHHO MOKa3aHbl I MallueHTOB
¢ pe3ucTeHTHON Al' 1 METOONMYECKUM CHHAPOMOM.
XOoTs Ha CETOAHSAIIHMI JIeHb MpenapaTbl UEHTPalb-
HOTO JIeHICTBUS M HE pacCcMaTpHUBAIOTCS B KauecTBE
CPEACTB IMEepPBON TUHUU NS CHIbKeHnus AJl, y HUX
uMeeTcs OaronpusTHas MepcrneKTUBA KITMHUYECKOTO
NpUMEHEHHS Y OOJBHBIX PE3UCTEHTHBIMU U TSKEITBIMU
¢dopmamu AT.
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Ilepudgepnyeckue Ba3oAMJIATATOPBI KaK [10-
NMOJTHUTEIbHbIE CPEeACTBA MPEOoI0JeHHs Pe3UCTEHT-
HOCTH AHTUTUIEPTEH3MBHOI K Tepanuu.

Ha nmporsoxennn necstunetuii nepudepuieckne
Ba30/IMJIATATOPHI MPUMEHSUTUCH B KAY€CTBE OCHOBHBIX
AHTUTHIIEPTEH3UBHBIX CPEJCTB, HECMOTPS Ha YacTo
pasBuBaromuecs nmodounsie 3¢ dexrsl. ['unpanazun
BXOJIMJI B COCTaB KOMOWHHPOBAHHOTO aHTUTHUIIEP-
TEH3WBHOTO TIpernapara ajeiabpaH, CBOEro poaa Io-
mumtiony i tedeHust Al B amoxy gokazarensHON
MEAWIIMHBI TaHHBIE MPemaparbl «COIUIH C apeHBD» B
CBSI3U C UX HETaTUBHBIM BIMSHUEM Ha TPOTHO3 TEUCHUS
3a0oneBaHus U pa3paboTKoi HOBBIX Ooiee 3 heKTHB-
HBIX M XOPOIIIO IEPEHOCUMBIX JIEKAPCTBEHHBIX CPE/ICTB.
3 Bcelt MHOTOYHMCIIEHHOM TPYIIITBI 0CO00€ IMOJIOKEHUE
3aHUMAIOT OPTraHWYEeCKUE HUTPATHI, KaK OJTHU U3 BEIY-
X aHTHAHTWHANBHBIX cpecTB. KmmHmIeckuii onpIT
CBUETEIBCTBYET, YTO HUTPATHI MPOIOHTHPOBAHHOTO
JEMCTBUS, 4aCTO MPUMEHSIOLITHECS [T PO UIAKTHKH
AQHTWHO3HBIX MPHUCTYTIOB NPHU TSHKENION CTEHOKApAWH,
OKa3bIBAIOT MOPOH JOBOJIHHO 3HAYUTEIHHOE aHTHIH-
MIepTeH3UBHOE JIeiicTBHE. PaboT, MOCBAMIEHHBIX KOM-
OMHMPOBAHHOM Tepanuy pe3ucTeHTHOH Al ¢ yuactrem
HUTPATOB, HE MHOTO. YTIOMHHAHUS B 3TOH CBA3H 3aCITy-
xkuBaet ucciengoanue Oliver J.J. et al. [68], Toe cpas-
HHUBAJICh aHTUTHUNIETEH3UBHBIC Y(h(HEKTH N30CcopOuT
MOHOHUTpAaTa, nHruouTopa hochomurcrepassl V tumna
cuaeHaduiIa 1 X KOMOWHAIWHY Y OOJIBHBIX PE3UCTEHT-
Hoit Al. Okazanoch, 4TO OAHOKpATHBINA mpueM 10 mr
n3ocopou MoHOHUTpara n/minu 50 mMr cuineHaduna
COTIPOBOXK/IAETCS 3HAYMMBIM CHIKSHHEM IIeHTPaIbHO-
ro naBnenus u Al Ha meyeBoi aprepun. MaxkcuMmanb-
HBIM aHTUTHIIEPTEH3UBHEIN 3P dexT (26/18 MM pT.cT.)
OBUT JOCTUTHYT IPY KOMOWHUPOBaHHOM TIpHeMe 000X
BEIIECTB. ABTOPBI TEOPETUUECKHU TPEATIOIOKHUIIHN, YTO B
OCHOBE CTOJIb 3HAYMMOTO ICHCTBHS ITPETIapPaTOB JISKUT
BazommIatupyromuii 3hdexT okcuma azora, 00yCIIOB-
JIeHHBIN TUKIT0-I M®. JlaHHBIM MEXaHW3M Ba3OjuJjIa-
Taruu U cHIKeHus A/l He siBseTcst 00bEKTOM BO3JCH-
CTBUS APYTUX aHTUTUIIEPTEH3WBHBIX Mpemnaparos. 1o
MHeHuto Sica D. [42], oTa npuBrekaTensHas THIIOTe3a
HYyXJaeTcsl BO BCECTOpOHHEM npoBepke. MTak, ocTpbie
3¢ deKxTs 1 HUTPATOB M CHIICHA]IIIA XOTS U OBLIN
OTYETIIMBO NIPOJIEMOHCTPUPOBAHBI, TEPCIIEKTUBBI JJTH-
TEHHOTO IPUMEHEHHS HUTPATOB y TaHHOW KaTerOpuu
MAIMEHTOB TPeOYIOT HajbHeHIero n3y4denus. B atoi
CBSI3M CTOMT yNOMSHYTh uccienoBanne Stokes G.S. et
al. [69], moaTBepauBIIee 3QPEKTUBHOCTS HUTPATOB
JUIsl Koppekuuu cuctonudecko Al B atom Tpaiine
MPOIEMOHCTPUPOBAH JJIUTEIHHO COXPAHSIONIUNACS
AHTUTHUIIEPTEH3UBHBIN 3P eKT n3ocopbuaa MOHO-
HUTpaTa y HeOONBIION TPYyTITHI OXKIIIBIX MAIHEHTOB
C pE3UCTEHTHOU cucronnyeckoil AI. ABTOpHI peko-
MEHAYIOT IPUMEHSATh MPOJIOHTUPOBAHHBIE HUTPATHI B

KauecTBE aJbIOBATHOW Tepamuu pe3ucTeHTHOH Al y
MAalMEHTOB MOXWIIOTO BO3PacTa, XOPOILIO NEPEHOCALIUX
HuTpathl. [Ipy 3TOM NOAUEPKUBAIACH HEOOXOAMMOCTh
JATBHEUIITNX MCCIICIOBAHUM TaHHOW MPOOIeMBI st
OLEHKU CTOMKOCTH aHTUTHUNEPTEH3UBHOTO JEUCTBUA
JIaHHBIX TIPENaparoB.

AHTArOHHUTCT 3HJ0TeIUHA 1 JapyceHTaH — HO-
Basl ePCNeKTUBA JIeYeHUs Pe3NCTeHTHOH apTepu-
aJbHOI runepren3un?

OnHUM 13 HOBBIX HaIPaBIEHUH B IPEOI0JICHUH pe-
3UCTEHTHOCTH K TepaIHy SIBJISETCS IPUMEHEHUE Y OOJTb-
HbIX A" G1OKaTopoB penenTopoB sHAOTeNHA- | — Oen-
Ka 00J1a1aI0IIET0, BHIPAXKEHHBIM Ba30KOHCTPHUKTOPHBIM
nerictBueM. Eme Saito Y. et al. [70] Obuto mokasaHo,
YTO KOHILEHTpAIUs MUPKYIUPYIOIIETO SHAOTeNnHa- |
mpu 3cceHnuanbHoi Al' CyliecTBEHHO MOBBINICHA.
B nepBoM KIMHMYECKOM HMCCIEIOBAHUH IO OLIEHKE
AHTUTUNIEPTEH3UBHON 3()()EKTHBHOCTH aHTarOHHUCTOB
PELenTOpOB YHAOTENIHA- | NCTIONB30BaIICS O03CHTaH —
HECENEeKTUBHBIN OJIOKaTOp PeLenTopoB 3HIOTEIHHA
tuna A u B [71]. Y GonbHBIX MsITKO# 1 ymepeHHoi Al
nocye 4 Hexenb jgedeHus 0o3eHTaH B o3¢ 500 MT B IeHb
MIPOJIEMOHCTPUPOBAJI COMTOCTABUMBIH C SHAJIAIIPUIIOM B
no3e 20 mr B neHb 3 dekt no camxenuto AJl.

PazpaboTannblii B OCIEIHNE TOABI CEIICKTUBHBIN
AQHTaroHHCT PELENTOPOB IHAOTENUHA-1 ThIa A aapy-
CEHTaH M0 MHEHHUIO HEKOTOPBIX UCCiie/loBaTeIel MOXeT
3aHSATh BXKHOE MECTO B KOMOWHHPOBAHHOH Tepanuu
pesuctentHou Al [72].

Ilenbr0 ABOMHOIO CIIENIOrO PaHIOMU3UPOBAHHOTO
uccnenoanusi DORADOQO 6b1ia onieHka criocoOHOCTH
JlapyceHTaHa 1o cHWKeHuio A/l y O0JbIION rpynmsl
MAI[MEHTOB C Pe3UCTeHTHON Al 1 cepbe3HBIMU COMTYT-
CTBYIOIIMMU 3a00JICBaHUSIMHU (CaxapHBIM AHa0eTOM,
XPOHUYECKOH 0OJIE3HBIO MOYEK, HIIEMUYECKO 001e3-
HbI0 cepana). [lepBuyHON KOHEYHON TOYKOM HCCIIEN0-
BaHUsI CITyXKUJIa CTeTIeHb CHIKeHHs A [l 110 cpaBHEHUIO
C MICXOAHBIM TocIe 14 Helenb Tepanuy AapyCeHTaHOM/
iane60. BropuaHbIME KOHEYHBIME TOUKAMU SIBIISUTUCH
JMMHAMUKA CpeIHUX mokazarteneid AJl mpu cyTodHOM
MOHUTOPUPOBAHUH, JOJIS MAaMEHTOB JOCTUTIINX
LIEJIEBOTO YPOBHS cucTonudeckoro Al U n3MeHeHus
PacUYeTHOM CKOPOCTH KITyOOUKOBOM (PUIBTPAIINH TTOCITS
nedyenusi. CreneHb cHmxkeHus: A/l Ha QoHe neueHus
CYIIIECTBEHHO HE 3aBHCela OT J03bI JapycenTana (50,
100, 300 Mr B IeHB), COCTaBUB COOTBETCTBEHHO 17/10,
18/10 u 18/11 MM pT.CT., HO SIBHO TpeBhImaia 3pGhexT
wiane6o (9/5 mm pr.ct.). [lo6ounbie 3¢ deKTh — 3a-
JICPIKKa KUJKOCTH M OTEKU HIKHUX KOHEYHOCTEH —
MpHU MpHUeMe JlapyCeHTaHa BO3HHKAIM OIpPEEICHHO
gate (25 %) o cpaBHeHnwuto ¢ mianedo (14 %). Takue
npoOeMHbIe pe3yNbTaThl 3aCTaBUIIN UCCIIeJoBaTeIen
MIPOIOJIKUTH N3yUEHHE Mperapara.
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B xone uccnenoBanns DORADO-AC ¢ akTUBHBIM
KOHTpoOJIeM 3QQEKTUBHOCTh JapyceHTaHa MOMHMO
riane0o cpaBHUBANACH C TyaH(alnHOM B 103¢ | Mr B
nenb [73]. B uccnenoBanuu ObLI0 paHIOMU3UPOBAHO
849 narueHToB, U3 HUX B IPYIIe JapyceHTaHa — 364,
B rpynine ryandarnuna — 365 u miare6o — 120 601b-
HeIx. [Tomo6Ho npensiayiemy tpaiity DORADO Ha
(one 14 — HenenbHOI Tepanyy AapyCEeHTaHOM 3aperu-
CTPHUPOBAHBI JOCTOBEPHOE CHUYKEHUE CHCTOIMUECKOTO
AJl B monoxeHuu cus B cpenHeM Ha 15 £ 14 MM pT.CT.
1 CHWXKeHme auactoianyeckoro AJ] Ha 10 + 0.5 MM
PT.CT , TIPEBBILIAIOIINE COOTBECTBYIOIINE U3MEHEHUS
AJl B IOJOKEHUH CHJIS y TAllMEHTOB, MOJTYYaBIIUX
ryandanut (12 £ 13 u 6 £ 0.4 MM pr.cT.). OtHAKO MTpH
9TOM, TUHaMKKa cicTonnueckoro A/l Ha ¢oHe nedeHus
JTApyCEHTAaHOM CYIIECTBEHHO HE OTJIMYalach OT U3-
MeHeHu# cucronuueckoro AJl mpu npueme mianedo:
15+ 14 u 14 + 14 MM pT.CT., COOTBETCTBEHHO. ABTOPHI
NPEATONIOKUIN, YTO B OCHOBE CHIKeHUs A/l B rpymime
iane0o MOXKET JIe)KaTh M3MEHEHHUsT COMYTCTBYIOLIEH
AHTUTUIEPTCH3UBHOW Tepanuu, HapuMep, MpH-
COEJIMHEHUE WU YBEIHUEHHE JO3UPOBOK MOYETOHHBIX
cpeacTB. AMOYIaTOpHOE CyTOYHOE MOHHUTOPHPOBAHHE
A/l BoimosnHeHo y 79 % paHIOMHU3MPOBAHHBIX MallH-
eHToB. Cpeay MaIeHToB, NOTy4YaBIIuX JapyCeHTaH,
3aperucTpUpPOBaHbl 0oJiee BBIPaKCHHBIE CHUKCHUS
CpeJHEeCYTOUHBIX MOKa3aTesieil CUCTONINYECKOTO U
nuacronudeckoro AJl mo cpaBHEHHIO ¢ TpyNIiaMu U
ryandanuna, u miamnebo. Y 15 namnuentos (4 %) u3
TpYIIIBI AapyCEeHTaHa Pa3BUINCh HEXKeTlaTeNIbHbIE sIBIIe-
HUS — 33/IEPXKKA KHUJKOCTHU U TeprupeprHIeCKIE OTEKH.
Takoke, Kak 1 B IpeIBIAYINX HCCICAOBAHUSX Ha (poHe
pueMa JJapyCceHTaHa 0TMEYalloCh CHH)KEHUE YPOBHS
reMorioOunHa B cpenHeM Ha 0,9 /11 o cpaBHEHHIO ©
0,2 r/nn B rpynmne miame6o u 0,1 r/m1 B rpymnme ryas-
(haruna. [Tpu 3TOM He OBLTO TOCTOBEPHBIX M3MEHEHUH
HH B YPOBHE 3pUTPOLIUTOB, HU B YPOBHE OMnnpyOuHa,
YTO CBUAETEILCTBOBAIO 00 OTCYTCTBHU T€MOJIN3A.

Takum 00pa3oM, pe3ynbTaThl KINHUYECKUX HC-
CJIeIOBaHUIN CBUJIETEIBCTBYIOT O BO3MOXKHOCTH HC-
MOJIb30BaHMA JapyCeHTaHa Kak CpelcTBa 4—5 JIHHUU
Tepaluy y MalMeHTOB ¢ pe3ucTeHTHOU Al, X0oTs ero
NOTEHIMANIbHAS TI0JIb3a OTPAHMYUBACTCS BO3MOKHBIM
pa3BUTHEM OOOUHBIX SIBICHUH — OTEKOB U 33JICPKKH
xuakocTy. [loaToMy napyceHTaH He IoKa3aH NaleH-
TaM ¢ SIBHBIMH CUMITTOMaMH WJIY TIOBBIILIEHHBIM PHCKOM
pa3BUTHUS cepAeYyHON HEIOCTaTOYHOCTH.

HNuauBuayanu3anusi KOHCEPBATUBHOTO JieYeHUsI
y 00JILHBIX Pe3UCTEHTHOM apTepHaAILHON runepTeH-
3Ueil: 0030p TepaneBTHYECKUX AJITOPUTMOB.

JIr000i1 MpakTUKYIOMUN CTICTIUATTUCT XOPOIIIO 3HA-
€T, KaK HeTpOCTO MOPOH TOOUTHCS KeJTaeMOro CHIDKE-
HUs A/l y HEKOTOpBIX MalMEHTOB, JlaXke, HECMOTPA Ha

THIATETILHOE M aKKYPaTHOE COOTIOZICHUE UM JIeYeOHBIX
pekomenaanui. [IpuMeHeHne TepaneBTUUECKUX all-
TOPUTMOB BBIOOpa aHTUTHIIEPTEH3UBHBIX MPENaparoB
MOXET CYHIECTBEHHO OOJNErduTh pEelIeHUs Bpada Io
KOPPEKIIMH JIeYeHHs] TAKUX MallieHTOB.

