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CemeiiHble (HACAGACTBEHHbIE) KaBepHO3Hble aHrnombl LIHC siBAsiloTCS peakoii naToAormedt C ayToCOMHO-AOMUHAHTHBLIM TUMOM
HacAeaoBaHus. Hactosimas pabota — nepsoe 0000uWeHne cemeiiHbIX KaBePHOM B OTeuecTBeHHOW AuTepatype. B 12 cembax y
27 yeroBek 0OHapyKeHbl 54 TUNNYHbIE KaBepHOMBI. B 8 ceMbsix KaBepHOMbI BbISIBACHbI B ABYX MTOKOAEHMUSIX, B 2 CeMbsIX — B Tpex
NOKOAEHMsIX. 46 KaBepHOM OblAM PaCrOAOXKEHbI CYNPaTEeHTOPHAAbHO, 8 — CyOTeHTOpMaAbHO. MHOXKECTBEHHbIe 00pa3oBaHus
BbISIBAEHBI B 67% cAy4aes. 3aboAeBaHMe NPOSBUAOCH KAMHUYECKM Y 24 YeAOBEK MUAENTUYECKMMM Npunaskamm (17 cayyaes)
nAn kpoBousausHuem (7). B 9 n3 10 cemeli KAMHMYECKME CUMNTOMBI B KQXXAOM CA€AYIOLIEM NMOKOAEHUM Pa3BUBAAUCH B DoAee
paHHem BO3pacTe, Yem B NpeAblaymiem. XMpypruieckoe BMellaTeAbCTBO BbINOAHEHO Y 14 60AbHbIX: Y 13 yAaAeHbl 15 kaBepHOM,
1 — BbINOAHeHa BeHTpuKyAocTomus |11 xxeayaouka. OOCY>KAQIOTCS BONPOChI AMAarHOCTUKKM, 0COOEHHOCTHM BEACHUSI YAEHOB Cemeit C
CUMNTOMATUYECKMMU U GeccumnToMHbIMK hopmamu 3a00AeBaHUSl, HAaNPaBAEHNS U NEPCMeKTUBbI AAAbHENIIMX NCCAEAOBAHMA.

KatoueBbie croBa: KaBepHoma, kaBepHo3Hasl Ma/\b(i)OpMaLlMﬂ, cemenHble KaBepPHOMbI, HACAEACTBEHHbIE€ KaBEPHOMbI , MUKPOXUPYPIns
KaBepPHOM, MCXOAbI Ae€HeHMST KaBEPHOM.

Familial (hereditary) cerebral cavernous malformations (CCM) are rare disorders, they have autosomal-dominant type of
inheritance. We report 12 families of non-Hispanic descent in which 54 typical CCM were discovered. In 8 families CCM were
identified in 2 generations, in 2 — in 3 generations. 46 lesions were supratentorial, 8 — subtentorial. Multiple lesions were
present in 67% of cases. Manifestation was observed in 24 persons, including seizures in 17 and hemorrhage in 7. In 9 of 10
families onset of symptoms was earlier with every next generation. In one patient asymptomatic parietal CCM was associated
with symptomatic posterior fossa AVM and cutaneous angioma. On the follow-up MRI revealed no new lesions. Surgical
treatment was performed in 14 cases: in 13 patients 15 CCM were removed, and 1 patient underwent third ventriculostomy.
The paper discusses evaluation and management of families with symptomatic and asymptomatic types of disease, trends and
perspectives of further investigations.

Key words: cavernoma, cavernous malformation, familial cavernoma, heretidary cavernoma, microsurgery of cavernoma,

outcomes in cavernoma.

Cewmelinble (HacaencTBeHHbIE) (opMbl KaBepHO3-
Heix anruomM HHHC sgBnsgioTcs penkoil maTonoruein c
ayTOCOMHO-AOMMHAHTHBIM TUIIOM HacjieaoBaHus |[6,
14, 27, 32]. HecmoTrpss Ha oOIIHOCTH MOPGOJIOrUU U
KJIMHUYECKUX TPOSIBICHUI MPU CIOpagudecKuX U ce-
MEHHBIX KaBepHOMaX, CEMEWHbIe Clydyaud HUMEIOT DS
0COOEHHOCTE!, KOTOPhIE OMPEACISIOT TAKTUKY BEIEHUS
U JIeUeHUs YIEHOB ceMell ¢ aToi narosnorueit. I1pexne
BCEro 3TO pelIeHHWE BOMpPOca O METOJE JieueHUs 00JIb-
HOTO C KJIMHWYECKHMU MPOSIBJICHUSIMU 3a00JIeBaHUS,
OCOOEHHO TPM XapaKTEePHBIX IJII CEMEMHOM (QopMbI
MHOXECTBEHHbIX KaBepHoMmax. Heobxoaumo Takxke
oInpejeieHue TaKTUKU BeAeHUs1 6ECCUMIITOMHOIO HO-
cuTesisd KaBepHOM. BaxkKHbIM acrieKToM npoOieMbl Tpe-
cTaByisieTcsl MHQOPMUPOBAHUE YJIEHOB CeMeil O BO3-
MOHOCTHU KJIMHUYECKOTO TPOSBJICHUS HAaHHOM MaTo-
JIOTUHU Y «3[10POBBIX» POJCTBEHHUKOB U B ITOCIEAYIOIINX
nokoyieHusix. MmMeroniuecs B HacTosiiiee Bpemsl BO3-
MOXHOCTU H3y4yeHHUs] (PYHKIMOHUPOBAHMSI MATOJIOTH-

YECKMX T'€HOB B CEMbSIX C HACJIEACTBEHHBIM BAapUAHTOM
3a00JiIeBaHUSI OTKPBIBAIOT MYTh UCCEA0BAHUSIM I10 ITpe-
JIOTBPAILIEHUIO POXIEHUST peOeHKa-HOCUTENS U OJIOKHU-
POBaHUS KIIMHUYECKUX IIPOSIBJICHUI T1aTojioruu [25].

B cBsI3U ¢ 3TUM MCClIeq0BaHUSI KIMHUYECKUX U Te-
HETHYECKHUX acIeKToB ceMeitHbIX KaBepHOM (CK) MHO-
rUe rofibl OCTalTCs B LEHTpe BHUMaHu4 [6, 15, 25, 32].

K cemeiiHbIM hopMaM KaBepHOM OTHOCST Clly4yau,
MPpU KOTOPBIX 3TU OOpa3oBaHUs OOHAPYXUBAIOT y 2 U
0oJjiee KPOBHBIX POACTBEHHMKOB. HauuHasi ¢ mepBoit
nyonauxkauuu B 1928 r. [18] u 10 nosBaeHUsS MarHUTHO-
pe3oHaHCcHOiT Tomorpaduu (MPT), BeIsIBICHUE U U3Y-
YeHUe CEMEMHBIX CllyyaeB 0a3MpoBaOCh Ha pe3ysbTa-
Tax KJIMHUIECKUX U MOP(OJOTUUECKUX UCCIeNOBaHUM
[5, 7, 17, 27, 30]. [TossBnenne MPT cyiiecTBeHHO U3-
MEHWJIO BO3MOXHOCTU U3YyYEHUS KaK CIIOPaANIeCKUX,
TaK U ceMelHbIX KaBepHoM. O0J1aasi BLICOKOM crienu-
(PUYHOCTBIO B AMATHOCTUKE ITUX 00pa30BaHUI, METO/,
MO3BOJIWJI aHAJIM3UPOBATh CaMble Pa3HbIE ACIEKThI Ta-
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TOJIOTUU Y OTIEpUPOBAHHBIX U HEOIIEPUPOBAHHBIX OOJIb-
HbIX, BKJIIOYasi COOTHOILIEHWE KIMHUYECKUX U OeCCUM-
MITOMHBIX (DOPM, pPaCIPOCTPAHEHHOCTb MATOJOTUU B
OT/IEJIbHOW CEMbE, BapUMaHThl HACJIeIOBaHUSsI, JJOKAIU-
3alMI0 M KOJMYECTBO OOpa3oBaHWil, UX AUHAMUKY M
psia apyrux BorpocoB [6, 8, 28, 32]. Ha npoTsxxeHun
MOCJEAHETO ACCATUICTUSI OBICTPHIMM TEeMIIAMU WAET
usyuyeHue reHetuku CK [4, 9, 11, 15, 19, 22, 25, 31].

B Poccuu nmybaukaimy no KIMHUYECKUM aclieKTaM
CK npakTuyecku OTCyTCTBYIOT, a TeHETUYECKME UCCIIe-
JIOBaHMSI TTIOKA HE HAYaThl.

Llenb paboThl — 00001IEHNE KIMHAYECKUX JaHHBIX
10 CeMeiHbIM (hOpMaM KaBEPHO3HBIX AHTMOM, BBISIB-
nenHbix B HUW Heilipoxupypruu um. H.H. bypaenko,
olieHKa 3((GEKTUBHOCTU HCIOJIb30BAaHHON JIeUYeOHOIM
TaKTMKU U OTpeJeeHre Kpyra BOIIPOCOB, pellieHre KO-
TOPBIX MO3BOJIUT YJIYYILIUTH KAYECTBO JIeYEHUsI O0JbHBIX
C JJAHHOM IaTOJIOTUEH.

Marepuan n metoani

Pa6ota ocHoBaHa Ha 06001eHNM cBeaeHuit mo CK, mo-
JIy4EHHBIX 32 IIEPHOM CUCTEMAaTUYECKOM PErUCTpALlNK OOJIb-
HbIX ¢ KABEPHO3HbBIMMW aHIr'MOMaMHM, NPOXOAUBIIHX CTALlUO-

HapHoe WK aMOyJsiaTopHoe obciienoBaHue u seueHue B HUN
neiipoxupypruu uMm. H.H. Bypaenko ¢ 1992 no 2010 r. O6-
cllieOBaHbl CEMbM, MMEIOIIME He MeHee ABYX HOCHUTelei
CHUMIITOMATUYECKUX WJIM OECCUMIITOMHBIX KaBEPHOM.
OCHOBHBIM MHCTpyMeHTOM auarHoctuku CK ciayxun ce-
MEWHBII aHaMHe3 60JIbHOTO, 0OPAaTUBIIETOCS B UHCTUTYT IO
MOBOY KJIMHUYECKHU NTPOSIBUBILIEHCS KaBepHOMBI. HanGoiee
4acTo BCTpevaauch CIEAyIolIe BapUAHTBI: BhISIBICHUE MTPU
orpoce OOJIBHOTO WM YJIEHOB €r0 CeMbU POACTBEHHUKA,
crpanatouiero narojorueit LIHC HeycTaHOBIEHHOM 3THOIO-
WM, ¥ TIpoBeaeHne NaHHOMY poacTBeHHUKY MPT (HaGuio-
nexnue Nel, puc. 1), 160 HaIM4Me B CEMbe POACTBEHHUKA, Y
KOTOPOTO paHee OblJ1a ITMarHOCTUPOBaHA CUMITTOMATHYeCKast
KaBepHoMa (HaOmiogeHue Ne2, puc. 2). 3HAYUTEIbHO pexe
MPT BbINOJHSIM KPOBHBIM POACTBEHHHWKAM OOJILHOTO, HE
umelomuM npusHakoB natonoruu [IHC. Takue ucciaenona-
HUS MOTJIU OBITh BBIMIOJIHEHBI, BO-TIEPBBIX, TOJBKO C COTJIa-
CMsI caMUX POJACTBEHHUKOB, KOTOPOE HEe BCeraa yaaBajocCh
MOJYYUTh, TaK KaK MHOTHE HEraTMBHO OTHOCSTCS K oOce-
JIOBAaHUIO «3I0POBBIX» WICHOB CEMbU, OCOOEHHO aeTeil. Bo-
BTOPBIX, MCCJIEAOBaHMSI TpeOOBaIu MaTepUalbHBIX 3aTpar,
YTO HEPEOKO SIBJISIOCH MPEMATCTBUEM IS OOCIeIOBaHUS.
JInib B OTAENBHBIX CEMbSIX MH(MOPMUPOBAHHBIE O BO3MOX-
HOCTH CEMEIHOM MaToJOTHH GOJIbHBIC TTOOYIMIN CBOUX POI-
HBIX CAMOCTOSITEILHO MPONTU 00CienoBaHue elle 10 oopa-
IeHUST TTIpoOaHaa B MUHCTUTYT.

Puc. 1. Habawaenume 1, cembs N210.

a—B — MP-Tomorpammer 6opHOro @-Ba. JlnarHos: MHOXecTBeHHBIE (4) KaBEPHOMBI TOJIOBHOTO MO3Ta.
a — MeJIKve KaBepHOMBI JIOOHOU 1 TeMeHHOM noseit cripasa (pexum T2* (GRE);
0, B — KpyITHasi KaBepHOMa 3pUTEJIbHOTO Oyrpa ciieBa; MeJiKasi KaBepHOMa IIIyOMHHBIX OTIENIOB JIEBOii IOOHO 10JH.
r—e — MP-tomorpammsl 60m1bHOI P-Hoit. [IlnarH03: MHOXeCTBeHHBIE (3) KaBEPHOMBI TOJIOBHOTO MO3Ta.
T — KaBepHOMa MeIUaIbHBIX OTIEJIOB JIeBOI JI0GHOI ou (pexum T2);
I — HeboJbLIas KaBepHOMa IITyOMHHBIX OT/IEJIOB IIPABOIl BICOYHOM 10/1M. BriHa Takoke 4acTh KaBepHOMBI JIEBOI JIOOHOM Ko (pexkum T2);
¢ — KaBepHOMa 0a3aJIbHbIX OT/EJIOB JIEBOM JIOOHOM J0JM, KaBepHOMAa MeIUaTbHBIX OTIEJIOB JIeBOH JI0OHOI 1ou (pexum T2).
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Puc. 2. HabawaeHnue 2, cembs N24.,

a—B — MP-tomorpammel 6ombHOM K-Hoit. [lnarHo3: MHOXecTBeHHBIE (3) KaBepHOMBI TOJIOBHOTO MO3Ta.

a — KaBepHOMa IoJjItoca mpaBoi To6Ho# gonu (pexkum T2);

6 — KaBepHOMa CPeIHEro Mo3ra, OKKII03MOHHast Tuaporedanust (pexkum T1);

B — KaBepHOMa JIeBO#1 BUCOUHOI Hou. BumeH takxke GpparMeHT KaBepHOMBI CpeTHETO Mo3ra cripaBa (pexum T2);
I — KaBepHOMa CpeIHero Mo3ra (Cy0oarneHaMMapHbIii (pparMeHT B MPOEKIIMK CHIIbBHEBA BOAONIPOBOA), BUA Ha SHIOCKOMUYECKOIi oTepalny;
1 — MPT 6GonpHoro [1-Ba. [IlnuarHo3: cyOKopTHKaIbHast KaBepHOMA MIPaBoil BUCOYHOM nomu (pexum T2).

