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l. UEPEBPOBACKYNAPHbIE 3ABONEBAHUSA

HacToslLee BPEMS Pa3fnuus B NeYeHnn GOMnbHBIX UHCYNbTOM B HEKOTOPbIX HEBPOMO-
rMYecknx oTAeneHusx obLLero Npoduns 1 Ha 4OMy HEBENKA.
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CEI'PEI'ALI,VIQHHbIVI AHANN3 CUHOPOMA NATONOMMYECKOM U3BUTOCTHU
BHYTPEHHEX COHHOW APTEPUU

M.A. Jlobos, O.I1. Cuooposa, T.10. Tapakanosa, C.H. Hunapuowxun, A.O. Yeuemrun
MOHHKH um. M.®. Bradumupcroco
HHH nesponocuu PAMH, Mocksa

OcHoBHy0 ponb B natoreHese LepebpanbHbiX NOpaXeHWin UWLeMN4ecKoro xa-
pakTepa urpaeT naTofiorMa maructpanbHbix aptepun ronosst (MAIN [1, 13, 16, 18].
MNatonornyeckas M3BUTOCTb BHyTpeHHeN coHHol apTepun (A BCA) aBnsaetcs ogHom
M3 caMbIX pacnpocTpaHeHHbIx aHomanuin MAT, YyacToTa KOTOpPOW BO B3pOCIION Mony-
nauwn coctasndaeT ot 32,7 Ao 70,5% [2, 8, 11]. BuiABNeHWe KUHKUHIOB U KOMSIUMHIOB Y
AeTeln CBUAETENLCTBYET B NOMb3y BPOXAEHHOrO NpoMCXoXaeHus nopoka [3, 5, 9, 12,
14, 16, 19]. 310 moaTBepxaaeTcs Tem, YTO npumMepHo y 50% paeTen ¢ nepermbamu
COHHbIX apTepuin nopaxeHuns GunartepanebHbl, CUMMETPUYHBI U 4ACTO CONPOBOXAATCA
APYrMMK CoCyamMCTbIMU aHOManNuAMW: KOpKTauuen aopTbl, BApMaHTaMu pasBUTUSA BU-
NU3NEeBOro Kpyra, MeLoT4YaTbiMu aHeBpu3Mamn, HegopasBUTUEM NnepeaHein Mo3roBon
apTepuu, BbICOKUM ypoBHeM Budpypkaummn obuien coHHon aptepun [9, 10, 18]. OTeue-
CTBEHHble 1 3apybexHble aBTOpbl NPUBOAAT KIMHUYEeckue HabnogeHus, roe onuchbl-
BalOT coueTaHue cuHapomos Anopca — flaHnoca (C3M), MapdaHa ¢ aHeBpuamamu
BHYTPEHHUX COHHbIX aptepuir, [T BCA, ¢ paccnaveawowmmuca aHeBpvMaMamu, npo-
nancom MUTparnbHOro KnanaHa, BapuKO3HbIM paclUMpeHUeM BEH U ap. 3TO AaeT OCHO-
BaHWe nonaratb, YTO POfb BPOXAEHHOW HEMNOSTHOUEHHOCTU COeAMHUTENLHOW TKaHWU B
pa3BUTUM aHrMOAMCNNAa3nii 4OCTaToOMHO Benuka (4, 6, 7, 14, 15, 17].

