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pakxc, acur) u cuHApoM (erodeTtanbHol TpaHchy3uu (MOrud perunueHT) Ha poHe XpoHHUe-
CKOM TUIAIIEHTApHOM HEIOCTATOYHOCTH.

Buieoown

[To pe3ymnbraTam MpOBEIEHHOTO MCCIECIOBAHUS YCTAHOBJICHO, YTO B MCCIICIYEMOW TPYTI-
ne HanOoJiee YacThIMU NMPUYMHAMM aHTEHATAJbHOW TMOENM IUI0J1a, CO CTOPOHBI MATOJIOIHU
TUTAIIEHTHI SIBIJIOCH MATOJIOTWYECKH He3pelias IUIAlleHTa C BapHAHTOM JHCCOIMUPOBAHHOTO
CO3pEeBaHMs BOPCHH; CO CTOPOHBI MATOJIOTUM ITyHOBUHBI — IIOJIHBIA MEPEKPYyT MaTOJIOrHye-
CKM W3BUTOW ITyTIOBUHBI; BCIEJCTBHE HEJOCTATOYHOCTH (DETOIUIAIEHTAPHOTO KPOBOCHAOMKe-
HUSI — M3-32 TYroro oOBUTHSI IIyHOBUHBI BOKPYT LeHu. BpoxieHHble HHPEKIMH 3aHUMAIOT HE
3HAYUTEIBHYIO YaCTh CPEIIU MPUYNH CMEPTH.
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Beeoenue

Cungpom Jlenm — Yomnkepa — 3T0 BpoxkAeHHBIN nopok pa3sutus (BIIP) uenrpanbnoit
HepeHoil cuctemsl (LUHC). KitoueBbIiME NpOsSBICHUSIME 3TOTO CHUHAPOMA SBJISIOTCS BHYTPEH-
Hsisl TUApoInedanvsl, YacCTUYHAS WU TOJTHASI areHEe3Usl YePBsl MO3KEUKA M KHCTO3HOE PaCIIIH-
penue IV xenynouka ronoBHoro mosra [1]. Ilo nureparypHbIM JaHHBIM, CPEAU >KHUBOPOK-
JIEHHBIX JeTed yacTota cuHjapoma Jlenau — Yonkepa HeBenuka — ot 1:5000 mo 1:25 000;
yaiie CTpaJaloT Malbuuku. Mexy TeM cpeu JAeTeil ¢ BpOoKACHHON Tuapoledanieil yactora
BCTPEYaEMOCTH CHHIApOMa Koseosiercst ot 3,5 mo 12 % [3].

Henw

Ouenutb Mopdonornyeckne ocoOeHHOCTH cuHapoMa Jlennu — Yonkepa, 4acToTy €ro
BCTPEUAEMOCTH KaK B M30JMPOBAHHOM BHJIE, TaK U codeTaromierocs ¢ apyrumu BITP.
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Mamepuan u memoowl ucciedosanusn

Matepuasiom Ui U3y4eHUs MOCITYKUIM MPOTOKOJIBI 799 MaToioroaHaTOMUYECKHX BCKPBI-
TUH MJI0JI0B CO CpokoM rectauuu ot 10 no 22 nenens, npoBeaeHHbIX B 20142018 rr. B I'Y3
«"omenbckoe 00TaCTHOE KIMHHYECKOE IMAaTOJIOT0aHATOMHUYECKOE OIOpO», Y KOTOPHIX OBLIN
BbIsABJIEHBI BIIP.

Pe3ynomamul uccnedosanusn u ux oocyyicoenue

3a naHHBINA mepuon ObUIO BBIABICHO 9 ciayuyaeB cuHapoMma Jlenanm — Yomkepa, U3 KOTO-
poix 1 (11,1 %) miox Obu1 Mysxckoro mosia u 8 (88,9 %) — sxeHckoro (Tabuuipl 1, 2).