ToYHBII TUCTOJIOTUIECKWI TNAarHO3 KaBEPHOMBI YCTaHOB-
JIEH TOJIbKO JJIsl OTIEPUPOBAHHBIX OONBHBIX. L1l Heonepupo-
BaHHBIX OOJIbHBIX OCHOBOW TWAarHO3a CIYXWJIO COYETaHUe ce-
MEI{HOro aHaMHe3a M BBISIBJIEHUE TUITMYHON KapTUHBI KaBep-
HoMmbl iprt MPT B ctanmaptheix pexkumax (T1, T2), a B mocnen-
Hee Bpemst — U B pexume T2* (GRE) (puc. 3). Eciu MPT no
KaKUM-TM00 MpUIMHAM He ObITa BBITTOJTHEHA, a XapakKTep KIu-
HUYECKUX MPOSIBJIEHUI Yy POICTBEHHUKA OOJBHOTO ObUT TUIH-
YeH VISl KITMHUYECKUX MPOSIBJIEHUI KABEPHOM, CEMBbIO (PUKCH-
POBAIIU B TPYIITIE YCIOBHO TOKA3aHHOU CeMEHOM (POPMEI.

Kaxk onepupoBaHHEbIe, TaK M HEOTIEPUPOBaHHBIE OOJIBHBIE
HaXOIATCS TToJ HAOMIoAeHNeM UHCTUTYTA. [ITUTeTbHOCTD Ha-
OJTI0IeHUsT — OT HECKOJIbKUX MecsiLeB a0 20 sieT.

Pe3yAbTartbl

Obwas xapakmepucmuka
Hamu BwIsiIBIeHO 12 ceMmeli ¢ MOATBEPKAECHHBIMU
npu MPT unu onepanuu CK, a takxe 4 ceMbu, B KOTO-
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pPBIX OOJIBHBIE C JOKa3aHHBIMU KaBEPHOMAaMM HMEIH
POICTBEHHUKOB C KIMHUYECKUMU MPOSBICHUSIMU, TH-
MUYHBIMU JJISI KaBepHOM, onHako MPT mpoBeneHa He
ObLia (Tabm. 1).

B 12 cembsix ¢ moaTBepXKIEHHOM ceMeiHO (hopMoii
KaBepHOMBI OOHapykeHbl y 27 yesnoBeK (19 XeHIuH,
8 MmyxuuH). KpoMe TOTo, B 3TUX CEMbSIX YCTAHOBIICHBI
elre 6 KPOBHBIX POJACTBEHHUKOB C TUITMYHBIMU TTPOSIB-
JICHUSIMU 0OJIe3HU, HE MPOLICAIIMMUA OOCIeIOBaHMUS,
00BEKTUBHO TMOATBEPKAAIOIIETO HATMYKNE KaBEPHOMBI.
BoNBIIMHCTBO 3THX POACTBEHHUKOB — IOXWJIBIE WU
yXe yMepIiue JIOAu, IPOXUBIIKE OCHOBHYIO 4YacTh
KW3HU WIN BCIO XNU3Hb B «TOKOMITBIOTEPHBII» TIEPUOL,
pazButust MenuunHbl (puc. 4). [pu nanpHeieM u3no-
JKEHUU MaTepuaia OymeT MpeicTaBieH aHalu3 TOJbKO
noaTBepxaeHHbIX pyu MPT wnu B xone onepaunu ciy-
Jaes.
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Puc. 3. AnarHoctuka kaBepHom npu MPT B pa3AnyHbIX pexumax.

a, 6 — MPT B pexxume T2: kKaBepHOMa IJTyOMHHBIX OT/IEJIOB JIOOGHOI JTOJIM CIIpaBa: KaBepHOMa 3aIHEeJI00HOI 001acTH ClIeBa;
B, T — MPT B pexume T2* (GRE): monoiHUTeNsHO BUIHBI MHOTOYMCIIEHHBIE (8) TOUEUHbIe MAaTOIOTMYECKUE COCYIUCThIe 00pa3oBaHUs

(KaBCpHOMH nin TCJTCaHl"I/ISKTa3I/H/[).

B 8 ceMbsix KaBepHOMBI BBISIBJIEHbBI B IBYX IIOKOJICHU-
X (pomMTeNId — JAETH), B 2 CEMBSIX — B TPEX TTOKOJEHUSX
(B OmMHOI 13 HMX ellle ABa ITOKOJIECHMSI UMeU KIMHIIe-
CKUE CUMITOMBI B BUJIE SMUJIENTUIECKUX TTPUIIATKOB), B
2 ceMBSIX — B OTHOM ITOKOJIeHNH (OpaThst M cecTphl). B
CJIy4asix ¢ KTIMHUYECKUM MPOsIBJIEHUEM 3a00JIeBaHUSI BO3-
pacT Ha MOMEHT BO3HUKHOBEHMUSI ITEPBbIX CUMIITOMOB CO-
ctaBwi oT 1,5 mec o 59 ner (cpenHuti Bospact 25,4 roza).
3aboneBaHre MaHU(pECTUPOBAIO B JIETCKOM U IOHOIIE-
ckoM Bo3spacrte (10 16 sieT) B 41,6% ciyyaes.

Cpenu 27 4yenoBeK ¢ NMOATBEPXKIEHHBIMU KaBEpPHO-
MaMU OJWHOYHBIE 00pa30BaHUS BBISIBICHBI y 9, MHO-
KecTBeHHBIe — Y 18 (67%). Bcero y 27 4yeoBek o6Hapy-
>KE€Hbl 54 TUMHUYHbIE KaBEPHOMBbI. [IOMUMO TUMHUYHBIX,
y 5 OOJIBHBIX TOMOJIHUTEBHO BBISIBIIEHbI TaK Ha3bIBac-
MBI€ «TOUYEYHbIC» 00pa30BaHUS B BUAEC OKPYTJIBIX Y4acT-
KOB CUTHajla HU3KOI MHTEHCUBHOCTU JUAMETPOM He-
ckonbko MwutumeTpoB (IV tun no J. Zabramski [32]),
KOJIMYECTBO KOTOPBIX MOIJIO IIPEBHILIATH HECKOJIbKO
necsaTkoB. HeoOXonuMMO OTMETUTb, YTO MNpPUHAIIEXK-
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HOCTb 3THUX 00pa30BaHMI K Kj1accy KaBepHOM IpPU OT-
CYTCTBUM TUCTOJOTUYECKOTO MOATBEPXKICHMST OCTAeTCS
cnopHolii [3, 4, 18, 23]. B ogHoi1 ceMbe MOTJIU OBITh PO~
CTBEHHUKU TOJIbKO C OJAMHOYHBIMU OOpPa30BaHUSIMH,
TOJIBKO C MHOXECTBEHHBIMU 00Pa30BaHUSIMHU, A TAKKE C
000MMU BaprvaHTaMHM.

Cpenu GOJBHBIX C MHOXECTBEHHBIMU KaBEPHOMA-
MU KOJINYECTBO 00pa30BaHUil y 1 yeJoBeKa COCTaBISLIO
oT 2 10 5 (32 UCKITIOUeHNEM MHOKECTBEHHBIX TOUEUHBIX
obOpazoBaHMii). Pasmepnl KaBepHOM ObUIM CAMBIMU pa3-
HOoOpa3HeiMM — OT 10 MM 10 7 cM B auametpe (cM.
puc. 1—3; puc. 5). Jlokanu3zaius KaBepHOM He OTJInYa-
Jlach OT TAaKOBOU IpU cropaanyeckux ¢popmax — odbpa-
30BaHUsI MOXHO OBLIO OOHAPYXXUTH B JIOOBIX OTAEIaX
TOJIOBHOTO MO3Ta, IPU MHOXXECTBEHHBIX KABEPHOMAX —
B CaMbIX pa3HBIX codyeTaHusXx. Kak u mpu crnopanude-
CKHX KaBEpHOMax, OOJBIIMHCTBO 0Opa30BaHUI HaXoO-
JIUJIOCh B CYMPAaTEHTOPUATbHBIX CTPYKTYpax, MpeuMy-
LLIECTBEHHO B KOpe U 0eJIoM BellleCTBe MOIyllapui, pe-
k€ — B IOJKOPKOBBIX siIpax v 3puTesibHOM Oyrpe. Cyo-
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Tabanua 1. O6was XapakKTepucTtuka cemel C HACACACTBEHHbIMM KaB€pHOMaMH rOAOBHOro mo3ra

o CK IpoGann T'oi HepBoro oGpateHus Yucao poacTBEeHHMKOB ¢ KABEPHOMOM
1o o0cenoBaH N o JlnarHo3s
Ne cembr npobara JoKa3aHa crauonapHo/ B Heitpoxupyprudeckuit npobara OKA3AHHO -
na/Het WHCTUTYT
aMOyJ1aTOPHO
1 A-Ba B. Ha CraunoHapHO 1999 KasepHoma 1 0
MpaBoii TOOHOU
IO
2 I'-BaT. ? ” 2010 MK TM 0 1
3 I'-u B. ? ? 1999 MK TM 2 0
4 K-na JI. ? ? 2006 MK TM 2 1
5 K-Ba E. ? ? 2008 MK TM 1 2
6 M-n O. ? AMOYJIaTOpHO 2010 MKTM 1 1
7 P-BaE. ? ? 2010 MK TM 2 2
8 C-Ba A. ? CralnroHapHO 1998 MKTM 1 0
9 T-Ha I1. ” ” 2006 KasepHoma 1 0
MO3XeuKa
10 ®-B B. ? ? 2004 MK TM 1 0
11 1-nHa JI. ? AMOyYJIaTOpHO 2007 MKTM 1 0
12 S1-ko 1O. ? ? 2000 MK TM 1 0
Bcero 12 8/4 15 6
13* b-Ba Jl. Hert AMOymnatopHO 2004 MK LHHC 0 1
14* B-oB B. ” CralumroHapHO 2009 KasepHoma 0 1
3aTBIIOYHON 0NN
15* I-un H. ? ? 2010 MK TM 0 2
16* K-un A. ? AMOYJIaTOpHO 2010 KasepHoma 0 1
TTOSICHOW
V3BWJIMHBI CTIPaBa
Bcero 4 2/2 0 5
Hrtoro 16 10/6 15 11

Ipumeuanue. * — ceMbt, B KOTOPBIX ceMeiiHast popMa He T0Ka3aHa METOIaMK HEPOBU3YyaIU3alllK, ajiee B CTaThe He PACCMATPUBAIOTCS.

MK I'M — MHOXecTBeHHbIE KABEpHOMBI TOJIOBHOTO MO3Ta.

O
O

A

Puc. 4. PoaocaroBHas cembu No7.
& — npobaHg;
O, | — KJIMHWYECKU 3I0POBBIE YWICHBI CEMbU;
N, 1 — 4jIeHbl ceMbY ¢ KIIMHNYECKH MTPOSBUBLIMMHUCS MHOXKECTBEH-
HBIMM KaBepHOMAaMHU, TTOATBEpXAeHHbIMU nipy MPT;

— YIEHbl CeMbM C JIUTEIbHBIM aHAMHE30M SIWJIENTUYECKUX
npunaakoB. KT, MPT He npoBonuiack.
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TEHTOPHAJIbHO OOHAPYXEHO 8 KaBepHOM: 4 — B CTBOJIC
Mo3ra 1 4 — B MO3Xeuke. B omHOM ciIyJae nMesnia MecTo
coyeTaHHasl TaToJIOTHS B BUae 6€CCUMITOMHOI KaBep-
HOMBI TEMEHHOM JTOJIN, apTepUOBEHO3HOM Majib(opma-
LIMY MO3XEUKa U aHTMOMBI KOXXU CITUHBI.

Kaunuueckue nposienenus

Cpenu 27 MmalyMeHTOB KJIMHUYECKUE TPOSIBICHUS,
00yCJIOBJIEHHBIE KaBepHOMaMu, Obuin y 24, Geccum-
IITOMHOE HOCUTEJILCTBO — Y 3.

Kak m mpy cmopagnyecKux KaBepHOMaX, CaMbIM
YaCThIM KJIIMHUYECKUM CUMIITOMOM SIBJISUTUCH SIUIETI-
TUYECKUe IpUIagku — y 17 60JabHBIX. Y 4 U3 3TUX 00J1b-
HBIX MEePBBIIA MPUIAT0K pa3BUIICS Ha (DOHE KPOBOU3IIM-
siHUs. Y 7 O0JbHBIX Habaonanach TUIMMMYHAS KapTUHA
KPOBOU3IUSHMUSI U3 KaBEPHOMBI C OCTPBIM WU TIOMI-
OCTpPbIM pa3BUTHEM OYAroBbIX cUMIITOMOB. B 9 u3 10
ceMell KIMHUYECKHE TMPOSIBCHUS OO0JE3HU B KaXKIOM
cJemylomieM ITOKOJIEHMM BO3HMKAJIM paHbINEe, YeM B
MpeablaylleM, B TOM 4Yuciie B 5 cilydasix — B JE€TCKOM
Bo3pacte (0T 4 Mec xu3Hu 10 10 neT).

