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IIpedcmaeneno onucanue nayuenmku ¢ HelipokoxcHvim meaanozom (HKM) 6 couemanuu ¢ anomanueii Jlenou—Yoxepa u chunanvHoil apax-
HoudanvbHoll Kucmolil, Haxoousweiics Ha seveHuu 6 Kiaunuxe nepenbvix Goaesmeil um. A.A. Kooxcesnuxosa. B meuenue eoda y 601bHOI
Hapacmana HeepoaoUMecKas CUMIMOMAMUKA 8 8ude YeHMPAabHO20 HUJICHe20 napanape3a u KoopouHamopHuiX paccmpolicme, KoHcepea-
muenoe nevenue 6b110 Heapdekmueno. Ilpu Heilposuzyarusayuu evisaeielvl anomanus Jenou—Yoxkepa u cnuHaANbHAS APAXHOUOGAbHAS KUC-
ma. IlIposedero xupypeuueckoe emeuiamenscmeo — eHecmpayus 6epxXHe20 U HUICHe20 NOAI0C08 apaxHoudanrvhol Kucmol Ha ypoere Cvi-vi u
Tix-x. B césa3u ¢ omcymcmeuem Kaunuveckoeo pesyavmama uepe3 1 mec 6binoaHeHa nogmopHas onepayusi — ucceuenue CRAiiku ¢ noaocmu
apaxnoudanvHoll Kucmul Ha ypogHe Tv-vi; umMnaanmayus Kucmonepumoneanvho2o uiyuma. Ilocae onepayuu ommeuen peepecc Hegpoaoute-
CKUX paccmpoiicma.

OnucanHblil KAUHUYECKUI CAyHail A645emcs YHUKanrbhuiM, nockoavky HKM — kpaiine pedkas namonoaus, 0co6eHHO npu couemanuy anoma-
auu Jlenou—Yoxepa u apaxnoudansroil kucmol. [lomumo smoeo, npedcmagasem unmepec mo, Ymo MaHUugecmaysi He8POAOUHECKUX CUMNMO-
MO8 U eepupurayus 0uazHo3a npou3ouiAl yaice 80 83p0caoM 8o3pacme, xoms Hauboaee uacmo HKM duaenocmupyemcs y demeil.
Hacmoswee nabniodenue noxasvieaem, umo onepayusi, HAnPaeAeHHas Ha YAyHuleHue AUK8OPOOUHAMUKU Y NAUUEHINO08 ¢ APAXHOUOAAbHbIMU
Kucmamu u komnaekcom enou—Yokepa na chone HKM, moscem npusooums k 3HaHUMeNbHOMY peepeccy He8poa0euuecKol CUMNIMOMAamu-
KU U YAYHUIEHUIO KAYeCcm8a JCU3HU, HeCMOMPsl Ha epybble CMPYKMYypHble U3MEHEeHUsl M032d, 8bls8aseMble NPU MACHUMHO-Pe30HAHCHOU Mo~
Moepaghuu.

Katouesnie caosa: anomanus Jenou—Yokepa; neilpokoxicHblil MeAaH03; CHUHANbHAS APAXHOUOAAbHAS KUCMA.

Koumaxmot: Muxaun Ipucopvesuu bauiraues,; bashlachev.m@gmail.com

Jlas cevtaru: Essuxos 'O, bawnavee MT, Illawkosa EB u dp. Heiipoxosichbiii meaano3 é couemanuu ¢ Kucmoii 3a0neil 4epentoi SmMKu
(komnaekc Jenou—Yokepa) u unmpadypanvroil apaxHoudarbHol KUCmoil no360HOuH020 Kanara. Heeporoeus, Hellponcuxuampus, NCuxo-
comamuxka. 2020;12(2):79-85. DOI: 10.14412/2074-2711-2020-2-79-85
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The paper describes a female patient with neurocutaneous melanosis (NCM) concurrent with Dandy—Walker malformation and a spinal
arachnoid cyst, who has been treated in the A.Ya. Kozhevnikov Clinic of Nervous System Diseases. Over the course of one year, the patient had
progressive neurological symptoms as central lower paraparesis and coordination disorders; her medical treatment was ineffective.
Neuroimaging revealed Dandy— Walker malformation and a spinal arachnoid cyst. Surgical intervention (fenestration of the upper and lower
poles of the arachnoid cyst at the Cvivir and Ti-x level) was performed. After one month, reoperation (commissure resection in the arachnoid cyst
cavity at the Tv-i level; implantation of a cystoperitoneal shunt) was made because of the absence of a clinical result. Reversal of neurological
disorders was noted postoperatively.

