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Marnbie aHomanuu cepdua (KIuHU4YecKkoe 3Ha4eHue, uazHOCMUKa, OCITIOKHEHUST)

BBEAEHME

PazHoo0Opa3ue B cTpOeHUH cep/lia 3aTPyAHsIET pa3rpaHUYCHUE BAPMAHTOB HOPMBI M ITaTOJIOTUU. AHATOMH-
yeckast HopMa 00eCreyrBaeT ONTUMAIBHYIO KU3HEACSATEIbHOCTh OT/ICIBHOTO OpraHa U OpraHu3Ma B LIEJIOM.
CyuiecTByeT rpynmna cocTosHuii — maiblie aHomanu cepaia (MAC), koTopble He MPUBOJIAT K SIBHBIM Hapy-
LIEHUSIM T€eMOJMHAMUKH, KaK, HallpuMep, IIOPOKH cepaua. Jlo HelaBHEro BpeMEHHU 3TH COCTOsHUS paccmar-
PHUBAJIUCH KaK JI0CTaTo4HO Oe300uaHbIe. B mocneanue roasl ycranosneHo, 4to ¢ MAC cBsi3aHbl CUMIITOMBI,
BBI3BIBAIOIIHE MATOJIOIMYECKOEe (PYHKIIMOHUPOBAHNE CEPIEUHO-COCYUCTON CHCTEMBI M APYTHUX CUCTEM U Op-
ra"oB. Onpeenenbl IPpU3HaKK, yXyALIaloIe Ka4eCcTBO KU3HU nanueHToB ¢ MAC u yrpokarolue >Ku3HHU.

bonbuiasg pacnpocTpaHEHHOCTh B MONYJANMU pa3nuuHblx MAC, mpeuMyleCcTBEHHO Yy JIUI] MOJIOAOI0
BO3pacTa, 00yClIaBIMBaET HEOOXOAUMOCTb U3YUECHHUS STOU MATOJIOTHU. YMEHHE pacliO3HaBaTh AHOMAJIMH Pa3-
BUTHSI CEp/Lia U OLICHUBATh UX KIMHUYECKOE 3HaUE€HUE TOMOXKET M30eXkKaTh TMarHoCTUYECKUX 3a0Ty K ICHHH,
CBOEBPEMEHHO MTPOBOJUTH KOMIUIEKCHI JICUEOHBIX U PEaOMIUTAIIMOHHBIX MEPOTIPUSITUH.

K MAC oTHOCSATCS BpOXKACHHBIE COCTOSIHHS, XapaKTepU3YIOIUEeCs] CTONKUMHI aHATOMHUYECKUMHU W/WIIN
MOP(OJIOrHYECKUMHU U3MEHEHUSIMH, BO3HUKIIIUMH B IPOLIEcCe SIMOPUOreHe3a U B MOCTHATAIILHOM HEPUO-
ne. MAC BO3HUKAIOT KaK IIPOSIBJICHUSI IUCIUIA3UU COEAMHUTEIbHON TKAHU.

Tepmun «aucmiazus» (rped.) o003Ha4YaeT HapyLIeHUE Pa3BUTHsS OPraHOB M TKaHEH B SMOPHOHAILHOM
U MOCTHATAJIbHOM Nepuoaax. Jlucruiasusi COeTMHUTENbHOM TKaHU BbI3BaHa Ae(PeKToM ee (HopMHUpPOBAHUS
BCJIEZICTBHE T'€HETHYECKH M3MEHEHHOro (uOpuiuioreHesa. PacnpocTpaHeHHOCTh COSIMHHUTEIbHON TKaHU
B OpraHu3Me, €€ MHOTOUHUCIICHHbIE (PYHKIUM U y4acTHE MPAKTUYECKH BO BCEX (PU3MOJIOTMUYECKUX W HaTo-
JIOTHYECKUX PEAKIMAX OOBSCHSIOT MPH JUCIIA3UM PACCTPOMCTBA TOMEOCTa3a HAa TKAHEBOM HJIM OPTraHHOM
YpPOBHE, pa3iuuHble MOP(}OPYHKIMOHATIbHbIE HAPYIICHUS BUCICPAIBHBIX WM JOKOMOTOPHBIX CHUCTEM C
IIPOrPEAUEHTHBIM TEUEHUEM.
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Marnbie aHomanuu cepdua (KIuHU4YecKkoe 3Ha4eHue, uazHOCMUKa, OCITIOKHEHUST)

KNTACCUDPUKALIUA MAC

MHOTOILIEHTPOBBIE HCCIENOBAHUS 110 U3YUYEHHUIO PACIPOCTPAHEHHOCTH, YAaCTOThI OTAeNbHBIX (opm MAC
HE TIPOBOJIMIIUCK.

MHoroseTHee u3ydeHue ynbTpa3BykoBbIM MeTogoM (opm MAC y pereild, TOAPOCTKOB, JIHII MOJIOIOTO
BO3pacTa Jierio B OcHOBY paboueit kmaccudukanuu (I'mycaes C.®., benozepos KO.M., 1997; Ilepekasb-
ckag ML.A., 1998; bosa A.A., Tpucserona E.JI., 2000).

Pa6ouas knaccugpukaums MAC
Ilpeocepous u mesxcnpedceponasn nepezopooka:

— NMPOJIAOUPYIOIIUH KJIanaH HU)KHEH M0JION BEHBI;
— YBEJIMYEHHAs €BCTAaXMEBA 3aCIOHKA;

— OTKPBITOE OBAJIBHOE OKHO;

— @HEBpU3Ma MEKIIPEACEPIHON IIEPETOPOIKH;

— aHOMaJIbHbIE TPaOEeKyIIbI;

— Nposadupyromue rpedGeHYaTbie MBIIIITHI.