Jleuenue

IIpu omnpeneneHUN TaKTUKK JICYSHMST OOJIBHBIX C Ce-
MEMHBIMU KaBEPHOMaMU ITOJIb30BAIUCH OOLIMMMU JUTSI BCEX
KaBepHOM ITPUHIIUIIAMU; HAOIOIeHNE B 06CCUMITTOMHBIX
cayyasix, yaajeHue CHUMITOMATUYEeCKHUX KaBEPHOM OO-

BOIMPOCHI HEMPOXUPYPIUU 4, 2011



Puc. 5. Habaoaenue 3, cemba N°3.

a—r — MP-tomorpammel 6obHOTO I'-H. [larHo3: MHOXecTBeHHBIE (5) KaBEpHOMBI TOJIOBHOTO MO3Ta.
a — HeOoJIblIast KaBepHOMa 3aHHX OTIENIOB MPaBoy JJ0OHOM nonu (pexkum T2);
0, I — KaBepHOMa I10JII0ca JIEBOI JIOOHOM J0JIM; KaBepHOMa KOJIEHa MO30JIMCTOTO TeJla; KaBepHOMa CYOKOPTUKAIbHBIX OTAEIOB MPaBOi

BUCOYHOI TOJTM C TPU3HAKAMK KPOBOM3IUsIHYS (pexkuM T2, T1);

B — KaBepHOMa 0a3abHBIX OT/IEJIOB JIEBOI BUCOYHOI o (pexum T2);
I — KaBepHOMa NPaBoil BUCOYHOI oM Ha onepauuu. CTpeskaMM yKa3aHbl OTAEIbHbIE KaBEPHBI U OKPYXXaIolllee MO3TOBOE BEIIECTBO CO

cjlelaMU MepeHEeCeHHbIX KPOBOU3IUSIHUIA.

e, )k — MP-tomorpamMmMel 60s1pHOTO X-H. JIMarHo3: MHOXeCTBEHHBIE (2) KaBEPHOMBI TOJIOBHOTO MO3Ta.

€ — KaBepHOMa TI0JTIoca JIeBOW BUCOUHOM nonu (pexkum T2);

3K — KaBepHOMa MeIUaTbHBIX OTAETOB MPaBoil reMucdepbl Mo3xkeuka (pexum T2).

CTYITHOM JIOKAJIM3alluK, yaajeHWe KaBEPHOM CJIOXKHOIA
JIOKAIM3AIIM B CJIydae TOBTOPHBIX KPOBOM3IUSHUI C
pPa3BUTHEM CTOMKHUX OYaroBLIX CUMIITOMOB WIH IpU Ya-
CTBIX AIICTITUIECKIX IPUTIAIKaX, pe3UCTEHTHBIX K Tepa-
MUY, YUUTBIBasI 10OPOKAaYeCTBEHHBIM XapaKTep 3a00/1eBa-
HUSI, XUPYPTUIECKOEe BMEIIATEIFCTBO BHIITOIHSUIA TOJIBKO
MpY UH(POPMUPOBAHHOM COTJIACHHU TTALIMEHTA.

JaHHBIE O IPOBEICHUN XUPYPTUICCKOTO JCUCHUS
0OJIbHBIX CYMMMPOBAHBI B Ta0JI. 2.

M3 obOparuBmuxcss B MHCTUTYT 12 6onbHBIX ¢ CK
orepalnysl MO YIAICHUIO KaBEepHOMbBI IpeasioKeHa
7 601BbHBIM: 6 ObLIM ONIEPUPOBAHBI B OJIMKANIIIE CPOKU
rocJjie oopalleHusi, 1 coracuics Ha oInepaluio yepes
9 et (Habmonenune Ne3, puc. 5, a—n).

B onHOM HabJII0AEHUM XUPYyPTrUYECKOe BMEIIATEIb-
CTBO OTPaHUYMIIOCH BeHTpUKYyaocTromueit 111 xemymou-
Ka IO TTIOBOAY OKKJIIO3MOHHOM ruapouedaiuu, pa3BruB-
IIeCs TToCIe KPOBOUIUSIHUS 3 KABEPHOMBI CPETHETO
MO3ra, ynajieHue KOTOpoil ObUIO MPU3HAHO HEOOOCHO-
BaHHBIM (HabmoneHue Ne2, cM. puc. 2, 0, T). B xome 06-
cliefoBaHus y 7 pOACTBEHHMKOB 3THX 12 OOJBHBIX 00-
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HapyXeHbl KaBEPHOMBI Pa3TUYHON JJoKamu3auu. JIBym
U3 HUX IPeUIOKEHA OoNepalusi, OIUH OOJIbHOI BO3Iep-
>KaJcs, BTOpOi ObLT ONEPUPOBAH.

Taxum oOpa3oM, ynajieHue KaBepHOMBI B UHCTUTY-
T€ MPOU3BEACHO 8 OOJIBHBIM, MPUYEM 2 U3 HUX ObLIU
yjieHaMu ogHoOU ceMbu (Habmoaenue Ne3). B 6 ciyvasix
MIPOU3BENEHO yAaJeHUe MOJYIIapHbIX KABEPHOM, MPO-
SIBJISIBLIMXCS SNMWICNTUYECKUMU NPUNIAAKAMU, B OTHOM
cllyyae — KaBEPHOMBI BEPXHUX OTHEJIOB 3PUTEIHLHOTO
Oyrpa, MposIBUBIIIENCS] KpOBOU3NMUsIHUEM (HaOIoneHue
Nel), B OMTHOM — TUTaHTCKOI KaBepHOMBI 3aJHE de-
PEIHOH SIMKU C TICEBAOTYMOPO3HBIM T€YEHUEM Y 4-Me-
csiyHOro pedeHka [2]. Penrenue Bompoca 06 ornepanuu
ObUTO Hanbosiee CIOXHBIM Y OOJIBHBIX C MHOXECTBEH-
HBIMU OOpa30BaHUSIMU B CBSI3U C MPOOJEMOI orpene-
JIEHUSI KaBEepHOMBbI, SIBUBLIEHCS MPUYMHOW KIMHUYE-
CKHX CUMNTOMOB. PellieHre OCHOBBIBAJIOCH, IJIABHBIM
00pa3oM, Ha KIIMHUYECKUX MPOSBICHUSIX 3a001€BaHUS
(Tum mpumaaka, XxapakTep 04aroBbIX CHMIITOMOB) U Ha-
JINYAU TIPU3HAKOB KPOBOU3IUSHUS U3 KABEPHOMBI Ha
KT- uiu MP-tomorpammax. JIonoJHUTENBHO UCTIOJIb-
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Tabanua 2. Xupypruveckue memiateAbctBa y 6oabHbIx ¢ CK

OrnepupoBaHHbIE HeonepupoBaHHbie
JleueOHOE Bcero 6onbHBIX/
yUpexIaeHue yoajeHue KaBepHOMBI  Apyrasi orieparius orepauusi mpemio- orepauust ornepauuit
(6obHBIE/ OTIEpALINN) (6omBHBIE) JKeHa, OTKA3aJIHiCh He MoKa3aHa

HWMU neiipoxupyprun 8/8 1 2 10 21/9
Jpyrue MeAUIIMHCKNE 5/7 1 Hert mannbix Het mannabix 6/8
YUPEXKICHUS

Hroro 13/15 2 2 10 27/17

30BaIM pe3yabTaTel DI, omHAKO MpU YacTOM OTCYT-
CTBUMU WJIM HEJOKAJIM30BAHHOM XapaKTepe SMUJIENTO-
UIHON aKTUBHOCTM 3TU CBEAECHMSI HE ObLIM pelialoiim-
Mu. [1py1 MHOXECTBEHHBIX KaBEpPHOMAaX BO BCEX CIIydasix
ObLJIO yaJIeHO TOJbKO OJHO 00pa3oBaHUe, MTPU3HAHHOE
NIPUYMHON KIIMHUYECKUX MTPOABICHUN.

W13 8 poACTBEHHUKOB, KOTOPbIM IMArHO3 KaBEPHO-
MbI TTOCTaBJIEH 10 OOpallleHUsI TPOOaHI0B B UHCTUTYT,
CUMIITOMAaTUYECKKME KaBEpHOMBI yaajieHbl Y 5. Onepa-
IIUM BBITIOJIHEHBI B pa3HbIX cTallMoHapax Poccuu u 3a
pyoexoM. JIByM OOJIbHBIM yHaJeHBI 110 2 KaBepHOMBI
(y 1 — omHOMOMEHTHO, ¥ 1 — ¢ uHTepBajioM 1 ron).
VY 1 GonpHOI1 ymajneHa apTepuOBEeHO3Hasl Majibdopma-
1IAST MO3XKeUKa, MTPOSIBUBIIASICS TSXKEJIbIM KPOBOU3IUSI-
HUEM, U aHTMOMa KOXU CITUHBI.

Pezyromamor onepayuii

VY onepupoBaHHBIX B MHCTUTYTE OOJbHBIX MOC]E-
OIEPaALMOHHOE TE€YEHUE B OOJIBILIMHCTBE CIy4aeB ObLIO
OJ1aronpusITHBIM — 0€3 MOSIBJIEHUsI HOBBIX HEBPOJIOTH -
YECKUX PACCTPOMCTB U C MOJHBIM UM YaCTUYHBIM pe-
rpeccoM MMEBIIENCS OO0 oOlepaluydu CUMIITOMAaTUKU.
B 1 cityyae B CB$131 C HEMOJIHBIM YIaJIEHUEM KABEPHOMBI
3pUTEILHOrO Oyrpa oopaszoBajiach reMaroMa, NoTpedo-
BaBIllasl IOBTOPHOI oIepaluy yepe3 cyTku (Habmrone-
Hue Nel).

Pe3ynbraThl AMHAMUKYU SMUJIETITUYECKUX TTPUIIA-
KOB IOCJIe OoNepaluyd COOTBETCTBOBAIM TaKOBBIM IMPU
JICUEHUHU CTIOPAIUYECKUX KaBEpPHOM [1]: y 3 OOJIbHBIX 32
nepuon HabmomeHuss oT 2 go 10 jeTr mpumagku He
BO30OHOBJISIITUCH (2 OOJIbHBIE — C OAMHOYHBIMU KaBep-
HOMaMM, 1 — C MHOXECTBEHHBIMU KaBepHOMaMu 00J1b-
WX TTOJIyIIapuii), y 1 6071pHOrO cTaiu pexe, y 1 — co-
XpaHWINCH Ha TOOTIepallMOHHOM ypoBHe (00a cirydast —
MHOKECTBEHHbIE KABEPHOMBI).

Takum oOpazom, U3 9 onepupoBaHHBIX OOJIBHBIX
XOPOIIMI Pe3yJbTaT K HACTOSIIIIEMY BPEMEHU JOCTUTHYT
y 7, a TOJTHOCTBIO U3JIEUEHHBIMUA MOXXHO CUUTATh 5 00JIb-
HBIX.

B 1iesiom B 12 ceMbsiX ¢ HacAeACTBEHHBIMU KaBep-
HO3HBIMU aHTMOMaMU U3 24 YeJIoBeK ¢ CUMITOMaTHhye-
ckuMH ¢opMaMU MATOJOTMU B Pa3HBIX MEAMIIMHCKUX
yupexaeHMsIX Obuiu onepupoBaHbl 14. B xone xupypru-
YeCKUX BMelaTeabCTB 13 60JbHBIM yaaneHo 15 kaBep-
HoM, 1 GoJbHOI TNpou3BeneHa BeHTpuKyaoctomus 111
xenynouka. [Ipy MHOXeCTBEHHBIX KaBEpHOMaXx Bce 00-
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pa3oBaHUS yoaJIeHbl TOJABKO B 1 ciyyae myTeM MOBTOP-
HbIX oniepalivii. B 3 ceMbsix onepaluu BbIIOJIHEHBI He-
CKOJIbKUM poAcTBeHHUKaM. [ToTHOCTbIO U3JIeYEHHBIMU
cpenu onepupoBaHHbBIX (YIaJeHbl Bce KaBEPHOMBI, HET
HEeBpoOJIOTUYECKOro nedekrTa, HeT SMUIeNTAYECKUX
MIPUIIAJKOB) CJIeAyeT CUMTATh 5 OOTBHBIX, ¥ 6 COXpaHsI-
eTcs JIM0O0 MMeEBLIAsICS N0 OoNepaluu CUMIITOMAaTHKa,
00 pUcK MaHUdeECTAIIMN HeyTaJTeHHbIX KAaBEPHOM.

Heonepupoeantwvie 601vHbIE

He onepupoBaHbl 11 6osibHBIX. B 6 ciyyasx oTkas
XUPYProB OT ollepaluu Obl1 00YCIOBJIEH CIOXHOM JIO-
KaJln3aleil KaBEpHOMBI B COUETAHUU C MUHUMAJIbHBI-
MM KJIMHUYECKUMU MPOSIBAEHUSIMU, B 3 — OeccuM-
NITOMHBIMU KaBepHOMaMU. JlBoe OOJIbHBIX BO3JEpKa-
JIUCh OT NpeIjIoXKeHHO onepaunu. Bee aTu 6osbHbIE 32
BpeMsl HaOJIOJEHUS OCTalOTCSl B CTAOMJIBHOM COCTOSI-
Huu. [lepexon GeCCUMITOMHBIX KaBEPHOM B CHUMIITO-
MaTUYECKUE HE OTMEYECH.

