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MUATHOCTU-

KaBepHo3Haa manbdopmauma (KM) oTtHocuTcA
K pefkum COCYAUCTbIM MaTONOTMAM FOSIOBHOrO
Mo3ra y fieTeii. B o6Lei nonynaumm yactota BCTpe-
yaemocTn KM coctasnset ot 0,1 go 0,9%, yetBepTb
13 3TUX ClyYyaeB MPUXOAMTCA Ha AETCKUIA BO3pPacT.
B 0630pHON cTaTbe MpOaHanu3MpPoOBaHbl AaHHble
17 ny6bnukauuin cepuin HabnogeHui geTen C Ka-
BEPHOMaMW LEHTPanbHOW HEPBHOW CUCTEMbI.
OnuncaHbl 3TMOMIOTNS, MaTOreHes, OCOBGEeHHOCTN
KNNUHWYECKON KapTWHbI, MeToAbl [AMArHOCTUKM
1 IEYEHNA, NPOrHO3 U UCXOAbI IEYEHUA AAHHON Na-
TOJIOTUN B MEANATPUNYECKON NPaKTHKe. B 60MbLunH-
CTBE ONy6NMKOBAHHBIX NCCIEA0BAHMNIA XPYpPrude-
CKOMY neyeHuto noaseprnmcs ot 35,3 go 100% KM,
[VarHoCTUPOBAHHbIX B MepuoA KPOBOU3IMAHUA.
Mano onwucaHbl MOKa3aHWA K XMpYpruyeckomy ne-
yeHuto KM, 1 3TOT BOMPOC OCTaeTca OTKPbITbIM NO
cell AeHb. He onpepeneHa 1 ogHO3HayHaA TakTu-
Ka JleYeHVsi KaBepHOM FyOMHHON JloKanusauum
(cTBON MO3ra, Tanamyc 1 6asanbHble Apa), beccum-
MTOMHbIX CyrnpaTeHTOpuaNbHbIX KaBepHoM n KM,

PacnonoXeHHbIX B 06nacTyi GYHKLMOHANbHO 3Ha-
YMMbIX 30H KOpbl 6onblwnx nonywapuii. He cpop-
MUPOBaHbI MOKa3aHusl K 06bemy onepauum y na-
umeHToB ¢ KM 1 cumntomaTnyeckon snunencuen.
Bce 311 Bonpocbl TpebytoT AanbHelLero n3yyeHus
B MHOTOLIEHTPOBbIX 1 PaHAOMM3MPOBaHHbIX UCCe-
[OBaHWAX.

KnioueBble cnoBa: kaBepHo3Has Manbdopmauus,
KaBepHO3Has reMaHrnoma rosioBHOrO MO3ra, LieH-
TpanbHas HepBHasA CUCTEMA, COCYANCTasA MaTono-
VSl TOMIOBHOTO MO3ra, SMNWencus, AeTW, AUarHo-
CTUKA, XMPYPrYECKOE JIEYEHNE, NCXOS,

Ana uutmMpoBaHuA: [lonos BE, Jlvswwuy MU,
bawnaues MI, HanvskuH AE. KaBepHO3Hble Masb-
dopmaumn y feten: 063op nuTepatypbl. AnbMaHax
KNnMHMYeckon mMeauumrHbl. 2018;46(2):146-59. doi:
10.18786/2072-0505-2018-46-2-146-159.
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¢$oKanbHOrO MaM OO6IEr0 HAPYLIEHWS MO3TOBBIX
byHKUNIL, coXpaHA0IUXCA 24 yaca 1 00Jblie, KO-
TOpbIe MOTYT IPUBOIUTD K CMEPTH U HE UMEIOT JIPY-
TUX IPUYMH, KpOMe HapyLIeHNsI MO3TOBOTO KPOBO-
obpailieHns, y malyeHTa B BO3pacTe OT 1 MecsIia fo
18 net. Ilo pa3HbIM oOIleHKaM, 3a60/1€BaeMOCTb JIET-
CKMM TeMOPpPAarnyecKMM WHCYIbBTOM COCTaBJIsAeT
ot 0,7 o 5,1 cmydas Ha 100000 geTckoro HaceneHus
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B rofi [1]. MHoroneTHee M3y4eHMe CTPYKTYPHI Te-
MOpPPAaru4ecKoro MHCYIbTa B HETCKON IIPAKTUKE
[IOKa3aJI0, 4TO €ro BeAylieil mpu4umHom y 59% pe-
Teil CTAHOBSITCSA COCYAUCTbIe MaabpopManum ro-
7oBHOTO Mo3ra [2]. Broiensror dyeTbipe KaTeropum
COCYAMCTBIX ITOPOKOB B MOPsifiKe yObIBAHUS 4acTO-
TBl BHYTPUYEPENHBIX KPOBOMBIVMIHMIL: apTepu-
OBeHO3Hble Manb(OpMaINM, KaBEPHOMBI, BEHO3-
Hble TIOPOKI VM KaIW/UIPHbIE TeJleaHIMIKTasum [3].
Kasepnosusle Manbpopmanun (KM) ¢ MaccuBHBIM
BHYTPUYEPEIIHBIM KPOBOMS/IVSIHIEM y JieTeil Co-
CTaBIIAIOT MeHee 1% OT BCeX BHYTPUUEPEITHBIX 00b-
eMHBIX o6pasoBaHuil u 5-10% OT BCeX COCYAMCTBIX
Manbdopmaruil LEeHTPANTbHON HEPBHONM CUCTEMBI
[4]. Y pmeteit dale, 4eM Y B3pOC/IbIX, BO3SHUKAIOT Ts-
JKe/ble, YTpOKalollye >XM3HM KPOBOUSNMUAHUA U3
KaBepHO3HBIX AHTUOM C Pa3BUTHUEM [UCTOKAI[MOH-
Horo cunjpoma [3]. B HacTos11ee BpeMst HET euHO-
rO MHEHM [0 MPOTOKONY AVATHOCTUKYU U MOFXORY
K XMPYPrudecKOMY JIeI€HII0 COCYAUCTBIX MaIb(pop-
Manuil ToMoBHOro Mo3sra. OTCYTCTByeT M YeTKMit
anroputM nedervist KM, B 0Co6eHHOCTI ITyOMHHOI
noxanusauyu. O6o61IeHIe JAHHBIX TUTEPATYPhI 110
3TOMY BOIIPOCY IIPECTABIISIETCS AKTYaIbHBIM.

B oroil cBA3KM HaMU TNpPeNNPMHAT IOUCK pYyc-
CKOSI3BIYHBIX U QHIJIOSI3BIYHBIX MCTOYHMKOB B 6ase
maHHbIXx Pubmed (https://www.ncbi.nlm.nih.gov/
pubmed/) u Axamemms Google (https://scholar.
google.ru/) mo kmroueBbIM c1oBaM “cerebral cavernous
malformation”, “brain cavernous hemangioma”,
“brain vascular malformations”. 13 pesynbraTon
HOMCKA VICK/IIOUEHBI Cepyy HAOIOEHMIT B3POCIIBIX
[AI{IeHTOB.

OnpepeneHue

KaBepHO3Has BeHO3HasA ManbpopMalys FOTOBHOTO
MO3Ta, U3BECTHAsA TaK)Ke KaK KaBepHO3Hasl FeMaHT -
OMa, I KaBepHOMa, — YaCTO BCTPEYaromasAca coCy-
AMCTasA MATONOTUA C XapaKTePHBIMU M3MEHEHMAMMN
Ha MarHUTHO-pe3oHaHcHoiT Tomorpadun (MPT), o1-
HOCUTCA K HOOPOKaueCTBEHHBIM 049arOBBIM COCYANU-
CTBIM aHOMANuAM [4-7].

Mopdonorusa

KaBepHo3HbIe ManbpOpMaINY IIPEACTABIAIOT COO0IT
KOHIJIOMepAaT pa3MMYHbIX 10 BeTMYMHE COCYAAUCTDIX
[TO/I0CTelT, HATIOTHEHHBIX KPOBBIO U COOOUIAIOIINX-
csl MEeXJy co00il. MaKpOoCKONMYecK) HaIlOMMHAIOT
©XKEBUKY WM TYTOBYIO AToAy. MMUKpPOCKONMYECKM
BBIITIAJAT KaK CUCTeMa COOOIIAIONIVXCS COCYAU-
CTBIX IIOJIOCTEN Pa3JIM4YHONM BEIMYMHBI, HAIIOTHEH-
HBIX KPOBBIO U Pa3Jie/IeHHbIX COeJUMHUTETbHOTKAH-
HbIMIU Teperopogkamyu. CTeHKU KaBepH BBICTITaHBI
SHJOTE/NNEM, UMEIOIIUM CaMOCTOATE/IbHBIN KapKac,

MBIIIEYHbIE U 9MACTUYHBIE BOJIOKHA OTCYTCTBYIOT.
Txaup mosra B cTpykrype KM orcyrcTByeT, B HUX
BBIAB/ISIIOT KUCTBI, OT/E/NbHBIE YIaCTKM TPOMOMPO-
BaHUA, CKIepo3a, Kanbunpukanuu. ITo nepudepun
KM B03MOXHO OT/IOXEHMe TreMocuepyHa [5, 7-14].
ITU aHOMAIMM OTHOCAT K raMapTOMaM, TO eCTb
K 00pa3soBaHMAM, He IPOAB/AIOLIIYM MATOTHYECKOI
aKTUBHOCTY, A YBEIMYIMBAIOLINM CBOM PasMepsl IO
IPyruM MexaHusmam [6].