Tpukycnuoanvholii K1anau:

— CMELICHUE CENTaJIbHON CTBOPKH;
— WUJaTanys OTBEPCTHS;
— NMpoTadUPOBAHKUE CTBOPOK.

Jezounasa apmepus:

— TUJIaTaNus CTBOJIA;
— MpoTadUpOBaHNE CTBOPOK KJIaraHa.

Aopma:

— MOTPAaHUYHO Y3KUN WM IIUPOKUN KOPEHB;

— IUJaTanus CuHycoB BanbcaibBel,

— IByCTBOpYATHI aOpPTaIbHBIN KIIaMaH;

— aCUMMETpPHS CTBOPOK a0PTAJIBHOTO KIIalaHa.
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Marnbie aHomanuu cepdua (KIuHU4YecKkoe 3Ha4eHue, uazHOCMUKa, OCITIOKHEHUST)
Jleswtii Hcenyoouex:

— nedopmaniys BEIHOCSIIEr0 TPaKTa KeTy/I0uka ¢ CUCTOIMYECKIM BaJTUKOM B BEpXHEU TPETU MEXIKEIy-
JIOYKOBOH TTEPETOPOJIKH;

— MPOJIONIbHAS, TIOTIEpEeYHasi, TuaroHaibHas TpaOeKysbl B OJOCTH;

— U30BITOYHAS TPAOEKYIIAPHOCTD;

— aHEBPH3Ma MEXIKEITYTOYKOBOH MEPETOPOIKH;

— aHOMaJIbHO PACIIOJIOKCHHBIE XOP/IbI.

Mumpanouslit Kianamn:

— NPpOIa0UPOBAHNE CTBOPOK;

— 9KTONHUYECKOE KPEIUIEHUE X0/ epeIHe 1 3a1Hel CTBOPOK;

— HapyIlIEHHOE pacIpeeseHre X0op/1 NepeaHei 1 3aJHel CTBOPOK;

— YUIMHEHHE, N30BITOUHAS MTOJIBUKHOCTh XOP/I;

— JIOTIOJTHUTEIIbHBIE MM aHOMAJIBHO PACIOJIOKEHHBIE MAMIUIPHBIE MBIIIIIBL;

— YBEJIIMYECHHBIE, PAa3/IBOCHHbIC MAUJIISPHBIE MBIIIIIHI.

OO6cnenoBanue OONBIIMX TPYIIT JETeH pa3HOro BO3pacTa (C poXkKAEHUs 70 MyOepTaTHOro Mepuosa) moKa-
3a110, 4yTO B 97-99% citydaeB BBIABIAIOTCS aHOMAJIUH CEPIa, KOTOphle HE MPUBOIAT K CyIIECTBEHHBIM Ha-
PYIICHUSIM BHYTPUCEPACUHOM U IIEHTpaJIbHOW reMOIMHAaMHUKH. B mporiecce oHTOreHe3a MpoUCXOAUT POCT U
pa3BUTHE YeIoBeKa (yBeTUUYEHUE MAcChl, IPOMOPLHUH, [UIMHBI TeJa), KaYeCTBEHHbIE U3MEHEHUS CTPYKTYPHBIX
U (YHKIIMOHAIBHBIX OEJIKOB, 3aMeHa MeHee U (EepeHIIMPOBAHHBIX TKAHEBBIX CTPYKTYp Ha 0osee 3penbie.
W3meHsieTcs akTUBHOCTD M CHIEU(DUIHOCTH (DEPMEHTOB, YyYBCTBUTEIBHOCT KJIETOUHBIX PELIENTOPOB K TOp-
MOHaM, HelpoMeanaTopaM M MeIuaropaM MEXKKJIETOYHOTO B3aUMOACUCTBUS (IUTOKUHAM, MHTEpICHKUHAM,
(akTOpaM KJIETOYHOTO poCTa U JIp.).

HexkoTopble 13 NmepeunciIeHHbIX OTKIOHEHWH B pa3BUTHH CEpAla He OMpPEIEISIOTCs B JaJlbHEHIeM, YTo
MO3BOJISIET OTHOCHUTD MOI00OHBIE aHOMAJIUU K COCTOSTHHUSIM, BBI3BAaHHBIM HEPAaBHOMEPHBIM (CKauKOOOpa3HbIM)
pocToM pebeHka. B cimyuae, ecny OTKIOHEHHs B Pa3BUTHU COXPAHSIOTCS B MOCTIYOepTaTHOM MepHoje, HX
paccMaTpUBAIOT KaK MPOSIBIEHUE TUCIIIA3UN COCTMHUTEIbHON TKaHU.

VY B3poCIBIX pacnpocTpaHeHsl cinenyromue MAC:

— NpoIadUpPOBaHKE CTBOPOK aTPHOBEHTPUKYIISIPHBIX KJIAIAHOB M JIETOYHOM apTepuu;

— paciIupeHue KOpHS aopThl U CTBOJIA JIETOYHOM apTepuH;

S MNepeitTn kK ornaBneHuno



Marnbie aHomanuu cepdua (KIuHU4YecKkoe 3Ha4eHue, uazHOCMUKa, OCITIOKHEHUST)

— aHEBPU3MBI MEKIIPEICEPAHOMN MEPEropoIKK U CHHYCOB BanbcaibBsl;

— AMCTOMMSI XOP/I ¥ MAMUJUISIPHBIX MBILIII;

— U30BITOYHAS TPAOEKYIAPHOCTD JIEBOTO KENMyA0uKa.