IIpu noBropHoit MPT kak y onepupoBaHHBIX, TaK
1 Y HEOTIEPUPOBAHHbBIX OOJIbHBIX 0CO00E BHUMAHUE 00-
pallaJii Ha U3MEHEHME pPa3MepOB HMMEBILMXCS paHee
KaBEpHOM U TOSIBJICHUE HOBbIX obpa3zoBaHuil. Hu B
OIHOM HaOJIIOIEHU U TaKUX U3MEHEHUI He 3a(UKCUPO-
BaHO.

Haomonenue 1. Cemps Nel10

boavnoit -6 B., 1988 e. poxcdenus. Kaunuueckuii ou-
aeHo3. MHodcecmeeHHble (4) KagepHOMbL 20108H020 MO32A.

Anamues 6one3nu. ¢ 15 1er — mepuomuyeckas ro-
JioBHast 60Jb. 02.03.04 r. nosiBUIaCh UHTEHCUBHASI TO-
JIOBHas1 00Jib, COHJMBOCTb, CITyCTS CYTKH — DPBOTAa.
10.03.04 rocnuTanM3UPOBAH IO MECTY XUTEJIbCTBA C
NIMarHO30M «ME€HUHTUT», Tipu JIIT monayyeH KpoBsiHOW
JUKBOpP. [lepeBeneH B HEMPOXUPYPIUUECKOE OTAEIeHNE
Boponexa, rae npu KT BoisiBIIeHO 00beMHOE 00pa3oBa-
HUE 3pUTeIbLHOro Oyrpa cieBa ¢ pu3HakamMu KpoBOU3-
JusHUSA. AHruorpadusi marojoruu He BbisgBuia. [To-
crynmuin B HUU neitpoxupyprum 07.04.04.

IIpu nocmynaenuu: B SCHOM CO3HaHUU, OPUEHTUPO-
BaH TOJIHOCTHIO. BhIpaxxeHHbI cumnTom KepHwura c
IBYX cTOpOH. CIOHTAHHbIM FOPU3OHTAIbHBI HUCTArM
nipu B3ope B cTopoHbl. [Tpu MPT 07.04.04 BbIsIBICHBI
MHOXECTBEHHbIE O0bEMHbIE O0Opa30BaHUSI T'OJOBHOTO
MoO3ra: KpyIHoe o0pa3oBaHue B BEPXHUX OTAEJax 3pv-
TeJbHOTO Oyrpa cijieBa, ¢ MpU3HaKaMy MEPEeHECEHHOTo
KPOBOU3JIUSHUS: MEJIKME 00pa30BaHMs B TEMEHHOM 10~
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Jie CIIpaBa U B JIOOHBIX IOJISIX CIIpaBa U cieBa (CM. puc.
1,a,0).

Xo00 neveHus: yIUTHIBasI MOJIONIOM BO3pacT OOJIBHO-
ro v (akT KPOBOUBIUSIHUS U3 KABEPHOMBI 3pUTEJbHO-
ro O0yrpa, 12.04.04 BbInoJIHEHA OMNEepalMs: ONOPOXHE-
HUE reMaToMbl M ylajeHWe KaBepPHO3HON aHTHMOMbI
JIEBOTO 3pUTeIbHOTO Oyrpa. B Xome onepaiinu BCKpbITa
U yaajieHa remMatoMa, COCTOSIBIIAS U3 XXUIKONH KPOBU U
OPraHM30BaBIINXCS CTYCTKOB, MOOMJIM30BaHAa U MpaK-
TUYECKM TIOJHOCTbIO yHajieHa Karcyjla IeMaTOMBI.
B GazajibHO-N1aTepaJIbHBIX OTIEJIaX TEMATOMbl OOHApY-
JKeHa TUIMYHAsl KaBepHOMa, MMEBILAsl BUJA TPO3JbEB
BEHO3HBIX TOJIOCTEN, KOTOPbIE OTAEJEHbI OT MO3Ta U
ynajneHbl. KpoBoTeueHue M3 Joxka KaBEpPHOMBI OCTa-
HOBJICHO C TTIOMOIIbIO KOATYJISIIIUY ¥ TEMOCTaTUYECKOMA
MapJu.

Tucmonoeuueckuii duaenos. CMelLIaHHBIN NOPOK pas-
BUTUSI COCYIOB C KPOBOUIIUSHUSIMU PATUIHON NaB-
HocTU. B paHHeM 1oceornepaliliOHHOM NepUoe yXyI-
HIEHUS COCTOSIHUS He Obu10, oaHako npu KT BeisiBiaeHa
reMaTtoMa B JIOXe ollepaliuu, KOTopas IOCTeEHHO yBe-
JIMYUIIach, B CBsA3U ¢ yeM 16.04.04 npousBeaeHa pesusus
ONnepayuoHHOl paHsl C yiajleHueM remMatoMsbl. JlaabHel-
uiee TeueHue 6e3 ocodeHHocrei. Beinucan 18.05.04.

Kamamnesz. ocmorpen B HUW Helipoxupyprumu
13.05.05. 2KanoGbl Ha MNEPUOAUYECKYIO TOJIOBHYIO
00J1b, LIIYM B TOJIOBE, 0011 B 00JIaCTU Ceplia, IIPUCTY-
bl XCOKEHUsSI M JIOMOTHI B HOTaX, CHIDKEHUE MaMsITH.
28.04.05 mepeHec TreHepaliM30BaHHBIN CYIOPOXKHBIM
anujentuyeckuit npunanok. He padoraer. MHBanumg
II rpynmer. Ilpu ocMOTpe BBISIBISIIOTCSI YMEpPEHHBIS
KOTHUTHBHBIE, SMOIIMOHAIBHO-JIMYHOCTHBIE HapyIIIe-
Hus. Ha mnpencraBieHHbix KT-tomorpammax ot
28.04.05 HeboJbIION y4acTOK MOBBIIIEHHOU MIOTHO-
CTH B IIPOEKIINH JICBOTO 3pUTEIBbHOTO Oyrpa (30Ha oIre-
paiuu). B ocTaibHOM KapTMHA COOTBETCTBYET MPEIbI-
IYIIMM UCCIIeT0BaHUSIM.

Cemeiinoiii anamues

Marts 60nbHOTO, P-Ba, ¢ 16 €T cTpagaeT reHepaiun-
30BaHHBIMU CYIOPOXHBIMU STMUJIETITUYECKUMU TIPU-
nankamu. [Tocyie BTopbiX poaoB ObLI 31M301 UHTEHCUB-
HOM TOJ10BHO# 60su. Jleunnace ¢ AMarHo30M «3MUIeH-
cUsl», MpMHUMaJia 6eH30HaJ1, Ha (POHE KOTOPOIo coxXpa-
HSUIMCh pelikue punanku. B Bozpacrte 30 ieT mpucTyIibl
npekpatuwinch. B HacTosiiee BpeMsi aHTUKOHBYJIbCAH-
Thl HE MPpUHUMAaET. MHCTpyMEHTAIbHBIX 00C/IeI0BaHUI
He MPOoXOouJia.

B HUW Heiipoxupypruu BbinoaHeHa MPT, npu
KOTODPOI BBISIBJIEHBI TPU KPYIHbIE 00BEMHBIE 00pa30-
BaHUsI OOJIBIITUX MOIyIIapuii (cM. puc. 1, r—e). YUuTsi-
Basl JJIMTEJbHBIA MEPUON PEMUCCUM SMUIETITUYECKUX
MPUNAJAKOB, PELICHO OCTaBUTh OOJIbHYIO O HAa0II0/€e-
HUEM.

VY npyrux KpoBHBIX POICTBEHHUKOB KIMHUYECKUX
npusHakoB natojgoruu LIHC HerT.

IIpennoxeHo BwimogHeHue MPT KpoBHBIM pom-
CTBEHHUKAM I10 MECTY KUTEIbCTBA.
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Haomonenue 2. Cemps Nod

boavnas K-na JI., 1972 200a poxcoenusn. Knunuueckuii
0UaeHo3. MHOJICECHBEHHbIE KABEPHOMbL 20108H020 MO32d.

Oobpatunachk B noaukinHuky HUW Heiipoxupyp-
rum 26.09.06 ¢ xanobaMy Ha MEPUOIUYECKYIO T'OJIOB-
HY10 00JIb U YXYJILLIEHUE 3PEHUSI.

Anamnes 6oae3nu: B 2002 r. nosiBUIaCh UHTEHCHUBHAS
rojioBHasi 60Jib, yXyAIIWJIOCh 3peHue. Jleunnach no Me-
cry xutenbctBa, KT, MPT He npousBoauanck, BeIIIU-
caHbl ouku. Yepe3z 2 Mec 3peHUE BOCCTAHOBWJIOCH.
B mapre 2006 r. mosiBUINCH JIETKME HApyLIEHUSI CTaTU-
KU 1 noxonku. B aBrycre 2006 r. BHOBb IOSIBUJIACh ro-
JIOBHasl 60J1b W yxyAuleHue 3peHus. Jleuyunach ¢ nua-
THO30M «Beretococyaucrast nuctoHusi». 04.09.06 yrana
Ha yaule, co3HaHusl He Tepsiaa. 12.09.06 BbimosHeHa
KT rosnoBsl, mpu KOTOPO# BbISIBIIEHBI MHOXECTBEHHbIE
00beMHbIE 00pa30BaHUS MO3ra, BbIpaxk€HHasl TuapolLe-
danus ¢ nepuBeHTPUKYISIpPHBIM oTekoM. HarpasieHa B
uHcTUuTyT, rae npu MPT 25.09.06 BbisiBI€HbI MHOXeE-
CTBEHHbIE KaBEPHOMbI FOJIOBHOIO MO3ra: KaBEpHOMa B
MpaBoOi HOXKE Mo3ra ¢ pacnipoctpaHeHuem B 111 xeny-
I0YeK U YaCTUYHOM OKKJIIO3UEl CUJIbBUEBA BOAOIPO-
BOJA, C MPU3HAKAMU KPOBOU3IUSHUS, HEOOIbIIINE Ka-
BEpPHOMBI IIPaBOi JIOOHOI IOJU U JIEBOM BUCOYHOM 10~
qu (cMm. puc. 2, a—B). 03.10.06 rocuranu3upoBaHa B
UHCTUTYT.

U3 obweeo anamuesa. yemnuonka Poccuu o aka-
IleMUYecKoi rpediie B I0OHOIIEeCKoi rpymnre. MHoxe-
CTBEHHbIC TOAKOXHbIC JUIIOMbI, YacThb M3 KOTOPBIX
ynajeHa.

IIpu nocmynaenuu: oxupenue Il crenenu. Boipa-
JKeHHasl 00111eMO3roBasi CUMITOMATHKa B BUI€ CUJIbHOM
TOJIOBHOI 00JIM, 3aTOPMOKEHHOCTH, Me33HIIe(aabHbIe
CUMIITOMBI, 3KCTpanMpaMUIHbIe CUMIITOMBI B MPaBbIX
KOHEYHOCTSIX, BhIpaK€HHbIC HAPYIICHUS] CTATUKU U TTIO-
XOJKU.

X00 neveHus: yIUTHIBasl, YTO BEAYIIMMMU B KJIMHUYE-
CKOW KapTUHE SIBJISIIOTCSI CUMIITOMbI OKKJIIO3MOHHOM
runpoledannu, a yiaieHue KaBepHOMbI CPeTHET0 MO3-
ra COIpSIKEHO C BBICOKMM PUMCKOM HapacTaHUs o4aro-
Boil cumnromatuku, 10.10.06 BbIMosiHEHa onepauusi-
nepdopanus gaa 111 xxenynmouka. B xone onepanuu ye-
pe3 9HIOCKOIT OblJIa XOPOIIIO BUIHA CYO3MeHAMMapHasi
KaBepHOMa (CcM. puc. 2, T). B mocieonepaiimoHHOM Iie-
puoJe OTMEeYeH MOCTENEeHHBIN perpecc 00IIEeMO3TrOBbIX
cumnromoB. Beinucana 19.10.06.

Kamamnes: iepponnyecku oopaiiaeTcss B MUHCTUTYT
IIJIS1 KOHTPOJILHOTO 00CieIoBaHMsl, IocieaHee oopallie-
Hue — 21.09.10. CocTosiHue cTabuIbHOE, BEIET aKTUB-
HBIII o0pa3 >ku3Hu. CoxpaHsieTcs MsrKas Me3dHIIe-
¢anbHast cumnromatuka. MPT — 6e3 nuHaMuku.

Cemeiinoiii anamnes

Oreuw, I1-B, 1947 rona poxaeHUsl.

Anamnes 6one3nu: B Mae 2006 r. repeHec IIecThb re-
HEPAIM30BAHHbBIX CYTOPOXKHBIX SMUJIENTUYECKUX MPU-
MagKoB, TIOCJEe IMOCJIEIHETO IMOSIBUJICSA LEHTPaTbHBIN
rnapes JULEBOro HepBa crpasa, HapylueHue peyu. [1pu
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MPT BbIsIBA€HBI IPU3HAKHA KABEPHOMBI B 33IHEJIOOHOM
00JIaCTH CcIIpaBa, IMaMEeTPOM OKOJIO 2 ¢M (CM. pHC. 2, ).
Oobpatuiica B @I'Y HayyHblit MeIMKO-XUPypPrUYECKUiA
ueHntp Munsnpasa PO um. H. . ITuporosa, rae 22.06.06
ObLj1a BBITTOJTHEHA OTepalys: yaaJleHue TeMaToOMBbI pa-
BOi1 TOOHOI 10U C UCIOJb30BaHWEM HaBUTALIMOHHOM
cucteMsl Stealth.