B GonbIMHCTBE OMyOIMKOBAaHHBIX K HACTOSIIEMY
BpPEMEHHU HCCIIEJIOBAaHUI C y4acTHEM MallUEHTOB C pe-
3ucTeHTHON Al” MCTIONB30BaH TaKk Ha3bIBAEMBIH IMITH-
pHUYECKUI TOAX0 K Ha3HaueHHIo Tepanuu. CyIIHOCTh
3TOTO TMOJIX0/Ia COCTOUT B HA3HAUEHUH MPOBEPEHHBIX
3¢ GEeKTUBHBIX 1 O€30MacHBIX COYETaHUH aHTUTHUIIEP-
TEH3UBHBIX CPEJICTB, PEKOMEH/I0BAHHBIX COOOIIECTBOM
3KcnepToB. Takue JekapcTBa Ha3HAYAIOTCs HE TOJIBKO
B CBSI3U C TIOBBHIIIEHHBIM ypoBHEM A/l, HO U C yueToM
($akTOpoB pHCKa, XapakTepa MOpaKCHUS OpPTaHOB-
MUIIIEHEH, COMyTCTBYIoLEeH naronoruu. Kak ykassl-
BAJIOCh paHee, HanboJee palMOHAIBLHBIMH TPEXKOM-
MOHEHTHBIMH KOMOWHAIMSAMHU aHTHTHUIIEPTEH3UBHBIX
CPE/ICTB SIBIIAIOTCS COYETaHHS THa3HI0BOTO JUYPETHKA,
HNATI® win BPA n BKK. CninpoHonakToH siBiIseTcs
B HacTosIIee BpeMsl Hanbosee MepcrneKTUBHBIM KaH-
JIUJIaTOM HAa MECTO YETBEPTOM JIMHUM Tepanuu. Ecnu
WCIOJIb30BaTh 3MIIMPUUYECKUN TIOAXO/, TO TMPOOIEeMbI
BO3HUKAIOT MPHU BHIOOPE CIEAYIONIETO KOMIIOHEHTA
Tepanuu. ITO MOXKET OBITh M LEHTPaIbHBIN aHTHTHU-
MIEPTEH3UBHBIN Mpenapar U OpraHu4ecKuil HUTPAT, U
B-AB, n nenuruaponupuarHoBsii BKK. B aTOM citydae
TOJIBKO KIIMHUYECKUH OMBIT U MHTYUIIUA MOXET MO/~
CKa3aTh Bpauy ITyTH penlieHus mpobieMel. B paborte
Mann S.J. [74] npenioxeH JOBOIBHO MPOCTOM anro-
PUTM KOMOWHAIIMK TPENapaToB ¢ pa3IMuHbIMU MeXa-
HU3MaMu JecTBus. Tak, B ujealic BCceM IMallUeHTaM C
pesuctenTHON Al He0OXOMMO Ha3HAYATh INYPETHKH,
6moxaropsl PAC u CHC. ABrop mpe/iaraeT aBe Jieueo-
HBI€ OMIIMHU: BO-NIEPBBIX, B CIyUdasx 3aJI€P>KKH KHJIKO-
CTH YCWJIEHHE Tepaluu ANYPETUKaMH, B TOM YHCIIe U
C TIOMOMUIBIO CITHPOHOJIAKTOHA, BO-BTOPBIX, IPHCOEAN-
HEeHHE [3-/0-0J0KaTOpOB MPU OTCYTCTBHU OTEKOB. [To
muenuto Hirsch S. (2007), B-Ab crnenyer Ha3HavaTh
MIPYU HATMYUH KIMHUYECKUX TPU3HAKOB MTOBBIIIEHHOMN
CUMIIATUYECCKON aKTUBHOCTU — TaxuKapuu oosee 84
B MUHYTY U OTCYTCTBHHU NEepUPEPUUIECKUX OTEKOB H
CHUMIITOMOB 33JI€P>KKH KHUJIKOCTH.

Jpyroii moaxol K Ha3HAYEHUIO aHTUTUIIEPTEH-
3MBHOMW TEpaniy OCHOBAaH Ha OLIEHKE KOHIICHTpAIN/
AKTHBHOCTH peHMHA 1a3Mbl KpoBH (APII) y GONbHBIX,
pedpakTepHbIX K JieueHuto. Tak mpu oOHapyKeHUH
HU3KOPEHMHOBOTO CTaTyca Mpu paHee HeneueHon Al
xoraa APIT menee 0,65 Hr/mi B 4ac cieayeT pacieHu-
BaTh MaIlMEHTA KaK 00beM-3aBUCHUMOTO (« V> MaIUeHT)
Y HA3HAUYUTHh WJIKM JOOABUTh MOYETOHHBIH IMperapar
[75]. Ecnu APII > 0,65 ur/mia B 4ac, TO MamueHTa
cilenyeT paccMaTpuBaTh Kak «pPe3UCTHUBHOTO» («R»
MAIMEeHT) U npeanoyecTs Bazopuiararop (MATID, BPA
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i BKK) ¢ Tutpanueit 10 MakcuMaibHO IEPEHOCUMBIX
no3. [Ipu coxpanennu APII Ha ¢oHe JieueHUss Moue-
TOHHBIMU B JiMara3oHe HU3Kux 3HaueHui (< 0,65 Hr/
MJI B 9ac) U HelleJieBoM ypoBHE A/l crieyer 106aBUThH
BTOPOM TNy PETHK (TIPEATIOYTUTENEHO CIIUPOHOIAKTOH).
Ecnu y «pe3uctuBHOrO» naruenTa renesoe A/l He no-
crurnyTo, npu ieuennn UATI® um BPA APIT < 6,5 ur/
M B yac mwin < 0,65 Hr/min B yac Ha ¢oHe B-Ab nim
Y pETHKa, CIeAyeT JOMOTHUTE JIEUeHHe Ha3HAaYCHUEM
MOYETOHHOTO Npenapara. B ciydasx «BbICOKOpEHUHO-
Boroy» craryca (APII > 6,5 Hr/mi1 B 4ac mpu JICYSHUH
HNATI® wiu BPA u APIT > 0,65 ur/mn B yac Ha oHe
npuema B-Ab nnn muypernka) HeoOXoauMo 100aBUTh
BTOpPOI Ba30UJIATATOP.

JleueHne ManMeHTOB ¢ HEKOHTposupyemon Al
MOTyYaloUuX JUypeTHkH, 6inokaropsl PAAC u Bazo-
JAJIATaTOPhI B TIOJIHBIX J103aX, MOXKET OBITh ONTHMHU-
supoBano ¢ yuetom APII [76]. [Tpu APII < 0,65 ur/
MJI B 4ac OTcyTcTByeT monHast Onokana PAAC. B mo-
JOOHBIX CUTYallUAX ClIeAyeT OTMEHUTH Ba30JUJIaTaTop
U IPU COXpaHEHUH HelleneBoro ypoBHs A/l 1o0aBuTh
BTOpOi ModeroHHbIM mpenapar. Haxoxnenne APII
B quanazoHe 0,65-6,5 HI/MJI B 4ac CBUJICTEIBCTBYET
o nonHo# Onokane PAC. B Takux ciydasx, ecnu AJ]
HE JIOCTHUTaeT LIEIeBOr0 YPOBHS, CIEAYET K JICUCHUIO
100aBUTH BTOPOM AMypeTHK. B manpHelmeM, eciau
AJl KOHTpOJIHPYETCSI MOKHO MOMPOOOBaTh OTMEHHUTH
WM YMEHBIINUTH 03y Bazonmnararopa. [Ipu APII >
6,5 HI/MJI B 4ac MOXKHO MpEAINoararb, 4To MalUeHT
M30BITOYHO JETUPAaTUPOBaH. B momoOHBIX cirydasx
cleqyeT OTMEHUTh IUYPeTHK U, eciu A/l He KOHTpo-
JUpyeTcs clenyeT A00aBUTh BTOPOH Ba30IMIIaTaTOP.
[To MHEHUIO 3KCIIEPTOB, MCIOIB30BaHUE aJITOPHUTMA
tepanuu ¢ yuyerom APII, mo3Bossier B OOJBIIMHCTBE
CIIy4aeB JOCTUTHYTH JKeJaeMbIX Pe3ylbTaToB IO J0-
CTHIKEHUIO IIEJIeBhIX noka3areneid A/l.

B yxe uutupoBaHHOM HccienoBanuu [17] ObLn
anpoOHpoBaH «reMOJMHAMUYECKU» TIOAX0/ K Ha3Ha-
YEHUIO U KOPPEKIHHU JICUCHUS Y OOIBHBIX PE3UCTEHT-
Hoii AI. B aT0 nccnenoBanue Obuio BrimrodeHo 104
MAaIMEHTa, CTPAJAIONUX pe3uCTeHTHON Al

50 GONBHBIX BOLIJIO B TPYMILY, I1€ JEeYeHHe Kop-
PEKTHUPOBANOCH C Y4€TOM IeMOAMHAMUYECKUX Tapa-
METPOB — CEpJIEUHOT0 BBIOpOCa, nepudepuyecKoro
COCYIHMCTOTO CONPOTUBIIEHUS, U3MEHEHHUI BHYTpH-
IpyIHOrO 00beMa KPOBH B OPTOCTAa3€, PACCUMTAHHBIX
Opu MOMOIIKM MeToAa Omommmenanca. ANTOPUTM
KOPPEKIMH TEpanuy ¢ y4eTOM IeMOJUHAMHUYECKUX
napaMmeTpoB mpejacTaBieH B Tabnuie 1. OcraabHbIM
54 manueHTam Tepanus MoAOUpanack SMIUPUIESCKAM
MyTeM BPadoM, CHEIUANTU3UPYIOIINMCS Ha JEYSHUHU
AT Cnycts 3 Mecsiia y maiieHToB 00erX TPy ObLIH
MOBTOPHO OIIEHEHBI FeMOIMHAMUYECKHE MapaMeTphl.
Oxkazanoch, 4YTO y MalHEHTOB C MCIOJb30BaHHEM

«TeMOJIMHaMHYeCKOT0» moxoaa A/ cHu3umock Oonee
a¢pdexruBHO (139 +£2/72 + 1 mpotus 147 +£2/79+ 1 MM
pT.cT., ipu p < 0.01 1151 CUCTONUYECKOTO U JUACTONH-
geckoro AJl). Yactora TOCTHKEHUS LIEIEBOTO YPOBHS
AJl pu UCMONIB30BAHUH IMIUPHUYECKOTO MOAX0AA
cocraBuia 33 %, a cpenu OOJBHBIX TPYIIIIBI «KTEMOJTHU-
Hamu4aeckoroy» noaxoga — 56 % (p < 0.05). [Ipu atom
UCCIIeJOBaHHBIE TPYIIIBI CYIIECTBEHHO HE OTIMYAINCh
HH TI0 KOJIMYECTBY, HU IO J03UPOBKAM HCIIOIH30BAH-
HBIX aHTUTHUIEPTEH3UBHBIX NpenaparoB. B rpymme
«TeMOJTMHAMUYECKOT0» MOAX0/a ObLI 3aperucTpupo-
BaHO OoJiee BBIpaKEHHOE CHIKEHHUE TTepH(epruIecKoro
COCYIHCTOTO CONMPOTUBIICHUS B KOHIIE MCCIICIOBAHNUS
M0 OTHOILCHHIO C TPYNION CpaBHEHHS. ABTOPHI KOH-
CTaTUPOBAJIU, YTO, XOTs, B 00mIeM, 3PPEKTHBHBIH
KOHTpOJb A/l 1 He 3aBUCET OT KaKUX-TTHO0 OTAETHHBIX
AHTUTUIIEPTEH3UBHBIX TPETNapaToB M UX JO3UPOBOK,
B TPYIIE C UCIOIb30BaHUEM «TE€MOIUHAMUYECKOTO)
aNropuTMa CyMMapHBbIE J03bI TUYPETUKOB ObUIM He-
CKOJIBKO BBIIIE, IOTOMY, YTO Y OTHUX MAI[EHTOB OBLI
JIOBOJILHO BEICOKHUM O0BEM IIUPKYJIUPYIOIIECH I1a3MBI.
Tak, yacToTa NCIIONB30BaHUSI IETIIEBBIX INYPETUKOB C
YYETOM TeMOAMHAMHYECKUX ITapaMeTpOB BO3POCIa C
32 1o 58 %, NOCTOBEPHO HE OTAUYASICH MPHU I3TOM OT
«3MIIUPUYECKOI» rpynnsl. [TomydeHHbIe B X0z€ Ucce-
JOBaHMSI PE3YJBTaThl CBUCTENBCTBYIOT O HACYIIHOM
HEOOXOAMMOCTH KOHTPOJIUPOBATh TEMOANHAMHYCCKHE
napameTpsl U, 0coO0eHHO, 00beM LUPKYIHPYIOIIeH
ia3mel y 60onbHBIX pesucteHTHOH AT B mpouecce
JICYCHUSI.

Pesrome

3axmrodas 0030p anrOpUTMOB HA3HAYECHUS U KOP-
PEKIMH Tepanuu y OONbHBIX pe3ucTeHTHOU Al cie-
JyeT 0c000 MOJUYEPKHYTh HEOOXOIUMOCTb U BaXKHOCTh
OLIEHKH peaJIbHOM PHUBEP)KEHHOCTH MallueHTa K Ha3Ha-
JaeMOMY JICUEHHIO, a TAK)K€ BCECTOPOHHETO aHajIHn3a
3¢ GEKTUBHOCTH TPEIIISCTBOBABIIIETO JieueHus. Kpome
9TOTO HEOOXOIUMO B3BELIEHHO Ha3zHavyaTh 3(dexTHs-
Hble KOMOMHALIMK aHTUTUIIEPTEH3UBHBIX CPEJCTB, HE
TOJIBKO C YYETOM JIMYHOTO KJIMHHYECKOTO OIBITAa, HO
Y, OIHPAsACh Ha JaHHbIE Ja0OpaTOPHBIX (AKTMBHOCTH
PAAC, CHC, ¢yHKINH MOYEeK) U HHCTPYMEHTAIBHBIX
uccnenoanuil. KoncepBaTrBHas aHTUTUIIEPTEH3UBHAS
Teparus MpooJKaeT UTPATh POJIb KIIEPBOM CKPUITKI»
B JICYEHUH PE3UCTEHTHBIX MalleHTOB. HBa3uBHbBIE
TEXHOJIOTUH HE SIBIISIFOTCS alTbTepHaTUBHBIMUA METOAAMHU
JIeYeHUS PE3UCTEHTHOM Al, a HOCSAT TOMOTHSIOMUN U
CHHEPrUpyIINi Xapakrep. Takre KOMILUIEKCHBIE MOA-
XOJIbI Hapsi/ly C BHEAPEHUEM B KITIMHUUYECKYTO IIPAKTUKY
HOBBIX MEIUIIMHCKUX TE€XHOJIOTUIH CTaHOBATCS B Ha-
cTosilee BpeMs Bce Ooliee TOCTYITHBIMH JUIS Bpaden
Y TIallNEHTOB.
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Pe3rome

qaCTOC COUYCTAHUC aKpOMeFaHI/II/I C HapymeHI/ISIMI/I JbIXaHHs BO CHE, Cep)leqHO-COCYJIHCTBIMH 32160J'ICB3HI/I$IMI/I
1 UX OCIIOKHCHUSAMU OCIA0T aKTyaJ'ILHBIM paCCMOTpeHI/Ie COBOKYHHOCTI/I OTUX COCTOS[HI/II71 C TOYKHN 3peHI/I$[ HEC
TOJILKO SHIAOKPUHOJIOra M KapH0JIora, HO TakXKe CICUAIMCTOB B 00JacTh (PYHKIIMOHAIBHON TUATHOCTHKH U
HE onpejelieHHON moka B Poccuu crielMaibHOCTH COMHOJIOTHH. B 0030pe paccMarpuBaeTcsl paciipoCTpaHeH-
HOCTb HAPYIICHUH TBIXaHUS BO CHE, CTPYKTYPHO-(QYHKITMOHAIBHOE COCTOSTHUE CEPACIHO-COCYANCTON CUCTEMBI
y OOJBHBIX aKpOMETAJIMEH, a TAKXKe MPOTHOCTHYECKOE 3HAUYEHIE HapyIIEHIH AbIXaHNe BO CHE Y OOJBHBIX aKpO-
Meraﬂneﬁ 1 UX BIIUSIHHUEC HA paSBI/ITI/Ie cep):[equ-cochlMCme OCHO)KHCHHﬁ.

KuroueBble cjioBa: akpoMeraius, CHHAPOM allHO? BO CHE, TOPMOH POCTa, OPTaHbI-MHIIEHU, CEPACIHO-
cocynucTas 3a001eBacMOCTh U CMEPTHOCTb.
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Abstract

Acromegaly is frequently associated with sleep disordered breathing, cardiovascular diseases and complications
that contributes to the high interest to this pathology among endocrinologists and cardiologists, as well as specialists
of functional diagnostic methods and somnologists. The paper reviews the data on prevalence of acromegaly,
structure and function of cardiovascular system in patients with acromegaly and the prognostic value of sleep

disordered breathing and their impact on cardiovascular system in acromegaly.

Key words: acromegaly, sleep apnea syndrome, growth hormone, target organs, cardiovascular morbidity

and mortality.

Cmamuws nocmynuna 6 pedaxyuto 01.06.13, npunsma x newamu 20.06.13.

Beenenue

Axkpomeranusi (0T rped. akron — KOHEYHOCTb,
megas — OOJIBINIOI ) — penkoe 3a00IeBaHne, Pacpo-
CTpaHEHHOCTb KoToporo gocturaetr 40—70 ciay4yaeB Ha
1 MITH HaceJIeHus B TOA, a eXerofHas 3a00J1eBaeMOCTb
cocTaBisieT 3—4 HOBBIX city4asi Ha 1 MuH xuTenei [1].
Bonee yem B 95 % ciryuaeB pazButHe 3a001eBaHusA 00Y-
CJIOBJICHO COMaTOTPOIIMHOMOM, IPUBOJISIILIEH K TUIIEP-
cekpeuun comarorponHoro ropmona (CTI) — ropmona
POCTa, KOTOPBIH B CBOIO OY€PEAb CTUMYIHPYET HPOAYK-
U0 UHCYIUHOIO00HO0TO (hakropa pocta-1 (MDP-1)
B nedeHu [2]. UMeHHO ¢ IpsIMBIM U ONOCPEI0BAHHBIM
HN®P-1 peiictBueM ropMOHA pOCTa CBS3aHBI OCHOBHBIE
NaTOTCHETHYECKUE MPOSIBJICHUS aKPOMETaJIHH.

o BHeapeHHUs B KIMHUYECKYIO IPAKTUKY COBpE-
MEHHBIX METOJIOB JICUEHHUS] CMEPTHOCTb IIPU aKpoMe-
ranuu npessimana 50 % [3, 4], ogHako, HECMOTpS Ha
MOSIBIICHUE HOBBIX ITOJXOI0B K JICUCHHIO, JIETATBHOCTD
cpeau OOJNBHBIX aKpoMeraiiel B 4—5 pa3 BhIllIe, 4eM B
oOwieit momyssinuu. [1o JaHHBIM pPa3IMYHBIX AaBTOPOB,
B CTPYKTYpE CMEPTHOCTH IpH akpomeranuu 60 % co-
CTaBIJIET CepAEeYHO-cocyaucTas narouaorus, 25 % —
3a00JIeBaHus IBIXATEJIBLHON cUCTEMBI U 15 % — OHKO-
naronorus [5]. CornacHO MHEHHIO HEKOTOPBIX aBTOPOB,
YPOBEHb TOPMOHA POCTA SIBISIETCS BAYKHBIM (haKTOpOM,
BIIMSIIOIINM Ha YaCTOTY JIETaJIbHBIX HCXOJ0B IIPU aKpo-
Meranuu. B gactHocTH, B uccinenoBanuu A. Bates u
coaBTopoB (1993) nokazano, uto npu yposue CTI me-
Hee 2,5 MKI/J1 CMepTHOCTh OOJIbHBIX aKpOMETalluei He
IpEeBHILIAET TAKOBYIO B 0011e# nomyssiuu [6]. J. Ayuk
u coaBTopsl (2004) cpaBHUIM YaCTOTY JIETAIBHBIX
ucxonoB cpeau 202 manueHTOB C YPOBHEM TOpMOHA
pocTa BblIIe 2 MKI/J C TIOKa3aTesieM CMEPTHOCTH Y
216 manuentoBs, y kotopbix ypoBenb CTI™ Obu1 HuXe
2 MKI/J1: Iociie BHECEHHS TONPABKU Ha BO3PACT U IOJT
PUCK CMEpPTU B IEPBOM rpymme okazaics B 1,5 pasa
BhIIIe [oTHOIIEeHUe mancoB (OL) = 1,55 (0,97-2,50),
p=0,068] [7].
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B T0 e Bpemst MoKCcK Ipyrux (akTopoB, acCOLUU-
POBaHHBIX ¢ HEOIATOMPUATHBIM TPOTHO30M Y OONBHBIX
aKpoMeraimei, 1 B YaCTHOCTH ()aKTOPOB, CBSI3aHHBIX C
PasBUTHEM CEpACYHO-COCYAUCTHIX 3a00I€BaHIH U UX
OCJIOKHEHHH, OCTaeTcs aKTyalbHBIM.