MAC BcTpeuaroTcs Opy HACIEACTBEHHBIX CUHIPOMaX AUCIIA3UU COEAMHUTEIBHON TKaHU, MPU KOTOPBIX
oTpeieNieHbl FeHeThYecKHe 1e(PeKThl U KinHn4Yeckue npu3Haku. K takum nuddepeHnnpoBaHHbBIM BapHaHTaM
JUCTIIIA3UH COSTUHUTENLHOM TKaHU OTHOCATCS CUHAPOMBI Mapdana, Dnepca — Jlannoca, MyKornonucaxapu-
J103b1, HECOBEPILICHHBIN ocTeoreHes u Ap. B OonpinnacTBe cinyyaeB MAC uMeroT (eHOTHUII, CBUIETEIbCTBYIO-
U O COeAMHUTEIbHOTKAHHBIX HAPYIICHHUIX, HO HE YKJIaIbIBAIIUNCS B U3BECTHBIN AU(PEepeHIInPOBAHHBIHI
cuHapoM. B TakoM ciydae cocrosHue 0003HaualoT Kak CUHApPOM HenuddepeHImpoBaHHONW JUCTIa3UH CO-
€IMHUTENbHON TKaHH.
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Marnbie aHomanuu cepduya (KIuHUYecKoe 3Ha4eHue, duazHOCMuUKa, OCITIOXKHEHUS)

ANATHOCTUKA MAC

Cxema obOcnenoBanus nanueHToB ¢ MAC, mpencTaBisIONIMMHE MPOSIBICHUE CUHAPOMA TUCTUIA3UH COCIH-
HUTEJBHON TKaHM, BKJIFOYAET HECKOJILKO ITAnoB (CM. cxemy 1):

— I aTam — omnpenenenue GeHOTHUTIA;

— II aTan — KIMHUKO-TeHeaJI0rn4eKoe UCCieI0BaHNE;

— III aTanm — BBISIBIIEHUE CUMIITOMOB TUC(HYHKIIMN BETETATUBHON HEPBHOMN CHCTEMBI;

— IV sTan — uccrnenoBanue cepaeuHo-COCYIUCTON CUCTEMBI;

— V 3Tan — BBISABICHUE NOJMOPTAHHBIX HAPYLIEHUMN.

BuccyHkuua
BereTaTMBHOW
e H Dotiotir CucremHble
HEepPBHOM HapyweHus
cUCTeMbl
-~
Mansie aHoManuu cepgua
Y Y
AyckynbTaTuBHbIE Axokapanorpaduueckme
MPU3HAKKU npu3Haxy
A4

Knuxu4eckue nposaBneHus:

Aputmuueckuin | Femopparuyeckuii | NMonuopranHas

K u
apauvanrus CHMHAPOM CUHAPOM naTonorus

Cxema 1. Juaenocmuuecxue npusnaxu MAC
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Marnbie aHomanuu cepdua (KIuHU4YecKkoe 3Ha4eHue, uazHOCMUKa, OCITIOKHEHUST)

OMPEAENNEHUE ®EHOTUINA

@DeHOTHN MPEACTABIEH CIEAYIOIUMMU IIPU3HAKAMMU:

— HapyluieHue GU3NYeCKoro pa3BUTHS;

— CKeJIETHbIE aHOMAJIUY;

— CHCTEMHbIE MPU3HAKU AucMopdoreHesa.

Hapywenue ¢usuuecrkozo pazeumus OIEHUBACTCS MO OOLIECTPUHATHIM KPUTEPUSM C OMpEACTICHUEM TPeX
OCHOBHBIX XapaKTEpUCTHUK: 1) INIMHBI Tena; 2) Macchl Tela; 3) OKPY>KHOCTH FPYIHON KJIETKU. XapaKTepeH ac-
TEHUYECKUH Tall KOHCTUTYIIUH, MBIILICUHAsl TUTIOTOHUS, «BslIas» OCaHKa, HEYCTOMYUBOCTh MOXOJKH, Ne(DULIUT
Macchl Tea. MIHIeKe Macehl Teja 4acTo CoCTaBseT MeHee 18,5 Kr/mM?, 4To CBHIETEIbCTBYET O HEJIOCTATOYHOM
Mmacce tena (BO3, 1997).

Ckenemmvle anomanuuy OMPEACIISIOTCS B BUJIE TOTUXOCTEHOMENNH, TehopMaluu rpyJHON KIeTKH, Kudo3a,
CKOJIM03a [T03BOHOYHHKA, UCKPUBJICHHS] KOHEYHOCTEH, KOCTHO-XPSIIEBBIX AUCIUIA3HH, MI0CKOCTOMHS.

JloanxocTeHoMenus: — yUIMHEHHWE U YTOHYeHHe KOHeYHOcTeH. Jlid eée NMarHOCTUKH U3MEpSIOT JAJIUHY
BEpXHEU U HIDKHEH KOHEYHOCTEH, Ijieda, mpeAmiedbs, Oeapa, ToieHH, KUCTH, CTOMbI U PACCUUTHIBAIOT WH-
JIEKChbl, OCHOBHBIMU CPEJId KOTOPBIX SBISAIOTCA: 1) OTHOIICHUE UIMHBI KUCTU K POCTY; 2) OTHOILICHUE JJINHBI
CTOIIBI K POCTY; 3) pa3HOCTh MEXAY Pa3MaxoM PyK U POCTOM; 4) OTHOIIIEHHE BEPXHETO CETMEHTa Tela K HUXK-
HEMY.

Jedbopmaruu rpyaHON KJIETKU MPeICTaBICHbI IBYMs BHAaMU: BOPOHKOOOPa3HOW U KUJIeBUAHOM. BopoH-
KOOOpa3HyIo IpyAHYIO KJIETKY OLEHUBAIOT C MOMOIIbI0 pacyeTHOro uHaekca J. Gizycka mo Tpem creneHsim:

— 1 cT. — mryOuHa BOpOHKHU MeHee 2 cM 0e3 CMEIICHUS Cep/lia;

— II cT. — m1yOuHa BOpOHKHU 2—4 cM, CMEIIICHHE CepIia B Ipeneaax 3 cM;

— I cT. — nedopmanms 6onee 4 cM, CMEIICHUE CEP/IIIA CBHIIIE 3 CM.