The described clinical case is unique, since NCM is an extremely rare abnormality, especially when concurrent with Dandy—Walker malfor-
mation and an arachnoid cyst. In addition, it is of interest that the manifestation of neurological symptoms and verification of the diagnosis
occurred just in adulthood, although NCM is most commonly diagnosed in children.

The present case shows that an operation aimed at improving cerebrospinal fluid dynamics in patients with arachnoid cysts and Dandy—Walker
complex in the presence of NCM can lead to a significant reversal of neurological symptoms and improvement in the quality of life despite gross
brain structural changes detected by magnetic resonance imaging.
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Heiipoxoxnsiit Mmenanoz (HKM) — BpoxxneHHoe 3a00sie-
BaHUE U3 TPYIIILI TUTICPIIUTMEHTO30B, XapaKTepU3yolieecs Ha-
JIMYMEM Ha KOXe MeJTaHOIMTAPHBIX HEBYCOB Pa3IMUHbBIX Pa3Me-
POB, MeJIaHOIIMTAPHON MH(MUIbTpallMei JIeNTOMEHUHIeaTbHBIX
000J10Y€eK, a TAKXKE BbICOKOI BEPOSITHOCThIO PAa3BUTUSI MEJIAaHO-
MbI Koxxu wn MestanoMbl LIHC [1, 2]. C 1861 1., xorma HKM
BriepBble ObLT oncaH K. PokuTtaHCKKUM, OMTyOIMKOBAaHO OKOJIO
200 ciaygaeB 00J€3HM, YTO yKa3bIBaeT Ha e€¢ KpaifHe PeaKylo
BcTpedyaeMocTb. OnmHako B mocienHee BpeMsi nuarHod HKM
cTaj BepubUIIMPOBaThCS Yallle B CBSI3U ¢ COBEPILLIEHCTBOBAHUEM
nuarHocTuku [1, 3].

[TporHos 3a6oeBaHMs B OOJBIIMHCTBE CJly4yaeB HeOIaro-
TIPUSATHBINA, OKOJIO TIOJIOBUHBI CUMIITOMATUIECKUX TIAIIUEHTOB C
HKM ymupaet, He 10XUB 10 S-eTHero Bo3pacta [4]. [1po6ie-
MBI TWAarHOCTUKU U JIdEHUSI JTAHHOTO 3a00JIeBaHMS CBSI3aHBI C
TeM, uTo nauueHToB ¢ HKM HabnoaaloT He TOJIbKO HEBPOJIOT U
HEeHpOXUpPYypr, HO U TeauaTp, 1ePMaTOBEHEPOJIOT, OHKOJIOT, a B
psiie cilydaeB ICHXMATp M JAPYrHe CHeIUaJIuCThl. JledeOHbIi
TIPOTOKOJ TSI TAKUX OOJIbHBIX BBIPA0ATHIBACTCS MHANBUILYATb-
HO B CBSI3U C MHOTrooOpazueM MOpPGhOIOTHIeCKNX HM3MEHEHUIA
koxu u [ITHC, a Takke IMPOKUM CIIEKTPOM KIMHUIECKUX MPO-
saBieHuit 3aboneBanus. IlaroreHernueckast Tepanusi HKM o
HACTOSIIIETO BpeMEHU HEBO3MOXHA, HO MaJUTMAaTUBHOE JIeUEHUE
C TPOBEIEHUEM Pa3JIMYHBIX HEUPOXUPYPTUUECKUX BMeIlla-
TEJIbCTB B OTIEJIBHBIX CIIydasiX MOXET TIPUBOIUTH K 3HAUNTEITb-
HOMY YJIYYIICHUIO Ka4yeCTBa XXKU3HMU.

[TpuBOIMM OMUcaHKe KIMHUYECKOTO CIIydas.