Snuaemuonorus

Yacrota BcTpeyaemoct KM B obuieit monyasanum
Bapbupyer B npepgenax 0,1-0,9% [5, 8, 9, 14-17], npu
3TOM Ha ee JIO/II0 B CTPYKTYpe BCell COCYAMUCTOI NaTo-
JIOTUM LIeHTPa/IbHOM HEPBHO CUCTEMbI IPUXOLUTCS
ot 1,7 1o 42% y peteii [5, 6] u 0T 5 10 25% Y B3pOC/IBIX
[18, 19]. B mpoaHanmm3npoBaHHOI HAMU TUTEPATyPe
¢ 1991 . MBI OOHAPY>KMIM ONVcaHye 17 cepnit Habro-
neHuii geteit ¢ KM 1jeHTpanbHOI HEPBHON CUCTEMBL.
JJaHHbBIe, MOy YeHHbIe Y3 9TUX UCCIeIOBAHMNIL, ObLIN
060611eHbl B Tab1. 1 1 2. B pycckosI3pI4HOI MUTEpa-
Type OINCAaHbI ABe GO/bIINe Cepuy MAalMeHTOB, HO
aBTOpBI He Bbifersanu KM y mereii (18, 19].

BonpIIHCTBO aBTOPOB OTMETIIN IIpeobiagaHme
KM y manpunkos B cootHouennn 1,86:1 [3, 5,6, 8, 9,
12, 20, 21, 24, 26-31], ¥ TONBKO B OHOI Hy6}mxaumm
KM wyamie BcTpedanucs y geBodex — 1,25:1 [22]. Ilpu
000061IeHNN TaHHBIX 17 cepuit HaOMIONEHUI Cpefn-
Hee COOTHOIIEHME MalbYMKI/JeBOYKY COCTABUJIIO
1,29:1. MHorue aBTOpbI ONMCHIBAIOT [iBa IMKA K/IU-
Hudeckort manudecranuu KM: o 3 et u B cTapiiem
IIKOZIBHOM Bo3pacre [3, 5, 10, 15, 32].

B 11e/10M €XKEroffHBIIT PUCK TeMOpparnm Komebdant-
ca 0t 0,013 go 16,5%, 4TO B cpefjHeM B 2—4 pasa yalle,
yeM y B3pOCIbIX [33].

KaBepHOMBI MOTYT OBITH MHOXKECTBEHHBIMIA, C Ya-
CTOTOI BCTpedaeMocTu o 34% (3, 5, 8, 9, 16, 31, 33].
Cpenu KM 1eHTpasbHOI HEPBHON CUCTEMBl Ha Ha-
crnefcTBeHHBIe (POpMBI TprxonuTcs 75-80% [5, 14, 17].

Knaccudukauusa

B HacToAIIee BpeMs He CyLeCTBYeT YHUBEPCATbHO
xnaccuduxanyyu KM y mereit. bonbmmHCcTBO aBTO-
POB MCXORAT U3 TOMOTpado-aHATOMIYECKOIT JIOKa-
MM3ALNN VIV KIMHUYECKUX IPOABIEHNN [3, 5,9-11,
31, 34].

W.N. Al-Holou u coaBT. mpeaoxmnm knaccudu-
KaIlii0, OCHOBAHHYIO Ha CPOKaX MOsABIEHN KINHU-
YeCKUX HPOSIBICHWIT, U BBIAEIWIN 3 IPYyHIbL Oec-
CUMIITOMHBIE, OCTpble U XpPOHMYECKMe KaBEePHOMBI
[16].

C mpakTmr4yecKoi TOYKM 3peHusi Hambosee mpo-
cTa u moHATHA Knaccudukanus M.C. Amato 1 coasT.
[8], mo3BonsAIOmaA pa3paboTaTh TAKTUKY JIE€YCHMS
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McTouHnK

Konunuectso HabniogeHuin, abce. (%)

BCero BO3pacT m/g cemelHble KM MHOXeCTBEH-  noKanusauus
Hble KM
cynpa/cy6 Tanamyc CTBON MO3ra MO3XeUOoK
1 6a3anbHble
raHrnum
Mazza C. n coasT,, 17 18 mec. - 1,12:1 4(23,5) 2(11,7) 15:2 2(11,7) 2(11,7) 0
1991 [20] 16 net
Scott R.M., 1991 [21] 19 7 mec. — 1,111 5(26,3) 5/19(26,3) 12:6 2(10,5) 4(21) 2(10,5)
17 net
Giulioni M. n coasr,, 18 10 mec. - 1:1,25 0 0 15:2 H/L 0 2(11,1)
1994 [22] 17 net
Di Rocco C. n coasT,, 24 6 mec. — H/0 0 2(8,3) 20:4 H/0 H/0 H/n
1997 [23] 15 net
Mottolese C. n coasr,, 36 9 mec. - 1,4:1 4(11,1) H/n 23:12 6(16,7) 7(19,4) 5(13,8)
2001 [24] 17 net
Opnos l0.A. 34 < 1ropa- 1,62:1 H/g 0 31:3 8(23,5) 2(5,9) 1(2,9)
n Opnos M.IO., 17 net
2004 [6]
XauatpsaH B.A. n coasT,, 22 4 ropa - H/0 H/g H/0 184 3(13,6) 1(4,6) 3(13,6)
2006 [25] 17 net
Mottolese C.  coasr,, 47 9 mec. - 1,61:1 H/L 8(17) 38:8 9(19,5) 5(10,7) 3(6,5)
2007 [26] 17 net
Lee J.W. n coasr,, 33 1rog-20ner 1,2:1 0 0 27:6 3(9,1) 5(15,1) 1(3)
2008 [3]
Acciarri N. v coasr., 42 10 mec. - 1:1 1(2,3) 5(11,9) 35:5 0 2(4,7) 3(7,1)
2009 [5] 17 net
Xia C. v coasr,, 2009 [27] 66 15 mec. - 1,53:1 1(1,5) 7(10,6) 59:6 1(1,5) 2(3) 4(6)
17 net
Consales A. 1 coasrT,, 32 2pHa-17 net 1,13:1 3(9,3) 8(25) 24:8 1(3,1) 6(18,7) 2(6,2)
2010[28]
Bigi S. n coast,, 2011 [29] 20 7 mec. — 1,86:1 0 2(10) 17:4 H/R H/p H/p
16 net
Hugelshofer M. v coast, 79 4 mec. — 1,07:1 1(1,2) 3(3,8) >74:4/n H/0 H/0 H/0
2011 [9] 17 net
Song J. n coasT,, 85 6 mec. - 1,66:1 9(10,6) 9(10,6) 65:23 8(9,4) 13(15,3) 10(11,8)
2011 [30] 17,9 ropa
Amato M.C. n coasT,, 30 6 mec. - 1,5:1 5(16,6) 5(16,6) 23:7 4(13,3) 5(16,6) 2(6,6)
2013 [8] 17 net
Gross B.A. n coaBT,, 167 1 mec. - 1,171 17 (10,2) 25(15) 190:34 16 (7,3) 18(8,1) 14 (6,3)
2016 [31] 21rop
CymmapHo 771 409:316 46 /668 (6,89) 84/713 612:133 62 /684 (9,06) 72/702 52/702(7,41)
(1,29:1) (11,78) (78,3:21,7) (10,26)

KM - kaBepHO3Hble ManbdopmaLu, M/f — Manbunky / BEBOUKM, Cynpa/cyb — cynpaTeHTopuanbHble / CyOTeHTOpMabHble, H/f — HET AaHHbIX
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Ta6nuua 2. AHanun3 17 cepuii HabNIOAEHWIN KaBEPHO3HbIX ManbGOPMaLMA LIeHTPanbHOM HEPBHOW CUCTEMBI Y AETEI NO KAMHMYECKOI KapTHHE 1 pesynbTaTam
XUPYPrUUeCcKoro neveHns