HekoTopble aBTOpbI ONUCHIBAIOT CUHAPOM U3BWUTLIX apTepuii, COYETaIOLLIMINCA C
FMﬂepMO6I/IJ'IbHOCTb}O CyCTaBOB, PaCTAXMMOCTbIO KOXW, naTosiorMen KnanaHHoro anna-
paTa cepaua, CTeHO30M JIero4HOro CTBOMNA, NEroYHON rMnepTeH3nen, aHoManuei 3ycos,
Aedopmaumen rpyanHbl 1 NO3BOHOYHUKA, MAOCKOCTOMWEM, IPbhkaMu, TO €CTb PeHOoTu-
MUYECKUMU NpUsHakamu, xapakrepHoiMm ana C3[. MNMpy GUOMUKPOCKONMUM KOXM Y 3TUX
NauueHToB BbisiBIeHA Ae30praHn3auns SKCTPaUEenionspHOro MaTtpukca B CTPYKType
krneTok hubpobnacTos. MNpegnonaraetca ayTOCOMHO-PELLECCUBHBIN TUN HacnegoBaHus
AAHHOTo Npu3Haka, oAHako reH noka He kaptuposaH. C nomowbio OHK-cuennexHoro
aHanusa 6bInn UCKMYeHbl NOKYChI, BkYaowme C3L u apyriue coeauHUTENbHOTKaH-
Hble 3aboneBaHusi, YTO JaeT OCHOBaHWe aBTopaMm npeanonaraTb CylUleCTBOBAHWE HOBO-
ro tuna C3[] nnu camocToaTenbHOM HO30M0rM4eckor OpMbl BPOXKAEHHON KONnareHo-
natun. B 310 CBA3KM NpeacTaBnsaeTcs NepcnekTUBHbIM NpoBeaeHne paboT no UaeHTu-
ukaLmm myTaumin reHoB KONareHoBbIX U 3NacTUHOBLIX Genkos [7, 14].

Llenblo HacToswero nccrnefoBaHus SIBNANOCH onpeaeneHue BO3MOXHOM MO-
Aenn HacnegoBaHUA NaToONOrMYECKOM U3BUTOCTU BHYTPEHHEN COHHOM apTepun nytem
UCKITIOYEHNA UK NOATBEPKOESHNSA MOHOMeHHOW rMnoTesbl ee HacneaoBaHusi, npeano-
narasl, 4To B 3TMOJIOTUM UrPalOT ONpedeneHHyto porb OAWH AOMWHAHTHBIW FeH (ayTo-

13




I. LEPEEPOBACKYJIAAPHbIE 3ABOJIEBAHUA

COMHO-IOMVUHAHTHbLIA TUN HAacneaoBaHWA) U ABa PeLecCUBHbIX annens (ayToCOMHO-
peuUecCcuBHbLIA TMN HaAcnenoBaHus).

[Ana v3yyeHWst HacneaCcTBEHHON OEeTEPMUHMPOBAHHOCTU 0BCneaoBaHb! YNeHb
16 cemen (poautenu, 6patbs, cecTpbl) NnpobaHAOB C pasnNUYHbLIMKU Mo opme, Bblpa-
XEeHHbIMK natonorudecknmn mnasutoctamm BCA. B veTbipex cembsax Obino no ogHoMy
cunbey, B ocTanbHbIx o 2 n 6onee (Bcero 31 cubc). Bcem nauneHTam ¢ LENbIO BbISB-
neHus npeuepebpanbHbIX aHrMogMcnnasMn NpoBoAUNOCL AYNNEKCHOe CKaHupoBaHue
(AC) MAI no craHpapTHOM MeToauke Ha annapaTte «Aspen» upmbl «Acuson &
Siemens Company» (Fepmanus). lMpobaHgam npoBoAUNOCL MEAMKO-reHeTn4eckoe
KOHCYNbTUPOBAHME Ha NpeaMET Hannuusa CMHAPOMa COeAUHUTENbHO-TKaHHOW Aucnna-
3un. [OuarHo3 cuHgpoma C3[ vnu HegnddepeHUMpoBaHHON AUCNNa3Mn CoeaviHuU-
TENbHON TKaHW BbICTABNANCS COrMacHo AuvarHoctudeckum kputepusm CI[ paspabo-
TaHHbIM MakKbtocukom, ae lMaene (nepsonadansHo Beinton) no 9-6annbHon Wwkane
rmnepmMobunbHOCTH cycTaBoB: 7 6annos u 6onee — NOC Apyrne CUMNTOMbI (Nepepac-
TSDKMMOCTb KOXM, NPOnanc cepaeyHoro knanaxa, kudos, Ckonumos u ap.) — AnarHocTun-
posanu C3[l; ecnu rmnepmobunbHOCTL CyCTaBOB COCTaBnsana MeHee 7 6Gannos nnioc
NepepacTsHKUMOCTb KOXW UNW Apyrue nNpusHaku — HeandpdepeHumposaHHylo aucnna-
3unko coeguHnTenoHon TkaHn HACT.