Knuunyeckoe Habnwpenne

Ilayuenmra A., 26 nrem, 6 2018 . naxodusace Ha newenuu é
Hetipoxupypeuueckom omoensenuu Kiunuxu HepsHvix 6one3uell
um. A.A. Koscesnukosa Ilepeoeo Mockosckoeo eocydapcmeennoeo
meduyunckoeo yHueepcumema um. H.M. Ceuenosa no nosody
HKM. Yoce npu poycoeHuu y Hee umenuco KpynHvie nueMeHmHble
nAMHA HA Kodice, NPU IMOM KAK020-1ub0 Heapoaoeutecko2o degu-
yuma He omme4anocs. B demcmee macHUmHo-pe30HaHCHAas MOMO-
epagus (MPT) 201061020 u cnuHHO20 MO32a He NPOBOOUAACH 8 C651-
3uU ¢ omcymcmeuem KauHuueckux nposenenuii. Pocaa u pazeusa-
aace HopmanvHo. HUmeem deoux demeii. Jlo 25 nem KpynHovle nue-
MeHmHble NAMHA HA K0dice ABAAAUCH 045 NAUUEHMKU MOAbKO KOC-
Memuyeckoil npooaemoil. B urone 2017 e. nauara ommeuamsy CHU-
JCeHue CUNbl 8 HO2AX U WAMKOCHb HOXOOKU, HO 34 MeOUUUHCKOLL
nomouwvio He obpawanace. B aneape 2018 e. nossuauce 6ose3nen-
Hble chasmul 8 moiuiyax Hoe. [locae s3moeo obpamunace Kk Hespono-
2y. boavHoil 6viau Hasnauenvr Muopeaakcanmol, HO KOHCEPBAMUG-
Hoe neyeHue 0Ka3anocs Heaggexmusnsim. B mapme moeo jce eooa
svinoanena M PT kpanuosepmebpanvroeo nepexooa, weliHoeo u epyo-
H020 0moenoeé nosgonourura. QObnapysicenvt anomanus Jenou—Yoxe-
pa u 08yXKAMEPHAsl apaxHOUOANbHAS KUCMA, PACHONONCEHHAS 8 3a0-
Hem AUKBOPOHOCHOM NPOCMPAHCMBe NO360HOMHO20 KaHand, gukca-
Yusl CNUHHO20 MO32a HA YPOBHE HUJICHE20 NOAKCA KUCHIbL, OMeK CRUH-
H020 M0o3ea Hudice Ypoeus gukcayuu (puc. 1-3). [locae koncysvma-
yuu Hetipoxupypea nayueHmKa Ovina 20cnUManu3upo6anHa 6 Helipoxu-
pypeuueckoe omoenenue Hauiei Kaurukuy ¢ ouaenozom HKM.

B momenm ecocnumanuzayuu npu ocmompe KOJCHbIX HOKPO-
606 HAON00ANUCH MHOJICECEEHHbIE CONUMAPHble U CAUBHbIE Mead-
HouyumapHvle Hegycwol (puc. 4), eueaHmckuii MeaaHOUUMAapHulil He-
8yc 6 NOACHUYHOI obaacmu.

B Hesponoeuueckom cmamyce obHapysiceHvl: napes 6 pykax
do 4 6ann08, 6 Hozax 00 3 6aN108; 0XCUBAEHUE CYXONUCUNbHBIX pe-
NeKCOB C BEPXHUX U HUICHUX KOHEUHOCMEIL; NOA0ICUMEeNbHbIE CUMNINO-

mot babunckoeo, Tpemuepa, Poccoaumo ¢ 08yx cmopoH; nosviuie-
HUe MOHyca 8 H02ax No CNACMUYECKOMY Muny; ympama 2ny060koi
4Y@CMEUmMenbHOCmU 8 Ho2ax; Heycmoluueocms @ npode Pombepea u
npu xo0vbe, ycuru8aoujasacsa npu 3aKpul@aHuU e1as; neekas amak-
CclUsl 6 €801l PYKe U 3HAUUMENbHAS 8 H02aAX NPU BbINOAHEHUU NAMOU-
HO-KOAeHHOU npobbl; CHACMUKO-amakcuveckas noxooka. Jlannvie
paccmpoiicmea eAyooKoll 4ygcmeumensHocmu (nopasicerue 3a0Hux
cmonbos) u cnacmuyeckuii mempanapes (nopasicerue 60K08bIX Ka-
HamMuK08) Hemunu4Hol 015 aHomaauu Jlenou—Yoxepa.

B kauecmee nepsoco smana neuenus 6vi10 peuieHo 8binoa-
HUMb heHecmpayuio 6epxHeeo U HUICHe20 NOACO8 APAXHOUOANb-

Puc. 1. MP-momoepammst kpanuoepmebparvHoeo nepexooa
6 caeummanvHoil npoexyuu 6 pexcumax 12 (a) u T1 (6). Buzya-
AUBUPYIOMCS 2UNONAA3USL MO3XHCEUKA U OONbUIUX DAZMEPO8 KUCMA
6 3a0Hell YepenHoil AMKe

Puc. 2. MP-momoepammbl weiino2o u eepxmeepyoHo2o omoenos
N0360HOYHUKA 8 casummanvHoi npoexyuu 6 pexcumax 12 (a)
u T1 (6). Cmpenkoii 0603Ha4eHa 8epXHAs ePAHUUA APAXHOUOANb-
HOU Kucmaol