DaKTOPHI PUCKA, aCCONMIPOBAHHBIE ¢ He0JIaro-
NMPHUATHBIM CEPAEYHO-COCYIMCTHIM TPOTHO30M NPH
aKpoMeraJjuu

T'unepmpogua muoxapoa u axpomezanruveckas
KapOuomMuonamusi

be3ycnoBHO, BEICOKHI PUCK CEpAEYHO-COCYIUCTBIX
COOBITHI y TAIIMEHTOB C aKpOMETaTUel aCCOIIMUPOBAH
C BOBJIEYEHHEM CEP/LIA B TATOJIOTUYECKUH MTPOLIECC H,
MpeXkIIe BCEro, C pa3BUTHEM THIepTpohUN MUOKap/a,
WHIYyIHPOBAaHHOW M30BITOYHBIMU YPOBHSIMH TOPMOHA
pocta u UDP-1. CornacHo JaHHBIM HEKOTOPBIX aB-
TopoB, [JIXK BcTpewaercst y TpeTu OONBHBIX ¢ Helna-
THOCTHPOBaHHOM akpomeranueii [8]. Habmonaemas y
3TUX MAMEHTOB THIEPTPOPUS JIEBOTO KeTyqouKa
(I'JIXX), saBnsromasics oOmen3BecTHHIM (pakTopoM
CepJIEYHO-COCYTUCTOTO PUCKA, TPUBOANUT K Pa3BUTHIO
qarie JUacTOINIeCcKor (M pexke CHCTOIMYECKOH) AnC-
(yHKUMH 1 HapyIeHUsM putMa cepaua. [Ipu sTom ana-
cTomueckas Juc(yHKINs JIEBOTO KelyIodKa P ero
COXpaHHOW CHCTONMNYECKON (DYHKIIMH BBISBISIETCS YK
Ha paHHUX cTaausx 3a0oneBanus [9]. Cnennpudeckoe
MopakeHUe cepAla MpHu aKpOMETallni, BO3HUKAIOIIEE
MOA IeHCTBUEM XPOHMUYECKOTO M30bITKa TOPMOHA PO-
CTa, MOJIy4nJI0 Ha3BaHUE aKPOMETAINYECKON Kapauo-
MUOTIIAaTHH, B pa3BUTHH KOTOPOH BBIAEIAIOT HECKOIBKO
stanoB: [TDK (mpeumyiiecTBEHHO KOHIEHTPUYECKUI
TUN), AMACTONNYecKas AUC(yHKINS, CHCTONHYECKAs
aucyHKIMS TpH HArpy3Ke, AMIATAIUS MONOCTEH
MHOKap/a, CUCTONNYeCKas AUCHYHKIMS B TIOKOE, JTU-
natanuoHHast kapauomuomnarus [10]. IlepexkpectHoe
ucclieloBaHUE MPOJEMOHCTPUPOBATIO YBEIHUECHUE
PacIpoCTpaHEeHHOCTH AUACTOIUYECKON AUCHYHKIUH



BIOJUIETEHD ®EJIEPAJIBHOI'O IIEHTPA
CEP/ILIA, KPOBU 11 SHJOKPUHOJIOI'MH M. B.A. AJIMA30BA

aBrycr 2013

JICBOTO KeNyIouKa y OONBHBIX aKpoMeraiuei, acco-
LUUUPOBAHHOHN C MPEKJIOHHBIM BO3PAcTOM, HaJHYHEM
caxapHOro iadeTa u, BO3SMOKHO, HApYIICHHUH IbIXaHUs
Bo cHe [11].

Jlpyeue paxmopwr pucka

C pUCKOM pa3BUTHS CEPACIHO-COCYAUCTHIX 3a00Ie-
BaHMH CBSI3aHBI M XapaKTePHbIE AJIsl aKpOMETaIiy apTe-
puanbsHas runeprensus (Al'), Bcrpeuarorascs o4ty B
2 pa3a yarie y O0JIBHBIX aKpOMETAIHEH TT0 CPaBHEHHIO
C JIMIIAMH KOHTPOJIbHOM Tpymisl [12], a Taxke Hapy-
LICHUS YIIIEBOAHOTO 0OMEHA, BCTPEYaeMOCTh KOTOPBIX
nocturaetr 50 % (BCTpe4aeMOCTh TOJIBKO CaXxapHOTO
nuaberta — 22 %) cpenu OOJBHBIX aKpoMeraiauei
[13—15]. B T0 ke Bpemst U3MEHEHHUS JIMITUTHOTO OOMe-
Ha, 10 HEKOTOPBIM JIaHHBIM, HE CTOJIb XapaKTEPHBI JIs
MalUeHTOB C TaHHOM maronoruei [12].

[MoMuMO ynOMSIHYTHIX OOILIEU3BECTHBIX (PaKTOPOB
CEPACYHO-COCYANCTOTO PUCKA, YACTO BCTPEUAIOLIHXCS
y 6onbHBIX akpomeranueit ([JDK, Al caxapHslii quadet
U JpyTue), 0co00ro BHUMAHHUS 3aCIyKHBAIOT Hapy-
LICHUS JbIXaHUs BO BPEMsI CHA, M MIPEXK/IE BCETO CHH-
JIpOM OOCTpyKTHBHOTO anmHo3 Bo BpeMst cHa (COAC),
XapaKTePU3YIOLIUKCS TTOBTOPSIIOIIUMUCS SMU30aMU
OCTaHOBOK JIbIXaHHUSI BO BPEeMsi CHa BCIICJCTBHUE IOJI-
HOTO (armHo3) WM YacTUYHOTO (TMITOMHO3) KoJuIarca
BEPXHUX JIBIXaTEIbHBIX MyTEH.

Hapywenus ovixanus 6o cue npu akpomeza-
JIUU — B03MOJICHBLU OONOIHUMETbHBI (DAKMOP PUCKa
cepoeyto-cocyOUCmbIX OCIO0NHCHEHU

Heo0xonuMo OTMETUTB, YTO CITyCTSI BCETO JIMIIb
10 5eT moce nepBoOro ONMUCaHUs CUMIITOMOB aKpoOMe-
ranuy (ceMerHbIH citydaii 3a005eBaHus y IBYX OpaTheB
AnTyaHa u barucra) ¢paHiry3ckiuM HEBpPOIATOIOrOM
Pierre Marie B 1886 rony [16], koTopbIii U BBEn B
yrnoTpebieHne TEPMUH «aKpOMETaJHs», IPU TaHHOM
3a00J1eBaHUU OBIJIM OTMEUYEHBI THEBHAS COHJIMBOCTD U
octranoBku Jpixanus Bo cHe (F. Roxburgh n A. Collins,
1896), a uyTh 1O3KE B TOM K€ TOJTY 3apETHCTPUPOBAHO
OOCTPYKTHUBHOE arHOd y MAIMEHTOB C aKPOMETAIINEH,
BIIOCJICICTBUU YMEpILIUX B pe3ysbrare achukcuu
(W. Chappel u J. Booth, 1896) [17, 18]. [Jaxe TonbKO
ONMCaHHbIC HAONIONCHUSI HABOIST HA MBICIL O BO3-
MOKHOM CBSI3U aKpOMETAJIMU U BO3HUKAIOIIUX PU HEHN
W3MEHEHUSIX U HApYIICHUH JbIXaHUs BO BPEMS CHA.

C npyroii croponsl, COAC siBisieTcst HE3aBUCUMBIM
(hakTOpOM pUCKa Pa3BUTHS apTEPHATbHON TUIEPTEH3NH
U PE3UCTEHTHOCTH K aHTUT'HIIEPTEH3WBHOU Tepanmiu
[19], a Takke OOCyKJaeTcs €ro pojb B Pa3BUTHH
JPYTHX CEPICUHO-COCYIUCTHIX 3a00JICBaHUH 1 OCIIOXK-
HEHHH (IPOTpecCUPOBaHUS aTEPOCKIEPO3a, HIIIeMUYe-
CKoi1 00JIe3HHM cep/Ilia, IIepeOPOBACKYIIIPHOM OOIEe3HU U
npounx). bonpabie COAC nonBep:keHbI 00Jiee BEICOKO-
MY PUCKY KapIMOBacKyIsipHOH cMepTH [20]. YunuTthiBas
BBICOKYIO pactipoctpaneHHOCTE COAC B 001mieH momy-

nauuu B Poccuiickoit denepanniu, COCTaBISOUIYIO OT
10 % cpemu xenmuH 10 30 % cpenu myxuun [21], u
eiie OoJee BEICOKHE TIOKA3aTed B OTJCTIBHBIX TPYyTIIax
00JBbHBIX (Y JIUII C U30BITOYHBIM BECOM M OKHPECHHUEM,
C CEp/IeYHO-COCYUCTOMN MaTONOrHel) MpencTaBiseT
WHTEpEC M3yYyeHUE BCTPEUAEMOCTH HapyIIEHUH IbI-
XaHHS BO CHE Yy OOJIBHBIX akpoMeraiiuei, Tem Oosee
yro COAC MOXeT 00yCIIOBIMBATh U 00JIee BBICOKUI
PHUCK CEepJIeYHO-COCYAUCTBIX OcliokHeHHH. CoriacHo
JAHHBIM Pa3IUYHBIX aBTOPOB, PacHpOCTPaHEHHOCTh
OOCTPYKTUBHOTO allHO® BO BpeMsi CHA BapbHUpYET B
HIMPOKUX TIpefiesiaX y OOJbHBIX akpoMeraiueil — oT
45 no 80 % mipu ee aktuBHOM opme [22, 23]. B ctaauun
peMUCCHH ITOKa3aTeTl HECKOJIBKO HUYKE M COCTaBIISIOT
21-58 % [24].

Ilamocene3 napyuienuil ObixaHus 60 CHe NPU aKpo-
Mmezanuu

COAC y 60nbHBIX aKpOMeTaieH sIBISeTCs oD~
TrosnornyHbIM. OOCYKaaeTcs BKIIa ] YepEeITHO-IUIIEBON
JneopManyy ¥ runepTpoduu MArkux Tkanei. [1oBbI-
1meHue ropMona pocra u UOP-1 apnsercs npuanHoit
Pa3BUTHS aHATOMUYECKUX U3MEHEHHH, KOTOpbIE TPUBO-
JUIT K TIOJTHOM MIJTM YaCTHYHOM OOCTPYKIIUH TIIOTKH, XOTS
no00Hasg B3aMMOCBS3b OCIApPUBAETCS HEKOTOPHIMU
aBTOpamu. Beinenstor oOpatuMbie ¥ HeOOpaTUMBbIC
aHaToMH4eckue n3MeHeHus. K HeoOpaTuMbIM OTHOCST
YepernHo-JIuLEeBble AedopManuu; K 00paTUMbIM —
YBEJIMYCHHUE SI3bIKa (MAKPOIIIOCCHIO), THIEPTPODHUIO
MSTKUX TKaHe! ITIOTKH, BEpXHUX JIbIXaTeIbHBIX MyTeH
1 OPOHXOB.

NmeHHO o6paTuMble M3MEHEHHUs, 10 MHEHUIO
pAla aBTOPOB, B OCHOBHOM IPHUBOJAT K Pa3BUTHUIO
00cTpyKTHUBHOTO anHo3 [23, 24]. Bonee Toro, Ip M.
1 coaBTopsl (2001) BBIABHIIM B3aHMOCBS3b MEXIY
TskecTbio COAC U rumepTpodueid MATKUX TKaHEH
BEPXHMX JBIXaTeNbHBIX MyTeH, B YaCTHOCTH S3bIKA,
00HapyXCHHOH C MOMOIIBI0 KOMIIBIOTEPHOH TOMO-
rpacduu [25]. C TsKECThI0 CHHAPOMA aITHOD BO BPEMS
CHa, BEpOSITHO, CBA3aHBl YPOBHU TOPMOHA pOCTa,
HU®P-1, nmutensHoCTh 3a00neBanus [26]. B 2001 roxy
S. Dostalova ¢ coaBTopaMu peACTaBHIN PE3yAbTaThI
UCCIIeIOBaHUs, B KOTOPOM Y9acTBOBAJIO 26 MY>KUUH C
akpomeranueit 1 96 My 4rH ¢ CHHAPOMOM aIltHO3 BO
cHe 06e3 akpoMeranuu. HapymieHns AbIxaHus BO CHE
ObUTH 0OHApYKeHBI Y 20 MAIUeHTOB C aKPOMETaTHEH.
[lo naHHBIM PEHTTEHOJOTMYECKOr0 HCCIEIOBAHUS
Takue nedaromMeTpuuecKue Mmokasarenu, Kak yroiu
MaHAUOYASPHON NPOTPY3UH, pa3HUIIA MEKITY MAKCHII-
JSIpHOU U MaHIUOYISIPHOM POTPY3UEH, yToi HIKHEH
YeIN0CTH, AJTUHA MITKOTO He0a, pa3Mephl IIIOTOYHOTO
BO3JIYITHOTO MPOCTPAHCTBA, 3HAYUTEIHHO OTIHYA-
JUCh Y MalUeHTOB ¢ akpoMeranueil u 6e3 JaHHOTO
3aboneBanus. [lpu ananuse pe3ynbTaToB U3MEPEHUS
YepenHO-IHIIEBbIX Pa3MepoB y OOJBHBIX aKpoMera-
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nrel He ObLTO BBISIBICHO 3HAYMMBIX PAa3JINYHHA y JIHII
C CHHIPOMOM amHO? U 0e3 HapyIIeHUH IBIXaHUs BO
CHE, O/IHAKO BBIABIIEHO CTAaTUCTUYECKH 3HAYUMOE CY-
JKeHHEe MUHUMAaJIbHOTO [TIOTOYHOTO BO3IYIIIHOTO MPO-
CTpaHCTBa U INIOTOYHOTO BO3JIYIIHOTO MPOCTPAaHCTBA
Ha YpOBHE A3BIYKa MATKOTO Heba B TpyIie OONBbHBIX
aKpoMeranueil ¢ HapyLIIeHUSMH JbIXaHUS BO CHE.
WccnenoBaTeny NpuuIA K BBIBOIY, UTO Y MYKUUH C
AKpOMeETaIMeH Cy)KEHUE BEPXHUX JIBIXaTEIIbHBIX Iy TEH
BCIIEAICTBUE TUNEPTPOPHUN MATKUX TKAHEH TIIOTKH
urpaet 0oJjiee 3HAUMMYIO pOJib B Pa3BUTHUHU alTHOD BO
BpeMsl CHA, YeM CKEJIETHBIC U3MeHeHus [27].

B 10 xe BpeMs B nuTEpaType €CTh JaHHBIE O TOM,
4TO HEOOpaTHMbIC aHATOMUYECKUE N3MEHEHHUS, HAPSITY
C yBeJNIM4eHNEeM 00beMa A3bIKa U S3bIYKa K OTEKOM MSAT-
KHUX TKaHel, Tak’ke MOTYT y4acTBOBATh B IIaTOreHe3e
COAC. Tak, C. Berg c coasropamu B 2009 rozy ycraHo-
BUWJI, YTO YBEIMUYCHUE 00beMa SA3bIKa U SMTU30/IbI alTHOD
CBSI3aHBI C YBEJIMUYEHUEM JUIMHbI HUKHEW YeTIOCTH Y
MAIMEHTOB C aKpOMeTraluel, 4To MO3BOJIUIIO MPEaIo-
JIOKUTH BKJIAJl HEOOPATUMBIX YEPEITHO-THUIEBBIX H3-
MEHEHUI B PA3BUTHE HAPYIIECHUN JIbIXaHUS BO BPEMs
CHa y 3TuX OOJIBHBIX [28].