NcTouHNK KonuuecTso HabnogeHui, abe. (%)
KVHMYeCKan KapTrHa pesynbTaTbl XVPYPryeckoro neyeHns
cc b OHA BYK BC on Yn BU Yx N
Mazza C. v coasr,, 1991 [20] 4/17(23,5) H/p H/0o 12/17 0 15/17 11/15 1/15(6,6) 3/15(0) O
(70,5) (88,2) (73,3)
Scott R.M., 1991 [21] 5/18(27,7) 7/18(38,8) 13/18 12/18 0 19/19 17/19 0 2/19(10,5) 0
(72,2) (66,6) (100) (89,4)
Giulioni M. n coaBr,, 1994 [22] 11/17 1/17(58) 5/17(294) H/p 0 17/18 14/17 3/17(17,6) 0 0
(64,7) (94,4) (82,3)
DiRocco C.n coaBr, 1997 [23] 13/24 H/A 10/24 19/24 0 24/24 23/24 0 0 1/24(4,1)
(54,1) (41,6) (79,1) (100) (95,8)
Mottolese C. n coasr,, 2001 [24] 16/ 35 1/35(2,8) 10/35 19/36 5/36 35/36 30/35 3/35(85 2/35(7) O
(45,7) (28,5) (52,7) (13,8) (97,2) (85,7)
Opnos l0.A. n Opnos M.IO., 15/34 19/34 19/34 19/34 0 12/34 8/12(66,7) 2/12(16,7) 1/12(83) 1/34(2,9)
2004 [6] (44,1) (55,9) (55,9) (55,9 (35,3)
XauatpsH B.A. v coasr, 5/22(22,7) 8/22(36/4) 5/22(22,7) 8/22(364) 0 22/22 18/22 4/22(182) 0 0
2006 [25] (100) (81,8)
Mottolese C. n coaBr,, 2007 [26] 12/46 45/ 46 H/A 34/46 0 47 /47 43 /47 0 4/47 @85 0
(26,1) (97,8) (73,9) (100) (91,5)
Lee J.W. n coasr,, 2008 [3] 19/33 H/A H/A 25/33 0 25/33 29/33 4/33(121) 0 1/33(3)
(57,6) (75,7) (75,7) (87,9
n8/33
(24,2) -
PX
Acciarri N. n coasr,, 2009 [5] 28/40(70) 11/40 16/40(40) 17/40 0 42/42 29/42(69) 10/42 3/42(7,1) O
(27,5) (42,5) (100) (23,8)
Xia C. v coasT, 2009 [27] 31/65 30/65 8/65(12,3) 13/65(20) 2/65(3,1) 62/66 43 /46 1/46(22) 2/46(43) O
(47,7) (46,2) (93,9) (93,5)
Consales A. n coasr,, 2010 [28]  13/32 6/32(188) 7/32(21,8) 21/32 0 28/32 27/28 1/28(35) 0 0
(40,6) (65,6) (87,5) (96,4)
Bigi S. v coast, 2011 [29] 7/20(35) 3/20(15) 5/20(25) 17/20(85) 3/20(15) 10/20(50) 7/10(70) 2/10(20)0 1/10(10) O
Hugelshofer M. u coasr,, 41/79(51) 8/79(10) 14/79(18) 18/79(23) 0 79/79 39/52(72) 12/52 1/52(1,8) 0
2011 [9] (100) (22,2)
Song J. v coasr,, 2011 [30] 43/85 H/p 29/85 38/85 4/85(4,7) 80/85 60/80(75) 18/80 2/80(25 0
(50,6) (34,1) (44,7) (94,1) (22,5)
Amato M.C. n coaBr,, 2013 [8] 16/30 15/30(50) 11/30 16/30 0 26/30 23/26 0 3/26(11,5) 0
(53,3) (36,6) (53,3) (86,7) (88,5)
Gross B.A. n coasr,, 2016 [31] 58/167 H/p, H/g 104/167 43 /167 H/p H/p H/p H/p H/p,
(34,7) (62,3) (25,8)
CymmapHo 337/764 154 /438 152/501 392/747 57 /764 551/604 421 /508 61/508 24 /508 3/508
(44,1) (35,16) (30,34 (52,48) (7,46) (91,23) (82,87) (12,01) (4,72) (0,59)

CC - cypopoxHbiin cuHapom, I'b — ronosHas 6onb, OHZ — ouaroBblii HeBponoruueckuii aeduuut, BYK — BHyTpuuepenHoe kposomsnusaxue, bC - 6e3 cumntomos, OJ1 - onepaTnBHOe
NeyeHwe, Yn — ynyuweHue, B/ — 6e3 nameHeHni, Yx — yxyalenue, J1 - netanbHOCTb, H/f — HET iaHHbIX, PX — pagnoxvpyprua
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Tabnuua 3. Xvipypriyeckasn KnaccudrKkaLma KaBepHO3HbIX ManbGOpMaLniA y AeTel 1 B3POCbIX

no t0.B. Knusenesy [19]

MepemeHHan Bannbl
JNokanuzauma
6a3anbHble raHrum, Cy6TeHTopranbHas, CHanbHas 2
cynpaTteHTopuanbHasa 1

DokanbHble HeBponornyeckre 4eduumnTbl
na 1

HeT 0

Tabnuua 4. Koppenauys BO3HVKHOBEHVS KaBepHO3HbIX ManbdopmaLnii ¢ 40301 paavaumn [37]

[o3a pagnauuu, p

YacToTa BO3HMKHOBEHNA

KaBepHOM, %

6-12 46,2

18-30 100

IAIVIEHTOB B KaXKJOI KaTeropuMu, UCIOIb3ys TOIO-
rpado-aHarommueckue kputepun. OHU pasmenunn
mereit ¢ KM Ha 4 kareropuu [8]: G1 - KM cTBoONa
Mosra, G2 - KM mosxeuka, G3 - cynpaTeHTOpHanb-
Hole KM ¢ cumrnitomMaTndeckoii anumnencueit, G4 - cy-
npareHTopuanbable KM 6e3 snmencun.

10.B. KuBernes B cBoeit MoHOrpaduu [19], ocHo-
BbIBasACh Ha jedeHuu 303 manuenrtos ¢ KM, npen-
oKX GalIbHYI0O XMPYPIUUEeCKy0 Kaaccuduka-
nuio KM y pereit u B3pocnbix (Tabn. 3). K nepsoit
kareropuu (1 6amm) OBIIM OTHECEHbI MAlVIEHTHI
C KaBEPHOMON CYIpaTeHTOPUANIbHOM JIOKa/NNU3a-
1, HO 6e3 PoKaIbHOrO HEBPOIOTUIECKOTO fedu-
IuTa; KO BTOPOIt (2 6anma) — ¢ CympaTreHTOpuanb-
HBIMY OYaraMy, IPUBOAALIIMMY K BO3HMKHOBEHNIO
($OKaZIbHOrO HEBPONOIMYecKoro peduuura, UK
CyOTeHTOpMaIbHBIMM KaBepHOMaMu 0e3 od4aro-
BOII CMMIITOMaTUKM; K TpeTbelt (3 6anma) - ¢ ry-
OMHHBIMU KaBepPHOMAaMM, COIPOBOXMAAIOIMMUCH
04YaroBBIM HeBponornveckuM gedunurom [19]. dta
KIaccu@UKaLysa UHTEPEeCHA I ONpefie/IeHN s BO3-
MOYKHOTO JICXOfla XM PYPTUYECKOTO IedeHN s Haru-
eHTos ¢ KM.

C. von der Brelie 1 coaBT. pasgenuan mamnyueHTos
¢ KM-acconnmpoBaHHoOII anuiencren Ha 2 TPYIIIIBI
B 3aBUCMMOCTHM OT aHaAMHe3a CYJJOpOT — MeHee UK
6onee 2 ntet (rpymmst A n b cooTBeTcTBeHHO) [35].
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KaBepHO3HbIe ManbpOpMaLNM CYUTANIN BPOXKIEH-
HOJi TIaTOJIOTMell, OfJHAKO B IIOC/Ie[iHee BpeMs Bce
Jale BCTPEYATCs Onucanus de novo [16], Hampu-
Mep, IIOC/ie Ty4eBOl Tepannmu.

PaszmmuaroT cropapmyeckme u ceMeliHble (Ha-
crencTBeHHble) POPMBI KaBepHOM, KOTOpbIe He pas-
MUYAITCA MEXAY co60ii HuM Mopdomornieckumm
0COOCHHOCTAMM, HU KIVHUYECKUMU NPOSIBICHUA-
mu [14, 15]. Cemelinble HOpMBI HACTELYIOTCS IO
ayTOCOMHO-IOMMHAaHTHOMY TUITY C HEIIOJTHOJI IIeHe-
TPaHTHOCTBIO [5, 14, 18], ux yactora Bapsupyet ot 0
1o 26,3% [5, 8, 11, 17, 31, 33], a B HEKOTOPBIX MCCIIe-
moBaHuUAX pocturaet 50% [3]. 3a o6pasoBaHme Ha-
cnepcrBeHHbIX KM oTBeTCTBEHHHI 3 reHa [5, 14, 18]:
o CCMI (KRIT1), pactono>xeHHslit Ha 7q2-21 xpo-

MOCOME;

o CCM2 (MGC4607) - na 7p13-15;
« CCM3 (PDCDI10) - na 3q2-27.

Hambomee wacThlii ¥ XOpOIIO M3yYeHHBIN
red - CCMI - MOXXeT BCTpedaThCsl B NM060I IT-
HUYeCKOJ I'pylne, HO Hambomee XapaKTepeH A
UCIaHO-aMepuKaHcKoil [6, 14, 18]. CyecTByioT
OImMCcaHUsA JOOPOKAYeCTBEHHOCTU KJIMHUYECKOTO
noBefieHus 00NIe3HM Y MAIlUeHTOB, HECYIINX I'eHO-
trnn CCM1, o cpaBHEHMIO co criopagndeckumy KM
[14]. M.]. Vanaman u coaBrT. [17] OTHOCAT ceMeiiHble
¢dbopmbl KaBepHOM K (pakTOpaM pucka mas Ooree
arpeccMBHOTO KJIMHUYECKOTO MOBefeHuA. Y maru-
eHTOB, Hecymux ren CCM3, yalie BOSHMKAIOT KPO-
BOMSMMAHMUSA, 0COOEHHO y fieTeil [5, 13, 33]. Hepenko
KM o06HapyXnBa0TCsA 9KCTPaHEBPAIbHO, IIPEUMY-
[[eCTBEHHO Ha KOXKe U B ceTyaTKe Iasa [14].