Puc. 3. MP-momoepammul epydHoeo omoena no360HOUHUKA 8 Ca-
eummanwHoil npoekyuu 6 pexcumax 12 (a) u T1 (6).
Cmpeakamu nOKA3aHbl HUNCHAS SPAHUUA APAXHOUOANbHOU KUC-
mol (HUMCHSISL CMPeaKa) u cnatika, deasujasi Kucmy Ha ose
Kamepul (8epxXHsis CMpeaxa)
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Puc. 6. Muxpoghomoepaghuu (epyoHoii omoen), vinoaHeHHble 8 MOMEHM 8MeULamenbcmea
HA HUMICHEM NOAKOCE KUCMbL: 4 — 8U3YANU3UPOBAHA APAXHOUAAAbHAS 000104KA AUKBOPOHOC-
HO20 NPOCMPAHCMBA U 3a0Hell NOBEPXHOCMU KUCTbL, NUSMEHMUPOBAHHAS MEAAHUHOM;

0 — vacmuuHo UcceveHa apaxHouoabHas 000104Ka 3a0Hell NOBEPXHOCIU KUCMbL U 3A0He20
AUKBOPOHOCHO20 NPOCMPAHCIMBA NOO KUCHOI, XOPOWLO 8UOHA NePeMbIMKa MelcOy HUMU;

6 — NepeMbIKa HACMUMHO UCCEHeHA,; 2 — NEPeMbIYKA UcceueHa noaHocmoro. HuxcHss kame-
pa Kucmol 006e0UHeHa ¢ 3a0HUM AUKEOPOHOCHBIM NPOCIMPAHCIBOM, PACHOAOICCHHBIM HUICE

HOU KUCMbl NO360HOYHO20 KAHAAA O 0eKOMNPeccuu CAUHHO2O0
Mo32a U npu HeagpekmusHocmu (heHecmpayuu nposecmi ee ope-
HuposaHue. B kauecmee 6mopoeo smana, npu omcymcmeuu KAuHU -
YecK0eo Ahghekma, NAAHUPOBANOCH NPOGecmU OPEHUPOBAHUE KUC-
mol 3a0Hell uepenHoll AMKU.

B xo00e enecmpayuu 6epxne20 U HUMNCHe20 NOAHOCO8 CAU-
HanvHol apaxnoudansotl Kucmul Ha ypoghe Cvi—vir u Tix-x Obina 06-
HadiceHa u ucceveHa apaxHoudanvHas 00040uKa, Komopas oKasa-
AACb PE3KO YNAOMHEHA U UMeNd YePHbLI Ygem 8 pe3yabmame HaKo-
naenust mueauna (puc. 5, 6).

Ha 2-ii denv nocae onepayuu 6vira nposedena MPT weiino-
20 U 2py0H020 0omaoenos no3gonounura (puc. 7). Obnapyaicero, umo
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Puc. 5. Muxpogomoepaguu (weiinboiii
omaden), 8bINONHEHHbIE 8 MOMEHM 6Me-
wamenbCcmea Ha 8epxHem Hoakce Kuc-
Mbl: a — BU3YAAUUPOBAHA APAXHOU-
danvhas 0060104Ka 3a0He20 AUKBOPOHOC-
HO20 NPOCMpancmea u 3a0Hell nogepx-
HOCMU KUCMbL, RUSMEHMUPOBAHHASL Me-
AAHUHOM; O — HACMUYHO UCCeHeHa apax-
HOUOANbHASA 000104KA 3a0He20 AUKBOPO-
HOCHO20 NPOCMPAHCMBA HAO KUCHOU,
6 — UcceueHa apaxHouoanbHas 000104~
Ka, Kkomopas ghopmuposana eepxnuii no-
atroc kucmol. Tlonocms éepxueii kamepol
KUCMblL COeOUHEHA ¢ 3a0HUM AUKBOPO-
HOCHbIM NPOCMPAHCIMEOM CNUHHOO MO3-
2a, pacnonoICeHHvIM Hao Hell

8030VIUHBLI NY3bIPb, copmuposaguieiics 6
noaocmu HUdCHel yacmu Kucmeol nocae uc-
meuenus UepedpoOCnUHAaNbHOU JHcUOKOCIU
(LIC2K) 6 pesyrvmame gpenecmpayuu, He
npoxooum 6eepx, umo NO360AUA0 NPeono-
A0JICUMb NOAHOe pa3zobujenue epxHeil u
HUdICHell Kamep apaxHouodaabHoOl Kucmbl
cenmoil, pacnonodiceHHoll Ha yposte T

[locae onepayuu ommeuanucy uac-
muuHbIll peepecc 601e3HeHHbIX cy00poe 8 HO2aX U YMEeHbUIeHUe 8epX-
Heeo napanape3a 6e3 U3MeHeHUil HUMICHe20 CNACMU4eck0eo napana-
pesa u cencumugroli amarcuu. Tlocaeonepayuonnbiii nepuod npo-
mekan 6e3 0CA0JNCHEHULL, PAHA 3ANCUNA NEPBUHHBIM HAMSAICCHUEM.
Yepes 2 ned nocae onepayuu 601bHas Oblaa 8biNUCAHa 045 ambyIa-
MOPHORO NeHeHUs.