BrraensioT Taxke U Jpyrue npeapacrosiararomme
(hakTOpBI pa3BUTHUS OOCTPYKTUBHOTO alTHO? BO CHE ITPH
akpomeranuu. Hanbomnee BaXKHBIMU U3 HUX SIBIISIOTCS
BO3PACT, MYXCKOI1 ITOJI ¥ aHTPOIIOMETPHUECKHE Mapa-
METpbI, B TOM YHCJIE OKPYKHOCTh II€H, OKPYKHOCTh
nmajblieB U uHaeke Maccel Tena (UMT) [22, 29, 30].
B uccnenosanuu van Haute F.R. u coastopos (2008)
u3 24 manuentoB y 21 ObUIM BBISABICHBI HApyIICHUS
JIBIXaHUS BO CHE, U3 HUX B 20 ciTy4asx AUarHOCTHPOBA-
HO alHO?-TUIOIMHO3 00CTPYKTUBHOTO THMA. [Ipu 3TOM
uHAeKe anHod/runonHod (MATD) xoppenuposal ¢ BO3-
pactoM, okpykHOCTEIO Tasiuu, UMT, a 3nauenus UAT
ObUIM 3HAYUTENFHO BBIIIE Y MAIIUEHTOB C apTepUaIbHOMN
TUNepTeH3uel u caxapHbIM nuaderoM [31].

3HaYUTENHHO MEHbIIE CBEJCHUI MOIYy4YeHO B OT-
HOILLIEHUH CHHAPOMA LIEHTPAJILHOTO altHO3, KOTOPBIH,
no aanHbIM Grunstein R.R. u coaBTOpoB, BCcTpeuaeTcs
y 33 % OONBHBIX C akpoMeraiueii, B akTUBHOU (a3e
3aboneBanus [23]. [laToreHe3 HEHTPAIBHOTO alTHO?
CBSI3aH C TOPMOXKEHHEM JIbIXaTeIbHOTO LIEHTpa, MPHU
aKpOMerajiuy, BEpOsTHO, 00YCIIOBIEHHOTO MOBBIIIEH-
HBIMH YPOBHSIMU ropMoHa pocta 1 UDP-1. 310 nmeet
HECKOJIbKO 00BsicHeHHH. C OfHON CTOPOHBI, TOPMOH
pocTa oKa3bIBaeT NMpsSIMOE BIUSHUE HA JBIXAaTEJbHBIN
ueHtp. C apyroi#t croponsi, CTT, BeposiTHO, crioco0-
CTBYET YBEJMUYCHHIO BEHTHJISILIMOHHON CIIOCOOHOCTH
pecnupaTopHOro IIEHTpa B pe3ysibTaTe MOBBIIICHUS
napiuaisHoro gasieHus CO2 (pCO2) BciaeacTBue
apecTa JbIXaTelbHOI0 IIeHTpa U MpeKpalleHus abIxa-
TEIbHBIX YCUIUN. B KOHIIE MepHoaa THIIEPBEHTHIIS-
uuu pCO, magaer HWKe Mopora pasapaKeHHs JbIXa-
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TEJIBHOTO LEHTPa, YTO MPHUBOAUT K BO3HUKHOBEHHIO
arHo?d, Mocje KOTOPOTro HAacTyMaeT HOBBIM 3MU30]
TUMEPBEHTUIISIMH. AKTUBAIMS IbIXaTeIbHOIO [IEHTpa
MpH JOCTHXKEHUHU MOporoBoro yposHs pCO2 compo-
BOXJAaeTcsl CIOHTAHHBIM (MUKPO)IPOOYyKICHUEM
(YMeHblIeHUE TTyOWHBI CHA, HE BCETIa TOCTUTAIOIIEe
YPOBHS UCTUHHOTO MPOOYKJICHHS ), PETHCTPUPYEMbIM
Ha 3J1eKTpo3HIedanorpamme [23].

Ilposenenus u nocnedcmeuss CUHOPOMA anHod 80
8pems CHa

Knunnyeckas kapTuHa CHHIpOMa HOYHOTO alHOd
BapbUpyeT B 3HAYMTENIBHOM CTENEHHU: OT MOJIHOTO
OTCYTCTBHUS KIMHUYECKUX MPOSBICHUN 10 HATHUH
BBIPA)XCHHO! JHEBHOW COHJIMBOCTH C HEHUPOKOT-
HUTUBHBIMU paccTpoiicTBamu. Y OOJBIIMHCTBA
MalMeHTOB HaONIONal0TCs Xpal, OCTaHOBKH JbIXa-
HHS BO BpeMsl CHAa, COHJIMBOCTh B JJHEBHOE BpeMs
pPa3HOH CTEMEHU BBIPAXCHHOCTH W TOJIOBHAs OOJb
B yTpeHHHe Jachl. C HapylIeHHEeM CTPYKTYphl CHa
BCJIEICTBHE YAaCTHIX MPOOYXIEHUH HOYBIO CBS3bBI-
BaIOT BO3HHKHOBEHHE KOIHUTHUBHBIX PacCTPOMCTB,
BKJIIOUAIONIUX 3aMeJJIEHHE peaKIuM, YXYyAIIeHHE
MaMATH U KOHLIEHTpalUd BHUMAaHUsS, MOSBICHUE
pa3apaxXuTeIbHOCTH, CHUXEHHE paboTocmnocoo-
HOCTH U KadecTBa ku3Hu [32, 33]. [lonydens moa-
TBEPXKACHHUSA TOMY, YTO MPU COUETaHUH aKpOMETATNU
n COAC noBslIaeTcsi puck cepliedHO-COCYIUCTBIX
3a0oneBaHui, B TOM YUCIIE apTepUaIbHOM TUIepTEH-
3UM (4acTO PEe3UCTEHTHOM K TMIIOTEH3UBHOMN Tepa-
MHW), UIIEMUYECKONW OOJIC3HH cepJilia, HapylIeHUH
CepJIeYHOr0 PpUTMA, CEpACYHON HEJOCTATOYHOCTH,
HapyLICHUH MO3TOBOTO KpoBooOpamenus [34-36].
B nmarorenese cepe4HO-COCYIUCTHIX MOCIEICTBUI
CHHJpOMa altHO? BO BpeMs CHa OCHOBHYIO POJIb OTBO-
JISIT AKTUBAIIMUA CUMITATUYECKO HEPBHOM CUCTEMEI B
pe3ynbTare MOBTOPSIOIIKUXCS SMTU30/I0B THITOKCEMUU
Y TUNIEPKAITHUH BCJIEACTBHE alHOD U TUIIOMHO?.

IMoaxoas! K JieYeHHI0 AKPOMETaJIMN U BJUSIHHE
HA HApPYILIEHMsI ILIXaHHUsI BO CHE

[TepBas omepanus Mo yOaJlCHHUIO OMYXOJH MPH
akpomeranuu Obuta mpoBeneHa F. Paul B 1892 rony
B JluBepysie myTeM KpaHHOTOMHHU Yepe3 BHCOYHYIO
obmacte. B 1908 rony J. Hochenegg Briepesie ocyiiie-
CTBHJI OTIEPALIUIO TpaHCC)EHOUTATBHBIM OCTYIIOM, U
B Havyase 1970-x ronos G. Guiot u J. Hardy yrBepannu
TpaHcc(eHOUAANBHBIN TOCTYI Kak OCHOBHOMH MpH oOTie-
paTUBHBIX BMEIIATEILCTBAX Ha runoduse [37].

B cnyuae ycnemHoi (paaukanbHOM) omepanuu
y’K€ B paHHEM MOCJICONEPAIMOHHOM IEPHOAE OT-
MeuaeTcsl HopMajiu3alus OTBeTa TOPMOHa pocTa Ha
BBE/ICHUE IVTFOKO3BI, @ B TIEPHOJT OT HECKOJIBKUX HEJlENb
o 2—3 mecsmeB — HopMmanuzaius ypoBHs UOP-1
[38, 39]. ImenHo HOpManu3alus ypoBHEH TOPMOHOB
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oTpesieNsieT OTAAJNIEHHbIE PEe3yIbTaThl IPOBEJCHHOTO
OTIepPaTHBHOTO JIEYEHHS Ha CEpPIE€UHO-COCYANUCTHIE TI0-
kazarenu [40, 41].

Pesynbrarel npuMeHEHUs Jy4e€BOW TE€panuu U
MEJMKaMEHTO3HBIX METO/IOB JICUYEHHUS aKPOMETaJINH C
HCII0JIb30BaHMEM aHAJIOTOB COMAaTOCTaTHHA HE CTOJb
onHo3HauHbl [42]. OnHako GOJIBITUHCTBO UCCIEIO-
BaTeseil cXoaATcsd BO MHEHHUHU O TOM, YTO YCIEIIHOe
Je4eHue U HOpMalu3alus YpoBHEH TOPMOHOB CO-
MIPOBOXKAAETCS YIYUYLIEHHEM COCTOSIHUS OpPTaHOB-
MHUIIEHEH, B YaCTHOCTH, CHUKEHHEM BBIPa)KEHHOCTH
ITDK u yay4mieHreM cUCTOINYeCKO U JuacTonuye-
ckoit ¢pyHkuumi [1].

BosHukaet 3akoHOMEpHBIH BOIIPOC 00 0OpaTumo-
CTH HapyIIeHUH JbIXaHHS BO BpeMs CHa y OOJBHBIX
aKkpoMmeraiueil Mmpu yCIelIHOM JEUYeHHH, COIPOBO-
) aaroremcst cHkenueM yposaent CTT u UDP-1.

Ecnu B pamnux uccinemnoBanusx go 1980 roma
BBICKa3bIBAJIUCH YTBEPIKICHUSI O HEOOXOJUMOCTH BbI-
MIOJTHEHHUS OOJTbHBIM aKPOMETANNEH TPaXeoCTOMUH HITH
ITacTUKK MsATKOro Heba it npodunaktuku COAC u
MIPEAYNPEXISHNS €r0 HeONaronpusITHHIX MOCIEACTBHH
[43], To B mocnemHee BpeMsi Bce OOIbIle BHUMAHUSA YIIe-
JSIeTCSL AMHAMMKE MOKa3aTesled TSHDKECTH HapyIUeHUN
JBIXaHMsI BO BpeMsl CHa Ha (oHE MPOBOAUMOTO MeIH-
KaMEHTO3HOTO W/MJIM HEMETUKAMEHTO3HOTO JICUCHUS.
HexoTopsle nccnenoBanus MOKa3aidl 3HAYUTEIBHOE
YMEHBIIIeHNE BEIPa)KEHHOCTH CHHJIpOMa altHOd BO Bpe-
Ml CHa TIOoCJie aJlcHOMAPKTOMUM [25, 44, 45]. B ogHoM
U3 3TUX UccaenoBanuii 3p ekt OblT1 JOCTUTHYT Yepes
12 Henens mociie onepanuu [25], ogHako B JaHHOH pa-
00Te OTCYTCTBOBAJIO Pa3elicHHE MAUEHTOB MO TIOJTY,
JUTMTETILHOCTH W aKTUBHOCTH 3aboneBaHus. B To xe
BpeMs B JAPYTUX HCCIEIOBAHUAX HAPYIICHUS AbIXa-
HUS BO BpEMs CHa COXPaHIUCH TIOCTIE BHITOJTHEHHON
afgeHoMdkTomuu [28, 46]. C Apyroil CTOPOHBI, MOITY-
YeHBI JJaHHBIE O IOCTHKEHUH JIHUIIb HE3HAYUTEIHLHOTO
yAy4IIEHUs] CUHIpPOMa arHo3 BO CHE Yy TMAaIlMeHTOB C
aKpoMerajguei, HeCMOTps Ha HOPMaJIU3aIHI0 YPOBHS
ropmMoHOB [47]. IIpiMeHeHre CHHTETHYECKHX aHAJIOTOB
COMaTOCTaTHHA COMPOBOXKJAIOCH CHUKEHHEM KOJIU-
YECTBEHHBIX ITOKA3aTeeH TSKECTU HAPYLICHUH JIbl-
XaHHA Bo BpeMs cHa. [lepBoe ynomMuHaHue O BIUSIHUU
Tepanuu aHajgoramu comaroctarnia Ha COAC 6bu10
npuBejieHo B padote P. Chanson u coaBropamu (1986)
y Tpex manueHToB [48]. R.R. Grunstein u coaBTOpHI
B pabore, omyOnukoBaHHOUM B 1991 romy, oTMeTHiIN
cumkenne 9acToTel COAC B 1ONOBUHE HAOIMIONEHHA,
IIPU 3TOM CHHTETHYECKHE aHAJIOT'M COMaTOCTaTHHA
MIPEUMYIIECTBEHHO OKa3bIBAJIU BIMSIHIE Ha IIEHTPaJlb-
HBII KOMIIOHEHT CHHJpPOMa armHod Bo cHe [23]. B uc-
cnenoBanuu M. Ip u coasropos (2001) tsxxects COAC
3HAYUTEJILHO CHUKAJIACh MPH MPUMEHEHUH ITTUTEIHHO
JIEHCTBYIOIIETO coMaTocTaTuHa [25].

Bomnpoc o npoBeaeHN HEMHBa3UBHON BEHTHIISILIA
JIeTKUX OOJNBHBIM aKpoMeraiuel 10 KOHIIa He pellieH,
TaKXe CIIOPHBIM SIBIISIETCS HEOOXOTAUMOCTh IPHUMEHE-
Hust CPAP-Tepamnun npu coxpaHsromuXcs HapyIeHUIX
JBIXaHUs BO CHE Ha ()OHE YCIIEIIHOTO JISYCHUS aKpo-
METalny, a Takke ee 3Q(HEeKTUBHOCTh B OTHOIICHUU
MPO(UIAKTUKU CEPACYHO-COCYIUCTRIX 3a00JIeBaHUM
y TaHHOU KaTeropuu OOJIbHBIX [1].

3akrouenne

Takum 06pa3om, CHHIPOM arHOd BO BpeMs CHa
4acTO COUETAETCS C aKpOMETallueil U, BEpOATHO, €ro
BO3HMKHOBEHHUE 00YCIIOBICHO IEHCTBHEM MOBBIIIEH-
HbIX ypoBHel CTT u U®P-1. Cunapom anHO? BO CHE
y JaHHOU TPYIIIBI OONBHBIX MOXKET SBISTHCS JOTIOJ-
HUTENBHBIM (PaKTOPOM pUCKA Pa3BUTHUS CEPACUHO-
COCYIUCTHIX 3a00JICBAHUM U OCIOXHCHHUN, UTO
TpeOyeT AOMOIHUTEIBHOro 00cae10BaHus OOIBHBIX
aKpOMCFaJIHeﬁ U MPUMCHCHUA MCETOJOB KOHTPOJA
34 HApYICHUAMU JbIXaHUA BO CHE. B 10 *)e BpemMmA
B HAaCTOAUIEC BPEMsA HCJIB34d CHUTATH NOJHOCTBLIO
pPELIEHHBIM BOMPOC O MOKa3aHUIX U CPOKaxX Ha3Ha-
YeHUSI HEMHBa3UBHOM BCHTHUJIALINU JICTKUX OOJILHBIM
aKpoMerajueil, KOTOpbIe MPOXOAST CIeHHPHUIECKOe
JIeYeHUE MO MOBOJY OCHOBHOTO 3aboyieBaHMs. DTO
00yCIIOBIUBAET HEOOXOJUMOCTh MPOBEACHUS MPO-
CIICKTUBHBIX I/ICCHCILOBaHI/Iﬁ IO OLCHKE IPOTHO-
CTHUYECCKOI'O 3HAUCHUA HapyIHeHI/Ifl JAbIXaHUA BO CHEC
U UX yCTpaHEeHHUs y OOJBHBIX aKpoMmeraiueil kak B
aKTUBHOU (paze 3a00seBaHUs, TAK U IPU JOCTHKCHUN
peMHccumu.
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Pesrome

Lenpro paboTHI CTaNIO H3y4YeHHE OCOOCHHOCTEH KOPOHAPHOW T€MOIMHAMUKH Y TIAIIMEHTOB C KapIuaTbHBIM
cunapomom X (KCX) ¢ momonrsio mo3utpoHHoii amuccnornoi Tomorpadun (II19T). Obcnenosano 16 manuen-
ToB ¢ TunmyHoi Tpuanoit KCX. Kontponbusie rpynmsl Bxitodanu 6onsHbIx UBC (n = 12) 1 gobpoBonbies 6e3
cepreuHo-cocynuctoi nmaronoruu (n = 12). [auuentam BeimosHsm nepdysuonnyto [19T ¢ *Rb-xnopumom B
nokoe, Ha (oue xomomosoi (XII) u dpapmaxonormueckoit mpod (PII). Ha ocHoBaHWN aOCONIOTHBIX 3HAYCHUIH
MuoKapanaabHoro kpoBoToka (MK) B mokoe u Ha ¢poHe PyHKIIMOHATBHBIX MPOO BEIYUCIISITH PEe3epPB dHIOTEINH-
He3aBucumoi Bazoquiatanuu (POHB) u sanorenuii-3aBucumoti Bazoqunaranuu (P23B). He 6bu10 yeTaHOBICHO
JIOCTOBEPHBIX paznuuuil Mexxay 3HaueHussiMu POHB y manmentoB ¢ KCX u nobpososnblieB. B rpymne 00apHBIX
NBC nabmronanocs cymecrsennoe camwkenrne POHB mo cpasuenwuro ¢ rpynmoit KCX n modpoBonsiamu. [Ipu
BeimonHeHn X1 y mammentos ¢ KCX HaOmomganucs wim He3HaduTeabHoe yBennueHne MK (6 manueHToB), 4To
CBHUJIETENBCTBOBAIO 00 oTcyTcTBHe PO3B, nnn ymeHblIeHue 3TOro mokasaress o CpaBHEHUIO ¢ HCXOAHBIMU
3HadeHusMU (10 yesioBeK) BCIIEACTBHE MUKPOCOCYIUCTOrO Bazocnasma. B rpynme 1o0poBoibiieB Ha Gone XI1
3apeTUCTPHUPOBAH cymiecTBeHHBIN pupocT MK (6osee 25 % oT ucxomHbIX 3HaueHUi). [lomydeHnbie pesyib-
TaThl MO3BOJISAIOT MPEAIONIaraTh MUHIUMAIBFHBIA BKIIAJ] CTPYKTYPHOTO PEMOAETHUPOBAHUS COCYINCTON CTEHKH
B pPa3BUTUE KOPOHAPHON HETOCTATOYHOCTU U 3HAYUMYIO POJIb SHAOTEIHAIBHOTO 3BE€HA B MAaTOT€HE3€ UIIEMUHU
MuoKkapaa y 6onpHbeix KCX.