S.F. Ciricillo u coaBT. omy6nnkoBau coobiieHne
0 7 ClIy4asAxX BO3HMKHOBEHMS JAaHHBIX aHOMa/IMi
nocrte ny4eBoit Tepannu [36]. Koppensiius BosHUK-
HOBEHIA KaBepHOM C 103011 paualu yCTaHOBIIe-
Ha B paborte T. Koike u coasr. (Ta6m. 4) [37].

CymecTByeT [Be TEOPUM BO3HMKHOBEHMUS
PafiOMHyIMPOBAaHHBIX KaBEePHOM: U3Ty4YeHMe
MOXET BIMATh Ha POCT yxxe umemomeiica KM ne-
OONBIINX pa3MepoB, BbI3bIBas BHYTpPUYEPEIHOE
KpOBOM3NIUAHNE U, KaK C/IeACTBIE, PAa3BUTIE KIIU-
HUYECKO U PEeHTTeHONIOTMYeCKOl IIpe3eHTalNN;
B OTBET Ha M3nyueHne npoucxogut myranus B JTHK
KJIETOK COCYRMCTBIX CTPYKTYp, YTO HIPUBORUT
K ¢popmuposannio HoBbix KM. ITanmeHTsI ¢ KaBep-
HOMaMl, BO3HUKIIMMMU IIOC/Ie JIy4eBOJ Tepalmn,
UMeI0T 60/ee BBICOKUIT pUCK KpOBOU3NUAHUSA [5].

Cpenn Bcex KM 1LeHTpanbHON HEPBHON CH-
CTeMBl  pafiMOMH/YIIMPOBAHHBIE  BCTPEYAIOTCA
y 12-15% manuenros [11, 16]. ITocre ny4eBoit Tepa-
nun KM pasBusatorcs y 31% gmereit [38]. Onycansl
cnyyan BosHuMKHOBeHMss KM uepes 2-6 ner mocrue
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HpOBeJeHNs] Kypca JIy4eBOil Tepaluy IIpyu JeiiKe-
mun [37].

Jlokanusauuna

ITo moxanmsanum Bce KM menAarcsa Ha CympaTeHTO-
puanbHble (60/blINE TTONTYIIAPKS MO3Ta), CyOTEHTO-
puanbHble (Mo3xedok) 1 KM rinybunHOro pacnoso-
JKEHUA.

KaBepHo3HbIe MaTbpOpMaL Y CTBOJIA TOJIOBHOTO
MO3ra, TajaMyca U 6asajbHbIX [AHITNEB HEKOTOPbIe
aBTOPbI OOBENVHAIOT TEPMUHOM «IIyOMHHBIE IIO-
pakeHus». KaBepHoMbI ¢ oKanusanyeit B 6asab-
HBIX AAPAX KpaliHe pefiKy, Ha MX JOJII0 IPUXOANTCSA
npuMepHo 6% oT Bcex KM 1eHTpanbHOM HepBHOI
cucrembl. Yame KM pacnonaraiorcs cynpareHTOpH-
anbHO (B 65-91% cy4aeB), pexxe — CyOTEHTOPHUATIBHO
(9-35%) [3, 4, 7, 11, 34].

IIpoBepenusit aHamus 17 cepuil HabmOfeHUI
KM vy pereit mokasas, 4To u3 735 NaLlMEHTOB CY-
IPAaTeHTOPMAIbHOE  PACHONIOXKEHME  BCTPETUIOCH
y 612 (78,3%), cybTenTOpuanbHoe — y 133 (21,7%).
CymnpareHTOpuanbHble KaBEPHOMBI Yallle JIOKAIN30-
Banuch B 106HOI (23,3-42,8%), Temenno (3,3-44,2%)
u BucouHoi (12,1-20%) [3, 5, 8, 39], pe>xe B 3aTbLIOY-
Holt (2,3-10%) [3, 8, 9, 39] u ocTpoBkoBoII (3,3%) [8]
IOJSIX, B Ta/JaMyce U 6asaJbHBIX FAHIIISAX BCTPEYa-
much B 0-23,5% cnyyvaes [5, 6, 9, 15, 19, 21-24, 26-31,
40].

Pacnpenenenne cy6renTopuanbubix KM 6b110
crepyomum: cTBon mosra — 0-35%, MO3XKe4oK —
0-13,8% cnyuaes [5, 6, 9, 15, 19, 21-24, 26-31, 40].
Cpenn crBomoBbix ¢opm KM wamje g0KanmsoBa-
JUCh B MOCTY (62,4-73,1%), pe>ke B CpefjHEM MO3-
re (13,5-17,7%) u mpogonrosatom (13,5-20%) [41].
KaBepHosubsle manbpopManuy MoO3Xedka OOHa-
pyxuBanucs y 52 (7,41%) us 702 pereit [5, 6, 9, 15,
19, 21-24, 26-31, 40], cTBONOBBIE KaBEPHOMBI —
y 72 (10,26%), B Tanamyce u 6a3anbHbIX FAHITIMAX —
y 62 (9,06%) n3 684 nereit.

BuyrpmxenypnoukoBble KM dame pacnona-
raloTCA  CYHpPAaTeHTOPUATbHO  (PErUCTPUPYIOTCA
y 4% neTeli cpefiut KaBepHOM BCeX TOKaNU3aLuii, A
CpaBHEHNsI, Y B3pOCIBIX — B 2,5% ciydaes). [Jpyrue
HeOoOBIYHBIe MeCTa /A AeTCKUX BHYTPUYEPEIIHBIX
KM - 3puTenbHBIT IepeKpecT, TUI0TalTaMyC, MO30-
JIMCTOE TeJIOo, TIACTMHKA YeTBEPOXONIMUA U INHe-
anbHas obmacts [5].

Coueranne KM 1 BeHO3HBIX aHOMAJINIT CUNTALT-
cs1 HanbosIee YacTol CMeIIaHHOM COCYRVICTON Majib-
¢dopmarmeir - 2,1-100% caywaes [5, 11, 14, 16, 34].
Takoit 6onbIIoil pasbpoc CBA3aH C AMATHOCTUPO-
BaHMEM BEHO3HBIX aHOMA/IMII NpY ceMelHbIX (dop-
max KM (or 24 po 100% cinyuaes), TOrfa Kak cpeau
CIIOpafiNyecKMX VX O/ He IpeBbimaeT 50% [14, 31].

B nutepaType HeT ommcaHMil pagMOMHAYLMPOBAH-
HBIX KaBEpHOM C BEHO3HBIMU aHoManuaMu. Cpean
Pa3IMYHBIX JIOKA/NM3aLyil BEHO3Hble aHOMAJUU
Yallje BCTPEYaloTCs y CTBONIOBBIX Y MO3)KE€UKOBBIX Ka-
BepHOM [5]. B.A. Gross u coaBT. npu aHanuse 167 ma-
[[MeHTOB ¢ LepebpanpubiMu KM ommcany BeHO3HbIe
aHomanuu y 20% MallMeHTOB, UX paclpefieieHne 1o
nokanmsauusaM Osino cregyromum: 50% BcTpeda-
JIUCDh CPeIX MO3>XEUKOBBIX, 21% — cpefu CTBOJIOBDIX,
19% - cpemu TIyOMHHBIX CYIpaTeHTOPMATbHBIX
n 15% cpenu ponespix [31]. I[To faHHBIM HEKOTOPBIX
aBTOPOB, OT 18 10 93,3% KaBepHOM, aCCOMMUPOBAH-
HDBIX C BEHO3HBIMM aHOMa/IMAMMY, IME/IM B aHaMHe3e
CUMIITOMaTI4ecKoe KpoBousausanue [16, 32].

HOwnarHocTuka

Hanb6onee mHGOpMaTMBHBIM METOJIOM JUATHOCTH-
ku KM mpusuana MPT, xoropas mosBosnser Bbif-
BUTDH Mopdoorndeckue 0Co6eHHOCTH Maabpopma-
nun u nepudokanpuble nsmenenus. Kinaccuaecknm
MPT-nposiBneHMeM cuMTaeTCsA NPU3HAK «IIOIKOP-
Ha», WIN «ITOfbl», OKPY>KEHHOI MmO mepudepun
KOJIBbLIEBU/THON 30HOI BBINAleHNs CUTHAIA 33 CYeT
HAKOIUIEHNSI reMocupepuHa. HekoTopsle aBTOpBI,
OCHOBBIBASICh Ha JAaHHBIX MPT, BBIfIE/ISIOT HECKOTIb-
KO XapakTepuctuk curHanos MPT (Hanuume curHa-
JIOB OT TeMAaTOMBI, HAKOIIJIEHVSI TeMOCUIEPUHA, ITe-
Tpudukar), xapaktepubix At KM [4, 39].