Yepez 1 mec kaunuueckas KapmuHa 0cmaganach HeU3MeH-
Holl. B céa3u ¢ omcymcmeuem noaojcumensHol OUHAMUKY nAyu-
EeHMKA 8HO8b 20CNUMANUUPOBAHA 8 HelpoXupypeuieckoe omaoene-
Hue Haulell KAUHUKU. Yaumvleas Haauuue nepecopooKu 6 apaxHou-
danvHoll Kucme, pacnoaodcennoi Ha ypoene Tvi, ¢ 03MONCHBIM
NOAHBIM pa3obuleHuem epxHell U HUdICHell Kamep KUucmol, 045 OleH-
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Puc. 7. MP-momoepammol weiinoeo u epyoHoeo omaoenos no3eo-
HOYHUKA 6 CasummanvHoll npoekyuu 6 pexcume 12 6 I-e cymku
nocae onepayuu: a — KOHMpPOAb COCMOAHUS NUKEOPOHOCHBIX NPO-
CMPAHCcme nocae eMeulamensbcmed Ha 6epXHeM NoAICe KUCHbL,
6 — Ha HudcHem noaroce Kucmol. Cmpenxoii 0003Havena cnaiika,
deaswas Kucmy Ha 0ee Kamepol; 8UOHO, 4MO 8030YX, NONABUIULL
8 N00CMb HUJICHEU Kamepbl KUCMbL 8 MOMEeHm Onepayull, He
npoxooum @vluie ypo8Hs CRALIKU

KU npoxooumocmu CRUHAAbHO20 cybapax-
HOUOANbHO20 NPOCMPAHCMBA BbINOAHEHA
PEHM2eHOB8CKASL KOMNbIOMEPHAS MOMO2PA-
¢usn (KT) — muenoepaghus. Obrapycero,
umo KOHMpAacmHolii npenapam He NOOHU-
Maemcs @vluie CNAaiKu 8 NoAOCMU KUChbl
Ha yposue Tvi (puc. §). Jpenuposanue
HUMICHUX 0MOen08 KUCmyl npu npogeodeHull
henecmpayuu NPU3HAHO HEAOCKEAMHbIM,
Mak KaxK 0eKoMnpeccusi HUNCHUX 0Moea08
CNUHHO20 MO32a He 00CMUZHYmA.

[Tlayuenmie @vinoanena nOBMOpPHas
onepayus: uccevenue CnaliKu 6 NoA0CMmuU
apaxnoudanvHoll kucmol Ha yposHe Tv-vi u
UMRAQHMAUUS  KUCMONEPUMOHEdNbHO20
wynma.

Youce 6 nepswvie 2 ned nocae onepayuu
OMMeueHbl YACMUYHBLI peepecc HUNCHe20
cnacmu4ecko2o napanape3a u CeHcUumue-
Holl amakcuu, yryuuwenue noxooku. Ilayu-
eHmKa 6bINUCAHA NOO HAOAOeHUe He8PO-
1024 U OHK0102a Hepe3 2 Hed nocae Xupyp-
euyeckoeo emewamenscmea. Yepes 6 mec
KOHCMamupo8anvl NOAHbLIL peepecc pac-
cmpoiicme eny060Koll 4y8cmeumensbHoCmu,
3HAYUMeENbHOe YMeHbUleHUe CHACMUYHO-
cmu U HUJICHe20 napanapesd; cuid 8 Ho2ax
cocmasuaa 4 6anna.

Yuumoieas omcymemeue epy6vix KAUHUMECKUX NPOAGACHUL
anomanruu Jlenou—Yoxepa u usmeneHuil pazmepa Kucmol 3a0Hell
uepenHoll smku npu noemophvix MPT-uccaedosanusix, om opeHu-
DPOBAHUS SMOLL KUCMbL ObLAO PEULEHO 8030ePICAMBCA.