KuaroueBbie c10Ba: KapAHalbHBIA CHHAPOM X, TO3UTPOHHASI SMUCCUOHHAS TOMOTpadsi, X0I010Bas Ipoda,
PpE€3€pB SHIAOTENNIN-3aBUCUMOM U IHAOTENNKH-HE3aBUCUMOM Ba3oquilaTaluu.
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Abstract

The aim was to characterise the coronary hemodynamics in patients with cardiac syndrome X (CSX) by
positron emission tomography (PET). 16 patients with the typical triad of CSX were included. Patients with
coronary heart disease (CHD) (n = 12) and volunteers without cardiovascular disease (n = 12) formed the control
groups. Cardiac PET with “Rubidium chloride, *Rb from the generator” (**Rb-chloride) was performed at rest,
during cold pressor test (CPT) and dipyridamole hyperaemia (DH). Endothelium-dependent (EDPR) and -inde-
pendent perfusion reserve (EIPR) were calculated based on absolute values of myocardial blood flow (MBF) at
rest, during CPT and DH. There were no significant differences between values of EIPR in patients with CSX
and volunteers. In patients with CHD there was observed a significant decrease in EIPR compared with control
groups. In 6 patients with CSX PET during CPT revealed an insignificant increase of MBF, in 10 patients MBF
was decreased, suggesting an absence of EDPR or microvascular spasm. MBF during CPT was significantly
increased (more than 25 % of baseline values) in volunteers. Disturbance of endothelium-dependent vasodilata-

tion plays a role in the pathogenesis of myocardial ischemia in patients with coronary syndrome X.

Key words: cardiac syndrome X, positron emission tomography, cold pressor test, endothelium-dependent

and -independent perfusion reserve.

Cmamws nocmynuaa ¢ peoakyuro 01.06.13, npunsima xk newamu 15.06.13.

Beenenne

[Tox Tepmunom kapauansHbI cuaIpoM X (KCX)
MIPUHSTO TIOHUMATh MATOJOTHYECKOE COCTOSHHUE, Xa-
pakTepusylomieecs kaao0aMu IMaMeHTOB Ha O0Jb B
TPYZHOU KJIETKE, MOJIOKUTEIHHBIMHU PEe3yNbTaTaMu
Harpy309HbIX OKI' TecTOB W HOPMaJIbLHBIMH WU
MaJION3MEHEHHBIMH SITUKapARATbHBIMA KOPOHAPHBIMHU
aprepusimu (KA ) ipu kopoHaporpaduIecKoM UCCIIeno-
Baanu (KAT) [1]. Kak mpasuno, KCX nuaraHocTupyior
MEeTOAOM HCKIodeHnsa. KiuHmdeckas kapTuHa 3a00-
JIEBaHHA 3aCTaBJsIET KIMHUIMCTA B TIEPBYIO OYEpEIh
MIPEITOTIOKHUTE CTEHO3UpYIomIee 3aboneBanne KA,
[T03TOMY IAIIUEHTHI MTOIBEPTAIOTCS JOPOTOCTOAIIEMY
00CIIeTOBaHUIO, ITUTEIFHOMY U MaJIod()PEeKTHUBHO-
My MEAMKaMEeHTO3HOMY JiedeHunto. [loaTomy Becbma
aKTyaJIbHOH MTPOOIeMO MPaKTHIECKON KapaHOIOTHH
ABJISIETCS TIOWCK HOBBIX MH(GOPMATHBHBIX METOJOB
muargoctuku KCX.

UcknrounTp 3a00eBaHus dMHUKAPANATBHBIX
KA xakx mpuuuHBI 00JICBOTO CHHAPOMA ITO3BOJISIET

KAITI, onnako meTojna npsAMOM OLEHKH COCTOSAHHUS
MUKPOLHUPKYISITOPHOTO pyclia B HACTOAIIEE BPEMS
He cymecTByeT. Pe3sucTuBHBIE KOPOHAPHBIE COCYIbI
HEIOCTYITHBI aHTHOTpa(UIEeCKOl BU3yalln3alny, T. K.
WX MaJIbId TUaMeTp He TO3BOJISET BHIITOTHUTH CelleK-
TUBHYIO KareTepu3annio. KoCBeHHBIMU MpH3HAKAMHU
HapyIIeHUs KPOBOTOKA [T0 MHUKPOCOCYaM CepALa Mpu
KATI MOoXeT SIBIATHCS MEIUIEHHOE 3aITOJTHEHUE CUCTe-
MBI KA KOHTPacTHBIM BEIIECTBOM M JUIUTENBHOE €r0
BbIMBIBaHHE. TakuM 00pa3oM, HENMpsIMbIE TTapaMeTpPhl
OIIEHKH KOPOHAPHOW FreMOTMHAMHUKHA — MHOKAPIUab-
HbIH kKpoBoTOK (MK) 1 koponapusiid pe3eps (KP), He
MMEIOT aIbTEPHATHBHL. B HacTosIIIee BpeMs B Kapauo-
JIOTHYECKYTO MPAKTHKY IMPOKO BHEAPEHBI HEMHBA3HB-
HBIE JTy4eBbIE TEXHOJIIOTUW HENPAMOI BU3yaTH3aIllul
MHUKPOCOCYIHCTOTO pyciia — MarHUTHO-PE30HAHCHAS,
0onHO(OTOHHASI KOMIIBIOTEPHAS M TIO3UTPOHHAS IMHC-
cuonHas Tomorpaduu (I19T). OHn npemocTaBIsSIOT
HaJC)KHYI0 WHPOpPMAIHNI0 0 PYHKIIMOHAIHHOM CO-
CTOSTHUHM MHTPaMypPaJbHBIX PE3UCTUBHBIX COCYAOB, B
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ToM uuciie o KP, KoTopslil sIBIISIETCS MHTErpaibHbIM
MoKa3zarejeM MHOKapAHaIbHOTO KPOBOOOpaIleHns Ha
YPOBHE 3MHKapANaNbHBIX cocynoB u MP. [ledunur
KP nabmromaercs mpy aHaTOMHUYECKOM CY>KEHUH Ma-
ructpaibHbix KA BeiieicTBHE aTepoCKIIepo3a, a TAKKE
MIPH TIATOJIOTHH MENKUX WHTPAaMypajbHBIX COCYIOB B
pe3ynbTare uX CTPYKTYPHOTO PEMOIEIHPOBAHUS HIIH
MIPU HApYyIIEHUH COCYIOIBUTATENbHON (DYHKITHH TIOT
BJIMSTHIEM HEHPOTYMOPATbHBIX (JAKTOPOB BCIIEACTBHE
SHAOTENUANBHON muchyHkmmn [2].

LleabI0 HACTOSINErO UCCICIOBAHMS SIBUIIOCH H3Y-
yeHue Bo3MokHocTell [I9T ¢ HOBBIM O0TeYeCTBEHHBIM
POIT «Pybuauns xmopuaa, *Rb u3 reaeparopa» (*’Rb-
xynopun) s qmuardoctuku KCX.

MarepuaJ 1 MeTOIbI

Hamu oGcnenoBano 16 manweHTOB ¢ THHUYHON
tpuagoir KCX: OoneBbIM CHHAPOMOM B TPYAHOH
KIIETKE, MaTOJIOTHYECKUMH N3MEHEHHSIMA KOHEYHOTO
JKEITyT0YKOBOTO KOMITJIEKCA ITPH MTAPHBIX HarPy309YHBIX
OKI-nipobax u anrHorpaduuecKd HEM3MCHEHHBIMH
KA. KonTponbHsie Tpynms! Obui chopMUpPOBaHBI U3
gucTa O0BHBIX, 00CIICIOBAHHBIX B PAMKaX IPOTOKOJIa
KIMHAYeCKHX ucnbtannii POIT #Rb-xnopuaa: u3 HUX
12 6ompaBIX UBC BCIteACTBHE aTEpOCKIEPOTHIECKOTO
nopaxennus KA u 12 moOpoBosbIleB 0€3 KIMHUKO-
WHCTPYMEHTAIBHBIX IPHU3HAKOB MATOJIIOTHUH CEPIEUHO-
cocynucToi cucrtembl. Hacrosiee ucciegopaHue
omobpeHo stndeckuM komuteToM PI'BY «Poccwmii-

CKUIl Hay4HBIN LICHTP PaJUOJIOTUU U XUPYPrUUECKUX
TexHosnorui» Munsnpasa Poccuu, riie BBITIONHAIUCH
kIuHuYeckne ucnbpiTanusa POII. Bcemu manumentamu
Y 3JI0POBBIMH JIMIIAMHU OBLIO MTOJIMTUCAHO UHPOPMHUPO-
BaHHOE cornacue Ha nposeaeHue [I19T uccnenopanms
cepaua. Knnandeckas xapakrepucTuka 00CieI0BaH-
HBIX MAallMEHTOB WU 3J0POBBIX JIMI MPEICTaBIEHA B
Tabnuie 1.

Mepdysuonnan AT ¢ 32Rb-xa0puI0oM BBITON-
Hslach Ha ammapare “Ecat-Exact-47” (“Siemens”). B
JIeHb UCCIIEIOBAHMS U3 MUILEBOTO PAIIMOHA UCKITIOYAIIH
ko(e W Yaif, [y ycTpaHeHUs AeUCTBHUA KOoperHa Kak
Onokaropa PHJOTENNATBHBIX aJ€HO3MHOBBIX pelel-
TOpPOB. AHTHaHTHHAJbHBIE MpenapaTrsl KOPOTKOTO
JIeACTBUSI OTMEHsUH 3a 24 Yaca J0 MPOBEACHUS HC-
CJIeIOBaHUs, IPOJIOHTUPOBAHHOTO JEHCTBUS — 3a 48
yacoB. MccnenoBanue nepdy3un MUOKap/a BHITTOTHSIIH
IO TIPOTOKOJTY «IIOKOM — X0JI0/10Bast mpoba — hapma-
KoJIOTHYecKas mpo6a». DMHCCHOHHOE CKaHHPOBaHUE
MPY KaXKIOM HCCIIE0OBAaHHU OCYIIECTBISIIOCH B AMHA-
MHYECKOM PEKUME OAHOBPEMEHHO C BHYTPHUBEHHBIM
OomocHbIM BBeneHUeM *’Rb-xiopuna. BpemenHnoi
UHTepBaJ Mexkay UHbeKIsiMU POII coctaBmsn 12 Mun
(10 mepromoB monypacnana *Rb). AxktusrocTs POIT
MIPU BBITIOJIHEHUH OJHOTO HMCCIIEOBAaHUS COCTaBUIIA
500 MBx/m2. C60p JaHHBIX IS BCEX BHIOB MCCIIEIO-
BaHUH OCYLIECTBISUIM B TUHAMUYECCKOM PEXHUME MO
nporokory: 12 kaapo no 10 cexynn 4 xaapa mo 30
cekyHZ _ 6 xaapoB 1o 60 cexyH/I.

Tabnuya 1

KIMHHUYECKAS XAPAKTEPUCTHKA OBCJIEJOBAHHBIX TIAIIMEHTOB

IIpusnak Hau(l:le:lel) co/iCCX l'[au(l;e:Tll;l)co/i/IBC Hopma (n =12) %
Bo3spact 559+74 52,4 +6,5 54,9+5,2
My K4HHBI 2 (12,5 %) 12 (100 %) 2 (16,6 %)
JKeHuuHbl 14 (87,5 %) 0 10 (83,4 %)
Tunuunbie 60U 1 (6,25 %) 10 (83,3 %) 0
ATUnaHBIE 00K 15 (93,75 %) 2 (16,7 %) 0
OTsiromieHHas HaciaeACTBeHHOCTh 10 MUBC 12 (75 %) 6 (50 %) 3(25 %)
OrsaroleHHas HaciencTBeHHOCTh 1o I'b 14(87,5 %) 5 (41,6 %) 4 (33,3 %)
Yucno KEHIUH B MEHOIIay 3¢ 14 (100 %) - 10 (100 %)
YwKCIno KEHIIUH C COXPAHEHHOH MEHCTPY- 0 3 0
aNpHON (pyHKIHEH
XCH IHII ¢.k. 16 (100 %) 12 (11,1 %) 0
l'unepronudeckas 6one3Hb 10 (62,5 %) 10 (83,3 %) 0
051V 0 10 (83,3 %) 0
OHMK 0 1 (8,3 %) 0
CaxapHblil tnader 1(6,25 %) 2 (16,6 %) 0

muokapna; OHMK — ocTtpoe HapymeHre MO3TOBOTO KPOBOOOPAIIICHHSI.
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Mpumeuanue: KCX — xapananeubiii cuanpom X; UBC — umemmyaeckas 6one3ns cepama; ['b — runepronmueckas
6one3np; XCH — xponudeckas cepaedHast HeI0CTaTOYHOCTh; ¢.K. — (PpyHKIMoHaNBHBIH Ki1acc; OUM — ocTpsIii nHpapKT
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Xos010BY10 mpo0y (XI1) BEITOMHSIIN IO METOAMKE
Campisi R. (2002) [3]. [IpaByt0 HUKHIOIO KOHEYHOCTh
MalKeHTa NorpyXajiu 0 BEpXHEH TPEeTH TOJIEHH B
XOJIOIHYIO BOJLy CO JIBJIOM U uepe3 45 ceKyHa mocie
MOTPY)KSHUS BBIMOIHSIN HHBbEKIUIO ““Rb-xmopuaa B
JIEBYI0 KyOuTanbHyw BeHy. [locne unbekiuu POII
npoOy npomomxanu eme 60 cexkyHa. Bo Bpems mpo-
OBl JBaXKIbl MPOBOJIWIN M3MEPEHHE apTepHaIbHOTO
JaBJICHHUS, TPOOY COMPOBOXKIIAIN ITIOCTOSIHHBIM MOHH-
topuHroM OKT.

DapMaKoJOrH4ecKy npody BBHIIOIHSIN C
qunupuaamMolioMm u3 pacuera 0,56 Mr BemiecTBa/Kr
MacChl Tejla marueHTa. JunupunamMon BBOJWIN BHY-
TPUBEHHO CTPYWHO B TeueHue 4 MuUHYT. MHBEKII0
P®II BEIMONHSIN Ha 6-0i MUHYTE OT Hauana HHQY3uu
JUTHPUIAMOJIA WK B MOMEHT IOSIBJIICHUS] TUITHYHOTO
AHTMHO3HOTO TMPHUCTYIMA UIU SKBUBAJECHTOB CTEHO-
Kapauu (3KCITUPATOPHAS OJIBIIIKA, YYBCTBO HEXBATKU
BO3/lyXa), HAPYIICHUN PUTMA, a TAKKE UIIEMUICCKUX
mmeHeHuit Ha KT

AOcoitoTHBIC 3HaueHus yaenbHoro MK paccum-
THIBAJIM ABTOMATHYECKHU C UCTIOIB30BAHUEM METOUKHU
OJTHOKaMEPHOTO MojeaupoBanus 1 *Rb-xmopuma
[4], Bxoasmuii B mporpaMMHbIA nakeT «Carimas
2.2», pa3paboranusiii B 2010 rony B [I9T-nienTpe 1.
Typky (Turku, PET-Centre) [5]. PezepB angorenuii-
HesapucuMoit Bazommnaranuu (POHB) nm KP onpene-
nsim 1o popmyie [2]:

POHB = (MKt)unupm)a,woxl/ MKnUKm}) 2

Ine MK, . abcomotHbie 3Hauenns MK

B MIOKOE;

MK, omie — abcouoTHbIe 3HaueHUsT MK

Ha MUKe MPOOBI ¢ Ba30AUIIATATOPOM.

Pe3epB snporenuiizaBucuMoi BazoguiaTalluu
(PO3B) onenuBanu no crenenu yBenuuenus MK Ha

(one XTI, BeIpaskeHHBIH B MPOIEHTaX MO CPAaBHEHHIO
¢ ucxoausiMm MK.

Hdns craructTuueckoil 0OpabOTKH pe3yabTaToB
ucrnonb3zoBanu makeT nporpamm STATISTICA 6.0.
JloCTOBEpHOCTh JaHHBIX OLEHUBAIU IO t-KPUTEPHUIO
Creionenta n U-kputeputo ManHa-YuTHU. JlaHHBIE
MIPECTaBIEHBI B BU/IE CPEAHUX + CTaHJapTHBIE OTKJIIO-
Hexus (M £ SD). Paznuumst CHuTanuch 10CTOBEPHBIMU
npu p < 0,05.

Pe3yabTarsl nccieaoBanus

V¥ nmanuentoB ¢ KCX npu Bu3yaslbHOM aHajIn3e
TOMOCIHMHTHIPaMM, BBITIOJIHEHHBIX B COCTOSIHUH TTOKOSI
u Ha (one XI1, ormeuanock nuddy3HO HepaBHOMED-
Hoe pacmpenencuue *?Rb-xmopuna B muokapae JIK.
[Ipu 3ToM pernonapHsbie nedeKTsl nepdy3un MUOKap-
Jla, pacIoJIOKEHHbIE B COOTBETCTBHHU ¢ OacceliHamu
KA, namu ne ycranosnensl. Ha [I9T nzobpakeHusx
ceplua, NOJYYEHHBIX TOCTE BBIMOJIHEHUS MPOOBI C
JUIHPUIAMOJIOM, OTMEYaJoch Oojiee paBHOMEPHOE
pacupeneneaune nepdysznonHoro POII B muokapae
JIK, crpecc-unaynupoBanHbie qedeKTsl nepdys3um,
NPEBBILIAOIIIE 10 TIOMIAIH 3 U OoJiee OIn3IIeKaIIX
cermenTa JOK, Hamu He 3aperucTpupoBaHbL.

[pu 13T uccnenosanuu 6ompHBIX UBC Ha TOMOC-
nuHTUTpaMMax B okoe y 5 (31 %) yenoBek Habmona-
nuck aedekTsl mepdy3un, pacpocTpansBIIrecs Ha 3
u Oonee ONMM3NIEKANIMX CErMEHTa, 00pas3ys CEKTOPEI,
COOTBETCTBYIOIIE OacceliHy creHozupoBaHHOU KA.
OHH COOTBETCTBOBAJIH Y4aCTKaM MEPEHECEHHOTO WH-
(hapkra muokapza. Ctpecc-uHAYIIUPOBaHHBIC Ie(DEKTHI
nepdy3un, Takxe ooHapyx)eHHble y nauenToB ¢ MBC,
OBUIM JIOKAJIM30BaHBI CTPOTO B OacceiiHe CTEHO3UPO-
BaHHOU KA.