KaBepHOMBI He HAKaIIMBAIOT WIM HE3HAUN-
TENIbHO HAKAIl/IMBAIOT KOHTPACTHOE BEIeCTBO, IIO-
3TOMY GONBIIMHCTBO aBTOPOB omucbiBaroT KM kak
«CKpBITOE» COCyAucToe moBpexpenue [31, 39, 40].
Vudopmarusrocts MPT B pmarnoctuke KM co-
craBnsger 68,6-96% [2, 32]. Bmecte ¢ Tem S.M. Lew
U COaBT. 0OHAPYXWU/IM KaBepHOMY Yy 36,4% IaryeH-
TOB II0 JAHHBIM LiepeOpanbHoll anruorpadun [38].

Cy1jecTByeT HeCKONBKO KIacCupUKaIii KaBepHOM
TI0 IaHHBIM HelipoBu3yanusaumn. Tax, J.W. Lee u coaBr.,
UCIIONB3YsI 3Ty KIACCUUKALVIO, OOHAPYXKWIM, YTO
tun I Bcrpetmnca y 21,2% nauyenTos, v II - y 54,5%,
tin I - y 9,1%, a T IV - y 15,2% [3]. Emte onHy kmac-
cndrmkanyio, 6asypyromyocs Ha janHbix MPT, mpemio-
>k J.M. Zabramski u coasr. [42] (Ta6m. 5).

ITpu KOMIIBIOTEPHOIT TOMOTPadUN BBIESIOT CTIe-
nytomye mpusHaku KM: IMnepMHTEHCUBHBIN OdYar
C POBHBIMU KOHTypaMu 6e3 mepu¢OoKajbHOTO OTeKa
U He HaKaIIMBAIOMINII KOHTPACTHOE BElIeCTBO.

KnnHunyeckune npoAaBieHnA

Hamdme coCyRmCTBIX MOOCTEN, OTIOXKEHME TeMO-
CHIepyHa, KPOBOM3/IMSHNUS, YIaCTKU TPOMOUpoBa-
HUA, CKIepo3a, KanbLuuKanuy OOyCIOBINBAIOT
ocobeHHocTn remopyvHaMuku B KM, BO3MOX-
HOCTb HApyIIeHNs] MO3TOBOIO KpPOBOOOpaIeHIs
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Tabnuua 5. CpasHuTenbHble KnaccudrKaLmm KaBepHO3HbIX ManbGopMaLmi No AaHHBIM MarHUTHO-Pe30HaHCHOI ToMorpadum

Tun Avci E. n coaBT. (2007) [4], Gross B.A. n coaBT. Kim D.S. n coasr. (1997) [43] Zabramski J.M. n coasT. (1994) [42]
(2013) [39]

| HeromoreHHbI runepaeHCcBHbIN CUFHanM, B TOM [MneprHTeHcMBHbIe T1- 1 T2-B3BeLUEHHble Ha MPT onpepnenAioT 30Hy NOBbILEHHOTO CUrHana
yuncne ¢ rmnoVNHTEHCVBHBIM 060KOM MO MPT yka3biBaloT Ha Ha/lMyme NOJOCTPOro B pexume T1, xapaKTepHyio Ana NoAoCcTporo
nepudepnn, HeOAHOPOAHbIN chrHan Ha T1 KPOBOU3NUAHNA KpoBOTeUeHuA

Il Bctpeuaetca B 54,5% cnyyaes, 4aCTMYHO XapaKkTepusyeTtca pasfeneHreM Ha NonocTu Mpwu3sHakn MPT xapaKTepHbl ANA KNaccmyeckom
TPOMOUPOBaHHaA C HEOAHOPOAHbBIM Tpom603a — KPOBOU3NMAHNA Pa3HbIX BO3PaCcToB KaBepHO3HOW ManbdopmaLm — NoNoCTn
rmnepAeHCcMBHbIM curHanom Ha T1 n T2, B OKPY>KEHVU IM1N03a 1 reMoCcraepuHa. 3arMosHeHbl KPOBbIO, y4acTKN Tpombo3a
y4yacTKamu TpomM603a 1 «CTapbIxX» HeonHopopHbI curHan Ha T1- 1 T2-B3BeLeHHbIX pasfiMyHON JaBHOCTU, OYarn KPOBOU3INAHWIA
KPOBOU3NUAHWNA, Ha KT — BKNloueHNA Kanbums n306paxeHnax 1 OTNIOXKEHMNA reMocaepuHa B nepudoKanbHO

30He

1] Ha T1 1 T2 BbIABAAIOT OCTPYIO UM NOJOCTPYIO Mnoxo Br3yannsnpyeTca Kak ManeHbKui B pexume T1 BbIABAAIOT MOHMKEHHbIV CUFHAN.
BHYTPVMO3rOBYIO reMaToMy, 4aCTO CKPbIBaIOLLYtO FMNONHTEHCMBHBIN ovar Ha T1 n T2 B pexxume T2 ouar nmeeTt roMoreHHO
KaBepPHO3HYI0 ManbdopmaLmio, Heo6Xo[UMO MOHVIKEHHbI CUTHAJ, YTO XapaKTepHO A1
npoBefeHne NOBTOPHOWN KOHTposibHON MPT XPOHMNUECKOI reMaToMbl B CTagun pesopbuun

I\ KanbunduumposaHHas (50% ee obbema 1 6onee) OcTpoe KpOBOM3NUAHNE BHE KaBEPHOMbI, KaK B pexurme T2 o6Hapy»KM1BalOT TOUEYHble ovaru

npaBunsIo, MPUBOANT K MPOrpeccupyiowmnm
cMMnToMaM. MNepuUHTEHCUBHDBIV curHan Ha T1-
B3BeLUEHHbIX N306paKeHNAX

MNOHWXXeHHOro curHana, 6onee XapakTepHble AnA
TeneaHrnsKTasnm

MPT - MarHuTHo-pe3oHaHcHasa Tomorpadua, KT — komnbioTepHaa Tomorpadusa

PasIMYHOrO TUIIA I, BCTIENICTBYE 9TOI0, 0COOEHHOCTH
KJIMHMYECKUX ITPOSABJIEHUIA.

ITo cBoemy Teuenmioo KM moryT ObITh GeccyM-
IITOMHBIMY, OCTPBIMU ¥ XPOHMYECKMMMU C Pa3BU-
THEM OYaroBOJ HEBPOJIOTMYECKON CUMIITOMATUKMY,
CBSI3aHHOJ C KpPOBOM3IMAHMEM, Macc-3ppeKToM
AN snumencreii. XpoHNYecKoe Te4eHMe COIpsiKe-
HO C MEIKMMI KpoBousnusAHuAMU BOKPyT KM, BbI-
3BIBAIOLIMMI OOIIEMOSTOBYIO 1/VIN MUHUMAJIBHYIO
OYaroBYI0 CUMIITOMATHKY, PeXKe Cy/JopOoTaMu.

Knuanveckas cumnromarnka KM 3aBucutr or
JIOKa/IM3aL MM, PaclonoXKeHns GpoKyca py CUMIITO-
MaTUYeCKOI SMMIETICUN.

W.N. Al-Holou u coaBT. mokasanu, 4to 46% maru-
€HTOB He VIMe/IM HUKAKUX KIMHNYECKUX IIPOSB/IeHNIA
3aboneBanns, y 43% HeBPOJIOrMYecKue CUMITOMBI
BO3HUKAJIM OCTPO, a y 11% 6b1u xponndeckumu. Kak
0Ka3as10Ch B Xofie uccnegopanusa, KM ¢ HOBbIMU CUM-
IITOMaMy MMeyt 6obLINii pasmep — 19,8 +9,8 mm, st
MIPOYMX IPYIIII CPEIHMI pasMep coCTaBul 9,3 +6,3 Mm.
Hosble HeBponmornyeckye CMMITOMBI IIPe/ICTaBIEHbI
y 48% manmeHToB ¢ cyorenTopuanpapiMu KM B oTin-
uyne oT 26% c cynpareHTopuanbHbeiMu KM. Octppiii
HeBPOIOTMYeCKNIi epUIUT pasBUBAICS IPU CTBOTIO-
BOI1 ToKanu3anuu y 73% ManeHToB, a Ipy KaBepHO3-
HBIX aHTMOMaX MO3)Kedka — y 21%. Jacrora kpoBous-
TUSAHUI B 9TOM cepum cocTaBua 1,6% B rofi, Ipy 3TOM
y NAIMEHTOB C OCTpbIMM cuMmnToMamy — 8% B rof,
B Impouux rpymnnax — 0,2% B rog [16].

Kposomsnmuanua ns KM y pereil ommcaHbI
B 9-88% cydaes [3, 5, 8-11, 43], Torga Kak y B3poc-
nbIx — B 8-37% [5, 6, 10]. Kax mpasuio, kpoBomns-
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MUSHUSA U3 KaBEepPHOM HeOONIblINe — MUKPOKpPO-
Bousnmusuusa [43]. KucrtosHble M3MeHEHUS IIOCTIe
KPOBOM3NMAHUI y JeTell BO3HMKAT B 2-4 pasa
yalre, 4eM y B3pocnbIxX [5, 33]. Tsaxkectp BHyTpude-
penHbIX KpoBousnusauuit u3 KM B 11e710M HMKe, YeM
U3 apTepUOBEHO3HBIX MaTb(pOpMaIuii, HO CYyOTEeHTO-
pUaIbHble MOT'YT IPUBECTK K (aTaabHBIM IIOCTIEN-
crByaM [3]. K Tomy >ke puck KpoBOU3NIMAHUA U3 Ka-
BEPHOM, JIOKA/IM30BaHHBIX B 33/[HEll YUePeIHOI AIMKe,
BBIIIIE, YeM Y CYIPAaTeHTOPHMATbHBIX [4].