KuneBuaHyio rpyaHyo KJIE€TKy ONpPEAESIOT MO YBEIUYEHUIO TIepeHe3aqHero pa3mepa. Beiaensior tpu
TUMNa KuieBuaAHOH rpynHoit kitetku (baupos [LA., 1984): 1) ManyOpHOKOCTaNIbHBI; 2) KOPIIOKOCTANIBHBIH; 3)
KOCTaJIbHBIN.

[TaTonoruio Mo3BOHOYHMKA AMATHOCTHPYIOT MpU (PU3UKATIHLHOM M PEHTT€HOJIOTMYECKOM HCCIEI0BaHUU.
BBISBISIOT MpU3HAK «IUIOCKOW» CIHMHBI — OTCYTCTBUE WM YILIOLIEHUE (PU3UOJOTUYECKUX H3TMOOB MO3-
BOHOYHHMKA, CKOJIMO3, JIOP03, Kiu(o3. CTeneHu cKono3a MO3BOHOYHUKA OLEHUBAIOT C Y4ETOM (OPMBI CKO-
JTUOTUYECKON AYTH, yIiia OTKJIOHEHHUS MEPBUYHOMN AYrM OT BEpTUKAJIbHOW JUHHH, CTENICHH BBIPAKEHHOCTH
TOPCUOHHBIX U3MEHEHUHN U CTOMKOCTH UMEIOIIUXCS e(opMalinii.

8 MepeiTn K ornaBneHnIo



Marnbie aHomanuu cepdua (KIuHU4YecKkoe 3Ha4eHue, uazHOCMUKa, OCITIOKHEHUST)

[laTonorust KOHEYHOCTEN MPOSBIIETCS B BUAE apaXHOAAKTUINM, UCKPUBJIEHUSI KOHEYHOCTEH, MII0CKOCTO-
1S, TUTIEPMOOMIIBHOCTH CYyCTaBOB.

ApaxHOAAKTUIIUS ONPEENAETCA C IOMONIIbIO KIMHUYECKUX TECTOB U pacyeTa METaKapIajJbHOIO HHICKCA
pEHTreHOoIornYecKuM MeToaoM. Knnanueckue tecThl: 1) «Oonbioro najibia» (O0NbIION mael Ipu ero yk-
JaIbIBAHUM TONEPEK JaJOHU BBICTYMAET 3a €€ YNbHApHBIN Kpail); 2) «3amsicThs» (CBOOOJHOE OXBaThIBAHUE
3aMACThs MU3UHIIEM U OONBIINM MallblieM BTOPO pykH); 3) AJIMHA CpeaHero najbiia cBbie 10 cMm.

I'unepMoOUIEHOCTH CYCTaBOB OlleHHuBaeTcs o kputepusiM R. Wynne-Davis u P. Beighton. TIpu konnuec-
TBE 0AJJIOB OT 3 70 5 AMATHOCTHPYIOT YMEPEHHYIO THIEPMOOUTIBHOCTD, OT 6 10 9 — BBIpaXKEHHYIO TUIIEPMO-
OUJIBHOCTH CYCTaBOB.

[IpononbHOE MIOCKOCTONHE OMPEACINIAIOT C UCIOJIb30BAHUEM MOIOMETPUUECKOro nHiaekca. [lonepeunoe
IJIOCKOCTOINE, KOTOPOE XapaKTEpHO JJIS JIUI C ITUCIUIa3Huel COeNMHUTENbHON TKaHHU, pa3BUBaeTCs BCIEIIC-
TBHE C1a00CTH MOIOIIBEHHOTO alloHEBPO3a U 00bIuHO coueTaetcs ¢ hallux valgus u «HaTonThimamm.

CucremMHbIe TTpU3HAKU AUCMOPQOreHe3a pa3HooOpa3Hbl, BKIIOYAIOT BHEIIHUE W BHUCLIEpATbHbIE H3MEHE-
Hus. HacuuteiBarot okono 200 BapuaHTOB aAucMopdoreHnesa, Hamu4ue msaTi 1 0ojiee MPU3HAKOB XapaKTepHO
JUIS TUCTUIa3UH COeIMHUTENbHOM TKaHH. K Hanbosnee TUMIMYHBIM BHEITHUM MMPU3HAKAM OTHOCSTCS:

— KpaHuolnedagbHble — Aonuxouedanus, KOCTHbIE BBICTYIIBI U 1e(DEeKThI, CKOMIEHHBII MOAOOPOIOK, KO-
BOBH/IHBIN WJIM KOPOTKHI HOC, HICKPUBIIEHHE HOCOBOM MIEPETOPOJIKH;

—TNa3a U 001acTh Iy1a3 — TUIO- UM TUIMIEPTEIOPU3M, MOHTOJIOUIHBINA W1 aHTUMOHIOJIOUIHBIA pa3pe3
71a3, 9MU- WK TeJIEKaHT, KOJI00oMa, ToyOble CKIIEPHI;.

— poT, 3yObl — BBICOKO€, «TOTHYECKOe» HEOO, KOPOTKas y37euka s3bIKa, HeMPaBUIbHBIN MPUKYC, pacHier-
JIEHHE SI3bIYKa, HApYIIEHUE pOCTa, pa3MepoB, (hOpMBI, YKciia 3y00B;

— KO)Ka U ee JepuBaThl — aHTHMOMBI, aHTMOAKTa3UH, TUTMEHTHBIE MSATHA, TUPCYTU3M, MTOBBIIICHHAs PacTs-
KUMOCTb, PAHUMOCTh, BOJIOCHI CyXH€, PeJIKHe, IIEPCTUCTHIE, ce/lasi psib HAAO JOOM U Ap.