VY JIAL KOHTPOJIBHOM I'PYyMNIIbl OTMEYAIOCH PABHO-
MepHoe pacnpenencaue POII Bo Bcex ormenax JIK

Pucynok 1. YaeabHblii MUOKapAMAJIBLHBIA KPoBOTOK (MJ1/100r/MUH) B moKoe,
Ha (hoHe MPoOOGHI TUIMMPHUIAMOJIOM U Pe3epB IHAOTEINi He3aBUCUMOH Ba3oAnIaTalluu
y nanuenToB ¢ KCX, UBC u aun KoHTpoabHoii rpynnsl (M =+ 6)

80 74,9418,7*

MK & noxoe

W nauyyentsl ¢ MBC

MK Ha doxe npobiel ¢ gunupraamoncm P3HE

W nauvertol ¢ KCX O koHTponbHas rpynna

3,3840,87

1,6840,35**

[pumeuyanue: * — p < 0,05 Mo OTHOMICHUIO K KOHTPOIBHOH Tpytme; ** — p < 0,001 mo oTHOMIEHHIO K KOHTPOIBHOM

TpyIIe.
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PucyHnoxk 2. YaejabHblii MHOKApANAJBHBIA KpoBOTOK (MJ1/100r/MuH) B MOKOe, IPH X0/1010BOii mpode
U pe3epB 3HI0Teaui3aBucuMOii BaoauiaTtanuu y nauuenToB ¢ KCX u aun koHTpoabHoii rpynnsl (M =+ 6)

100
102,1£35,9 120

80

40

20

MK B nokoe

N naumeHTol ¢ KCX

MK npw xonogoeoi npobe

40

142,9£52,7 40,7417,3
30
20
10

-2,8420,5*
0
10
P33B (4%)
O KOHTpOMnbHaA rpynna

Ipumeyanue: * — p < 0,01 mo oTHOMmIEHHIO K KOHTPOIBHOI rpymie; ** — p < 0,001 mo oTHOmIEHNIO K KOHTPOIBHOI

TpyIe.

KakK B IIOKOE, TaK ¥ Ha )OHE Harpy304HBIX IPo0, 3a UC-
KITIOU€HHEM BEpPXYLIKH Cep/lia, YTO pacCMaTpPUBaIoCh,
KaK BapHaHT HOPMBI.

3nauenns MK u POHB y nanmenrtos ¢ KCX u kopo-
HapHBIM aT€POCKIIEPO30M, a TAKXKE Y JIUI KOHTPOJIBHOMH
TpyHNbl MpeacTaBieHbl Ha pucyHke 1. OueHky pac-
npenenenus ¥Rb-xnopuna B yuactkax JOK, npunan-
JieXxaurX K bacceiiHaM CTeHO3UPOBaHHBIX KOPOHAPHBIX
apTepuid, MPOBOIUIN C YYETOM MOCTHH(APKTHOTO
noBpexaeHus (no ganueiM OKI). 3nauenus MK B
30HaX MOCTUH(APKTHOTO KapIUOCKIEpo3a B aHAIN3
HE BKJIIOYaJIH.

Kak cnenyet u3 pucynka 1, mapameTpbl KOpoHap-
HOW reMoiuHaMuKH y OonbHBIX MUBC ObuTH 3HAYMMO
HUDKE 110 CPABHEHHUIO C OCTAIIbHBIMU IPYNITaMU BCIIE/-
CTBHE CHHAPOMA «MEXKOPOHAPHOTO OOKPabIBAHUSD).
B To xe Bpems paznuuus mexay 3HaueHusiMu MK B
NOKoe W Ha (OHE AUMHUPUAAMON-UHIYIHPOBAHHON
runepeMun, a Takke POHB y manuentoB ¢ KCX un
JI0OOPOBOJIBIIEB 0€3 CepCUHO-COCYTUCTOM MaTONIOTUN
OBUIM HETOCTOBEPHBIMU. TakuM 00pa3oM, HAMH yCTa-
HOBJIEHBI HU3KHe 3HadeHns MK B mokoe 1 Ha Gone dap-
MaKOJIOTHYECKOM Ba3oAMIaTalluy, a TAKXKe HapyIlIeHne
POHB 1o cpaBHEHHIO ¢ KOHTPOIBHOM IPYIIION TOIBKO
B OacceliHax CTEHO3MPOBAaHHBIX MarucTpaibHbIX KA,
T.e. y 6onbHbIx MBC.

C 1enbio OleHKH (PYHKIIMOHAIBLHOTO COCTOSIHHS
KopoHapHoro pycna nanueHTam ¢ KCX u aumam u3
rpyIIibl TOOPOBOJIBIIEB BBITIOIHEHO HcciienoBanne MK
Ha (poHe X0JI0I0BOM CTUMYJISIMH. Y YUTHIBAS BHICOKYIO
undopmaruBHocTh O, manieHTaM ¢ aTepocKIepoO3oM
kopoHapHbIX aprepuil II9T ¢ XII He BbIIOIHSIACK.
B rpynne no6posonsies Ha hone XI1 3apeructpupo-
BaH cyuiecTBeHHbI npupoct MK (puc. 2). V nauu-
enToB ¢ KCX HaOmomanuch Wil YMEHBIIEHUE 3TOrO
MoKa3areJsi 10 CPAaBHEHUIO C UCXOAHBIMU 3HAaUEHUSIMHU
(10 yenoBek), ykas3bIBarolee Ha MUKPOCOCYIUCTHIN
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Ba30CMa3M, WIM He3HauuTenbHoe yBenudeHue MK
(6 MaMeHToB), YTO CBUAETENHLCTBOBAJIO 00 OTCYTCTBHE
PO3B.

O0cysxneHue pe3yJibTATOB

HecmoTpst Ha oTCYyTCTBHE CTPYKTYpHBIX W3MEHE-
Hul snukaparanbHbix KA, KCX npunsato cuurtaTh
omHol u3 kimHndYeckux popm MBC. Pa3paborky mo-
CTOBEPHBIX KPUTEPHEB HEWHBA3WBHOW TUAarHOCTHUKU
JAHHOTO 3a00JIeBaHUsI OCIIOXKHSIET OTCYTCTBUE SAMHBIX
YEeTKUX MPEJCTaBICHUI 00 STHONOTHH U MaTOreHe3e
UBC y nui ¢ anruorpaduveckd HEM3MEHEHHBIMU
KA. Hessicokas cniemuduunocts DKI Harpy3ouHbIx
TECTOB U OTCYTCTBHE WHIYLMPOBAHHBIX HAPYIICHUH
PETHOHAPHON COKPATUMOCTH TPH BBINIOJTHEHHHU CTPECC-
9XOKapaAuorpaduu YMEHBIIAIOT JTUAarHOCTUYECKYIO
MPUTOHOCTE JaHHBIX MeTonoB Ipu KCX [6].

[IpoTnBOpeUYnBHIE TUTEpPATYPHBIE CBEACHUS O
COCTOSSHUM KOopoHapHOH remomguHaMmuku npu KCX
00y CJIOBJICHBI MHOTOOOPa3UeM €ro MaTOreHETHUECKIX
MeXaHU3MOB. JIuchyHKIUS SHAOTENHS, THTIEpCUMIIa-
THUKOTOHWUSI, TIOBBILIEHHAS )KECTKOCTh CTEHOK apTepHid
U apTepuos, METa0OIMYCCKUN U DIICKTPOJUTHBIN
qucOaiane, XpoHHYECKOe CUCTEMHOE BOCIAJICHHE
1 HapylIieHne 00JIEBOTO BOCIPHUSTHS HA YPOBHE IICH-
TpaJIbHOW HEPBHOM CUCTEMBI PUBOASAT K MOSABIECHUIO
TUIMYHBIX KIIMHAKO-HHCTPYMEHTAIbHBIX POSIBICHUIH
3aboneBanus [7]. B psae 3apyOexHBIX UCCIeI0BaHUN
¢ ucnoaszoBanueM [19T nponeMoHCTpUPOBAHO CHHU-
JKEHUE Ba3OAMJIATAaTOPHON pEaKkUHMH NMPU BBEACHHUH
nunupunamona y nanuertoB ¢ KCX mo cpaBHEHHIO
C TPYIIIOH TO0OPOBOJIBILIEB 0€3 CePACUHO-COCYAUCTOMN
naronoruu. Henocrarounsiit mpupoct MK Ha ¢one
¢apmakoioruueckoil mpoosl y 6onpHbIx KCX aBTo-
pBl OOBSICHSIOT HapyLIEHHEM CHHTE3a SHAOT€HHOTO
aJleHO3MHA B OTBET Ha BBEJICHUE Aunupuaamona [8].
K ananormunomy BeiBoay npuuuin Holdright D.R.
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¢ coaBTOpamH, u3y4asimue auHamMmuky MK mon Bo3-
JNEHCTBUEM DPAa3IMYHBIX Ba3OAMJIATUPYIONUX arcH-
TOB: MamnaBepuHa, JUMHUpHUAAMONa U aJeHO3WHA Y
6ompHbIX KCX [9]. KP Ha done nndy3un ageno3nna
W TanaBepuHa OBLI JOCTOBEPHO BHINIE, YeM IpHU
JUMHPUAAMOJI-MHAYIIMPOBAHHONW TunepeMun (4,5;
4,8 u 3,5 coorBeTcTBeHHO). [loaTOMY, MO MHEHMIO
aBTOpOB, BeyIlylo poib B natoreeze KCX urpaer
HapylleHHe MeTabonn3mMa aIeHO3UHA.

B uccnenoBanusx Rosen S.D. u Meeder J. ¢ coaBro-
paMu npeACTaBlIeHbI POTHBOIOIOKHBIE PE3YIIBTATHI.
OTcyTCcTBHE JOCTOBEPHOT'O pa3Inirs MKy 3HaUECHH -
mu MK B nokoe u Ha (poHE PYHKIHMOHATBHBIX P00 Yy
narueHToB ¢ KCX 1 KOHTPOIBHOM rpyHIoi O3BOIUIO
aBTOpaM MPEATIOIOKUTH HEKOPOHAPOTEHHBIH XapaKkTep
00JIEBOTO CHHJPOMa U IMATOJIOTUYECKUX W3MEHEHHH
OKT [10, 11].

B pa6ote Matsuo S. ¢ coasr. (2002) Ob11 cenan
BBIBOJ] 0 Hanu4uu y nanueHTos ¢ KCX peruonapuoit
WIIEMUHU MUOKapja, MPUBOJANIICH K HapyLICHUSIM
MeTabonu3Ma U CUMIATHYECKOW MHHepBanuu [12].
B unccnemoanusx Vermeltfoort 1. ¢ coaBropamu
(2009) mpencraBieHbl yOeAUTENBHEIC JOKA3aTEIbCTBA
3HaYMMOTO BKJIaZa PHAOTEIHAIbHOW AUCPYHKINH B
narorene3 KCX, ocHoBanHble Ha cHmkeHun MK Ha
(oHE MEHTaIBHOTO cTpecca, OTCYTCTBHH BOCIPO-
H3BOAUMOCTH JIe(heKTOB epy3UH MPH MOBTOPHBIX
HCCIIEIOBAaHUAX U YIY4YIIEHUH IOoKa3aTejaeid Kopo-
HapHOUW reMoAWHaMUKH Ha (oHE JeueHust 003eHTa-
HOM — aHTaroOHMCTOM SH/IOTEITMHHOBBIX PELEITOPOB
cyorunos ET, u ET, [13]. O ¢pynkumonanbHom xa-
paktepe umemun npu KCX taxke CBUAETENbCTBYET
PSA MCCIeOBaHNH, B KOTOPBIX MPOAEMOHCTHPOBAHO
yiayumenne MK B OTBeT Ha JieueHHe CTaTUHAMU U TOP-
MOH3aMECTHTEIHHON Tepaniy y )KESHIINH B IEPHOJIe
MeHormay3sl [14, 15].

B nocnennue ronpl BO3poc HHTEPEC K UCCIIE0BaA-
HUIO quchyHKIuU dHa0Tenus KA ¢ ucnonbp3oBaHueM
X0JI0/10BO 1poOkI. Ee (hm3nonoruieckoit 0CHOBOMH 5B-
JSIeTCSl aKTUBAIMS CUMITAaTUYEeCKOTO 3BEHA BETeTaTHB-
HOH HEPBHOMN CUCTEMBI, YTO IIPUBOAUT K YBEIUYCHHUIO
NOTpeOHOCTH MUOKap/Ia B KHCIIOPOJIE U BIICYET 32 COOOM
nossiiienre MK BeiiencTBue dHIOTEINI-3aBUCUMOI
Bazonuiatanuu. Hapyiienue cuHte3a u BEICBOOOXK-
JIEHUSI OKCHJIa a30Ta COMPOBOXKIAETCS HE3HAUHMbIM
npupocToM WK cHmwxkeHueM MK B oTBeT Ha cuMmma-
THYecKyto ctumynanuio [3, 16]. TecHast B3aUMOCBSI3b
MEXy U3MEHEHHSIMH KOPOHAPHOW TeMOANHAMUKH Ha
(hoHE MHTPAKOPOHAPHOUW MH(Y3UH AlECTUIXOIMHA U
XOJIOZOBOM MPOOBI MO3BOJISIET UCTIONB30BaTh MOCIE-
HIOIO 1151 HCMHBA3WBHOW OLIEHKU (DYHKIIH SHAOTEIHS
KOpPOHApHBIX cocyyoB [16].

B nacrosieii pabore ¢ momonrsio 19T ¢ #Rb-
XJIOPHUAOM MBI U3y4alll COCTOSIHME KOPOHApHOU

TreMOJMHAaMHUKH B TIOKOE, Ha JOHE XOJIOOBOM H JAUITH-
puaamosnoBoit pod y naruentoB ¢ KCX. 3HaueHus
MK B mokoe u Ha (OHE AMMHPUIAMOIOBOU MPOOBI
y manueHToB ¢ KCX Obutr TOCTOBEPHO BHINIE, YEM
y 6onpabix UBC U ¢pakTHUecKH HE OTIAMYAIOTCA
OT HOpMaJIbHBIX IOKa3aTesei, YTo coriiacyercs ¢
naHHeIMU HcchenoBanuit SD Rosen ¢ coaBTopamu
(1994) u Meeder J.G. ¢ coaBropamu (1997) [10, 11].
IuddysHas reTeporeHHOCTh pacnpeaeiaeHus S*Rb-
XJIOpUJa B MHOKap/ie JIEBOrO JKelylouyka B OTBET Ha
XOJIOZIOBYIO CTUMYJIALIMIO, & TaK)XK€ OTCYTCTBUE JIU-
HaMUKH WIH YMEpeHHOe ToTajibHoe cHIbkeHne MK
MOJITBEPXKAACT SHAOTEIUAIbHYIO nuchyHkino KA
U TpeAroiaraeT BO3HUKHOBEHHE CIla3Ma COCyAOB Ha
YPOBHE MUKPOILUPKYAATOPHOTO pyciia y MalueHTOB C
KCX. OtcyrctBue Ha [I9T uzoOpakeHusX OOMBIINX
0 TUTOIAHU Ie(EKTOB nepdy3uH, paCcIONIOKESHHBIX B
COOTBETCTBUH C OacceiiHaMU KOPOHApHBIX apTEpHid,
6onesoro cunapoma u OKI' kapTHHBI, THIUYHON IS
cTeHokapauu [IpuHIIMeTa1a, T03BOJIMIO HaM HCKITIO-
YUTh Ba30CMACTUYECKYIO0 CTEHOKap/HIO, BHI3BAHHYIO
cnazmoM KpymnHoi KA.

Henocrarounstit npupoct yaensnoro MK Ha ¢pone
(hapMakoIOrMYeCcKOi Ba3ouIaTaluy B bacceiiHax cTe-
HO3MPOBAHHBIX KOPOHAPHBIX apTepHil O CpaBHEHUIO
C KOHTponbHOU rpynnoit u rpynnoit KCX nemoH-
CTpUpPYET HapyllIeHHE KOPOHAPHOTO KPOBOOOpAIIEHHS
npu MBC BcneacTBUe cHHIpOMa «MEXKOPOHAPHOTO
oOkpaasiBanusy [2]. CriemyeT TakKe OTMETHTD, UYTO Y
MarueHToB ¢ arepockiepo3oM KA moxazarens MK B
MIOKO€, KaK MPaBUII0, COOTBETCTBYET HOPMaJIbHBIM 3Ha-
YEeHUSAM, €CIIH CTETIEHb CY>KEHHsI TOPakeHHOT0 Cocy/1a
He pocturaer 90-95 % ero auamerpa. [lomyueHHbIE
B HACTOSIIEM HCCIIEOBAaHUU HU3KHE 3HAUEHUS MHO-
Kap/IMaJIbHOTO KPOBOTOKA B IIOKOE MOKHO OOBSICHUTH
TEM, YTO y BKJIIOUEHHBIX B HMCCIIE0BaHUE OOJIBHBIX
WBC, crenenb cTeHO3MPOBAHUS KOPOHAPHBIX apTepUit
npesbliana 95 %.

BriBOABI

1. OrcyTcTBUE MPU3HAKOB CTPECC-UHAYLIMPOBAHHOMN
runonepQy3uy MUOKapJa U OTKIOHEHHUS TOKa3aTes
pe3epBa SHAOTEIUN HE3aBUCUMOM BazojuiIaTallUU
OT HOpPMaJbHBIX 3HAUYCHHU MpU MpoBeleHuN (hapma-
KOJIOTUYECKOW MPOObI C TUMHPHIAMOJIOM MO3BOJISIET
cliejaTh NMPEAINoNoXKeHne 0 MUHUMaJIbHOM BKJIaje
CTPYKTYPHOT'O PEMOAIETHUPOBAHNS COCYUCTON CTEHKH
B pa3BUTHE uileMun y namuenron ¢ KCX.