Tucmonoeuueckuii duaenos. KaBepHO3Hasi aHTHUOMa.
[TocieonepalluOHHBIN TepUOI O€3 OCIOXHEHUIA, OYa-
roBasi CUMIITOMaTuka perpeccupoBaia. KoHTpoJibHast
KT 30.06.06 — mocieonepallMOHHasi KMCTa B MeCTe
yIaJeHHOM KaBepHOMBI.

Kamamues. 1o HACTOSIIETO BPEMEHU COCTOSIHUE
CTabWUJIbHOE, TTPUIAJIKOB HET.

EcTb Tak:Ke CBEIEHUS O TOM, UTO y iouepu 00JbHOM
HalineHo HeboJiblIoe 00beMHOE 0Opa3oBaHUE B 0a3allb-
HBIX OTAeNax IpaBoil 1ooHoit monu. Cectpa OOJBHOM
>KaJlyeTcsl Ha YacTylo rojoBHYI0 00k, npu KT BeisiBie-
HO HEYTOYHEHHOe 00beMHOe 0Opa3zoBaHue 3aJHEN ye-
PETTHOM AMKHU.

Haomonenune 3. Cempsg Ne3

boavnoti I-n B., 1985 eoda poocdenus. Kaunuueckuii
duaeros. mHoxcecmeertole (5) KasepHOMbL 20106H020 MO32d.

Habmonaercs B8 HUUM Heltpoxupypruu ¢ 1999 r. no
HacTosillee Bpemsl.

Anamues 60ae3HU: C IOHOCTM — dYacTasi TOJIOBHas
607b. B 1999 r. nossBUIKCH MPUCTYIIbI, BO BpeMs KOTO-
PBIX peaibHbIe TOJ0Ca BOCIIPUHMMAJ KaK O4eHb I'POM-
Kue, nsMeHeHHble. 12.08.99 BrimonHeHa MPT ronoswl,
OOHapyXeHbl 5 KaBepHOM T'0JIOBHOT'O MO3Ta: B IpaBOi
JIOOHOI 10J1€, B MOJIIOCE JIEBOU JIOOHOU NOJIM, B KOJIEHE
MO30JIMCTOTO TeJia, B MPaBoil BUCOYHOM foJie (CyOoKop-
THUKAJIbHO), B JICBOM BUCOYHOM mojie (cM. puc. 5, a—T).
B 2002, 2004 1 2008 r. — reHepaanu30BaHHbIE CYyTOPOXK-
Hele nipunaaku. C 2004 r. — yyallieHue napuuajibHbIX
MPUMNIAAKOB 10 HECKOJbKUX B HENENI0 U UX U3MEHe-
HUE — ITIOMMMO TOJIOCOB CTaJl CibIlIaTh Meaoauu. T1o-
BTOpHble MPT B 2002 1 2004 r., BBINIOJHEHHbIE Cpa3y
rocJie reHepaJu30BaHHbIX TPUCTYIIOB, MPU3HAKOB CBE-
KMX KPOBOUBJIIMAHUN U APYTUX U3MEHEHUU B COCTOSI-
HUM KaBepHOM He BbIsIBWIM. [Ipyu moBTOpHBIX D3I
omnpenensjach Herpydass SHIuaenTUdOpMHas aKTUB-
HOCTb B BUCOYHO-TeMeHHOI obactu cipapa. C 2004 r.
HayvaJl MOCTOSIHHBIN TIpueM ¢uniencuna, 600 Mr B cyT-
KM, Ha ¢poHe TIpreMa MPUCTYIILI coxpaHsuiuch. B 2005 .
MPEUIOKEHO yIAJIEHUE KAaBEPHOMBI IPABOW BUCOYHOM
O], KOTOpasli MO XapakTepy IpUIaAKOB MpU3HaHA
cumnroMaTuyeckoii. OT onepauuun Bo3aepxaiucs. Ben
OOBbIYHBIN 00pa3 XXU3HM, 3aKOHYMJI MHCTUTYT, Hayaj
pabotatb. B 2008 r. nocie ynauHoi onepauuu y poaHoi
cecTpsl (CM. HIDKE) COIJIACHMJICS Ha BMEIIATENIbCTBO.
Omnepanus 26.05.08 — ynajiieHue KaBepHOMBI CPETHUX
OTIIEJIOB CWJIbBMEBOW IIEAM CIpaBa, BBINOJHSJIACH C
yABTpa3ByKoBoii HaBuranueir 1 DKol (aexrpokopTu-
Korpamma). B xome omepanuu ymajgeHa KaBepHOMa U
pe3eLIMpPOBaHO OKpYXaBlllee ee U3MEHEHHOEe MO3roBOe
BEIIIECTBO C IMPU3HAKAMM TJIMAJIBHOTO TEPepOKICHUS
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(cM. puc. 5, o). I1pu nnTpaonepaunonHoit DKol mato-
JIOTUYECKOI aKTUBHOCTU HE ObLIO.

lucmonoeus: xaBepHoMma. [locneornepallMOHHbINI
nepuon 6e3 ocinoxHeHui. [Ipogomkan npueM puHIen-
cuHa B npexxHen nose. [Ipucrynel orcyrcTBoBaiu. [Tpu-
MEpHO Yepe3 HEeCKOJIbKO MecCsIEeB Iociie olepaluu
BO300HOBWIKCH MaplMaIbHbIE TPUITAAKHU (CIBIIIUT Me-
JIONMIO) C 9acTOTOI 2—3 pasa B Hezmelto, BecHoit 2010 .
NepeHec reHepaJM30BaHHbIN CyTOpOXHbBINA MpUCTyI. C
13.07.10 nepeBeneH HA JaMUKTAII.

Cemelinotii anamnes

Pooduas cecmpa, I'-n P., 1995 eoda poxwcdenus.

ITon Hadmonenvem B HUUA Heitpoxupypruu ¢ 2006 r.
10 HACTOSI1lIee BpeMsl.

Anamnes 6one3nu’. B Hosiope 1997 r. B Bo3pacTe 2,5 roga
C MHTepBaJIoM 16 nHel nmepeHecia aBa reHepaju30BaH-
HbIX STMWJIENTUYECKUX MPUIIaIKa, TOCAEIHUIA COITPOBO-
XAaJics pa3BUTHEM ITPAaBOCTOPOHHETO TeMuIapesa, Ko-
TOpPBIA Yepe3 HEeCKOJbKO YacoB perpeccuponal. Cpasy
npousBeneHa KT, npu Kotopoit oOHapyXeHbl TpHU3Ha-
KU BHYTPUMO3TOBOM reMaToMbl JUaMETPOM 2 CM B Jie-
BOIl TEMEHHOW N10J1e, CyOKOpTUKaibHO. Hauana nocro-
SIHHBIN TIpMeM aHTUKOHBYJIbcaHTOB. B (peBpane 1998 r.
npu MPT BbisiBIeHa TUIIMYHASI KABEPHOMA IMaMETPOM
1 cM. B mocnenymoiiye roabl COCTOSIHME OCTaBaJOCh
cTa0WwIbHbIM, yuywiack. Co cioB marepu, Oblia He-
CKOJIbKO BslJIa, UTO CBSI3bIBAJIU C IPUEMOM ITPEIapaToB.
B 2006 r. obparuiachk B UHCTUTYT, npousseneHa MPT,
KOTOpasl He BbISIBUJIA UBMEHEHUI B COCTOSIHUM KaBep-
HoMbl. Ha B30T 3aperucrpupoBaHa sanmwienTOUIHAS aK-
TUBHOCTb B JIEBOM TEMEHHO-3aThLJIOYHOM 00J1aCTU, YCU-
JIUBAIOIIAsACS TIpU TUIepBeHTWIsSUuU. [IpenioxeHa
omnepauusi, koropast BeinoiaHeHa 07.02.06. KaBepHoma
pacrojiarajacb CyOKOPTHMKAaJIbHO, apaxXHOWIaJIbHAs
000J104Ka U KOpa HaJl Heil UMEJIU Clielibl CTapbIX KPOBO-
u3nusiHuit. O06pazoBaHue yaaJIeHO MOJTHOCTHIO.

Tucmonoeusn: xasepHoma. IlocieonepalluOHHBIN
repuon 6e3 0cCOOeHHOCTE .

Kamammnes: npuctynbl He NOBTOPSIMCh. AHTUKOH-
BYJIbCAHTBI OTMEHEHBI 3 rofa Ha3a.

Jleoropoonwiit opam, X-u K., 1977 eoda posxcdenus.

Oo6patwics B HUU netipoxupyprum 18.09.09.

Anamues 60se3nu: IIATEIbHO CTPAJAET IPUCTYHAMU
1o Tuny abcaHcoB. B nocienHuii ron NpucoeIMHWINCh
reHepajru30BaHHbIE CYTOPOXHbIE MPUIaAKU, MPUMEp-
HO 1 pa3 B Mecsll. AHTUKOHBYJIbCAHTbI HE NTPUHUMAI.
12.05.09 npousBeneHa MPT, nipu KoTopoii BHISIBIIEHbI
MHOKECTBEHHBbIE HEO0OJbIIINEe KaBEPHOMBI TOJIOBHOTO
MO3ra: B MeJMaJbHbIX OTIe/ax MO3KeuKa CIipaBa, B Jie-
BOII BUCOYHOI nmosie (cM. puc. 5, e, X). [IpemioxeHo
yaajeHue KaBepHOMBI JiIeBoil BUCOUHOU nonu. OT ore-
pauuu Bosaepxascs. HazHaueHbl aHTUKOHBYILCAHTHI.

Oo0cyxaenune

IIpencraBneHHbIe B pabOTe pe3yabTaThl 00CIEI0BA-
HUs 27 deaoBeK U3 12 ceMell ¢ HacJeACTBEHHBIMU Ka-
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BEpHOMaMU — IepBoe 0000IIeHue 3Tol HopMbI 3200~
JIeBaHUsI B OTeUECTBEHHOI JuTepaType. B 3apyOexxHbIX
M3IaHUSIX Pa3HOOOpa3HbIe CBEACHUSI O CEMEMHBIX Ka-
BepHOMax Hayajau NosiBIsATbCSl okosio 40 yiet Hazan. B
«IOKOMITBIOTEPHBII» TTEPUOJ OHU OBLUIM TIPEACTABICHBI
MOpGhOIOTUYECKUMU UCCAEA0BAHUSIMU U KIIMHUYECKHU -
MM OIMCAHUSIMU OTACAbHBIX cemeit [5, 7, 17, 30]. C no-
apieHrueM MPT cTtajium nOpoBOAUTLCS JeTajbHbIe
KJIMHUKO-UHCTPYMEHTAIbHBIE HCCIEI0BAaHUSI B TPYM-
rnax ¢ OOJIbLIMM YKCJIOM CeMEN U TIIATEJbHBIM obciie-
JIOBaHMEM TTPAKTUYECKU BCeX KPOBHBIX pOACTBEHHUKOB
[6, 12, 16, 23, 27, 31, 32]. B nocnenHee necsTUIETUE
MIPUOPUTET MIPUHAIIEXKUT UCCIEIOBAHUSM 10 TEHETUKE
KaBepHOM. DT UCCJIeIOBAHUS YCTAHOBUIIM CBSI3b 3200~
JIeBaHUsI ¢ TpeMs reHamu 7-ii u 3-it xpomocom (CCM1,
CCM2, CCM3) u ux MyTalusiMH, JieXKalluMUi B OCHOBE
HapylleHus LepeOpaibHOTO aHThoreHesa [4, 9, 11, 14,
15, 22—25]. IIponosxarouiuecs: KIMHUKO-TEHETUYEC-
KH€ MCClIeIoBaHMSI HampaBjeHbl Kak Ha 0oJjiee neTaib-
HO€ U3y4YeHHE TeHOB W UX MYTallWii, TaAK U Ha aHaJIu3
MEXaHU3MOB peali3alliM IaTOJOTMYEeCKUX T€HOB, YTO
MOXET SIBUTbCSI OCHOBOM [JIs1 pa3pabOTKX TeHHOM Tepa-
nuu B Oyayuiem [3, 24—26].

[To naHHbIM IUTEPaTYpPHI [16, 28, 31, 32], ceMeiiHbie
(HacnencTBeHHBIE) (hOPMBI KaBepHO3HBIX aHToM LTHC
cocTtaBisioT oT 6 1o 50% Bcex ciaydyaeB. CTONb Cylle-
CTBEHHBIN pa3dpoc AaHHBIX MOXKET ObIThb OOYCIOBJEH
pa3HBIMU MPUYUHAMU, TJIABHBIMU U3 KOTOPBIX CJIEAYeT
MPU3HATh KOJMUYECTBO OOCJIEIOBAHHBIX B CEMbE DPOJI-
CTBeHHUKOB M KauectBo MPT. Cpenu Bcex ob6cneno-
BaHHBIX B UHCTUTYTE OOJbHBIX C KABEPHOMAMM CeMel-
Hble (hOPMBI, BKJIIOYAsI HE JOKa3aHHbIE 00beKTUBHBIMU
KUCCIeJOBAaHUSIMU Cydyau, cocTaBuiau 2,3%. YuuTsiBast
HM3KYIO YaCTOTY CEMEMHBIX 00CaeI0BaHuI, 3Ty LUDPY
HEeJIb3Sl CYUMTATh TOCTOBEPHOM.

CK BriepBbie ObLTM OITMCAHBI B UCITAHOS3BIYHBIX CE-
MbsiX. B mocienyromux padorax [10, 13, 16, 26, 32] 6b1-
Jia TIONTBEPXkIeHa BHICOKASI YacTOTa CEMEHON (hOpPMBI
B 9TOI MOMYJSILUU U YCTAHOBJIEHO, YTO OCHOBHBIM T1a-
TOJIOTUYECKMM T'€HOM B OTUX CEMbSIX SBJSIETCSI T€H
CCM1 u ero mytauuu. B 6onee mo3gHUX myoanKamusix
[6, 11, 23, 31] HacieACTBEHHbIE KABEPHOMBbI OIMCaHbI B
CEeMbsIX Pa3IMYHON HALIMOHAJIbHOW MPUHAIJIEKHOCTH.
Hamm naHHbIe MOKa3bIBalOT, UTO CeMEiHbIE (POPMBI
€CTb U B CEMbSIX CJIaBSIHCKOTO MPOUCXOXKIECHUS.