9 MepeiTn K ornaBneHnIo



Marnbie aHomanuu cepdua (KIuHU4YecKkoe 3Ha4eHue, uazHOCMUKa, OCITIOKHEHUST)

KJIMHUKO-TEHEAJTIOTMYECKOE UCCNEAOBAHUE

Z[I/IaFHOCTI/IKa BPOXICHHBIX U HACJICACTBCHHBIX COCTOSIHUI MMPOBOAUTCS C UCITOJIB30BAHUCM KOMIIJICKCHOI'O
METOAA, BKIIIOYAIOIICTO KIIMHUKO-I'CHCAJIOT'MYCCKOC UCCIICAOBaHHUC.

CocraBieHue POAOCIOBHBIX MPOBOAUTCA Ha OCHOBAHHU HNAHHBIX OIIpOCa POIACTBCHHUKOB OOJILHOTO U
COOTBCTCTBYIOH_Ieﬁ MEIUITUHCKOM JAOKYMCHTAIUH. I[OHOJ'IHI/ITCJ'ILHBIC CBCACHUA O 3J0POBHEC YJICHOB CCMbU
MOJIy4YaroT IIpU HEMMOCPEACTBCHHOM OCMOTPE pOI[PITGJIGfI U Ipyrux OJIDKANIITNX POACTBCHHUKOB. MunnManb-
HBII 00beM HH(bOpMaLII/II/I HAOJDKCH BKIIHOYATh CBCACHUA HC MCHEC YCM O TPCX IMOKOJICHHUAX. I[J'ISI yI[O6CTBa u
HaIISIAHOCTH COCTABIISIOT CXEMbI CEMEMHBIX POAOCIOBHBIX, ITPUMCHSI S O6H.I€HpI/IHHTBIe YCJIOBHBIC 0003Haue-

Hus (cxema 2).
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Marnbie aHomanuu cepdua (KIuHU4YecKkoe 3Ha4eHue, uazHOCMUKa, OCITIOKHEHUST)
UccnepoBaHue BereTaTMBHOW HEPBHOM CUCTEMbI

JluchyHKIMS BETETaTUBHON HEPBHOM CHCTEMBI MIPOSBIISETCS CIEAYIOMIMMU CHHAPOMAMHU:

— KapAHaJTuy;

— HapyIICHUs CEPICYHOTO PUTMA M ITPOBOIMMOCTH,

— JIUTIOTUMHUS U CUHKOIIE;

— COCYIUCTBIE HAPYIICHUS;

— TUTICPBEHTHIISIITHOHHBIN CHHIPOM;

— BETeTaTUBHbBIE KPU3BI HITH TAHUYECKNE aTaKu;

— HapyIICHUE TEPMOPETYISAIHM;

— reMOpparudecKuil CHHAPOM;

— MHTPEHB;

— paccTpPONCTRA KETYTOUHO-KUIIIEYHOTO TPAKTA.

VY 70% nun ¢ MAC BBISBISIETCS CHHIIPOM BEreTaTUBHO-COCYIUCTON AUCTOHUU, KOTOPBINA, BEPOSITHO, 00YyC-
JIOBJICH HACJIEAYEeMbIMH OCOOCHHOCTSIMH CTPYKTYPBI ¥ (PYHKITHH JTUMOUKOPETUKYIISIPHOTO KOMILIEKCA, BKIIFO-
YaFOIIETo TUMOTAIaMyC, CTBOJI M BUCOYHBIC JTOJTM MO3Ta. J1J1s BRISIBIICHUS BET€TaTHBHO-COCYIUCTOM JUCTOHUN
HEOOXOIMMO CcoOpaTh aHaMHe3, MPOBECTH (DM3MKATBHOE MCCICOBAaHKE, H3YYCHUE BET€TaTHBHOTO TOHYCA,
peakTuBHOCTH, oOecrieucHus (Beitn A.M., 2000).

UccnepoBaHue cepaeyHO-COCYyAUCTON CUCTEMbI

AycKynbTanys — MaJOMH(POPMATUBHBIN METOA HCCIeNoBaHU Npu HeocnokHeHHbIX MAC. 3ByKOBbIE
(heHOMEHBI OTMPEICNAIOTCS B BUE MO3IHE- WM CPEAHECUCTOINYECKOTO KIIMKA MPHU MPOJIArnce MUTPATLHOTO
KJIanaHa, IryMa perypruTaiuy yepe3 KiIanaHbl WIH [TyMa MPU JTOTOJHUTEIBHBIX 00pa30BaHUSAX Y BBIXOIHOTO
TpakTa JIeBOTo kemynouka. Ixokapauorpadus (OxoKI') — Hambosnee nHMOpMaTHBHBIA METOJ JJIsi BBISBIIC-
ausg MAC.

KonkpertHas ¢popma anomManuu cepAia TpedyeT COOTBETCTBYIONIETO0 METOIUNYECKOTO MOIX0/1a JIIsl AMArHOC-
TUKH, U3yYEHUSI OCOOCHHOCTEN U OCIOKHEHHIA.

1 MepeiTn K ornaBneHnIo



Marnbie aHomanuu cepdua (KIuHU4YecKkoe 3Ha4eHue, uazHOCMUKa, OCITIOKHEHUST)

ObnapyxeHue Hanbosiee pacCIpOCTPAHEHHON aHOMAJHMH CEep/Ia — MpoJiarica MUTPAIBHOTO KIanmaHa —
HE00Xo MO TPOBOAUTE B M- 1 B-pekuMax ¢ MCHOIb30BaHUEM BCEX JOCTYMOB, TaK Kak B KaKJIOM U3 HUX
JIOLIUPYIOTCS CTPOTO OMpefeNieHHbIe MOpLuK cTBOpoK. Hanbonee nHbopMaTUBHBIM METOAOM OIpPEACICHUS
ioniaau nponadupoBanus sieiseTcs TpexmepHas IxoKI. Hanbonee HagexxHbIME 3X0KapauorpaduueckuMu
KPUTEPHUSIMH IIPU IIPOJIANICE MUTPATBHOTO KIIAMAHA SABIISIFOTCS:

— B M-pexxuMe Mmo3Hee CUCTOIMYECKOEe 3a/IHee TPOBUCAHNE CTBOPOK MUTPATILHOTO KIlalaHa;

— npu aByxMepHoi OxoKI' B mapactepHanbHOM MO3UIIMH 110 IJTMHHON OCH TPOBUCAHUE CTBOPOK MUTPAJTh-
HOTO KJIaraHa;

— Ype3MepHO TMOKHE CTBOPKH MUTPAIBHOTO KJIalaHa.