Tabnuna 1 — YacroTa BcTpedaemoctu cuHapoma [lenau — Yonkepa cpeau BCKpBITH abop-
TUPOBAHHBIX IUIOJOB

. Yucio cityyaeB CHHAPOMa
Ton KonnuecTtBo BCKphITHiT a00OPTHPOBAHHBIX ILIOJIOB aGc. %
2014 165 1 0,61
2015 140 1 0,71
2016 175 1 0,57
2017 173 4 2,31
2018 146 2 1,37

Tabnuua 2 — Yacrora BcTpeuaemoctu cunapoma Jlenau-Yomnkepa cpeau BIIP [THC

Ton Komuuectso BITP [THC Yuclo citiydyaeB cuHApoMa
aoc. %
2014 18 1 5,6
2015 14 1 7,1
2016 17 1 59
2017 21 4 19,1
2018 15 2 13,3

B 1989 r. A. J. Barkovich u coaBT. mpeyioxxuim KiacCuPpUKaIMiO JUKBOPHBIX CKOTLIE-
HUH B 3a]{HEH YepenHol sIMKe, OCHOBAaHHYIO Ha JaHHBIX MarHUTHO-PE30HAHCHOI TOMOTrpapuu
(MPT). Cornacno 3To# KiaccuuKkau, OHU BBIICISIOT YEThIPE PA3HOBUIHOCTH aHOMAJIHH:

1. Anomamusa [lenmu — Yonkepa (ALY) (knaccuueckast) — XapakTepH3yeTCsl yBEINUeHHU-
€M 3a/IHEW YEPENHOM SIMKH ¢ KMCTO3HOM Auiatauuent [V xenmynouka; Uisi He€ TUIIMYHO BBICOKOE
pacIoyioXeHne HaMeTa MO3KEUKa; OTMEYAlOTCsl YaCTUYHAsl WM TIOJIHAsl areHe3usl YepBsl MO3-
YKeuKa, TUIOILIa3Ks MOTyIapuil Mo3kedka; ruapouedanust nPucyHokytctyer B 80 % ciydaes.

2. Bapuant Jlenau — Yoikepa — xapakTepHbl MEHEE TPyOble CTPYKTYPHBIC U3MEHEHUS:
TUIOIIa3usl HIDKHEH 4acTH 4epBsi Mo3xkeuka u cooluienue [V xemygouka ¢ OOIbIION 3aThI-
JIOYHOH 1MCTEpHOI yepe3 nepPpopupoBaHHYI0O MEMOpaHy, 3aKpBIBAIOIIYI0 BbIXoA U3 IV xe-
JTyaouKa; rujgpouedanus BCTpedaeTcs peiko.

3. Kucra xapmana binielika — oTauuuTeNnbHbIE TPU3HAKU KUCTHI KapMaHa bielika: Tetpa-
BEHTPUKYJsipHass ruapouedanus, wHbpa- WM peTporepedessapHas JOKaIu3alus KHUCTHI,
CPAaBHHUTEIIFHO XOPOILO Pa3BUTHIA YEPBb MO3KEUKA, KHCTO3HOE pacuiupenue [V xemymouka
0e3 cooO1IeHus ero ¢ OONBIION 3aTHIOYHOM IIUCTEPHOM;

4. Mega cisterna magna (¢okajibHOE yBeIWYeHHE CyOapaxHOUAaIbHOTO IPOCTPAHCTBA B
HIDKHUX U 33JJHUX OTAeNaxX 3aJHel yepenmHol SIMKH) — HaOJl0JaeTcs yBelMUYeHUe pazMepa
OOJIBIIION 3aTHUTOYHOM IIUCTEPHBL; MPU ITOM IIUCTEPHA CBOOOIHO coobmaeTcs ¢ IV xemymod-
KOM U CO CMEXHBIMH OTJCJIaMH CyOapaxHOUIAITBHOTO MPOCTPAHCTBA [4].