YacToTa KPOBOM3IUAHMII KaBEPHOM, PacIIOJo-
JKEHHBIX B CTBOJIE MO3Ta, COCTaB/sAeT 16,7% B rop [31].
KaBepHO3HbIe aHTMOMBI HEOOJIBIINX Pa3MepPOB Yalle
IarT KpoBoTedyeHue. [To HEKOTOPBIM JJaHHBIM, PUCK
BHYTPUYEPEITHOTO KPOBOM3/IMAHNUS BBILIE Y IeBOYEK
U Y MaLMEHTOB C IOJIOXKUTEIbHBIM CEeMEeTHbIM aHa-
MHe30M [34], a TakXKe y HaIlMIeHTOB ¢ MHOXECTBEH-
HpIMM TopaxkeHusmu u KM, acconumpoBaHHBIMMK
C BeHO3HbIMU aHOMajusMu [31]. Ananmus 17 cepwmii
HabrofeHnit mokasan: y 392 us 747 peteit ¢ KM pas-
BIJIOCH BHYTpPUYEPEIIHOE KPOBOU3IMAHNE, YTO CO-
craBuio 52,48% (cm. Tabm. 1).

Eme omHmMm mposiBieHreM Iepe6GpanpHBIX Ka-
BEPHO3HBIX AHTYOM CTAHOBUTCS CUMIITOMATUYECKasI
snmnencus. I[lanmuentsl B Bospacre o 40 neT nMenn
B 5,6 pa3a GO/IBIIYI0 BepOATHOCTb MHBATUAM3ALVIN
M3-32 CyHOpOTL, 4eM OOJIbHBIE CTApIIero BO3PACTa,
0COOEHHO eC/u CYHOpOXKHble IPUIIANKM Havaluch
B fetcTBe [33]. Uto kacaercss KM-acconumpoBaHHOI
SIIMJIETICUY, CYZOPOTY MOTYT OBITH CIIOPAANIECKIMI
VU TIOCTOSIHHBIMM U B HEKOTOPBIX CIy4Yasix pedpax-
TepPHBIMU K IIPOTUBOCYLOPOKHBIM IIpenapaTam [35].
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B Hamem aHanmse CyOpOXKHBI CUHAPOM BCTPETHI-
csay 337 (44,1%) us 764 pereit (cm. Tabm. 1) u 6511
OCHOBHOIT >ka/1060J1 ITpU MOCTYIUIEHUM B CTAI[VIOHAP
y 16-70% meteit [3-6, 8-10, 12, 19, 21-24, 26-28, 30,
31, 33, 42, 44] (pna cpaBHeHUs: y B3pOCbIX — B 30-
40% cyqaes [5]). ¥ 19% pereit ¢ KM u cummnroma-
TUYECKOI 3MMIENCYell NopaXKeHJe TOKaIM30BalIoCh
B (DYHKIIMOHA/IbHO 3HAYVMMBIX 30HAX KOPBI GO/MBIINX
nonymapuii, y 38% — B BucowHoit gone [35]. Yacrora
KM ¢ papmakopesucTeHTHOI SIUIencreli COCTaBu-
na npumepHo 30% [9, 35]. [Taumentst ¢ KM B Kopko-
BO-TIOKOPKOBBIX 00/IaCTsAX MO3Ta, a TaKXXe OONbHbIe
C MHOXXCCTBEHHBIMI IOPAXECHUAMM MMEIT Oonee
BBICOKMII puck anmnencuu [5, 8]. IIpn noxanusaryn
KaBEPHOM B JIOOHOIT /TN BICOYHOI JOJISIX PYCK IIOSIB-
NeHns cygopor konebnercs ot 1,5 o 4,8% B rog [8].
«OIWUJIENTOTeHHbII 0Yar» XapaKTepuU3yeTCst OTIOXKe-
HIIeM Kefle3a I APYTYX IPOLYKTOB pacazia KpOBY BO-
kpyr KM [12]. ].W. Lee 1 coaBT. IIpeyI0XI/IN TEOPUIO
IIaTOTeHe3a SMIIENITHYEeCKUX IPUIATKOB KaK pe3yiib-
Tara B3aMMOJEICTBIs Clefyomux ¢pakTopos [3]:

o KOpKOBOII nmokanusauuu KM;

o Ka/lbluMKALNU U [T103a B OKPY>Kalolliell aHTu-

OMY ITapeHXMMe MO3Ia;

e OT/IIOXKEHMS TeMOCHfiepMHa 1o mepudepun Ka-

BEPHOMBI.

B mreparype smnmimenTuyecKue INPUIAfKK
C BTOPMYHOJ TeHepanusanuei BCTPEeTUNNCh B 36,4—
53,7% crmy4aes, 6e3 Hee — B 21,2-46,3% [3, 9].

B.A. Gross m coaBr. (2013) omnmcanu cepuio
OONBHBIX C KaBepHOMaMM 0a3ajbHBIX T'aHIJINEB:
y 72,7% pereit B pebiote 3aboneBaHUA ObIIO BHY-
TpUYeperHoe KPOBOU3NIUAHNE, ¥ 9% — CYJOPOKHBII
cuHzipoM, v 18,2% KM cTana HaXofKoi Ipy BBIION-
Henyy MPT 1o gpyroit npuuuse [39].

Ouddepennuanpusit  guarnos KM  crmemyer
IIPOBOAUTH C I/IMAIBHBIMIU OIIYXOJISIMU, TPOMOMPO-
BaHHBIMJ aPTEPUOBEHO3HBIMU ManbGOpMaLUAMIU,
KPOBOUBNMUSIHNAMN B HOBOOOpa3oBaHIME, BEHO3HBI-
MU KDOBOM3NIMAHMAMM, METACTa3aMU MeTaHOMBbI,
TOKCOII/Ia3MO30M, LucTuiepkosom (10, 15, 32].

JleueHue

JledebHast TakTMKa IOApasyMeBaeT HaOMOleHNe,
OllepaTMBHOE BMeIIATeIbCTBO U PafiMOXMPYPru-
Jyeckoe JledeHye. B GONMBIIMHCTBe MCCTeIOBAHMIT
XUPYPIU4YEeCKOMY JIEYEHUIO IOABEPINIUCh OT 35,3
1o 100% mereit c KM, B cpeaem 90,1% (cm. Tab. 2).

beccumnToMHbIe MOpakeHMA ¢ JOKaau3alyen
B CTBOJIE MO3ra PeKOMEHAyeTcs HabIIOfaTh C Iie-
puonndeckum uposeneHnem MPT [3]. Kopkossre
u nopkopkoBble KM [O/KHBI OBITH yHaNleHbl ¢ I0-
MOII[bI0 HAYMEHbIIIel KOPTUKOTOMUM VUM, KOTjA 9TO
BO3MO>KHO, yepe3 6opospsl [5]. [leTu B cpaBHeHNM

CO B3pOCTIBIMM 00/Iafjal0T AYYIIel ITaCTUIHOCTDIO
MO3ra, Y HUX TaK>Ke BbIIIIe TOTeHI[Mal BOCCTAHOBIIE-
HI [TOCTIe pafiKaTbHO XUPYPIUIeCcKOil Pe3eKIMIL.
A 3sHaunr, y pmereil ompaBpaHa 6oree arpeccuBHAs
xupyprudeckas taktuka mpu KM [33].

B pab6ore B.A. Gross u coaBt. [39] xoHcepBa-
TUBHOE JIeueHue ITyOMHHO pacronoXeHHbIx KM
npoBeieHo y 45% maumentoB ¢ KM He6ombuioro
pasmepa (B cpennem 0,98 cm), KM 6b1111 acuMnToM-
HBIMI, IPOTEKAIOIIVIMU C CYJOPO>KHBIM CHHIPOMOM
U eNVHUYIHBIM KPOBOMSINMAHIEM. XUPYpPruIecKOMY
JIeYeHNIO TIOABEpPININCh 55% peTell ¢ CUMMITOMATU-
4eCKMMI KpOBOM3IMSAHMAMM (cpefHuit pasmep KM
2,55 cM). O60CHOBAaHHOCTb KOHCEPBATUBHOTO JIeve-
HUS 47151 GO/IBHBIX C KaBEPHOMaMI HEOO/IBIIOTO pas-
Mepa oIpefieAnach CIeAyOIUMI COOOPasKeHUAMU:

1) BepOSITHOCTb 3HAYUTENTBHOTO MOBPEX/EHI
OKpY>Kalolllell MapeHXMMbI MO3Ta BO BpeMsA KPOBO-
V3IMSTHUSL HYDKE Y ALEHTOB ¢ Hebompummy KM;

2) obecreunTdb 6€30TACHBII XUPYPIUIECKUIT 1O-
cryn k ManeHbkuM KM crioxHee, 1eM K 60/IbLINM;

3) HeGobIIIVe HOBPEX/EHIS NUMEIOT O0IIblIle BO3-
MO>XKHOCTe! [i/1s1 pe3opOumm KpoBu (1, MPeRmonoxKu-
TE/IbHO, JIy4Ylllee BOCCTAHOBJIEHME) [OCIE KPOBOW3-
JIVSHUIL.