K MeHnee HaiexHBIM IpU3HaKaM OTHOCSTCS: 1) B M-pekuMe roloCUCcTONNYeCKUN poiarnc; 2) B IByXMep-
HOM PEKHUME B YEThIPEXKaMEepPHOIl MO3UIIMU MPOTUd MUTPATIBHOIO KJlamnaHa. B pormiep-pexume oOHapyKuBa-
0T TIO3/IHECUCTOIUYECKYIO PETYPTUTAIUIO U SKCIIEHTPUYHBIIN MMOTOK PErypruTaii.

[Ipu ucnonwszoBanuu AByxmMepHoit IX0KI" BO3MOKHO oTyUYeHUE JT0KHOMOIOKUTENIBHBIX U JIOKHOOTPHUIIA-
TEJIBHBIX Pe3yNbTaToB. JIOKHOOTpHUIIATEIBHBIN PE3yabTaT YacTo 00yCIIOBICH HEaIeKBATHOM BU3yalU3allieH.
JIO)KHOTIONOKUTENBHBIN pe3ynbTaT SBISETCS CIAEACTBUEM HEMPaBUIbLHONW YCTAaHOBKU JATYMKA, YMEHBIICHUS
o0beMa IUPKYIUPYIOLIEH KPOBU, HAIMYHS JKETYI0YKOBBIX SKTOMMUYECKUX HapyIIeHUH pUuT™Ma  JIp.

Ox0KI" 1o3BOJIIE€T ONPEAETUTD:

1. CrerneHb CMEIICHHUS CTBOPOK MUTpabHOTO KianaHa: I ct. — 3—6 mM; I ct. — 6-9 mwm; 11 cT. — Gosnbire
9 Mm.

2. CremneHb MUTPAJIbHONW PETYprUTAllMd B 3aBUCUMOCTH OT ITyOWHBI MPOHUKHOBEHUS MOTOKA B MOJOCTh
neBoro npeacepaus: I ct. — Ha % riryounsr; Il ct. — Ha %2 tmyOunsr; 111 c1. — Ha Y4 miy6usst; [V cT. — pe-
TYpPTUTALUs, T0CTUTAIOIIAsk TPOTUBOIMIONIOKHON CTEHKH.

3. MUKCOMAaTO3HYO JIeT€HEPALUIO: YTONIIEHHBIE, «JIOXMATHIE)» CTBOPKHU; CYXOKUIIbHBIE XOP/bI C Yepeao-
BaHUEM YYaCTKOB yTONIIEHUS U UCTOHYCHUSI.

UysctBuTenbHOCTh IXOKI' B BBISBIIEHHH IpOJIANICa MUTPAJILHOTO KilamaHa cocraBiser 87-96%, cnenu-
¢buunocts — 87-100%.
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Marnbie aHomanuu cepdua (KIuHU4YecKkoe 3Ha4eHue, uazHOCMUKa, OCITIOKHEHUST)

AHomanpHO pacnonoxeHHble xopasl (APX) ompenensitorcs metonom DxoKI' B 0,5-68% cmyuaes, uto
CBUCTENHCTBYET 00 OTCYTCTBHHM EAMHOrO METOJUYECKOTro MOJaXo/na K nuarHoctuke. [ms Buzyanuzanuu
XOpJ MPUMEHSIOT ABYXMEpHOE 3XoKapAuorpaduueckoe ucciaeroBaHHe, KOTOPOE BBIMOJIHAIOT U3 TPEX Op-
TOTOHANIBHBIX MPOEKIUN (CaruTTaNibHOM, (PPOHTANBLHON U TOPU3OHTAIBHON) C MCIOIL30BAaHUEM IMHHOMN
OCH JIEBOTO JKETY04Ka, IPOAOILHON MPOEKIINU YEThIPEX KAMEP U MPOEKIIMH KOPOTKOM OCH. J{J1sl BBIsIBIICHUS
XOpJI, KpOME CTaHJAPTHBIX, UCIOJIB3YIOT HECTaHAAPTHBIE NOCTYIBI U poekiuu. APX ompeznenstorcs B BUie
SXOIUIOTHBIX TOHKUX JTUHEHHBIX CTPYKTYp, HE CBA3AHHBIX CO CTBOPKAMH aTPUOBEHTPUKYISPHBIX KIIANaHOB.
Heobxomumo BusyanusupoBars APX B IByX B3aUMHO MEPHEHAUKYISPHBIX IIIOCKOCTSIX B PEKUME CEKTOPAITb-
HOTO CKaHMPOBAHMSI C TOATBEPKAeHNEM pe3ynbraToB Ha M-OxoKI™ B (ha3y cuCTONBI U AMACTOIBI, OCMOTPOM
MANWIISPHBIX MBI, YYACTKOB MPUKPETITICHHUS XOPIbI K CTEHKAM KEJIy0YKOB.

Pa3paborannoe gomnonHeHue k npoTokoiay IxoKI™ orpakaeT HEOOXOIMMBIE ATAlbl U3YUEHUS Cepla Mpu
APX.