TunuynsiM npuszHakoM CK sBsieTcst MHOXKECTBEH-
HbII XapakKTep NMaToJoru. MHOXeCTBEHHbIE KaBEpHO-
MBI BBHISIBJIEHBI HaMU B 67% ciydaeB. Ota umdpa He-
CKOJIbKO HMXE, YeM B APYTUX UccaeaoBanusx [7, 9, 32],
COIVIACHO KOTOPHIM MHOXECTBEHHBIE KaBEPHOMBI TPU
cemeitHoli (popme HabmonatoTcss B 80—90% Habmone-
Huii. HeoOxomumMo OTMETUTh, YTO TOCHAeAHssT Uudpa
noJiydeHa npu ucrnojibzoBaHuu merona T2* (GRE) —
Haubosiee TOYHOTO U CleuudUYHOro ISl BbISIBAEHUS
KaBepHoM [8, 9, 21]. [Ipu ucnoyib30BaHUU 3TOTO PEXU-
Ma, MOMUMO 0o0Jjiee TOYHOW AUArHOCTUKU KaBEPHOM
OOJIbIIMX U CPEOIHUX Pa3MEpPOB, MOXHO BBISIBUTH HeE
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Bcerga BuauMbie B pexxuMax T1 u T2 menkue KaBepHO-
MbI, B TOM YMCJIE TOYeUHble 00pa3oBaHUsl — «pinhead»
KaBepHOMBI, 110 TepMuHojoruu D. Russell, L. Rubin-
stein [30], KOTOpPBIM IIPUHAIIEKUT KIACCUYSCKOE O~
caHHWe MaKpo- U MUKpoaHaTOMUM KaBepHOM. Komuue-
CTBO TOYEYHBIX KABEPHOM MOXET BapbUpOBaThb OT €A1~
HUYHBIX J10, TTI0 METKOMY BbIpaxkeHwuto J. Zabramski [32],
«He TIoIaloIerocs mojacyeTy». J1o HacTosIero BpeMe-
HM TUCTOJIOTUYECKAasl MpUpoJa 3TUX oOpa3oBaHUil He
sicHa. O6cyxaaeTcsl BONPOC UX MPUHAIJIEXHOCTH K Ka-
BEpHOMAaM WJIM TeJIEaHTUAKTa3UsIM, a TaKKe BO3MOXK-
HOCTb UX AajbHeiei Tpancdopmanuu [6, 8, 29, 32]. B
MpeACTaBIEHHON cepur TOYEYHbIE KABEPHOMBI, BKIIIO-
yasi MHOTOYMCJIEHHbIE, OOHAPYXEHBI y 5 YeloBeK.

KinuHuyeckure nposiBeHUs] KaBEPHOM IPU ceMeii-
HOI (hopMe TIpaKTUUECKM HE OTJIMYAIOTCSI OT TAaKOBBIX
MPU CIIOPaaAUYECKUX KaBepHOMaX, HO, IO UMEIOLIUMCS
B JIUTEpAType JaHHBIM, HEJIb351 UCKITIOUUTH 00JIee BBICO-
Ky1o yactoty KpoBousnustnuii mpu CK [20]. Bto MmoxeT
OBbITh CBS3aHO KaK C MpeobjagaHueM MHOXKECTBEHHBIX
KaBepHOM, TaK M C 0OCOOEHHOCTSIMU UX OMOJIOTUYECKOTO
noBeleHUs. B monb3y mociegHero MpearoaoXeHMs
CBUAETENbCTBYIOT IOJYYEHHbIE B HacToslleil paboTe
JIaHHbIE O TOM, YTO MPU CEMEITHOI (hopMe 3a00eBaHMS
MepBble KIMHUYECKHE CUMITOMBI B IETCKOM BO3pacTe
TOSIBJIIIOTCS Yallle, YeM TPpU CITOpaguyeCcKuX KaBepHO-
Max (41,6 1 32,5% COOTBETCTBEHHO). Y CTaHOBJICHO TaK-
xe, uro npu CK kiImHu4Yeckue mposiBieHUsT 00JIe3HU B
KaXJ0M CJIeyIolIEeM TMOKOJEHUM BO3HUKaAIU B Oosee
paHHeM BO3pacTe, YeM B IIPEAbIAYILEeM, OIHAKO B CBSI3U
¢ HeOOJIBIIIUM YMCIOM HAOMIOAEHUI 5TU TaHHbIE TPeOy-
10T JAJIbHENIIErOo U3yYEHUS.

TunuunHbelii o1 ceMeiiHONM (hOPMBI MHOXKECTBEH-
HBII XapaKTep MaTOJOTUM OIpeAesieT psil 0COOEHHO-
CTeil B JIedeHUU OOJIbHBIX ¢ KIMHUYECKUMMU MPOSIBIe-
HUSIMU 3a00JIeBaHMs. DTO, B IEPBYIO OYepelb, BhISIBIIC-
HUE KaBepHOMbI, OOYCIOBJIMBAIOLIEN KIMHUYECKYIO
CUMIITOMATHKY, C TTOCJEAYIOIIUM PelIeHUEM BOIIPOCca O
HEO0OXOIUMOCTH, BO3MOXKHOCTU U TTOCJIEN0BATEIbHOCTU
yaaneHus kaBepHoM. OtcyTcTBue 3pdekTa mocie yna-
JIEHUSI OJHOU KaBepHOMbI 0OOCHOBBIBAET MOKa3aHUS K
yIAJEHUIO APYTUX, OCOOEHHO MpPU TeHepaJIu30BaHHBIX
npuIagkax 0e3 Kakux-Ju0o MPU3HAKOB JlaTepaan3a-
uuu. B To Xe Bpems ynajeHue BceX 0eCCUMITOMHBIX
KaBepHOM y OJTHOTO OOJIbHOTO BPSIJ JIM MOXKHO CUMTATh
000OCHOBAHHbIM.

Ilo umerommMcst B 1ureparype gJaHHBIM [6, 19, 21,
32], B ceMbsIX C HACJIEACTBEHHbIMU KaBEPHOMAaMU CYIlIe-
CTBEHHO BbIILIE PUCK POCTa U HOBOOOpA30BaHUSI KaBep-
HoM. Halm gaHHbIe He MOATBEPXKAAIOT 3TUX (PEHOMEHOB,
HO MaJIOYMCJIEHHOCTb NMOBTOpHbIX MPT-uccienoBaHui
HE TI03BOJISIET AeJIaTh KaK1e-T100 BHIBOJIBI.

3akAloueHue

OcHoBHas 3ajaya MyoaMKauuu — OOpaTUTh BHU-
MaHHe HeHPOXUPYpProB, HEBPOJIOTOB, MEAUIIMHCKUX Ie-
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OPUTVIHAABHDBIE CTATbM

HETMKOB Ha HEOOXOAMMOCTb M3YyYE€HMs HACJeICTBEH-
HO# (hopMbl KaBepHOM. B mepBylo ouepenb 3To CBSI3aHO
C OCOOEHHOCTSIMU Te4YeHUsl 3a00JieBaHUS U, CIeA0Ba-
TeJbHO, BeIeHUS U JIeUeHUs YIEHOB Takux cemeit. Ha-
KOTUIEHUE JaHHBIX O HacJelCTBEHHOU ¢dopme 3abose-
BaHMSI HEOOXOAUMO IIJIsI PENCTaBIEHMS O paclpocTpa-
HEHHOCTHU JAHHOM IMaToJIoruy B CTpaHe, (popMUpoOBa-
HUsI BO BpaueOHOM COOOIIECTBE €AMHBIX MPUHIIMIIOB
JIeueHUsI OOJbHBIX C CUMIITOMAaTUYECKUMU (popmaMu,
BEeIeHUS TalMeHTOB ¢ 0ecCUMMMNTOMHBLIMU (opMamu,
MH(OPMUPOBAHMS YJIEHOB ceMel 0 BO3MOXKXHOCTH POXK-
NleHus1 peOeHKa-HOCUTEIS TTaTOJ0TUYECKOro reHa.

BrisiBnieHue ceMeitHoit OpMbI TOJKHO OCHOBBI-
BaThCsl Ha TILIATEJbHOM KJIMHUYECKOM OOCJIeqOBaHUU
0OJIbHBIX C KaBepHOMaMM, BKJIIOYAKOIIEM CEMEHHBIN
aHaMHe3 U iposeaeHue MPT poacTBeHHUKaM G0JIbHO-
ro. OO6s3aTeJbHOMY OOCJIEIOBAaHUIO IIOMJIEXAT POJI-
CTBEHHUKM OOJIbHOTO C MHOXECTBEHHBIMU KaBEepHOMa-
MM, a TakXe POJICTBEHHUKM, MMEIOILIME KaKue-aubo
nposiByieHus1 marosoruu LHHC.
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MPT Heo0x0A1MMO BBINOJHSTH HE TOJBKO B CTAHAAPT-
HBIX peXXnMax, Ho 1 B pexkume T2* (GRE), KOTophIii sIB-
JISIeTCsl HanboJiee YyBCTBUTEIbHBIM B IMarHOCTUKE KaBep-
HOM. YUMTbIBasl JaHHbIE O BO3MOXXHOM POCTE€ U HOBOOO-
pa30BaHUMY KaBEPHOM, BCEM HOCUTEJISIM CEMEMHOM I1aTo-
JIOTMY He0OXOAMMO ITPOBOAUTH IMOoBTOpHbIE MPT.

[TokazaHusl K ynajJeHUIO HAacJEeACTBEHHBIX KaBep-
HOM OCHOBaHbI Ha TeX Xe MPUHIIMIAX, YTO U IIPU CITO-
paguyeckux ciaydasx. OMHOMOMEHTHOE ynajeHue oec-
CUMIITOMHBIX KaBEPHOM IIpU OMepaluuu MO MOBOAY
KJIMHWYECKHU MPOSIBUBIIENCS KABEPHOMBI 11€J1€C000pa3-
HO B CJIyYyasix UX JOCTYIHOCTH U HU3KOM pUCKe (YyHK-
LIMOHAJIBHBIX PACCTPOMCTB.

Heo6xonuMbl reHeTMYeCKre UCCleqOBaHUsSl B ce-
MbsIX C HacJIeICTBEHHbBIMU KaBepHoMamu. Ormpenene-
HME MMaTOJIOTMYECKOro reHa, TUMa MyTallui UMEeT Bax-
HO€ 3HaUeHUE ISl U3YYEHUST MOJIEKYJISIPHBIX OCHOB Ta-
TOJIOTMU, YTO MO3BOJIUT B JaJIbHEMIIIEM YCTaHABIUBATh
TUIT TeueHus 3abojieBaHMSI UM pa3padaTbiBaTb METOIbI
TE€HHOW Teparuu.
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KommenTapmii