KpynHusle ogarm damie OBIBAIOT CUMIITOMATIIYE-
CKMMM, ¥ UX OONBLINMIT pasMep YBeIMYMBAET PUCK
yCyryO/IeHIsi HEBPOIOTUYECKOro fAeduimra ¢ Kax-
IBIM KpoBousmusHyeM. K Tomy ke KpyIHbIe KaBep-
HOMBI Jlerde nauddepeHINpPoBaTh CBOEBPEMEHHO.
ABTopsI crenanu BbIBof, 4T0 KM 6a3anbHbIX raHIIN-
eB pasMepamiy MeHee 1 CM IPeAnoITUTEIBHO IeUNTh
KOHCEepBAaTUBHO, 6osee 1 cM — xupyprudecku [40].

HekoTopsle mcciefoBaTenu st yHalaeHNUs Ka-
BepHOM 0a3a/jbHBIX TaHIJINMEB ¥ TajaMyca pPeKo-
MEH[IYIOT HCIIONb30BaTh TYOYIAPHBI pPeTPaKToOp
(anr. transparent tubular retractor system) ¢ 1eipro
YMEHBIIEHUsI XUPYPIUIECKOTO AOCTYIA U TPAKIINK
mosra [33].

Xupyprudeckoe jnedeHne TPy HACTEACTBEHHBIX
¢dopmax KM paccmarpmBaercst TOMBKO B CIydasix
C IpPOrpecCUpYIOMMM HEBPONOTMYECKUM Aeduiu-
TOM C sIBJIeHMsIMU Macc-addeKTa Mam ¢ KpOBOU3IIN-
aauaMmu [14].

Cumnromarudeckue KM cnenyer ne4nthb arpec-
CMBHO 13-32 BBICOKOTO PMCKA ITIOBTOPHOTO KPOBOW3-
nusiHus. JJaxke ecny omepanusi Baedet 3a co60il BbI-
COKUEe PUCKY HOPaKEeHNsI TAKMX Ba>KHBIX 06/IacTel,
KaK CTBOJI MO3Ta, XUPYpPrudeckoe y/aleHue MOXKeT
[IPeOTBPATNUTD [ja/IbHENIIIee YXY/IIeHNe U3-3a 110-
BTOPHOTO KPOBOM3IUSHMSA [3].

C.von der Brelie u coaBr. [35] mpemmoxXniu TakTu-
Ky Xupyprudeckoro nedeHns KM-accounnposaHHoIt
SMMJIENCUN C YYeTOM JJINTENbHOCTU HAOMIONEHMS.
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Puc. 1. Anroputm neyeHws feTeil ¢ KaBepHO3HOW Manbdopmaumeir ctsonosoi (G1) 1 mo3xeukosor (G2) nokanmsaumm no knaccudrkaumm M.C. Amato 1 coasr. [8];

MPT — MarHWTHo-pe30oHaHCHas Tomorpadus

B rpynmne A y 81,8% meTeli BHIIIONTHEHO ONl€PAaTMBHOE
BMEIIATEIbCTBO B CIeAyIOIeM oObeMe: yhaneHue
oyara Iopa>keH!s U YaCTMYHOE M/IU IOJIHOE yZasie-
HIe TeMOoCuzieprHa, B rpynne b taxxe y 81,8% pereii
BBIIIOIHEHO yJajieHMe KaBEPHOMBI, IeMOCHJIepUHA
U IpUIETAIOIIEro HeoKopTekca. Takum o6pasom,
B OCHOBY TaKTUKM 3a/I0)KEH IIPMHILINIL: YEM J/IUTE/Ib-
Hell aHaMHe3, TeM IIMpe TO/DKHA OBITh Pe3eKIy.
bonpmnHCTBO aBTOPOB NpeMIaranT pacliMpeH-
HYI0 pe3eKLMIO, BK/IIYAIoUlYI0 IOMUMO YyJaneHus
KaBEPHOMBI Pe3eKINI0 OKPY>KaIOMleil 30HbI INNO03a
u remocupepuHa [3, 5, 33]. Ho HekoTopsble mcce-
[OBaTe/MN CKIOHSIOTCS K TOMY, YTOOBI OCTAaBIISATH
OKpallleHHble TeMOCHU[IEPMHOM TKaHU B XOfe Olle-
parusHOro BMernarenbctsa [11, 33]. M. Hugelshofer
U COABT. Y/IaIA/IN BeCh «3MUTIENITOTeHHBII 04ar», YTO
IIOXOKe Ha IPOLEAYPY Y HaLMEeHTOB C MeJMaIbHO
Bucounoi arnunencueii [9]. B.A. Gross u coasr. (2013)
B cepunu u3 189 manueHTOB yHanAau TOIBKO KaBep-
HOMY 6e3 yJajleHus OKpAalIeHHON IeMOCHUIePHHOM
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IIapeHXVMBI MO3Ta. BbUT cienaH BbIBOJ, YTO HET He-
00XOMMOCTY YHaAATDb Hepu(OKaTbHYI0 30HY ITNO-
3a 11 reMocupiepo3a y geteit ¢ KM-acconumpoBaHHOI
smmtencueit [11]. Binskre k 9TuM gaHHBIE OIy6/IN-
koBanu J.H. Noh u coaBT., 4T0o mOATBEpXKAaeT Cy-
XKZieHne 06 OTCYTCTBUM HEOOXOLMMOCTH Y/a/leHus
OKPY’KaIoIllero HeoKopTeKca y ereit [33].

F. Knerlich-Lukoschus u coaBT. pekomeHpyOT
OCTaBJIATb BEHO3HbIE AHTMOMBI B XOJie OTIePaTUBHOTO
BMeIllaTe/IbCTBa 110 ooy KM mia npegorspalie-
HUS BEHO3HOTO MH(papkTa [32].

B nacrosmee BpeMsa NpuMeHAETCA HEIPOHABUTA-
s 11 MMHUMU3anuy goctyna. HeliponaBuranusa
BaXKHa /151 IeY€HMsI MEJIKUX ITyOMHHO PaCIIONOXeH-
HbIx KM, OHa Tak)ke MOXKeT ITOMOYb B IVIAHNPOBa-
HUY TOYKM JOCTYIIA A1 MUHMMM3AL U XUPyprude-
ckoro pocryma [5]. /s onpeneneHns T0Kanu3auum
KM akTMBHO MCHONIb3yeTCs MHTpaolepalyioHHOe
YIBTPa3ByKOBOE MCC/IeOBaHNe [OIOBHOI'O MO3Ia 4ye-
pes chopMIpoBaHHOE TpellaHAIIOHHOE OKHO.

0O630p
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Puc. 2. AnropuTm neyenHus feTei ¢ KaBepHO3HOW ManbGopmaLieln CynpaTeHTopmranbHOM NoKanm3aLmmn ¢ cuMmnToMaTiieckol snunencueit (G3) v 6e3 takosol (G4) no
knaccndukaumm M.C. Amato 1 coagr. [8]; MPT — MarHUTHO-pe30HaHCHasA Tomorpadus

Pagmoxmpyprusi B KauyecTBe ajIbTepPHATUBHOTO
MeTOJa JIedeHNs] TTyOMHHBIX MM SIU/IEITOTeHHBIX
KM He uMeeT peanbHBIX IPEUMYIIECTB IO CpaBHe-
HUIO C KOHCEPBAaTUBHBIM JIeYeHVeM 1 [0 6Orblielt
qacTy He pexoMmeHpyercs persM [5]. OpHako mpnm
MHOXecTBeHHBIX KM MOXKeT paccMaTpuBaThCs Kak,
HIO>KAITY i, eAVHCTBEHHBI METOJ JIEIEHVIs.

M.C. Amato 1 coaBT., OCHOBBIBAasICb Ha CBOE€I
knaccuduxamym (G1-G4), npemIoKuIn anropuTM
nevenus gereit ¢ KM (8] (puc. 1, 2).

Ucxopbl

CoracHO COBOKYIHBIM J[aHHBIM 17 cepuit Ha-
OmofieHnil, OIaroNpuUATHBIE pe3yIbTaTbl OTMede-
HbI y 94,88% manueHTOB, NOABEPTUIMXCA XUPYP-
IMYECKOMY JIeYeHUIO. Y/IydlleHWe [OCTUTHYTO
y 82,87% marueHToB, 6e3 usmeHeHuit 6smu 12,01%,
YXyZALIEeHNe OTMEYEHO TONbKO Y 4,72% peren
(cM. Tabm. 2). YXyg#uieHue COCTOSIHUA HOC/IE olepa-
TUBHOTO BMeIIATe/IbCTBA 3aperNCTPUPOBAHO Y IIa-
nueHToB ¢ nokanusanueit KM B ¢QyHKUMOHATBHO
3HAYMMBIX 30HAX KOPbI U IJTyOMHHBIX KaBEPHOMAX.
[TocmeomnepanoHHas 1€TanbHOCTD OblTa HEBENTNKa,
Bappupys ot 0 1o 4,1% (B cpegrem 0,59%).