Jlononnenue k npomoxkony IxoKI npu evisaeneuuu APX:

1. Jlokanuzanus:

— JIEBBIM, IIPABBIN XKEIIy0UYEK;

— OT/IeT JICBOTO JKENyA0YKa (amMKaIbHbBIN, CPeAMHHBIN, 0a3aTbHbBIN, alMKaIbHO-CPEANHHBIN, CPEIUHHO-
0a3aNbHbIN, alMKaTbHO-0a3aIbHBIN).

2. Tonorpaduueckuii BapuaHT: MONEpeUHast, JHaroHaabHasi, MPOJOIbHAS.

3. Touku MpUKpETIEHUs: COCOYKOBAsI MBIIIIIA (33 JHEMEINANbHAS, IEPeIHENaTEPATbHAS ); MEKIKETYTOHKO-
Basi ieperopojka (B/3, ¢/3, H/3); CTEHKH JIEBOTO Kelydouka (3a1Hsis1, O0KoBasl, MEPEIHss).

4. DXOIMJIOTHOCTh B TOUKAX MPUKPEIUICHHUs (TIOBBIIIIEHA, OOBIUHAS).

5. Tpakuus NanWIISIPHBIX MBIIII] B CUCTOIY.

6. TommuHa XOpBI.

7. JAnvHa XOpAbl B CUCTOITY, B TUACTOIY.

8. PaccrosiHEE OT TOUKH MPUKPEIUICHUS K MEXKKETYTOYKOBOU TIEperopoake 10 (UOPO3HOTo KoJbIla aop-
TaTbHOTO W/WJIM MUTPAIBHOTO KJIalaHa.

9. I1BeroBast nomnepoBckas DXoKI 1o mpoTsHKeHUI0 XOp/bl, B TOYKaX MpHUKperieHus (alasing-gernomen).

10. Mi3meHeHne reoOMeTpHH JIEBOTO XKeTyAouKa (B CUCTONY, TUACTONY).

11. CxopocTh YKOPOUYECHHUS BOJIOKOH B MECTaX MPUKPETUICHUS XOP/IbI.
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Marnbie aHomanuu cepdua (KIuHU4YecKkoe 3Ha4eHue, uazHOCMUKa, OCITIOKHEHUST)

12. JlokanbpHasi COKpaTUMOCTh B MECTaX MPUKPEIICHUSI XOPbl (He N3MEHEHa, TUIIOKUHE3Hs, TUTIEPKUHE-
3U).

13. lpyrue u3meHeHus.

Paznuunbie MAC n3yuarorcst meronoM IxoKI' commacHo pekomeHaanusM AMEPUKAaHCKON accOUMaldU
HXOKapAUOJIOTOB.

Monutopunr DKI' npoBoauTcs /uist BHISIBJICHHS XapaKTEPHBIX U3MEHEHHH, CPe/Ii KOTOPBIX 4acTO ONpee-
JISFOTCS:

— oTpHIaTeNbHbIN Win AByx(da3ubiii 3yoer; T B orBenenusx I, AVF, Vs_é;

— ynnuHeHue uHtepsaia Q-T, yBenndyeHue qucnepcuy HHTEpBaia;

— CHHJIPOM paHHEH PEenoyiIpU3aluu )KeTyI0UKOB;

— cunapom Bonbdda — [Mapkuncona — VYaiira;

— MapOKCU3MalbHAas Ha/HKETYI0UKOBAas TaXUKap/Ius.

[IpoBenenmne n03MpoBaHHON (PU3NYECKON HATPY3KH MO3BOJSET ONPEICSIUTh OrpaHndYeHe (QYHKIIMOHATb-
HBIX PE3EPBOB CEPJIEUHO-COCYANCTOM cucTembl. OlieHKa ypoBHs GU3NYECKOM pabOTOCTIOCOOHOCTH HE0OXO0 K-
Ma ISl IPUHATHS SKCIEPTHBIX PELICHH.

HewnnBasuBHOE 371€KTpOohU3HOIOrHYECKOE UCCIIEOBAHNE CePALIa METOIOM YPECIUIIIEBOHON IIEKTPOKap-
JTUOCTUMYIISIIIUU TIPOBOIUTCS [IJIs OTIPEIeTICHHS JOTIOHUTEIBHBIX ITyTeH MpOBeIeHNUs, HApYIIEHUI puTMa.

[Ipu nponarce MUTpaIbLHOTO KJIaniaHa B 8 pa3 yallie, 4YeM y 3/10pOBBIX JIFOIes] BCTpedaeTcs cuHapoM Bob-
bda — [Napkuncona — Yaiita, xxenynoukoBas skctpacucronus — B 18,8-90,6% cnyuaes, B 42% ciiydaeB —
[I-V rpagauwmii no Jlayny. Cunapom paHHel penonsipu3anuu xenyaodkoB mpu APX ormeuator B 19-84,9%
ciy4aeB, B 92,3% ciiydaeB OH COIPOBOXKIACTCS HAPYIIEHUEM pUTMaA CepAlia.

Anropmutm o6cnepoBaHus Npy MasbiXx aHOMaNUAX cepaua

1. ’)KanoObl, mpenMyIeCTBEHHO KaK MPOsIBIIEHNE TUC(YHKIIMA BETETaTUBHON HEPBHOM CHCTEMBI.

2. OmnpeneneHue BHEIIHUX «MajbIX» aHOMAJUN Pa3BUTHUS (ACTEHWYECKUN THUI, JTOJUXOCTECHOMENHS, K-
(hoCKOIINO03, SIKCKABAIUS TPYAUHBI U TIP.).

3. AycKynbTaTUBHBIE IPU3HAKU (KKIIUKY», IIIyM HaJl O0JIACTBIO CEp/ilia, apUTMUN).

4. MonuTopunr OKT.

5. OxoKT.
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Marnbie aHomanuu cepdua (KIuHU4YecKkoe 3Ha4eHue, uazHOCMUKa, OCITIOKHEHUST)

6. [lo3upoBanHas (y3UYECKas Harpy3Ka, HEMHBA3UBHOE JIEKTPOPU3HOIOTHICCKOE HCCIICIOBAaHUE CEPII-
a.