[na npoBeaeHMA cerperauyMoHHOro aHanuaa npumMeHeH MetToa HenosnHon peru-
cTpauuu BanHbepra (npoctas, eguHuudHas perncrpaums). [pyM ncnonb3oBaHum gaHHO-
ro metoga Habnwgaemas cerperaumoHHas 4actoTa onpefensercd KaK OTHOLWEHWe
BonbHbIX cnbcos npobaHOoB KO BCeM cubcam:

p= ’"“N;g: [p(1=p) = PP,
S—N >S-N o

rge p — Habnogaemas cerperaumoHHan 4actoTa;
[3 — oXXugaemasn cerperaunoHHan Yactota and AaHHOro tuna 6pa|<a;

O — CTaHOApTHOE OTKMOHEHUE;
I — NOPaXEHHbIE NMOTOMKMU;
S — obLas YNCNEHHOCTb NOTOMKOB;
t — kpuTepuii CTelogeHTa.
Ecnu t 6onblie yaBOEHHOrO CTaH4ApTHOMO OTKIOHEHUNA, TO rMnoTesa ob ayTo-
COMHO-AOMMWHAHTHOM UMK ayTOCOMHO-PELIECCUBHOM TUNe HacneaoBaHUs oTBepraeTcs.
Mpwu NnpoBeaeHUN cerperaLMoHHOro aHanm3a yuuTbiBanu TONbKO CEMbU C ABYMst
n 6onee cubcamu (4 cembu), TNom Gpaka poantenen Aaxaa, AaxAa, rge npobaHabl

EHOTUMMYECKN HE UMENW MPU3HAKOB CUHAPOMAaNbLHOW NaTonornM CoeaAuHUTENbHON
TkaHu (Tabn. 1).

Tabnuua 1

PacnpepeneHue cemeit npob6anpos, umerowmx MU BCA, no uucny gerein (S)
n 4yucny 6onbHbIX geten (r) — Tun 6paka pogurenen Aaxaa

Ne n/n

2

3

s lw (v |0
-

4

Bcero 1 7

PacnpegeneHune BbisBNEHHON naTtonorun y obcnefgoeaHHbix cnbcoB 1 poante-
nen, no gaHdbiMm JC MAT, nokasaHo B 1abn. 2, 3. Y 20 geTel BbisiBNeHbl reMoanHamMu-
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4eckn 3HavumMble Aecopmaunn BCA (S-pecdopmaumn, nepernbel ¢ centanbHbIM CTe-
HO30M UnK 6e3 Hero), KOTOpble MNPUBOANIN K NOKANEHOMY YBEMMYEHUIO CKOPOCTYU KPO-
BOTOKa B MecTe Aedopmauun n TypGyneHumMm KpoBoTOKa AucTanbHee marmbos. B 15
M3 20 cny4yaes 3TV W3MEHEHWUA He NPUBOAUNIU K M3MEHEHWIO reMOAMHAMUKI MO cpeg-
HUM MO3roBbIM apTepusiM, B ABYX Clydasix COnposoXaanucb TypbyneHumen KpoBoToka
Ge3 ero CHWXEHUA NO CPeAHUM MO3TOBLIM apTepusiM, B TpeX Clydasx conposoxaa-
NUCb acuMMeTpueit KPOBOTOKa NO CPEAHUM MO3roBbIM apTepusM bonee yem Ha 15%.
Ewe B YeTbipex crydasx BbIsSBNEH cenTasbHbIi CTeHo3 BCA, koTopblii B dasy cucro-
Nbl NPUBOAMI K CYXXEHUIO (YMeHbLUEHWIO) NpocBeTa cocyaa oT 50 Ao 75% .

Kak nokasaHo B Tabn. 2, y 11 cubcoe M BCA couetanach ¢ pasnuuHbIMmu
aHOManusaMM pasBUTUA NO3BOHOYHbIX apTEPUN.