ObGcymnenne

B nocnennee Bpems HKM cran BBISIBISITHCS HECKOIBKO
yalie y MaiueHTOB C TMIAHTCKUMU BPOXIEHHBIMU MeJIaHOLIM -
TapHbIMU HeBycamu (BMH). D10 00bsicHsIeTCS KaK yBeIMYEHU -
€M JIOJIM TaIlMeHTOB, KOTOPBIM B HEOHATAJILHOM TIeprojie Oblia
nposeaeHa MPT, Tak u 6ojiee paHHUM HarpaBJieHWEM TalueH-
TOB K JETCKOMY HeBpoJjiory [1, 3]. DTuosorus naHHoro 3abose-
BaHUSI TOYHO HEW3BECTHA, OAHAKO MOSIBJSIIOTCSI COOOLIEHUST O
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Puc. 8. KT-muenroepamma epyonoeo om-
dena 6 cazummanbHol NPoeKyUU.
Cmpenkoll noKasaH yposeHv CnaiKu
GHYMPU KUCMbL, @blilie KOMOPOLL He NPo-
X00um KOHMPACmMHoe 8eulecmeo

BBISIBJICHUH B TIOpaskeHHBIX TKaHsIX Koxu U [THC myraruii B 61-m
KomoHe reHa NRAS, a Takke Mytaumii B reHe BRAF, KoTopbie
CBSI3BIBAIOT ¢ pa3ButheM kak HKM, Tak u OonbIIMX/TUTaHT-
ckux BMH [5-9].

K oco06oii rpymnme pucka pazsutuss HKM otHocsTcs na-
LIMEHTBI C TUTAHTCKUMU HeBycaMu (y B3pocJibix 0oJiee 20 cMm B
IUaMeTpe WIN 3aHUMAIOIMU BCI0O aHATOMUYIECKYIO 00JI1acTh,
y HOBOPOXIEHHBIX 00Jiee 5 CM B AUaMeTpe Ha KOXe TOJOBBI
unu 6osiee 10 cM Ha Tesie), KOTOpbIe BCTPEYAIOTCS ¢ YaCTOTOM
1:20 Thic. HOBOpOXIEeHHBIX [9—11]. OcCOOEHHO BaKHO HaJIM-
yye 6opmux Win ruraHTckux BMH B o6iactu ronoBel, no-
3BOHOYHMKA U KpecTua. Tak, B uccienopanuu R.D. Foster u
coaBT. [12], y 23% 0ecCHMMNTOMHBIX JIeTeil C OMUCAHHBIMU
BMH npu MPT roinoBHOro nu CimHHOTO MO3ra ObLIU BbIsIBJIE-
Hbl U3MeHeHus, xapaktepHble 111 HKM. CornacHo apyrum
KCCIeA0BaHUSIM, BO3MOXHOCTb BepubdUKalUU AUarHo3a
HKM y nmauueHToB ¢ mog0OHBIMU HEBYCAMU BapbUPYyeTCsl OT
1 mo 12% [13]. DTu maHHBIE TAaKXe MOATBEPXKIACT UCCIIeI0Ba-
HHE, B KOTOpoM 26 (6,9%) u3 379 malueHTOB ¢ TUTAHTCKUMU
HeBycaMu ObUT ocTaBiieH nuarHo3 HKM [14].

[Tarorenes 3aboneBanus 10 KOHIA
He usyyeH. [Ipenmonaraercsi, 4To B OC-
HOBE €ro pPa3BUTHS JIEXKUT HapylleHHe
MUTPALIUM MEJIaHOOIaCTOB B pe3yJIbTaTe
A3PETYJISIIIUA CUTHAJILHOTO TIYTH 1IUTO-
krHa HGF/SF, B HopMe CBSI3bIBaIOLIETO-
Csl ¢ TUPO3WHKMHA3HBIMU PELIENTOpaMu
Met, 4yTO OBLIO TOATBEPXKIECHO B MCCIIe-
noBanuu H. Takayama u coaBt. [15] Ha
MOJIeJ I KUBOTHBIX. [1o Mepe pa3BuUTHS
3a00JieBaHUSI MEJIAHOOJIACTBl MUTPUPY-
IOT B/IOJIb HEPBOB U COCYIUCTBIX CTPYK-
TYp B KOXY U JIENITOMEHUHTeaJIbHbIe 000-
JIOUKH, UTO OOBSICHSIET HAIM4YMe KpaiiHe
xapaktepHoil ninss HKM wmenanouuTap-
HOU WHOUIBTPAIIMU B TPOCTPAHCTBAX
BupxoBa—Pob6unHa. [lpennonaraercs,
YTO ONMKMCAHHBIE HAPYIIIEHUS] CUTHAIBHO-
ro MyTU U MeJIaHOUUTapHasi MHOUIBTpa-
LMl JIENTOMEHUHTeaIbHBIX 000J0UYeK
SIBJISIIOTCST TIPETISITCTBUEM K Pa3BUTHIO
Mo3xkeuka u IV xenynouka, a 3T0 CIyKUT
OIHUM U3 (HAKTOPOB, CITOCOOCTBYIOIINX
pasButuio Komruiekca [lenmu—Yokepa
(K1Y), xoropsiii BoisBiasietcss y 10%
6osbHbIX ¢ HKM [11, 16—18].