7. ViccnenoBanusi OpraHOB M CHCTEM JJIS BBISIBJICHUS BHYTPEHHUX «MaJIBIX» aHOMAJIMK (PEHTICHOJIOTHYEeC-
KO€, yJABTPa3ByKOBOE, OMPEIEICHNE ICUXOJIOTUYECKOTO cTaTryca U Ap.)

MonnopraHHbie HapyLleHus

[Tpu MAC yacTo 0OHapYyXKHUBAIOT aHOMAJIMHU PA3BUTHSI MHOTUX OPTaHOB M CUCTEM, 00YCIIOBIICHHBIC JHCTI-
na3uel CoOeIMHUTENBHON TKaHU. BpOXK/IeHHBIM OTKJIOHEHHUSIM Pa3BUTHS, KaK MPaBUIIO, COMYTCTBYET MaTONO-
rusi, popMupyroIascs B Mpolecce OHTOTeHe3a.

K naumbonee pacnpocTpaHeHHBIM aHOMAJHUSAM U 3a00JI€BAaHUSIM OPraHOB M CHUCTEM OTHOCATCS CIEIYIO-
ue:

1. Opransl 3peHus:

— MUOIHUS;

— TUNIEPMETPOTIHS;

— aCTUTMaTu3M;

— JIeTeHepaTUBHbIE U3MEHEHHS TJIa3HOT0 JIHA.

2. bpoHxonero4yHasi CUCTeMa:

— TpaxeoOpoHXHUaIbHAas IUCKUHE3US;

— TPaxeoOPOHXOMAJISAIIHS M TPaxXeoOPOHXOMETaHS;

— OymiesHas sMmpuzema;

— TMOJMKHUCTO3 JIETKHX;

— CIIOHTAHHBIA THEBMOTOPAKC;

— aHOMAJIMH JIeJIeHUsI OpOHXUAJIBLHOTO JepeBa;

— pPeUUINBUPYIONINE aTEIEKTAa3hl.

3. KenynouHO-KUIIIEYHBIM TPAKT:

— 330 arur;

— racTpon3odareaabHbIN U TyOAeHOTACTPATBHBIN pedITtoKc;

— XPOHUYECKUN TacTPUT, T1yOACHHUT;

— sI3BeHHAas 00JIC3Hb;

— racTpOIITO3;
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— CHHJIPOM pa3JIpa’keHHOM KHIIIKH;

— MUKPOJNBEPTUKYJIE3;

— METaKoJIOH, JOJIUXOCHUTMA.

4. XKemuHbI My3bIPb:

— aHaTOMUYeCKHe U QYHKIIMOHATbHBIE 1€PEKTHI;

— IUCKUHE3US )KeTTYEBBIBOJIALINX ITyTEH;

— XOJIEIUCTHUT.

5. [louku U MOYEBBIAENUTEIHHBIE OPTaHBbI.

a) aHaTOMUYECKUE aHOMAJIUU CTPOEHUS, TOPOKH PA3BUTUS MOUYEK:

— KOJIMYECTBEHHBIE;

— TO3UIIMOHHBIE (TUCTOMHS, HEPPOITO3 U Jp.);

— (¢opmanbHbIe (TI0KOBOOOpa3Has, L- m S-o0pa3Has mouka);

— aHOMAJIMU CTPOEHHUSI MOYETOUHUKOB, MOYEBOTO ITY3bIpPsl, YPETPHL;

— aHOMAJIMU CTPOEHUS U PACIIONOKEHHSI IIOYEUHBIX COCY/IOB;

0) HapyIIECHUS mudepeHITMPOBKU CTPYKTYPBI MTOYEYHOU TKaHHU.
C kucramu:

— TMOJUKUCTO3HAS OOJIE3Hb;

— Hedpod T3z DaHKOHU U JIp.

bes kucr:

— CerMEeHTapHasi TUIOIIA3us;

— HedponaTuu, CBI3aHHbIE C TUIMOIIACTUYECKON JUCTIIa3UEH.

B) HACJIEJACTBEHHBIN HEPPUT:

— 0e3 TyroyXocTH;

— C TYTOyXOCThIO (CHHAPOM ATBIIOPTA).

T) TyOyJI0TaTuH.
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[lepBuuHsIe:

— ¢ TIOJINYpHEi;

— C MOpa)KEHUEM TOYEK U KOCTEl;

— C He()pOIUTHAZOM.

Bropuunsle: mpu HacaeICTBEHHOM MaTONIOrMH 0OMEHa;
1) TucMeTadbonmIecKue HeponaTuu.

OC/TOXXHEHMA

Xapaxkrep ocnoxHeHus 3aBucuT ot Buga MAC. Ilpu nposnarnce MutpaibHoro kinanada u APX Bo3HHKaroT
CIICYIOIINE YIPOXKAIOIINE KU3HU COCTOSHUS:

— BHE3aIlHas Cep/IeYHasi CMEpTh;

— HapyIlIeHUe PUTMa U IPOBOUMOCTH;

— MH()EKLINOHHBINA YHJIOKAP/INT;

— MPOrPECCUPYIOIAsi MUTPAJIbHAS HEJJOCTaTOUHOCTD;

— pa3pbIB XOpI;

— TpoMO0IMOOITHUS COCYIOB TOJIOBHOTO MO3Ta.

Bo3MOXHBI pa3pbIBbl aHEBPU3M MEXKIIPEICEPIHBIX MEPErOPOI0K, CHHYyca BanbcanbBbl, BHYTPHKEITYI0Y-
KOBOE TPOMOOOOpa30BaHUE U JP.
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