B 7 cembsx ananormyHble BbiBMNEHHbIM y Npo6aHaos aHoManun BCA obHapy-
XeHbl y 0AHOro 13 poautenen (3 oTUOB 1 4 maTepen). B Tpex HabnoaeHWsx M3BUTOCTb
BHYTPEHHWUX COHHbIX apTepuit BhisiBneHa y cubcos npobaHaos. Obuiee uncro cemeir-
HbIX cryyaes cocTaBuro 50% (8 cemen). Bo Bcex cnyyasx gedopmauny CoHHbIX ap-
Tepuid y poauTenen Gbiniv reMoJMHaMUYeCckn MEHEe 3HAUMMLIMK U NPaKTUYECKU BO
BCEX Cny4asx HOCMNWN OJHOCTOPOHHWUI XapakTep. B 9 cembsx y poautenen natonorum
BCA He BbIsiBNeHo.

Kpome Toro, 6eino BoisBneHo 10 cemein 60MbHbIX C NaTOMNOMMYECKONW W3BUTO-
cTbto BCA, B KOTOpPBIX AaHHas naTonorusi coyeTanack ¢ CMHapoMom 3ropca — faHno-
ca, HeanddepeHUMPOoBaHHOW aucnnasneil CoeanHNTENbHON TkaHu. Bee criyyau cuu-
Apoma 3nopca — [laHnoca Gbinn cnopaguyeckue. B oaHoit 13 Tpex cemeit C heHoTun-
MUYecKn 300poBbLIMU poauTensaMn Habngannce aABoe 6onbHbIX AeTeN.

OtgensHyto rpynny HabnogeHns coctaBunu 6 cemeilt NpobaHAoB ¢ M30MMpPO-
BaHHOW U3BMTOCTbIO BCA 6e3 NpusHakoB CUMHOPOMAnbLHOA NaToNoOrMM CoeauHUTE -
HOW TkaHu (rMNEepMOBUNLHOCTL CycTaBoB MO WKane BeiToHa, runepanacTUYHOCTb
KOXHbIX MOKPOBOB), B ABYX CeMbsXx Obin 6oneH TONbkO 0AMH peBeHoK, poauTenu He
nmenu natonornyeckoi ussmtoctn BCA. Takum ob6pas3om, YacToTa cemMeilHbIX Criyqaes
coctaeuna 67%. Cpeam BCex CeMenHbIX cnyvaeB Obinv GonbHbI AETU U OAMH U3 poau-
Tenei (4 cemMbu), TO €CTb POAOCIIOBHBIE HaMOMUHANN ayTOCOMHO-AOMUHAHTHBIA TVN
HacnenosaHusl. He 6bino BoisBneHo cnyvaes 3abonesaHns y cubCoB Npu OTCYTCTBUM
3abonesaHust y poauTeneil, TO eCTb Cry4yaeB, COOTBETCTBYIOWMX ayTOCOMHO-
peLecCcMBHOMY TUNY HacnenoBaHust; 6binum 6ONbHBI KAk Matepu, Tak U OTLbl, YTO UC-
KntoYaeT X-CUenneHHbI peLeccuBHbIi TUN HacneaoBaHns. Y GoMbHbIX OTUOB Gbisin
GonbHbIE CbIHOBbS, YTO UCKITOYAET X-CLeNsieHHbI AOMUHAHTHBIA TUR HACNeaoBaHUs.
YuuTbIBas NOJTy4YeHHbIe AaHHble, NPOBOAMMN MCCNEN0BAHME COOTBETCTBUS HAacnego-
BaHusA cuHgpoma M BCA ayTOCOMHO-AOMUHAHTHOMY TUMY HaCea0BaHus.

B 1abn. 1 npeacrasneHo pacnpenenexnue cemeit npobaHaos ¢ cuHapomom M
BCA no uncny neteit n uncny 6onbHbIx AeTen npu Tune 6paka poauteneit Aaxaa. Kak
noKasaHo, B AByX ceMbsX Yy cubcoB NpobaHaoB Takke BbisIBEHa naTonorMveckas ma-
Butoctb BCA. MMpu ncnonb3oBaHnn meTofa eAvHWYHOW peructpaumm BaitHGepra B
CeMbsiX C mpeanonaraembiM ayTOCOMHO-OOMUHAHTHLIM TUINOM HacneaoBaHust Habno-
Naemas cerperaunoHHas yacTtoTa paBHa:

7-4
=172 0420
P=1123

c=0,19;
f= w =0,374.
0,19
B naHHOM criyuae pasnuunsa Mexay oXuaaemon 1 HabnioaaeMoin cerperaLyoHHoI

4acToToW [OCTOBEPHBI Npu t > 2,2. Takum o6pa3om, pasnuume B AaHHOM Chydae Heaoc-
TOBEPHO, 1 MOXHO NPEeAnonoXuTb ayTOCOMHO-AOMUHAHTHBIN TUN HACNEN0BaHUS.
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CneposatenbHo, [ BCA moxeT 6biTb Kak n30fMpoBaHHbIM CUHAPOMOM, TaK 1
HabMoAaTECA NPU  HACNeACTBEHHOW CUMHAPOMANbHON NaToNorMn COeAUHUTENbHOW
TKaHW.

Mpu wusonupoeaHHon dhopme [ BCA Henb3si MUCKAOYUTL AyTOCOMHO-
[OMUHAHTHBLIN TUN HacfnefoBaHusa, NMbo MynbTUdakTopuanbHoe C Beaylwen ponblo
rMaBHOro reHa.

CerperaunoHHas yactoTta coctasuna 43%.

MonyyeHHble pe3ynbTaTbl MOTYT ABNATLCS NPEANOCHINIKOW ANA KapTMpoBaHMA
reHa naTtonornyeckon U3BUTOCTU BHYTPEHHEN COHHON apTepuu.

Tabnuua 2

XapakTep BbIIBNEHHON naTonorum o6cneaoBaHHbIX cubcos (n=31)

MaTtonorus Yuncno 6onbHbIX
OeyctoporHas MA BCA 9
Couetanue NN BCA u MNA 5
NeyctopoHHsas MA BCA, coyeTawLlasncs ¢ aHomanuein 3
nonoxenus MNA (BxoxgeHve Ha ypoeHe C4-C5)
OeycTtopoHnsia MU BCA, codeTalowasca ¢ runonnasuvei MA 1
OsycTopoHHas MU BCA, codeTanlLancs ¢ acummeTpuen 2

avameTpos NA (6onbwe 1 Mm)

AcvmmeTpust gnameTpos MNA (6osblie 1 mM) 1

CTpykTypHOi natonoruv BUA He BbisiBRieHo 10

Tabnuua 3

XapakTep BbIABMIEHHON NaTonorum o6cnefoBaHHbIX poautenen (n=32)

Matonorus Yucno 6onbHbIX
Oey- ogHocTopoHHaAs [T BCA 5
Coyetanue M BCA u MA 2
AcummeTpus anameTpos MA (Gonble 1 mm) 1
Axomanuen nonoxenuns A (BxoxgeHue Ha yposHe C4-C5) 2
Twnonnaava NA 1
Jedopmauus xoga MNA B V2 c accumetpvein anameTpos MA 2
CTpykTypHo# natonoruun BLUA He BoifIBieHo 19
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LI,Vl'!'OXVIMVI‘-IECKMﬂ METO[ OUEHKW ®EPMEHTATUBHOIO CTATYCA
NEVMKOLUTOB KAK CNOCOB ONPEOENEHUA MHOUBUAYANBbHOMN
HYYBCTBUTENBbHOCTU K ULLEMWU NMPU NPOBEJLEHUU ONMEPALUN
HA COHHbIX APTEPUAX

B.H. Cxeopyosa, B.JI. /lemenes, B.B. Axmemos, 5I.P. Hapyuccoe, M.K. boosixos,
10.B. I'yokosa, T./l. Conoamenxosa, T.T. Konopawoea, O.B. Kapnoga,

K.C. Meuikosa, O.B. I'aspuinosa

HHUH uncynema PI'MY

HUHW um. H.B. Cxaugocoeckozo

HUH yumoxumuu u monexynspnoi papmaxonozuu, Mockea

ATEpOTPOMBOTUYECKNI UHCYNLT cocTaBnsieT okoNlo 50% OCTpbIX Hapylue-
HUi# Mo3rosoro kposoobpaluerust (OHMK) nwemunueckoro Tuna (E.W. Myces, B.W.
Cksopuosa, 2001). B HacTosiwee BpeMsi kapoTuaHas sHaakTepaktomus (K3AJ)
sBnseTcs Hanbonee apdeKTUBHLIM METOAOM NPOMUNAKTUKN aTepoTpoMbBoTuve-
CKOTO MHCYynbTa U nokasaHa BCeM BONbHLIM CO CTEHO30M COHHOW apTepuun Bonee
70%, a Takke 60MbHLIM C MpU3HaKamu pacnaga NOBEPXHOCTM aTepocknepoTuye-
ckovi 6nawkm (B.N. Ckeopuosa, W.E. Yasosa, J1.B. Ctaxosckas, 2002).