Kiunuueckue nposisienuss HKM
MOXHO Pa3[e/INTh Ha KOXHbBIE U HeBposornmdeckue. [Ipu ocmo-
Tpe Tesia OOJbHBIX BBISIBIISIIOTCS] BO3BBIIAIOIINECS HAJl TIOBEPX-
HOCTBIO KOXXU TISITHUCThIE HEPABHOMEPHO MUTMEHTUPOBAHHbIE
00pa3oBaHUs Pa3IUYHOTO pa3Mepa ¢ HeMpPaBWJIbHBIMU OuepTa-
HUsIMU. VX oKpacka BapbUpyeTcs OT TEMHO-KOPUYHEBOI 10 CH-
HeBaTo-yepHoii [1]. [To nanHbim J.N. Kadonaga u 1.J. Frieden
[19], y 66% natuentoB ¢ HKM umenuch rurantckue BMH, B
TO BpeMsl KaK y OCTalbHbIX 34% OHU ObLIM MHOXECTBEHHBIMU
(3 u Gonee) n MeHbIIUX pa3mMepoB. Hanbonee pacrnpoctpaHeH-
HOH JloKanu3alueil MelaHOLUTaPHBIX HEBYCOB ObLIa MOSICHUY-
HO-KpecTLoBasl 00J1acTb, HECKOJIbKO peXe OHM BCTPEYaIUCh B
o6s1acTy ToJIoBBl. Hayimume KOXXHBIX MPOSIBIIEHUI 00s13aTeIbHO
st HKM; cornmacHo TMarHoCcTHIeCKM KPUTEePUSIM, HEBYCHI He
TOJIKHBI UMETh TIPU3HAKOB KOXKHOI MEJIAHOMBI, a TIPY HAJTUIU T
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KOXHOU MeJTaHOMBI 30HBI opaskeHust LIHC He no/mkHBI UMeTh
TPU3HAKOB 3JI0KAYECTBEHHOTO TIEPEPOKIEHMUSI, YTO TIO3BOJISIET
pasrpaHuuuTh 60abHBIX ¢ HKM 1 GOJBHBIX ¢ KOXKHOI MeJTaHO-
Moii 1 MetactatuyeckuM nopaxenuem LIHC 6e3 HKM [2, 19].

VY 60—70% nanyentoB ¢ HKM Ha MOMEHT ocMOTpa MMe-
I0TCS KIMHUYeckue nposiieHus nopaxenus LHHC [3, 12—14].
Yarme Bcero HEBPOJOTMUECKUE CUMIITOMBI TIOSIBIISIIOTCST yKe B
repBbie 2 TO/Ia XXU3HU: IPUMEPHO y 50% naiMeHToB OHU MaHU-
decTupyloT Ha 1-M roay XusHu. B 6osee penkux ciaydasix HeB-
pPOJIOTUYECKUE CUMIITOMBI BOBHUKAIOT BO 2-M WU 3-M AECATU-
JIETUSIX KU3HM, YTO AEMOHCTPHUPYET Hallle KIMHUYEeCKOe Ha-
omoneHue [2, 20]. OCHOBHbBIE CUMITTOMBI Yallle BCETO CBSI3aHbI C
TOBBIIIIEHHBIM BHYTPUUYEPETTHBIM JIaBICHUEM, UTO SIBIISIETCS
CIENCTBUEM KaK OOCTPYKIIUU JTUKBOPOTIPOBOISIINX MyTel, TaK
u cHkeHus abcop6ium LCXK nHGUABTpUpOBaHHBIMYU TTAXUO-
HOBBIMM TPaHYJISIUUSIMU TAyTUHHOM 000siouku [11]. T1pu aTom
OTeK JMCKa 3pUTEJILHOTO HepBa OTMevaeTcst ToJbko B 10% ciry-
YyaeB, a MEHUHTeabHble 3HakKU — B 3%. [10CKOJIbKY OCHOBHOM
KOHTUHTEHT TAallMeHTOB — NeTH, HanboJjiee YacTo B KITMHUYE-
CKOIl KapTWHE HaOIIOAIOTCSl TeHEPaTN30BaHHBIE CYIOPOTH
(48—50%), pBota (42%). KanoGbl Ha rOJIOBHYIO 00JIb BCTpeUa-
fotcst pexe (35%), He Bce MallMEHThl HA MOMEHT KJIMHUYECKOI
MaHUbecTallMy TMIEePTeH3MOHHOTO CUHIPOMA YMEIOT pa3rosa-
puBaTh. Y TPYIHBIX AETell TAKXKE MOKET OTMEYaThCsl BEIOyXaHWe
OOJTBIIIOTO POTHUIKA.