CTaTbsl TOCBSIIIEHA CPABHUTEIBHO MaJIOU3yUYEHHOM MaTo-
Jor — ceMeiHbIM (hopMaM KaBepHO3HBIX aHTHOM (KA) — u
SIBJISIETCS TePBOM MyOIMKaleld Ha 3Ty TeMY B OT€UeCTBEHHO
mmrepatype. [Ipupona cemeitHoit dopmbl KA, nx KimHude-
CKO€ MPOSIBIICHUE W TUArHOCTUYECKKE MPU3HAKUA MaJIo OTJIN-
yaroTcs oT cnopaanyeckux dopm KA. KaBepHo3HbIe aHTHO-
Mol (KA), n3BecTHBIE TakKe KaK KaBepHO3HbBIE TeMaHTUOMEI,
WIM KaBEPHO3HbIE MaJlb(hopMallvu, SBJISIOTCS COCYIUCTHIMU
mopokaMu pas3Butusl. CornacHO HaHHBIM JIUTEPATYphl, OHU
COCTOSIT U3 TOHKOCTEHHBIX TMaJu3UPOBAHHBIX, BBICTIIAHHBIX
SHIOTEINATLHBIMU KJIETKAMU COCYIUCTBIX KaHAJIOB, KOTOPHIE
3aMOJIHEHBI KPOBBIO UM TpoMOMpoBaHbl. KpoBoTOK B KA BbI-
paxeH c1abo WIM BOOOIIE OTCYTCTBYET. DTO OOBSICHSIET OTHO-
CUTEJIbHO TIOXYIO BbISIBJIsSIEeMOCTh KA MeTo10M LiepedpaibHOi
anrvorpacdun. [Ip1 3ToM Ha aHTHMOTpaMMax Yalle BCETro ompe-
JiesisieTcs JJoKalbHasl BEHO3HAs MaTONIOTUs U 3HAUUTETbHO pe-
XK€ — M3MEHEHMS B TTO3IHEN apTepruaabHOl (ase WM MOsIB-
neHne adpdepeHTHBIX cocymoB. HeoOXommMo OTMETHTh, YTO
JUISI TOCTOBEPHOT'O BBISIBJICHUSI OTMEUYEHHBIX aHTUorpaduyue-
CKUX IMPU3HAKOB XeJIaTeJIbHO BBITTOJIHEHUE TUTUTAIBHOM Cy0-
TpakIMOHHOM aHruorpacduu. ONbIT MOKa3bIBAET, UTO B OTJIM-
Yye OT TUITMYHBIX apTePUOBEHO3HBIX MaTb(OpMalIHii TOJIHKO
aHruorpaduyeckue U3MEeHEeHUs1, OOHAPYXKEHHbIC Y MallueH-
TOB ¢ ono3peHreM Ha KA, 6e3 nanHbix MPT HemoctaTouHbI
JUISI OKOHYATEJIbHOM TUAarHOCTUKU M PEIlIeHUs] BOMPOCOB X1
pyprudeckoii Taktuku. Berpeuaemocts KA cocraBisieT mpu-
mepHo 0,3%. Cuutaercsi, yto KA cocrapisiior 5—13% Bcex
TTOPOKOB Pa3BUTHUS COCYIWCTOI CHCTEMBI TOJJOBHOTO MO3Ta.
CiiefyeT corjaacuThbesl ¢ aBTOpaMM CTaTbU O TOM, UTO JI0 IIIMPO-
Koro BHeapeHust Metona MPT kaBepHO3HBIC aHTHOMBI ITHa-
rHocTupoBanuch peako. K 1976 r. B 1ureparype OBLIO mpen-
craBjieHo Bcero 163 ciyuas. B mocienyroiye roabl BbIsIBIsIe-
MOCTb KaBepHOM 3HAYMTEIbHO BO3pOCiia M IMarHOCTHKA cTana
BO3MOXHOU 1O BO3HMKHOBEHMSI KIMHUYECKUX CHMITOMOB
3aboeBanysa. U TeM He MeHee, TI0 TaHHBIM JINTEpaTyphl, OKO-
J10 40% oOHapyXXMBaeMbIX KAaBEPHOM SIBJISIIOTCS «CIydaliHbI-
MI1» Haxonkamu Ipyu MPT, ripoBonuMoil o pa3ImyHbIM MO~
BonaM. Yacrora cemeitHoil (hopmbl KA, 1Mo JaHHBIM pa3HbIX
aBTOPOB, KoJebaeTcsa oT 6 mo 50% Bcex ciydaeB. Mmerorcs
CBelieHUsI 0 OoJiee BBICOKOI paclpOCTPaHEHHOCTH CEMEMHBIX
GopM B MEKCMKAHCKO-aMEePUKAHCKOW WJIM MCIAHOS3BIYHOM
9THUYECKO MOMYJISILIMU, YTO OOBSICHSJIOCH HATUYMEM OTpe-
NIEJICHHOTO TeHa, OTBETCTBEHHOTI'O 3a 3Ty IMaTojioruio. U3yde-
HME TeHeTUYECKUX 0COOCHHOCTEM TaHHOTO 3a00JIeBaHMS ITPO-
JoJIKaeTcsl, U He MCKJIIOUEHO, YTO MepBOHavYaIbHas KOHLIEI-
LU McciienoBaTesicii 06 STHUIECKOM MPeIpacioioXKeHHOCTH
9TOI MaTOJOTMU MOXET ObITh MepecMoTpeHa. [loaTBepxkie-
HHEM MOTYT CIYXXUTh TaHHBIC aBTOPOB HACTOSIIIEN CTAaThH, a
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TakXe AaHHbIe S. Battistini u coaBrt. (2007), V. Marini u coasr.
(2003), H. Craig u coasr. (1998), M. Ying u coast. (2005) o
BbISIBJISIEMOCTH ceMeiiHoi hopmbl KA B utanbsiHckux, (hpaH-
IIY3CKUX, KUTAMCKKUX CEMbSX U B KABKA3CKOMW TOMYJISIIINH.

KnmHnaeckue mposiBieHUs] KaBEpHOM TOBOJBHO pa3HO-
00pa3Hbl. KnuHuyeckas kapTuHa 3a00JeBaHus, ONMCaHHas B
KOMMEHTUPYEMOI CTaThe, TUMMYHA JJIsT OonbIImHCTBA KA.
Yamie Bcero 3To 3a60JeBaHUEe MPOSIBASETCS AMUIETITUYECKU-
MH TIpUIIafKaMU, HECKOJILKO peXe MOTYT HaOJII0AaThes U IpY-
rMe CHMIITOMBI. MapajJiMuM OTIEIbHBIX YeperTHO-MO3TOBBIX
HEepBOB, TeMUTIape3, HApYIICHUS IyBCTBUTEIBHOCTH 11O TeMU-
TUITY, aTaKcuu (IIPH JOKATMU3ALMKU B CTBOJIOBBIX OTAENAX), Ie-
Mubaau3M. Kak oTMeyaloT aBTOpBI CTaTbH, NMPU CEMEMHBIX
(hopMax 1o cpaBHEHMIO CO criopaandecKumMu Gopmamu yariie
BCTPEYAIOTCA KPOBOUBIMUSIHMS, a TAKXKE MHOTOOYATOBBIC TTO-
paxeHus. DTO MOJHOCTbIO COOTBETCTBYET YCTAHOBUBIIEMYCS
B JINTEpaType MHEHUIO.

B 11e;1oM yacToTa KpOBOMBIUSHUI TIPU KaBepHOMaX, ITO
CBEJICHUSIM Pa3HbIX aBTOPOB, KOJEOJETCS B TOBOJBHO IIMPO-
KOM JTara3oHe. AHaIu3 TaHHBIX 20 aBTOPOB, IPEICTaBUBIINX
1o coBOKynHocTH 2100 HabI0NeHU I ¢ KABEPHOZHBIMU MaJlb-
opmammsiMu (Bkiiodast cemMeitHble M criopanuieckue op-
MbI) 3a epuoa 1986—2009 rr., mokasai cieayoliee pacipe-
NleJIeHUE TI0 9acTOTe KIMHWYESCKUX IPOSIBICHMI KaBEepHOM:
SMWIENTUYECKUE TPUCTYTIBI — 39%; eXKeromHblli pUCK MepBo-
ro kpoBouznmussHus — 0,1—2,5%; moBTOpHOE KPOBOU3IUSIHIE
— 38,5%; noKalbHBIA HEBpoJOrHYecKuil aepuuut — 36%;
royioBHast 6o — 28%); pacrpocCTpaHEeHHBII HEBPOJIOTHYEC-
ckuii nepuuut — 27% (C. Washington u coasr., 2010). Kpome
KpoBou3MsHUS U3 KA, oTSromaonmMy TedeHne 3a0ojieBa-
HUS (paKTOpaMu MOXHO CYUTATh M BEPOSTHOCTD YBEJTUICHUS
pa3Mepa KaBepHOMBI, a TAKXKe 00pa3oBaHle HOBBIX KABEPHOM
(benomeH, 0003HAYEHHBIN B JIUTEpaType TepPMUHOM «de no-
VO»), 4TO GoJiee XapakTepHo ist ceMeitHbIx hopM KA. Cye-
CTBYET MHEHUE, YTO IIpU ceMeliHoi (hopme KA aToT heHOMeH
umeet Mecto B 27,5— 30% ciydaeB, B TO BpeMsl KaK IpU CITO-
pamnyeckux opmax pa3putre HOBbIX KA Ha6momaeTcs Tob-
Ko B 4,1% (E. Pozzati u coasr., 1996).

B HekoTOpBIX paboTax ObLIO ITOKa3aHO, YTO B TEYCHUE OT-
HOCHUTEJIbHO JUIMTEJIbHOTO BPEMEHU MOXET U3MEHSTbCS U
pa3Mep pa3nmu4yHbIX ¢hopM KA, B cTOpOHY KaK YMEHBIICHMS,
Tak 1 yBeauvyenus. Tak, D. Kim u coasrt. (1997) npu petpo-
CIIEKTUBHOM aHalli3¢ KIMHMYECKOTO MaTepHuaya IOoKasaju,
yTO cpeaHuii pasmep KA npu HayabHOM 00C/IeA0OBAHUMU ObLI
14,2 MM, a ipy MOBTOPHBIX uccaenoBaHusix — 9,1 mm. R. Clat-
terbuck u coast. (2000) B Teuenue 3,7 rona HaGmonay 68 ma-
LIUEHTOB, U3 KOTOPBIX Y 22% pa3zmep KA He MeHsuics, y 43%
— yBemmuuics u'y 35% — ymeHbiwics. [IpumeuareneH Tot
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(hakT, yTO B YaCTH CilyyaeB B IIpoliecce HAOMIOACHUS TIEPUOIbI
yBenmueHust pasmepa KA cMeHsuMch iepuonaMu yMeHbIIe-
Hus. [IpuyeM naHHbBIE, CBUAETEIbCTBYIOIIME O KOPPESIIMU
MeXny yBenmueHueM pasMmepa KA m yacToToit KpoBOU3IHUSI-
HUSI, OTCYTCTBYIOT. [laToreHe3 deHOMeHa «de novo», Kak u
nuHaMuku pasmepa KA, msydeH kpaitHe mano. Hexotopeie
uccienoBaTe M CYMTAIOT, YTO BAXKHYIO POJib B (beHOMEHE po-
cta KA Moryt urpath MexaHU3Mbl SHIOTEIUATbHOM MTPOJIH-
(deparmu u aHTHOTEHE3a, KOTOPBIE PETYJIUPYIOTCS OelKamMu
TaK Ha3bIBA€MOI'0 BHEKJIETOUHOT'O MaTpuKca. B aToM oTHoOI1Ie-
HUM TIPECTABISACT OOMbIION MHTepec padbora F. Maiuri u co-
aBT. (2006), B KOTOpOIi MPUBOISTCS PE3y/IbTaThl UCCIIEAOBA-
HWSI BIMSTHUST HEKOTOPBIX (haKTOpOB pocTa Ha maToreHe3 KA B
PA3IMYHBIX KIMHUYECKUX TpyMIax. ABTOpbl U3ydaid OUOI-
CUUHBIN MaTepual, TOMy4YeHHBIN TIPU XUPYPTUUECKOM Jiede-
Huu 43 nanueHToB ¢ KA Kak cropaguyeckoii, Tak U cemeii-
Holt dopmel. MccnenoBaHre MPOBOMIIIOCH HAa TPOTSKEHUN
13 net. [ManueHThl ObUIM pa3fesieHbl Ha ABe rpynnsl. B 1-10
TPYIIITY BOIUIM MAIIMEHTHl C MUHUMAJIBHON CUMIITOMATHKOM,
ycToitunBbiMU padmepamu KA (MeHee 2 cM B iuamerpe), OT-
CyTCTBUEM Macc-3hdbeKTa U peIKUMU 3MU30JaMU KPOBOU3-
JIASTHUSL. 2-10 TPYIIITY COCTABWIIN TTAIIUEHTHI C «arPeCCUBHBIM»
(TepMHHOJIOTMsSI aBTOPOB) KJIMHWYECKUM IOBEICHUEM: IHa-
meTp KA mpeBsIian 2 cM, ObLIN 3aperucTpupoBaHbl pocT KA,
Haiuuue Macc-3(ddexkTa, MHOrooyaroBble opaxkeHus, dosee
YyacTble KPOBOMBIMUSHMS. 2-51 TPYIIa ObUla TpelncTaBieHa B
OCHOBHOM 00JIbHBIMM ¢ cemeitHoit dopmoii KA. TlpoBoau-
JIVCh KaK TUCTOJIOTUIECKOE, TAK 1 UMMYHOTUCTOXUMUIECKIE
UCCIIeNOBaHUST ONepallMOHHOro Matepuana (ymajeHHas Ka-
BepHOMa M TiepudokanbHas TkaHb). [Ipu aToM MccnenoBamm
9KCIPECCUI0 TaKuX (hakTopoB, Kak MnposudepaTuBHbIE Kiie-
TOYHBIE aHTUTEHBI, TPOMOOIIUTAPHEIH (hakTOp pocTa, hakTop
pOCTa COCYAUCTOro SHIOTENMs, TpaHchopMupytolre hakTo-
pol pocta. [Ipu uccnenoBaHUM TKaHU yIaJIEHHON KaBEepHOMBI
00HapyXeHO, YTO conepxkaHue (aKTOpOB POCTa W MHIEKCHI
npojudepaliu ObIIM HECKOIBKO BbIllle BO 2-i1 rpymre. [1pu
McCleoBaHUY Tiepr(OKATBHON MapeHXUMBl 0Ka3aJIoCh, YTO
9Ta pa3HUIla ropa3io CyllleCTBEHHee, T.€. cofepxkaHue (hakro-
POB POCTa U UHIEKCHI Nponudepaluu B nepudoxkaibHO na-
pPEHXMMeE MalMeHTOB 2-ii TPYMIIbl ObUTA 3HAYUTEIBHO BBILIE.
DTO TO3BOJWIJIO aBTOpPaM 3aKIIOYUTh, YTO PACTIONIOXEHHAsI
BOM3u KA «B030yXaeHHas» MIvajabHasi TKaHb MOXET ObITh
MpeapacoioXeHa K aHTHOTeHe3y, Co31aBasi B KOHETHOM cUe-
T€ HOBBIE TMOJIOCTH, COAEpKAIlIMe KPOBb, C NaJbHEUIIUM PO-
CTOM M TIPOTPECCMPOBaHMEM KaBepHOMBI. MyTtanuu orpene-
JICHHBIX TEHOB MpU cemeitHoit hopme KA, BeposiTHO, cO31aI0T
MPeIpacoNoXeHHOCTh K aKTUBU3AIMKU (DaKTOPOB pocTa U
aHTHOTeHe3a.

HecmoTpst Ha MajiouMCIeHHOCTh MOJOOHBIX MCCIea0Ba-
HWIf, MOXHO CUUTATh, YTO MaroreHe3 ceMeiHbIX dopm KA
SIBJISICTCS TOCTATOYHO JTUHAMWYHBIM MPOLIECCOM, MPU KOTO-
poM TtiposiBiisieTcst TeHneHuus K pocty KA. I[Moatomy KimHu-
yeckoe TeyeHue KA, Kak U MporHo3 3abojieBaHusl, Jaxe Mpu
ACUMIITOMATHYECKOM BapuaHTe He Tak 6e300MIHbI, KaK TIpH-
HSITO CUMTATh, U 3aCAYKUBAIOT 0COOOr0 BHUMAaHMUS, B aCIIEKTe
BBIOOpA CBOEBPEMEHHON M ONITUMAIBHON TAKTUKY JICUCHUSI.