ObsizatenbHbIM atanom K3AS siBnseTcs BpeMeHHOe nepexartuie COHHO apTepui.
[Npn 3aTOM, HECMOTPA Ha AOONEPaLIMOHHYIO AUArHOCTUKY M NPUMEHSIEMbIE BO BpEMS one-
paumu Mepbl NPOUNAaKTHKA TMMNOKCUM, NMOBPEXAEHUS TOJIOBHOTO MO3ra, NPOSIBASAIOLLMECS
B GMOXMMUYECKNX (KNETOUHBIN METabOoNMU3M) U KITMHUYECKUX (HEMPONCUXONOrMYECKUI CTa-
TYC) UBMEHEHNAX, MOFYT MMETb MECTO, TaK Kak [iaXe XOpOLLIO passuTas konnarepanbHas
CeTb COCyA0B HE B COCTOAHUM 0BecneunTb JOCTaTOYHOTO KPOBOCHABKEHNS B HEKOTOPBIX
obnacrax mosra (E.W. M'yces, A.H. KoHosanos, I".C. Bypa, 2000).

B aTux ycnosusx ocoboe 3HaueHue npuobpeTtaeTt Hanmume KOMMeHCcaTopHbIX Me-
XaHWU3MOB KIIETOMHOTO AbiXxaHus. OAHUM M3 BO3MOXHbBIX M Hanbornee OoCTynHbIX crnocoboB
OUEHKN COCTOAHMA YKasaHHbIX MeTabonuyeckMx MNpPOLECCOB SABMSETCS AMHaMUYecKoe
“3y4HeHue ypoBHSI aKTUBHOCTU (PEPMEHTOB B JleKoumTax nepudeprnyeckoin Kposu.

Lienbto paboTbl ABMOCh BbISIBMEHUE U3MEHEHUN (DEPMEHTATMBHOMG craTtyca
MWUTOXOHOPUIA NENKOLUMTOB B Npea- 1 nocronepaumoHHom nepuoae KOAJ. B nccneno-
BaHue Obinu BkMtoYeHbl 20 GonbHbIX (13 MyXYUH, 7 >KEHLMH; CPeaHWii BO3pacT
62,7+6,8 roga) co CTEHO3UPYIOLLUM WM OKKIMIO3UOHHBIM MOPaXEHUEM BHYTPEHHUX
COHHbIX apTepui, HanpaBneHHbIX B OTAENEHUe HEOTNIOXHOW COCYaWUCTON XMpypruu
HWW CI1 ¢ despans no man 2006 r. (Tabn. 1).

CpeaHsas NpoaomK1TEeNbHOCTL onepauun coctasuna 74+14 MuH (oT 45 MUH O
1 4aca 45 muH); cpeaiHee BpeMs NepexaTus CoHHoi apTepumn 20,0+4 MUH (0T 16 go 29
MWH), ABYM nauuneHTam 6bifl yCTaHOBMNEH LUYHT, BPEMSA NepexaTus COHHON apTepum
npu 3TOM COCTaBUMO 2 MUH.

[o onepauwnu, a Takke Ha 1-e 1 4-e CyTKM Nocne onepaLunn NpoBoAUNAach LUTO-
XUMmM4ecKasa OuUeHKa akTMBHOCTW cykuuHaTaernaporeHassl (COIN), a-ranuepodocdat-
AernaporeHasel (a-FOAMN u wenoyHon docdatasel (LLP) B neikoumtax (no metoay
P.M. Hapuuccosa). Mpoussoannu 3a6op kanunNAPHON KPOBM, NPUrOTOBIIEHNE MA3KOB,
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