2. B marorenese uiieMuu MHOKapAa Y OOJBHBIX
KCX BaxkHy10 poiib UTpaeT HapylleHHUEe dHIOTEIUMN-
3aBHCHMOM Ba3zoqWiIaTalliM, O YeM CBUJETEIbCTBYIOT
HECYIIECTBEHHOE YBEJTMUEHHNE UM CHUKEHUE MUOKap-
JIMaIbHOTO KPOBOTOKA B OTBET Ha XOJIOAOBYIO IPOOY.
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Pesrome

BhITIOTHEHBI THCTOJIOTHYECKOE, IMMYHOTUCTOXUMUYECKOE, MOP(HOMETPHUYECKOE HCcenoBanue 47 3HI0-
MUOKapAUaILHBIX Ouoncuii u 33 cepaell ¢ 0ONbIIUM MOP(HOIOTHISCKUM KPUTEPHEM TUATHOCTHKH apUTMO-
TeHHOM JMCIUTa3uH MPaBOTO XKelynodka o onpenenenuto Marcus F.I. et al. [2010], a Taxke nprwKu3HEHHaS U
IIOCMEpPTHasi MarHUTHO-pe30HaHCHas ToMorpadus cepaa. CpefHsisi 0CTaTOYHAs ILIONIA/b KapAUOMHOIIUTOB
cocrasuna 39,7 + 12,8 %, cpennuit auamerp kapauomuonnto — 10,4 + 1,5 mxM. Bo Beex cityuasix omnpene-
JSUTACH aTpOQUsi MBIIICYHBIX BOJIOKOH, JTUTIOMAaTo3 U (UOpPO3 MpaBoro xenmymnouka, B 44 % — MUOKapAUT, B
42 % — nponanc MUTPaJIbHOTrO KianaHa, B 33 % IMCKOMILIEKCALHS MBIIIIEYHBIX BOJIOKOH ITPABOTO KEITYJ0UKA.
HawnGonee uHpopMaTuBHbIE MPU3HAKK ISl JUATHOCTUKYA APUTMOTCHHOW JUCIUIA3UHM MPABOTO KEIyJ04YKa C
[IOMOIIIBI0 MarHUTHO-PE30HAHCHOW TOMOTpapuu — JUCCHHXPOHHS COKPAILEHHUS MPABOTO KENIyI0uKa, a Mpu
MOP(}OJIOTUIECKOM HUCCIIEIOBAHUU — OCTATOYHAsI IUIOMIA b KapAHOMHOIIMTOB U aTPO(Us MBIIIICYHBIX BOJIOKOH
MpaBoro xeiaynouka. CHIDKEHHE WU 04aroBOE€ OTCYTCTBHE DKCIPECCUM Y-KaTEHHHA B MBIIICYHBIX BOJOKHAX
HaOmonaeTcs Toapko y 60 % naiueHToB.

KiroueBble ci1oBa: apuTMOreHHas JUCIUIA3US MPABOTO KeTyJ04Ka, MarHUTHO-PEe30HaHCHAs ToMorpadus,
9HJIOMUOKapIUalibHasE OHOTICHSI.
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Abstract

Morphometric and histologic study and immunohistochemical analysis of 47 endomyocardial biopsies and
33 hearts with a major diagnostic criterion for the diagnosis of arrhythmogenic right ventricular dysplasia after
Marcus F.I et al [2010] were carried out. Intravital cardiac MRI and post-mortem MRI were also performed.
Average residual cardiomyocyte area was 39,7 + 12,8 %, average cardiomyocyte diameter was 10,4 + 1,5 pm.
All the cases showed the atrophy of muscle fibres, fatty infiltration and fibrosis in the right ventricular.44 %
of the patients had myocarditis, 42 % had mitral valve prolapse and 33 % — discomplexation of muscle fibres
in the right ventricular. The most informative feature for the diagnosis of the arrhythmogenic right ventricular
dysplasia using MRI is right ventricle dissinchrony. The most informative features in the morphological study
are the residual cardiomyocyte area and the atrophy of muscle fibres in the right ventricular. Decrease in or focal

y-catenin expression in muscle fibres was observed only in 60 % of the patients.

Key words: arrhythmogenic right ventricular dysplasia, magnetic resonance imaging, endomyocardial

biopsy.

Cmamwsi nocmynuna 6 pedaxyuro 01.006.13, npunsma k newamu 16.06.13.

ApUTMOTeHHasl TUCIUIa3Usl MPABOTO KEITYI0UKa
(AAITXK) — mepBuYHas KapAuOMUOTATHUS, XapaK-
TEPU3YIOMIAACA MPOTPECCUPYIOMIUM 3aMELICHUEM
MuoOKapna npasoro xemygoudka (I12K), a 3arem u
neBoro xenygouka (JIXK) xuposoit u ¢pudpo3Hoit
TKaHbIO [1]. DTO reHeTHYECKU-ACTEPMUHUPOBAHHOE
3a00JIeBaHNe, CBA3aHHOE C HACJIEJACTBEHHOW Maro-
JOTHUEH MEXKIETOYHBIX COCJUHEHUN — IEeCMOCOM
kapauomuoruTo (KMILI). B HacTosimee BpeMs u3-
BECTHBI TeHHBIC MyTaruu st 35—40 % dopm AJITTK.
bone3np yacto compoBOKIAETCS MHUOKAPAUTOM, B
80 % cayuaeB mposBisieTca no 40 net, B 50 % ne-
OrOTUpYET ¢ (paTabHOM KENYIOUYKOBOW TaXHKapIUU
u BHe3amHou cepaeunoii cmeptu (BCC). Ilarorenes
AJIITX no koHna He siceH. JlmarHoctrka 3a0osieBanus
C MTOMOIIBIO AXOKAPAHOTPaAYUUIECKOTO HCCISTOBAHUS,
MarHuTHO-pe3oHaHcHOU Tomorpaduu (MPT) u »n-
JIoMHOKapauanbpHoi ouoncuu (OMB) HaxoguTcs B
CTaJIUM COBEPILICHCTBOBAHUA [2].
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Hean ucciieqoBaHusl: COBSPIICHCTBOBAHUE JHa-
raoctuku AJIIDK, B ToM ducie, Ipyu COMOCTaBICHUN
TaHHBIX MOp(]oIorHIecKoro ucciemoBanus 1 MPT

MarepuaJjibl 1 METOAbI HCCIEI0BAHUS

Marepwuaiiom ucciieioBanus mociyxuau SMb 47
ManueHToB (23 MyX4YWUHBI U 24 JKCHITUHBI, CPETHUI
Bo3pact 38 + 14 met) u cepama 33 ymepmux BCC (25
MY>KYUH B 8 JKEHIIMH, CpeaHnid Bo3pacT 31 + § jer)
¢ OompmuM MOP(HOIOTHIECKUM KPUTEPHEM JHArHO-
cruku AJIITK o onpenenennro Marcus F.I. et al. [3],
ncropun 6ose3nu u gqanasie MPT cepama. [IpoBoau-
JUCK: 1) BCKPBITHE CEPIia IO THITY «OYXaHKH Xjieday
MapaJuIeIbHBIMH CPE3aMH OT BEPXYIIKH 0 OCHOBAHUS
gepe3 0,5 cM ¢ mocaenyromei opranoMeTpuei, 2) ru-
CTOJIOTHYECKOE HCCIIeIOBaHNe Tapad)MHOBBIX CPE30B
4-5 00pa3oB U3 BEPXYIIKH, BEIHOCIIETO TpakTa [DK,
MEXOKETYIOIKOBOM Tieperoponaku (Bce 80 cimydaen),
nepenaei n 6okoBoi creHok JIK (33 ayTomcuitHBIX
CiIydJas) ¢ IPIMEHEHHEM OKPaCOK T€MaTOKCHIIMHOM-
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903MHOM U 110 BaH [ 'm30HYy, 3) MopdomeTpus ¢ onpene-
JICHUEM OTHOCHTEIILHOM IIOIIA M JIMITOMaTo3a, pruopo-
3a, MHTEPCTUIIMYMa U MBIIIEYHBIX BOJIOKOH, a TaKkKe
cpenuero quamerpa KMII ¢ momompio aHanuzatopa
nzobpaxenus LeicaScope [4] (80 cny4aes), 4) uMmy-
Horucroxummdeckuii (MI'X) ananus ¢ Mcnonp30BaHueM
antuten k HLA-DR, IgM, CD3, CDA45, y-kareHuny,
necMuny, guctpoduny N, BUHKYIUHY, SMEpHUHY,
KoHHeKcuHy 43 (47 cnydaes), 5) npwkuzHeHHas (41
ciydaii) u nmocmeptHass MPT cepaua (15 ciygaes),
6) cpaBHEHHE CPE30B Cep/ilia MPU BCKPBITUHU C BUPTY-
anpHeIMU cpe3amu npu MPT, kotopas mpoBoaumiiach
Ha 3,0 Tn MP-tomorpade MAGNETOM (Siemens)
¢ ucnonb3oBanueM T1- u T2-pexuma ¢ nogaBieHUEM
CHTHaJIa OT )KHUPOBOH TKaHHM U 0e3, kuHopexxuma SSFP.
N306paxxeHnss OTCPOUEHHOTO KOHTPACTUPOBAHUSA
OBUIM TIOJYYEHBI MOCIC BBEICHUS MHBEKIMH XeJara
raJIoJMHUS epuPEpUIecKUM TOCTYIIOM C TIOMOIIBIO
nByxMepHoil mocnenoBatenbHocTH SSFP-IR (True-
FISP). Craructudeckast 00paboTKa Marepuasa mpoBo-
JIUIIack ¢ moMoltsio mporpammsl SPSS. Cratuctuyecku
JOCTOBEPHBIMHU Pa3IMUUSAMH MEXIy rpynnamu (t-test
1 HemapaMeTpU4ecKoe CpaBHEHHE) CUHTAINCh pas3-
nuand npu p<0,05. Beraucnsanuck 4yBCTBUTEIBHOCTD
u cnenuduuHoCcTh MeTona MPT.

PesyabTratel uccienoBanns

Bce 47 maumenToB ¢ 60J1b1IMM MOP(OIOTHYECKUM
kputepreM AITDK no OMBb nmenu ey 104KkoBbIe Ha-
pyLIEHUs pUTMa: SMU30/Ibl YCTOMYMBOW WUIIU HEYCTOM-

YUBOW JKEITyJOYKOBOU TaXUKAPAVH HIIU KEITYIOUYKOBYIO
3KCTPACUCTONHIO. ApUTMUS Je0I0THPOBaa y MalleH-
TOB B Pa3HBIX BO3PACTHBIX Ipynmax — ot 7 10 56 yeT,
B cpeaHeM B 35 + 2.9 net. Cemeiinbii anamue3 BCC
obu1y 17 % GonbabIX, BCC B aHaMHE3€e UMEIIO TaK ke
17 % marueHTos.

I'ucronoruueckoe uccnenosanne OMb BbIsBUIIO
TUroMaro3, puopo3, TucCTpouiueckne N3MEHEHUS U
arpo¢uio Meiedabix BosokoH [TDK Bo Beex ciryuasx
(puc. 1). B 19 u3 47 cnyuaes (44 %) B COOTBETCTBUHU
¢ Marburg Classification [1999] u yderom AaHHBIX
UI'X uccnemoBanus ObLT BBISBICH MHOKapauT: B 13
CIy4asix akKTUBHBIN, B 4 — XpPOHMYECKHi, B 2 — TIO-
rpaHnuHbIi. OTHOCUTENBHAS IUIOIIAbL JIMIIOMATO3a
6b11a o1 2 10 73 %, B cpennem 34,3 + 13,4 %; oTHOCH-
TeNbHas iomaak hpuopoza— ot 2 1o 70 %, B cpeaHeM
36,7 £ 16,3 %; oTHOCUTeNbHAs CyMMapHasl IUIOIaIb
KMII— ot 12 1o 49 %, B cpeanem 39,7 + 12,8 %; ot-
HOCHUTEJIbHAS TIOMAh UHTEPCTHIIMYMa — OT 1,6 1o
13,6 %, cpenuuit nuamerp KMI] — ot 8 no 14 mMxwm, B
cpennem 10,4 + 1,5 mxwm (tab6n.). [Ipu UT'X uccneno-
BaHUM OYaroBOE€ OTCYTCTBHE SKCIPECCHH Y-KaTCHUHA
B MBIIIEYHBIX BOJIOKHAX HaOmopanock y 60 % ma-
UECHTOB, TPaHYIAPHAs dKCIIpeccus lecMuHa — y 1,
04YaroBO€ OTCYTCTBHE IKCIPECCUU KOHHEKCUHA 43 —y
1, BuHKYmMHa —y 1. DKcnpeccus 3MeprHa U AUCTPO-
(uHa cootBeTcTBOBasa HOpMe. JlmarHo3 AJITDK mo
COBOKYITHOCTHU KIIMHUKO-MOP(OJIOTHUECKUX KPUTEPHEB
Marcus F.I et al. [2010] 6611 moctasinen 42 (90 %) u3
47 manueHToB ¢ OOMBIINM MOP(OJIOTHUYECKAM KpH-

PucyHnok 1. ApuT™MOreHHasi ANCIIA3MS MTPABOTO KeJYT0YKA.
JuckomMmniiekcanusi MbIIIEYHBIX BOJTOKOH, aTPod s KapANOMHOIUTOB, JTUIIOMATO3
H (prdpo3 nepeaHell CTEHKN MPaBOro kejaynouka. Okpacka Tpuxpomom Macona, x200
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Tabnuya

MOP®OJOTUNYECKHUE U MATHUTHO-PE3OHAHCHBIE ITIOKA3ATEJIN TAITUEHTOB
C APUTMOT'EHHOM JJUCIIJIASHEN ITPABOT'O KEJTYIOUYKA

Mopdonorudeckne noka3arejim:

3HaueHus MoKa3aTejien
H KOJIMYECTBO CJIyYaeB

Cpez[H;m OTHOCHUTCJIbHA IJIONIaab JUIIOMaTo3a

343+13,4%

CpeHsisi OTHOCUTEIbHAS TUIOIAIb (hrudpo3a

36,7+ 16,3 %

CpeHsis 0CTaTOYHAS TUIOIAAD KapIHOMHIOIIITOB

39,7+ 12,8 %

Cpennuii [uaMeTp KapJHOMHOIINTOB 10,4 £+ 1,5MkM
OuaroBoe OTCYTCTBHE IKCIIPECCHH Y-KaTeHHHa ( % ciryyaeB) 60 %
Cpennsis TomuuHa nepeaseit crenku IDK 0,14 £ 0,07cm
Cpennsis Macca cepamna 380 + 59r
Cpennsist momaas [DK 145 + 32cm?
Anespmsma ITXK ( % cirygaes) 30 %
Hannuue xwupa B JIK (% ciydae) 54 %
Hanmaue ¢pubposa B JDK ( % ciyuaes) 33%
[MoBeimenHas TpabdexynsipHoctsb [DK (% ciydaen) 12 %
INoseimenHas TpabdekymsipHocts JOK (% ciaydaes) 7%
Juckomruiekcanust MledHbIx BosiokoH [TK (% cinyuaes) 33 %

Muoxkapzaut ( % ciydaeB)

44 % o OMb u 33 %
10 ayTONICHHHOMY MaTepHary

Marmnno-pemnancn bl€¢ MMOKa3aTeJin:

Juccunaxponus IDK (% caydaes) 82 %
Jlunomaros IDK ( % ciydaeB) 65 %
OB TDK < 45 % ( % cirygaeB) 65 %
Wunexe KJAO ITK > 100 ma/mMm? y My>x4nH 1 > 90 Mi1/MM? y JKeH-

70 %
uvH ( % ciydaes)
Anespmsma ITXK ( % cirygaes) 8 %
Amnespusma JIK ( % cinyuaes) &%
[Tponarc MutpansHOTo Kinanasa ( % cirydaes) 42 %
AHeBpH3Ma 0BabHOM AMKH ( % cilydaeB) 4%

IMpumeuanne: [1DK — npassiii sxxenynouek; JIXK — nessiii sxenynouek; @B ITXK — ¢dpakuus BeIOpoca mpaBoro xemy-
mouka; uaaeke KO ITK — oTHolleHre KOHEYHOTO TUACTOIHUECKOro 00bheMa MPaBOro JKENyJA04Ka K IUIOIIAIN TIOBEPX-

HOCTH TCJ1a.

tepueM. Y 1 u3 5 manuentoB 6e3 AJIIIDK Obuta BBI-
SBIIEHA JIECMUHOMATHSA C (EHOTHIIOM JUIaTAIIHOHHON
KapIWOMHUOIIaTUU U aHeBpu3Moil Bepxywmku JIK, y
1 — BuHKynMHUHOMATHUS C (PEHOTHUIIOM AMIATAIMOHHOMN
KapIMOMHUOTIATHH, y 2 — aJIKOTOIbHAS KapIHOMHUOTIIA~
THA, Y 1 — TOIBKO aKTUBHBIA MUOKAPIUT.

IIpu MPT auccuaxponns cokparierus [DK Opura
BbIABIICHA y 82 % manuenrtos, nunoMaro3 [IDK — vy
65 %, OTHOIIICHHE KOHEYHOT'O JHACTOINIECKOro 00beMa
IDK k miomaau moBepxHoCTH Tena > 100Ma/Mm? mist
MYXX91H U > 90Mn/Mm? i sxeHIIH 010 y 70 %,
(hpaxmus Beropoca IDK <45 % — y 65 %, aneBpuzma
IDK —y 8 %, JDK — y 8 %, oBanbHOH SIMKH — ¥
4 %. Axunesus IDK He BoisiBsnacs. Jlunomaros JOK
HaOmonancs y 17 % naunueHToB, a MEeXKeITyI040KOBOH
neperoponkun — y 21 %. Muokapaut mo OMb 6bi1
noaTeepxkneH MPT Bo Bcex ciydaax. ¥V 42 % nanu-
€HTOB OB BBISIBIIEH MPOJIATIC MUTPAJIHHOTO KIIallaHa,
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y 13 % — noBeimenHas tpabexyisipaocts JIK, y
4 % — HexoMmakTHbIA Muokapa JDK.