Kpome Toro, cnenmanucTsl NpeHATANBHON AUArHOCTUKK BBIIEISAIOT MOJHYK U HEMOJIHYIO
dopmel curapoma Jlennu — Yonkepa. [lomHas ¢popma xapaktepusyeTcs areHe3uei 4epBsi MO3-
Keuka, a HerosiHast popMa — 3TO YaCTUYHAS areHe3us! HWKHEH YacTH 4epBsi MOKeuka [2].
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B npoaHanu3upoBaHHBIX HaMHU ciydasx cuHapoma Jlennu — Yoskepa Bcergja umena
MECTO YaCTHYHAas areHe3Msl 4epBsl MO3KEUKa U BO BCEX CIydasx HaOII0NaI0Ch €ro COYEeTaHUe
¢ apyrumu BIIP [THC, nu0o maHHBIA cHHAPOM OBLI MPOSBICHUEM MHOXECTBEHHBIX BPOXK-
JICHHBIX TIOPOKOB Pa3BUTHS U XPOMOCOMHBIX OoJie3Hel (Tabmuia 3).

Tabnuua 3 — Coueranue cunapoma Jlenau-Yonkepa ¢ BIIP u apyrumu cunapomamu

Crnyyaii Cungpowmsl u BITP MopdonormaecKie mposBICHHUS
1 BIIP ITHC ['unonnazust MO3KeUKa
2 BIIP ITHC AreHe3nsi MO30JIUCTOrO TeJa
3 BITIP IHC ApTepHno-BeHO3Has! aHTHOANCILIA3US COCYI0B MOKEUKA
4 BIIP L[HC AreHe3ust MO30JHCTOTO Tela, TUIOIUIa3Hs IIONYIIApHs MO3-
KeuKa, JIOKHasI mopaHnedanus
5 MBIIP JMXII
6 JAMXII, runomnna3ust rpyIHOM KJIETKH, IOCTAKCUANIbHAS U Mpe-
Cunpnpom Dnmca-Ban KpeBenbaa | akcucmanbHas MOMUAAKTHNNAS KHCTEH W CTON, YKOPOUYCHHE
JUIMHHBIX TPyOYaThIX KOCTEH KOHEUHOCTEM
7 JIMXII, nocrakcuanbHasi MOMUIAKTUINS KHWCTEH, MHOTOJ0Ib-
Cunppowm Ilaray o
YaTble MOYKHU, XEHJIOTHATOMATIATOCX U3
8 CHHAPOM TPHUILTONIUH JIMOKIT
9 CHHJIpOM TPUILIIOUTUN JIMXKII, JIMIIII, cuB1aKTUINsI KHCTEH
Buoigoowt

1. Pe3ynbTarhl aHamM3a mokaszajiu, 4To yactora cunjapoma Jenan — Yoiakepa cocTaBisi-
na ot 0,57 no 2,31 % cpenm Bcex ayrtorcuii u ot 5,6 10 19,1 % cpeau BITP ITHC ¢ npeobina-
JTAHHEM IIJI0JI0B KEHCKOTO T0JIA.

2. Bo Bcex ciyuasix Habmoganock coueranue cunapoma Jenan — Yomkepa ¢ IpyrumMu
BIIP ITHC, nmu6o on Bxoaun B kommiekcbl MBIIP win xpomocomMHOM aToI0THH.

3. B uccnenyemom matepuaie Bce cliydan HaOMIOACHUS OBLIM MPEICTaBICHbl HETIONIHbI-
MU opMaMUu CHHJIPOMA, XapaKTEPH30BABIINECS YJACTHYHOM aruTa3ueil uepBsi MO3KeUKa.
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Beeoenue
XpoMOCOMHBIE 00JIE3HU — ATO cOOpHas rpyrmna 0oJie3He, OCHOBOW pa3BUTHS KOTOPBIX
SIBJIIETCSI HAPYILIEHUE YKCIIA WA CTPYKTYPBI XPOMOCOM, BO3HHMKAIOIIEE B raMeTax WM Ha
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