B pa6ore 0.B. Kusenesa cpenu maineHToB, OT-
HECEeHHBIX K 1-i1 KaTeropuu (62% ot o61ero 4ucna),
87% wumenu OMarONPUATHBIN OT[ATE€HHBI WCXOJ
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noce omneparun, 13% — He6IarONPUATHDIN; 2-I1 Ka-
teropun (19% ot obiero uncna) — 79 u 21%; 3-it Ka-
teropun (19% ot obiero uncna) — 46 1 54% cooTBeT-
CTBeHHO [19].

JIs1 OLleHKM pesy/NbTaToB XMPYPTUUECKOTo JIe-
yenuss KM, acconumpoBaHHBIX C CUMIITOMAaTH4e-
ckon snunencueir, C. von der Brelie u coasrt. [35]
IpPUMEHANN WKaay MexXIyHapogHOI TUrY 60pbObI
nporus snunencun (International League Against
Epilepsy - ILAE) [45]. B rpymnme A (memenue Ha
rpynnsl A u b oTpakeHo B kaccupukanym) y Bcex
IeTell B KaTaMHe3e 3apeructpupona knacc ILAE 1.
B rpynmne b xmacc ILAE 1 6win y 63,6%, ILAE 2 -
y 18,2%, ILAE 3 n ILAE 4 - mmo 9,1%. ABTOpHI cliena-
JIVI BBIBOJI, YTO JUIMTE/IBHOCTD aHAMHe3a SIMJIeIICUY
IO XMPYPrUYeCKOTO JIeYeHMs] — CaMblil CUJIbHBII
npegukrop mcxoma [35]. Tepanuio mpoTuBoCyzmo-
POXKHBIMM IIpenapaTaMiu Ioay4danu 26,3% mamuen-
TOB, OTHeCeHHBIX K KnaccaM ILAE 1 u 2. B nenom
B JJaHHOM uccnefopanun 59,1% pnereil He HyXJa-
JMCh B HPOTUBOCYZOPOXKHBIX Iperaparax HOCie
omepanuu [35].

M. Hugelshofer u coaBr. [9] oreHuBamu pesynn-
tar 1o 1mkae J. Engel [46]. B xaramHese y 72% peTeit
6p171 kmace Engel I, y 11% — Engel II, y 8% — Engel I1I,
y 9% — Engel IV. Takxum o6pasom, y 91% pereit 66110
yIydllleHue TOCIIe XUPYPriudecKoro aedeHns [9].
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M3 189 maiueHTOB C SMMJIEICHell, acCOLUUPO-
BaHHO! ¢ KM, nmpoananmusuposanHoit B.A. Gross
u coaBT. (2013),y 177 (94%) B xaTamHese 65171 Engel I,
y 10 (5%) — Engel IT u y 2 (1%) - Engel IV. ITpu xa-
TaMHeCTH4YecKoM obcnenoBanuy Knacc Engel I momy-
4eH B 96% crnyyaes, Engel IT - B 3%, Engel IV - B 1%.
ABTOpBI IPUIUIK K 3aK/TIOYEHNIO, YTO HET HEOOXO-
AUMOCTU YHAIATh IHepuOKaIbHYI0 30HY I/1M03a
n remocujieposa y gereit ¢ KM-acconumpoBanHoii
srunencuent [11]. Eme B omHOM uccmemoBanuu 6e3
pesexnuu reMOoCUfiepMHa y Bcex 13 manueHToB II0-
cre onepannu 611 Engel I (y 77% — Engel 1A, y 15% -
Engel IB n y 8% - Engel IC); aTo moprBepxxpaeT
CYXJIeHMe O TOM, YTO V HeTeil HeT HeOOXO[MMOCTH
YAAIATD OKPY>KAIOMNIT HEOKOPTEKC [4].

MporHo3

ITocme XmMpyprudeckoro sed4eHMsA IPOTHO3, Kak
[IpaBuIo, 61aronpusTHEIA. B nuTeparype He BcTpe-
TUIO0Ch onmcannit penuansa KM mocne ynaneHns.
He Hamnym Mbl U ONMCAaHUI YXY[IIEHUSA HEBPOJIO-
TMYeCKOTO COCTOAHUSA B OTAANIeHHOM Iepuope. Kak
IoKasajga cepus MUCCIeOBaHMUII, PUCK paspbiBa
CyOTeHTOpMaIbHBIX KaBepHOM IpuMepHO B 30 pas
BBbIIIle, YeM CYIIpaTeHTOpuanbHbIX [44]. B pabore
N. Acciarri 1 cOaBT. PUCK KPOBOU3TUAHUA A CYy-
npareHTopuanbHeix KM 6wi1 3,7% B rox, cy6TeH-
TopuanbHeix — 17,5% [5]. Ilo ganubpiM M.C. Amato
1 COABT., PUCK IOBTOPHOT'O KPOBOU3/IMAHNS BbIIIIE,
4eM nepBUMYHOro, — 22,9% B roj mnporus 0,25-
3,8% [8]. Ipyrue aBTOPbI ONMCBIBAIOT PUCK IIOBTOP-
HOT'O KPOBOMBNINUAHMS B mpefenax 4-5% B rox [33,
34]. B mccnemoBanum B.A. Gross m coaBt. (2016)
I/ BCeX KaBEPHOM €XKETOJHBINl PUCK KPOBOU3MIMN-
AnuA Bapbuposan ot 0,3 go 11,3%, npu sToM pA
6eccumnTomubix KM prck remopparndeckoit mpe-
senTtanuu 6ot 0,3-0,5% B rof, a pUCK MOBTOPHOTO
3MM30ja yBenuuusBauca fo 18,2% B mepsrie 3 roma
II0C/Ie TIEPBUYHOTO KPOBOU3IMAHUSA CO CHIUKEHYEM
1o 4,8% B cpoku oT 3 o 5 et u 3,3% B MOCNERYIO-
e ropsl [31].

Hesponoruueckue paccTpoiicTBa IocCje olepa-
TUBHOTO JjIeYeHUs 3aBUCAT OT yokanmsauuum KM.
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IIpu nosepxHocTHBIX KM mnporaos 6maromnpuar-
HBIl C TOJTHBIM PErpeccoM HEeBPOMOTUYECKUX pac-
crpoiictB. B cnyuae pacmonoxenuss KM B ¢yHK-
IIVIOHATbHO 3HAYMMBbIX 30HaX mmy KM rmy6munHOI
JIOKAQIM3ALNM  MOXKET HAOIIOfaTbCsl  YMEpPeHHBII
U peXxe TpyObIIT HEBPOTIOTMYECKIUIT feUIIT.

BepostHOoCcT popmupoBanmst KM de novo cpenu
cemertHbix opm coctasnser 0,4-3% Ha manueHTta
B roj [5, 31]. Iunamudeckoe HaOIOIEeHe CEMETHbBIX
¢dopm KM B TedeHMe IIUTENIBHOTO BpeMEHM ITOKa3a-
710 50 30% mmopaskenuit de novo [14].

3aKoueHue

B nurepaType ommcaHO JOBOIBHO MHOTO CepuUil Ha-
6mogennii gereit c KM roloBHOro Mmosra, TeM He MeHee
€CTb pAJ, HEpeNIeHHbIX BOIpocoB. CyllecTByolie
MeTofpl Xupyprudeckoro nedeHns KM ocrarorcs
cnopHpiMu. He ompefeneHa ofjHO3HayHas TaKTMUKa
JledeHNs1 KABEPHOM ITyOMHHOIT ToKanusanum (CTBOI
MO3ra, TaJITaMyc 1 6asaIbHbIe sIPa), 6eCCUMITOMHBIX
cympaTeHTOpManbHbIX KaBepHoM u KM, pacmorno-
JKEHHBIX B 00/1acTV (pyHKIMOHAIBHO 3HAYVMBIX 30H
KOpbI 6onbInx monymapuit. CoxpaHAeTcs HeoIpe-
Ie/IEHHOCTb B 06'beMe OIepaIyi y MALVIEHTOB C CUM-
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Cavernous malformations in children:
a review of the literature

V.E. Popov' « M.I. Livshits? « M.G. Bashlachev? « AE. Nalivkin'

Cavernous malformation (CM) is a rare vascular
disorder of the brain in children. Its prevalence
in the general population is in the range of 0.1 to
0.9%, with about one quarter of cases occurring in
children. This descriptive review presents an anal-
ysis of 17 publications in English and Russian liter-
ature on the series of children with cavernomas
of the central nervous system and describes their
etiology, pathophysiology, clinical particulars, and
methods of diagnosis, management, prognosis
and outcomes in pediatric practice. In most of the
published studies, surgery was performed for 35.3
to 100% of the CM diagnosed during a hemor-
rhage. The indications for surgical management of
CM have been poorly described, and this issue re-
mains unresolved so far. There is also no consensus
on the treatment strategy for deeply located cav-
ernomas (brainstem, thalamus and basal ganglia),
asymptomatic supratentorial cavernomas and CM

located in the functionally important zones of the
cortex. Criteria for determination of the interven-
tion volume in patients with CM and symptomatic
epilepsy have not been determined, as well. All
these issues require further evaluation in multi-
center randomized trials.

Key words: cavernous malformation, brain cav-
ernous hemangioma, central nervous system,
brain vascular malformations, epilepsy, children,
diagnosis, surgery, treatment, outcome
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