V mun ¢ BCC cpennsisi Macca cepiiia coctaBuiia
380 + 59r. Cpemuss mnomans [1DK Obi1a 3HaUATEIHRHO
BbIIIE HOPMBI — 145 + 32cM?, nepuMeTp TPUKYCIU-
JaJbHOTO KiamaHa 6onbuie 12cm Obut y 72 % manu-
eHToB, aHeBpusMa [DK — y 30 %, cpennss Tonmuna
nepeanet crenku [DK — 0,14 = 0,07cm. B 38 % Ha-
OrofeHUH 3aMeleHre JKHPOBOH TKaHBIO MHOKapaa
nmepenneit crenku IDK cocraBmiio Gosee MOJTOBUHBI
TOJIIMHBLI CTEHKH, eme B 38 % — OblLla BOBIIEUCHA
MIPAKTHYECKHU BCS TOINMIMHA CTeHKH (puc. 2), B 24 % —
nunomato3 DK Beimsiaen B Buse Bkparienuit. Ouaru
¢ubpo3za B [DK Makpockormmieckn BU3yaIn3upOBAINCH
TONBKO B 9 % ciyyaeB. B MexokeTy104KkoBO# Mepero-
POIKE MaKpOCKOITMYECKH JIMIIOMATO3 OMPEeIsICs Y
18 % marmenTos, a ouaru ¢pudbpo3a —y 6 %, a B JOK
ouaru (pubpo3a 1 TumomMaro3a He ObLTH BUAHEL B 12 %
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PucyHOK 2. ApUTMOreHHasi IUCIIA3Us PABOTO KeJyI104Ka.
PacnipocTpaneHue xKUpoBoii HHPUIBTPALMU HA BCIO TONIIMHY NepeiHeli CTEHKH MPaBoOro ;keyl1o4uka (00Be1eHo)

cily4aeB Oblia OOHApy)keHa JKUPOBask MHQPUIBTPAIHs
mpaBoro npenacepaus, a B 6 % — nesoro, B 12 % —
MoBkIIIeHHAs TpadekysipHocTh [10K ¢ cooTHOIIEHHEM
TOJIIMHBI TPAOEKy)T K UCTUHOMN TONIIMHE CTCHKH 5:1 1
6:1, v 2 60bHBIX — AehEeKT MEKITPENCcepaHON TTepe-
roponKH, y 1 — cOeMHUTEIbHOTKaHHAS JUCTIIA3HS
TPUKYCIUAATBHOTO KIIAMaHa, Y 2 — COCTUHUTENHLHOT-
KaHHas! TUCIUIa3Usl MUTPATLHOTO KJIalaHa ¢ MpoJIarcoM
cTBOPOK (6 %). IIpu ruCTONOTNYECKOM HCCIIEIOBaHUHI
Yy BCE€X MalMeHToB octaroyHas riomanas KMI] B DK
obu1a MeHee 50 % 3a cueT KUPOBOI HHPUIBTPALIUU H
¢ubpo3sa, cpenuuit nuamerp KMIL[ — 8,9 £+ 1,2mMkm.
VY 33 % Obl1 BBISIBJICH MUOKapauT; y 6 u3 11 6omnb-
HBIX — aKTUBHBIN. ['HcTomornuecku nunomaros B JOK
HaOmronancs B 54 % ciy4daes, pudpoz — B 33 %, a B
MEXKETYI0UYKOBON IEPETOPOJIKE — COOTBETCTBEHHO B
39 % u 24 % HabmroneHU, TpUIEM IPEUMYIIECTBEHHO
cyOamuKapanaibHo. JIHCKOMITIEKCAIHS MBIIICYHBIX
BosiokoH Obuta BeisiBieHa B 1K y 33 % GonbHBIX, B
JDK —y 9 %, B mpaBom npeacepanu —y 6 %.

IMpu MPT B 64 % cny4asix OBUIO MOIYYEHO CO-
BIIQJICHUE PE3YJbTATOB 110 JIOKAINU3AIMH JIUTIOMATO03a
B IDK B HekoTopbIxX cily4yasix HE yAaBajloCh JOCTHYb
MOJTHOTO TTOJIABJICHHS CUTHAIA OT YYaCTKOB KHPOBOH
nHUIBTpaluu KU3-3a €¢ couetaHus ¢ GuOpo3om u
MBIIICYHBIMHA ITYYKaMH, XOTS 9TH 30HbI UMEITH THUITHY-
HBIW IS JIMTIOMAT03a BHICOKOMHTEHCHBHBIN CHUTHAI
Ha T1 B3BemeHHBIX H300pakeHusx (puc. 3, 4, 5, 6).
B ocranbnbIx 36 % xupoBas MHPUIBTpAIUs HE BU-
3yallu3upoBaIach M3-3a MO3aUYHOTO PACIIOIOKEHHS
MEJIKUX O4Ya)KKOB JinoMaTo3a (1 Gpuodposa) pasmMepom
1o 1 mm.

CTaTUCTUYECKUH aHaJM3 II0Ka3aJl, 4TO HauoboJjiee
WH(GOPMATUBHBIMU MPU3HAKAMHU ISl TUATHOCTHKU
AJIITK npu MophoIOrH4ecKoM HCCIEIOBAHUU SIB-
TsroTCsl octarounas miomans KMIL menee 50 % u
cpenanii guametp muorutoB DK menee 12 MM, a
nipu MPT cepaiia — nquccunxponus cokpanienus [1DK,
yBEIWYEHUE HWHJIEKCAa KOHEYHOTO THACTOIMYECKOTO
oobema ITK u Busyanuzaius gunomarosa. [Ipuyem
CaMblil 3HAYMMBbIH MPU3HAK — JMUCCUHXPOHUS COKpa-
mieHus. CHUKeHUE (QpaklIuKu BbIOpOCA, AMIIATALIMS
u aneBpusMa [[DK — MeHee 3HauMMble mapameTphl.
UysctBuTenbHOCTh MeTOna MPT cocraBumna 91,3 %,
a crierpuarocts — 100 %.

O0cy:xneHue pe3yjbTaToB

Pesynbrarel uccienoBaHus MOKa3aM, YT0 HAHOO-
siee MH(HOPMATUBHBIM MOP(OIOTHISCKUM MTPU3HAKOM
AJIIDK sBrsercst octatounas miomaas KMII B TDK
menee 50 %, 9TO MOTHOCTBIO COOTBETCTBYET KPUTEPH-
ssM 3a0oseBanus. OOpaiaeT Ha ce0si BHUMaHHUE €Il
OJIVH JIOCTOBEPHBIH MPU3HAK 3a00JIeBaHUS — aTpodust
MBIIIEYHBIX BOJIOKOH, KOTOpas, BbIsBIsIace y 100 %
UCCIIEIOBAHHBIX MAIIUEHTOB H, MO-BHIMMOMY, [€HETH-
YeCKH AeTepMUHIpoBaHa. 00 3ToM (pakTe cooOIaoT U
JIPYTHE aBTOPHI [ 5], yTOUHSS, YTO B OTJIMYHE OT OOJNIE3HU
Uhl, mpu poxaennu arpoduss KMII He onpenensercs,
OHa TIporpeccupyet ¢ Bo3pacTtoM. Ha Ham B3z,
UMEHHO 3TOT IPOIIECC HapsAy ¢ Ne(eKToM CIeTuIeHHs
MHUOIIUTOB BO BCTaBOYHBIX JMCKAX M3-32 MyTallUi B
reHax OeJIKOB J€CMOCOM, SIBIISIETCS BELYIIMM 3BEHOM B
nporiecce auaraiyu, GopMupoBanuy aHeBpu3Mbl [DK
U TIPOTPECCUPOBAHUH CEPJICYHON HEIOCTATOYHOCTH.
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Pucynok 3. ApuTMOreHHasi IMCIIA3Usl IPABOTO KeJIyT104Ka.
IMocmepTHas nonepeyHasi AByXKaMepHasi MATHUTHO-Pe30HAHCHAS TOMOTPaMMa cepAana,
BbINOTHeHHAs1 B peskuMe T1 B3pemunBanus. B 3aqHeii cTeHke mpaBoro kery1o4ka
BBIfAIBJISIETCA HHTPAMYPAIBHBIH YYACTOK ¢ BBICOKOMHTEHCHBHBIM CHTHAJIOM (00BeeH).
Ha rpanuue nepenneii 1 3aJHeii CTeHOK NPABOTO KeJIYI04Ka BU3YaIH3UPYeTCs 30HA
¢ BBICOKOMHTEHCHBHBIM CHTHAJIOM, PACIIPOCTPAHSAIOIIANCS OT YMUKAPAHAILHOI KUPOBOH KJIeTYATKH (CTPesIKa)

Pucynok 4. AppT™MOreHHasi AUCIJIA3UsI IPABOTO KeJIYA04KAa.
IHocmepTHas nonepeyHas AByXKaMepHAas TOMOIPaMMa CepAla, BHIIOJTHEHHAS
B peskume T1 B3BemIMBaHuUSA C MOJAaBJICHHEM CUTHAJIA OT KUPOBOIi TKAHU.
B 3anHeil cTeHKe IPaBOro eIy 04Ka BhIABJISACTCH HHTPAMYPAJIbHBII y4acTok 0e3 curuajia (o0BeneH).
Ha rpanuue nepeaHeii u 3aHeil CTEeHOK NMPABOI0 KeJIy109KAa BU3YaJIU3UPYeTCsi
30Ha 0e3 MOJIHOTO MOAABJICHHUSI CHTHAJIA, PACTIPOCTPAHAIOLIASICS
OT MUKAPAUATBHOM dKUPOBOI KJIeTYaTKHU (cTpesika). O0e 30HbI COOTBETCTBYIOT PACIIOJI0KEHUK) 30H
¢ BBICOKOMHTEHCHMBHBIM CHTHaJIOM Ha T1 B3BemieHHOM M300paskeHun (puc. 3)
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PucyHox 5. ApuTMorenHasi JuCIUIa3usi MPaBoro xejaygouka. Cepaue, BCKpbITOE MO0 THIY «OyXaHKH Xjaeda»
NapaJljieIbHBIMU Cpe3aMH 0T BEPXYLIKH 10 OcHOBaHuUs 4yepe3 0,5 cM mocjie mocMepTHOI MAarHUTHO-PEe30HAHCHOI
ToMorpaduu. Cpe3 cOOTBeTCTBYeT BUPTYAJILHOMY cpe3y Ha puc. 3 1 4. Oyaru HHTpaMypaJbHOI0 JUIOMATO032
U 5KHPOBOii HHPUIBTPALNH, PACIPOCTPAHAIOLIECH OT IMUKAPAA B MHOKAP/ MPABOI0 JKeIy104Kka (00Be1eHbI)

|

K HapymreHusiM cepeqHoro puTMa, OueBHIHO, IPHBO-
IUT HEOJHOPOAHAS CTPYKTypa MHUOKapAa 3a CYeT ero
(ubOpo3HO-KUPOBOTO 3aMelieHus. B Hariem uccieno-
BaHMU CpeIHEe COOTHOLIEHHE — MBIIIICYHBIE BOJIOKHA:
xupoBast uHuIBTpanust: noins ¢udposa Oputo 1:1:1, yto
MOJTHOCTBIO OOBSACHSET HAJHYHE KHU3HEYTPOKAIOMINX
apuTMUii y manuenToB. A. Asimaki et al [2009] Bo Bcex
uccnenoBasumxcs umu 11 SMbB ¢ AIITK oOHapyxu-
T CHIDKEHHUE JKCTIPEecCHH TulakorioonHa. Ha Hamem
Marepuane 47 OMB Mbl yOeaUIKHCh, YTO 3TOT PU3HAK
BBIIBIISICTCS HE BO Beex ciydasx (B 60 %). Mccnenys
ayTOTICMHHBIN Marepuall, 3a0paHHBbI U3 30HBI «TpeEy-
TOJIBHUKA TUCTUIA3UM M COMOCTABIISISA TUCTOJIOTHIECKHE
W3MEHEHHs C MAKPOCKOITMIECKIMH (MCTOHYEHUE CTEHKU
IDK, yBenmueHue ero miomany, Haaudue JUIoMaro3a,
AQHEBPU3MBI) MBI IPHIILTH K BEIBOLLY, YTO KpuTepuu Mar-
cus F.I et al. [2010] koppeKTHO 3KCTparoaupoBars 1 Ha
Ppe3yABTaThl CEKIMOHHOTO aHanu3a. Hekotopbie aBTOpbI
COOOIIAIOT O OMBEHTPHUKYIAPHBIX U JEBOAOMUHHPYIO-
uwx dopmax AJIIDK [6]. C mocnenneit popmoit MbI
HE BCTpeyasich, a MeJKoouaroBbiil puopos B JOK mpu
npwksHeHHo MPT 1 mocMepTHOM MOpgonornyeckoM
HCCIICIOBAHUY HAOIIONANIN Y TPETH O0JbHBIX. Menkoo-
YaroByr0 KUPOBYIO HHOWIETPALMIO B OOKOBOW CTEHKE
JDK rucronorndeckd AUArHOCTHUPOBAM Y TIOJIOBHHBI
00bpHBIX ¢ AJITDK, 4TO MONHOCTHIO COOTBETCTBYET
nmanHeiM Thiene G. et al [2007]. leransnass MPT mo-
3BOJIJIA BBISIBUTD Y 42 % OONBHBIX MPOJIAIC MUTPAITh-
Horo kianana. [logoonyto hopmy AJIIDK onuckiBator
Kak BeHenuaHcKyro kapauMmuonaruio. M3secTHa Takke

AJIIDXK, oOycnopnennas mytarueit reHa TGF3. B to sxe
Bpems, poib TGFB3 nokazana u B maroreHese npoJarca
MUTPAJILHOTO KianaHa [7]. DToT (akrop y4acTByeT B
9MOpHOreHe3e KIIanaHoB cep/la U IPOTHBOACHCTBYIOT
TGF-betal -uHnynupoBaHHONW MPOLYKINH BHEKJIETOY-
Horo Marpukca ¢guopoonacramu. Coueranue AJIITK
C MOBBILIEHHOH TpabekymsipHocThio [1K, KoTopoe MBI
BbIIBWIN y 12 % OONbHBIX, BIEpBBIE OBLIO OMUCAHO
B 2008 rony [8] u, BepOSATHO, SIBISIETCSI CHHAPOMOM.
WnrepecHsiM daxrom aeisercs u coueranne AJIITDK ¢
MOBBIIIEHHOH TpabekymsipHocThio JIK, B TOM umcie, ¢
HeKkoMITakTHbIM Muokapaom JOK. Onucanus coueranus
AJITDK ¢ auckoMInieKcaluei MBIIIIEYHbIX BOJIOKOH He
toibko B IDK, koTopoe onpenensiocs y TpeTu Halmx
OonbHBIX, HO B JOK U B ipaBoM npeacepauu, Mbl TakxKe
HE BCTPETHJIN B JIUTEpaType.

[To HamuM JaHHBIM YYBCTBUTEIBHOCTH METOJA
MPT — 91,3 %, cneuuduunocts — 100 %, a Hau-
OoJiee 3HAYMMBIM TPUZHAKOM SIBIISIETCSI TUCCUHXPOHHS
cokpamienus [DK, uro o0bsicHs€TCS, TO-BUANMOMY, TTa-
TOJIOTUYECKUMH U3MEHEHUSAMH B MEKKIJIETOUHBIX KOH-
TaKTaxX COKpAaTUTEIHLHOTO0 MUOKapna, Tak kKak AJIITK
sIBJIsieTCsI 00JIe3HBI0 ecMomcoM. [Ipenmonaraercs [9],
YTO HamOoJee YyBCTBUTEIBHBIM AUATHOCTHYECKHM
npu3HaKoM 3aboneBanus mpu MPT siBisercs Bu3yainu-
3a1us )KHUPa, a CaMbIM crielupuaHbIM yBennuenue [DK.
B 10 ke Bpems1, Kak MOKa3bIBaeT Hallle HCCIeJOBaHNe
ayTorncuiiHoro marepuana, MPT moxkeT ObITH Mao-
MHQOPMATUBHON MPU MO3aMYHOM JIMTIOMATO3€, KOTa
pa3Mep 04akKoB MeHee 1MMm.
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PucyHok 6. ApuTMOreHHasi AucIIa3Msl MPaBoro :keayrouka. MHTpaMypaabHbIi y4acTok
JIMIIOMATO03a NMPAaBOro ’KeJIy104Ka (U3 00BeleHHOH 30HbI HA pHC. 5). ATpo(usi KApIUOMUOLHUTOB, pudpoO3,
skupoBasi HHQUIbTpanus. OKpacka reMaTOKCHJIIMHOM H 303HHOM, X200

BrIBOBI

1. JIns1 0ObeKTHBHOTO MOP(}OIOrHYECKOTO Iua-
rao3a AJIIDK neobxoanmo omnpeneneHne 0CTaTOqYHON
IJIOUIAN MBIIIEYHBIX BOJIOKOH M CPETHETO IUaMETpa
KMII npasoro xenxynouka. CHUXKEHHE HIIM 04aroBoe
OTCYTCTBHE IKCIIPECCHH Y-KaTEHHHA B MBIIIIEYHBIX BO-
JoKHaX HaOmonaeTcs Tonbko y 60 % manueHToB.

2. HauGonee 3naunmbiM npusHakom AJIDK mo
MPT sBnsierca auccunxponus cokpamienns 1DK.

3. B psane ciyuaeB BoisiBieHo couetanue AJIIIK
C MPOJIAIICOM MHTPAIBHOIO KJalaHa, MOBBIIIEHHON
TPaOEKyISAPHOCTHIO M TUCKOMIUIEKCAIMEH MBIILICUHBIX
BOJIOKOH TIPaBOTO U JIEBOTO JKETYI0UKOB.

Paboma evinonnena ¢ HUJI namomopgonozuu

QI'BY «DLCKI um. B.A. Anmazosa» M3 PD.
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