B oT0i1 CBS3U ciieayeT OTMETUTh, YTO KOMMEHTUpYeMasi
CTaThsl, KpOMe OYEBUIHOTO aKaleMUIECKOTO MHTepeca, MMeeT
TakXe BIOJIHE OTpe/ieJIeHHOE MPAaKTUUECKOoe 3HaYeHre. 31ech
ciemyeT n0OaBUTh, YTO OCOOEHHO aKTyalbHOM, 1O HalleMy
MHEHUIO, SIBJISIETCS Mpo0JeMa paHHEero BBISIBJIEHUSI U CBOe-
BpeMeHHoro jieueHus1 KA y XeHIIMH JeTOPOJJHOIO BO3pacTa U
OGepeMEeHHBIX Ha PAHHUX CTAAUSX TecTalyu. Mbl UMEeM OITBIT
COTPYIHUYECTBA C POAUIBbHBIM 1OMOM Ha 300 KOeK, KOTOPbIi
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Hapsay ¢ Halel HEMPOXUPYPruueCKOM KIMHUKOW BXOOUT B
CTPYKTYPY TOPOACKOI MHOTOIPOMDMIBHOM 601bHUILIBL. [0 Ha-
IIMM JaHHBIM, yacTtoTa KA, BbisiBieHHbIX Tpu MPT, nipoBe-
JIEHHOI y 6epeMeHHBIX 10 ITOBOMY SMIICIITUYECKUX TIPUIIaI-
KOB WJIM KPOBOMU3JIMSIHUI, COCTaBJISIET B CpeIHEM 2 ciiyyas B
rof. YUUThIBask BEPOSITHOCTh 6ECCUMITOMHOTO HOCHUTEIBCTBA
KA u orcyrctBue nanubix MPT B nmogaBisionieM OOJbLIMH-
CTBE C/IyyaeB, MOXHO IpeanosiaraTh, YTo 4YacToTa HeAMarHo-
ctupoBaHHBIX KA BhIIIIC.

IIpu BeisiBeHUn KA Ha mo3gHUX cTaausix 6epeMeHHO-
CTH, 0COOCHHO Ha (DOHE COCTOSIBIIETOCS] KPOBOUBIMSIHUS YT
SMWIENTUYECKUX MTPUTTIATIKOB, Mepel HEHPOXUPYPTOM CTaBUT-
s CJIOXHAsT 3a1a4a OTpeeSICHUS] ONTUMAIbHOM TaKTUKH, TT0-
CKOJIbKY OXXHJAaeMble POJbl MOTYT MPOTEKATh C CEPhE3HBIMU
OCJIOXKHEHUSIMU U PUCKOM JUTSI XKU3HM U 3I0POBbSI KaK poxKe-
HUIIBI, TaK U pebeHKa. B 3TOM acriekTe CTaHOBUTCSI OYEBUI-
HBIM BaXXHOCTb paHHei nuarHocTnku KA. 3mech MOTyT OBITh
MCII0JIb30BaHbI KaK pacIIMPeHHbIe CKPUHUHTOBbIE METOAUKH,
TaK M U3MEHEHHUE TPeOOBaHMII K MPOTOKOJY AMCTIaHCEpU3a-
UM GEPEeMEHHBIX B XEHCKMX KOHCYJIbTAIIUSX, B YACTHOCTH,
BBeleHue npouenypbl MPT Ha paHHUX cTagusx recraluy B
rpyrmax pucka. be3ycimoBHo, opranu3oBath Bceobiee MPT-
o0cenoBaHKe XXEHIUH TETOPOAHOIO Bo3pacTa TpyaHo. OnuH
W3 pealbHBIX ITyTel pellieHUs] 3TOM 3aa4i — TIIATEJIBHOE Te-
HeTHYecKoe 00cIeoBaHNE C LIEJIbIO BhIACIEHMS TPYIIbl pU-
CKa, a TaKKe IMPUMEHEHUE TOCTYITHBIX MOJIEKYJIIPHBIX CKPH-
HUHTOBBIX TECTOB /ISl BBISIBAICHUS CKPBITHIX (POPM CEMEMHBIX
KA. IlpuMmepoMm momoOHOM METOAVKM SIBJISIETCS CICLIMAIb-
Hblii reHeTnueckuii Tect (MLPA), pazpabotaHHslii S. Penco u
coaBT. (2009). ABTOPBI pacCMaTPUBAIOT ITOT TECT KaK MPOOyY
IJIS1 BBISIBJICHUSI CKPBITHIX ceMeiiHbiX ¢opm KA. B maHHOM
ciIydae TTOJOXUTENbHBIN TecT Ha KA MOXHO cuuTaTh abco-
JIIOTHBIM TOKa3aHueM i nposeaeHuss MPT. B komMeHTH-
pYeMOl cTaTbe MIPUBENEHBI PE3YIbTaThl XUPYPTUUECKOTO Jie-
yeHus 15 6obpHBIX ¢ cemeliHoi opmoit KA. Mcxonbr xupyp-
TMYECKOro JIYeHUsI B MpPeICTaBIeHHOW cepur HaOMI0AeHUI
BIIOJTHE OJIarONpPUSITHBIE U B IIEJIOM COOTBETCTBYIOT pPe3yJIbTa-
TaM, OIyOJIMKOBaHHBIM B iutepatype. CiefyeTr Takke coria-
CUTBCSA C TIPUMEHSIEMOI TAKTUKOI XUPYPrUUECKOTO JCUCHMS,
MOCKOJIbKY OHa COOTBETCTBYET OOILENPUHATHIM IPUHIIUIIAM B
otHomreHnn KA. Tem He MeHee XOTeJoCh Obl 3HATh MHEHME
aBTOPOB 00 3((HEKTUBHOCTU 1 TIEPCIIEKTUBAX PATUOXUPYPTH-
YeCKOT0 METO/IAa MPH JICYCHUH KaK CEMEMHBIX, TaK U CIIOpaIu-
yeckux ¢popMm KA, Tem Oosee 4TO B IUTEpaType UMEIOTCS CO-
otBeTcTBYIolIME coobmienus. Tak, C. Chou u coast. (2010)
OTMEYaloT, YTo y 7 mauueHToB ¢ KA 061acTu KaBepHO3HOTO
cHUHyca 4epe3 6 Mec IMocje NMPUMEHEHUST METOIUKU ramma-
HOXa BBISIBJICHO YMEHbBIIIEHUE 00beMa KaBepHOM B CpeIHEM
Ha 72%, a yepe3 5 1eT — B cpeaHeM Ha 82%. [Toxoxue pesyab-
taTel npenctaBwim X. Liu u coast. (2010). Ha ocHoBanuu
MMEIOLIUXCS MyOJMKALMiI CKIIaAbIBA€TCS MHEHUE, YTO MpU-
MeHEeHUe PaguoxXupyprun (raMmma-Hox) 3(pheKTUBHO TakKe B
OTHOIIIEHUHU MPOMUIAKTUKN MTOBTOPHBIX KPOBOUIIUSHUI U3
KA. Mo ganaeM D. Kim u coasr. (2002), rmocne pagrnoxupyp-
T'UM, IPUMEHEHHO! B rpymme nauueHTos ¢ KA, nepeHecuiux
KPOBOM3JIMSIHUE, PUCK ITOBTOPHOTO KPOBOMUBIUSHUS TIPU
IJTUTEIbHOM HaOJIIONEHUM 3HAUUTEIbHO CHUBWICS MO CpaB-
HEHUIO C TPYIION HeonepupoBaHHBIX MarueHToB (1,55 u
35,5% COOTBETCTBEHHO). AHAJIOTUYHbIE CBEACHUS MpencTa-
B E. Monaco u coasr. (2010), KoTopble HaGmoaam 601b-
HbIX ¢ KA cTBoJa, TIepeHeCIInX paguoXupypruieckoe jeue-
HUe, B TeueHMe 5 JieT: yacTora KpoBousnusHuii u3z KA no pa-
nuoxupypruu osina 32,38%, nocie Hee — 8,22%. Y. Huang u
coaBT. (2006) MPUMEHWIM pPAAMOXUPYPTUYECKUA METOom Y
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30 6osbHBIX ¢ KA (katamHe3 1o 10 jieT) — MOBTOpHOE KPOBO-
TedeHue 66110 otMeueHo y 1 (0,67%) GombHOTO.

MpbI nosnaraem, 4YTo YuTaTesleil MOTYT 3aMHTEPECOBaTh pe-
3yJIbTAThI JICUCHUS B TOBOJIBHO OOJIBIIION Ceprr HAOIIONeHH,
onybaukoBaHHbie G. Nagy u coat. (2010). ABTOpBI IIprMe-
HWIN PagyuoOXUpPyprudecKyro MeToauky y 113 manmeHToB ¢ KA
CTBOJIa U O0JIaCTU 3pUTESbHOrO Oyrpa. B 1-10 rpymiy Obuiu
BKJIIOUEHBI TTALIMEHTHI C OMHUM MEPEHECEHHBIM KPOBOU3HSI-
H1eM (72 GONBHBIX), BO 2-10 TPYIITY — C TOBTOPHBIMHU KPOBO-
vamusiausiMu (41). Tlocne paguoxyupypruyeckoro Je4eHus: BO
2-i TpyIINe YacToTa MMOBTOPHBIX KPOBOTEUEHMIA 3a 2 rofa Ha-
GJt0eHMs yMEHbIIWIAch 10 15% (aHaJIOrMyHbINA MoKa3aTellb
y HEeoTeprupoBaHHBIX OOTBHBIX cocTaisieT 30,5—38%). B 60-
Jiee TO3IHUE CPOKM KaTaMHe3a 9TOT MoKa3aTeslb CHU3UIICS 10
2,4%. B 1-i1 rpynrie 00JIbHBIX YacTOTa ITOBTOPHBIX KPOBOM3-
JIMAHUR cHu3maach no 1,3% (y HeonepupOBaHHBIX OOJBHBIX
— 2,2%). [ToBTOpHBIE KPOBOUBIUSHUS, OTMEUCHHBIE TTOCIIE
paguoXupypruu, MMeJM OoJjiee OJarornpuUsITHOEC TEYECHUE U
MPYBOIWIN K TIOCTOSTHHOMY HEBPOJIOTMUECKOMY Ie(DULIUTY B
7,3% ciyyaeB B OTJIMYME OT MOBTOPHBIX KPOBOTEUEHU 1, KOTO-
pble HAbIIOAAMCh 10 PATMOXUPYPTUM M OCIOXHSITUCH aHATI0-
TMYHBIM HeBpoJiornueckuM aedpuuutom B 43%. Croiikue He-
GJaronpusTHBIE TMOCTpamualoHHble 3ddekThl (rmepudo-
KaJIbHBI OTeK) ObUTM €1abo BhIpaXKeHBI M HAOTIONAMCh B
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7,3% ciyvyaeB. CBeleHUIi O AMHAMUKE SMUJIEITUYECKUX TTPU-
CTYIIOB aBTOPBI HE MIPUBOIAIT, TaK KaK C YYETOM JIOKATU3ALIMU
KA snunentruyeckye npumnaaky A0 Hadajia JIedeHUs HaOIo-
Ianvch Iuib y 1,7% nanuenToB. CiaenyeT OTMETUTh, 4TO, He-
CMOTpsI Ha TPUBEACHHbBIC PSIOM aBTOPOB OJIATONPHUSITHHIE
pe3yJbTaThl paguoxXupypruyeckoro jeueHust KA, mokazaHus
K MIPUMEHEHUIO 3TOM METOAUKM OKOHYATeJbHO He pa3padboTa-
Hbl. Eciii B OTHOIIEHUH TTPOGUIAKTUKA ITOBTOPHBIX KPOBO-
U3JTUSHUH y TALIMEHTOB, TTEPEHECIIIMX MHOTOKPATHbIE KPOBO-
U3JIUSTHUS, UMeeTcsl 0oJiee corlacoBaHHasl MO3ULIUSI B OTHO-
LIEHUU TOKa3aHUIl K paguoXupypruu, ocobeHHo npu KA,
PAacMoJIOXKEHHBIX B TPYAHOAOCTYIHBIX 00JIACTSX, TO B OTHO-
IIEHUU TALMEHTOB, HE IEPEHECIIMX KPOBOUIIUSHUE WU
MEepPeHECIINX BCEro OMHO KPOBOU3IUSIHUE, MHEHUSI aBTOPOB O
MOKAa3aHUAX K PaguOXUPYpPIUM pacxomsTcs. TeM He MeHee
0YEBHIHO, YTO HEOOXOAUMBI IOTOJTHUTEIbHbIE UCCIIETOBaHUS
C LIEJIbIO OTpeesIeHUs TPEeUMYILEeCTB TOTO WM MHOTO METoa
neyenuss KA, yrouHeHUs MOKa3aHUM K IPIMOMY XUpyprude-
CKOMY BMEIIATEIbCTBY WIN PaAUOXUPYPTUU. B 11e10M MOXKHO
3aKJII0YUTh, YTO MpobJieMa Kak CEMEMHBIX, TaK U Criopagnye-
ckux popm KA npuobpeTaeT Bce 060Jiee YeTKUE OUepTaHusl U B
CHMJIy HAaKOIUIEHHBIX K HACTOSILEMY BPEMEHM 3HAHU Ipei-
CTaBJISIETCSl aKTyaJbHOM M JOCTATOYHO E€MKOM, 4TO TpeOdyeT
NaJbHEMIINX UCCIENOBAHMIA B 9TOM HalpaBIeHUM.

A.C. Capubersan (Mocksa)
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