[To mepe mporpeccupoBaHus 3a00eBaHUS Y psia TAln-
€HTOB Pa3BUBAETCSI aTaKCHsI, KOTOPasi B OOJIBIINHCTBE CIyyaeB
CBsI3aHa C MOpaKeHUeM MOo3XKeuka, HO B OTIeJbHbIX Ha0moe-
HUSIX MOXET OBIThb CJEICTBMEM MOPaXeHUs 3aIHUX CTOJI00B
CIIMHHOTO MO3ra, Kak y Haumei namueHtku [1-3, 11, 20, 21].
[TomMuMoO 3TOTO, B JIUTEpAType OMUCAHBI CIydyal BOZHUKHOBE-
HUS Y TTAIIUEHTOB OCTPHIX M XPOHUIECKUX TICUX030B U OTCTaBa-
HUS B TicuxudeckoM passutuu [19, 20, 22]. Kak yxe yka3eiBa-
Jioch, Hanbosee yacto HKM coueraercs ¢ K/VY. ¥V nanueHTon
TaKXXe MOTYT OOHapyXMBaThCsl: Hepodubpomaros, apaxHOU-
NaJIbHblE KUCTBI CIIMHHOTO MO3Ta, 2HIe(haToKPaHUOKOXHBIN
JIUTIOMATO3 W HEKOTOpble Npyrue BUibl maronmoruu [3, 11, 23,
24|. Hanmmuue Takoro 6OJIBIIOTO CIIEKTpa COMYTCTBYIOIINX 3200~
JIeBaHUI 3HAUUTENBHO PACLIUPSIET KPYT CUMIITOMOB.

Hawubonee BaxXHBIMU [UTSI HAIIETO KIMHUYECKOTO HAOMI0-
nenus sBistiorest K'Y v cniHanpHble apaxHOWAAIbHbIE KUCTHI,
ITO3TOMY MBI OTIMIIIEM UX TTOIPOOHEE.

CoBpemeHHast Mopdosorudeckast KiaccudbUKaIus CIIi-
HAJIBHBIX apaxXHOWIATbHBIX KHUCT, TpemioxeHHas B 1998
M.W. Nabors [25], BKJTIOYaeT ciaeaytoie BapuaHThl: 1-it Tum —
9KCTpaaypaibHble KUCTbI, IUIIEHHbIE HEPBHBIX BOJOKOH (1A —
SKCTpafypalbHble apaxHOUJAbHbIE KUCThI, 1B — KpecTioBoe
MEHUHTOIIeJe); 2-11 TUTT — IKCTpamypalbHble KUCTHI, CoIepkKa-
1yie HepBHBIE BOJIOKHA: TIEpUHEBPAIbHBIE KUCTHI (KUCTHI Tap-
JIOBa) U MEHUHTeaJbHbIe NUBEPTUKYJBI, 3-i TUI — WHTPaIy-
panbHble KUCTHI. [L1st marmeHToB ¢ HKM TunuueH tpetuit Tum
KUCT. DTU KUCTBI (HOPMUPYIOTCS B pe3ysibTaTe HapyLIeHUsI TPo-
XOIMMOCTH CITMHAJIBHBIX CyOapaxHOMIATbHBIX TPOCTPAHCTB Ha
doHe MmopaxkeHUsI apaXHOMIATBHOW 000JIOUYKN TIPU COXPAHHO-
CTHU CTPYKTYPHI TBEPIOH MO3TOBOI 000IOUKU.

IMonstue «komrutekc Jlennu—Yokepa» BBeeHo A.J.Barko-
vich u coaBT. [26], OHO OOBEAMHSIET CIIEAYIOLIE HO30JOTMMU:
manbdopmanuio dennu—Yokepa u BapuaHT Jlenau—Yokepa,
KucTy KapMaHa breiika u mega cisterna magna. Bce 31 Hapyiie-
HUS (QOPMUPYIOTCSI BHYTPUYTPOOHO B pe3y/ibTaTe aHOMaJIUii fe-
neHust kpoim 1V xxenynouka (plica choroidea) [27, 28]. Bo MmHO-
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TUX CJIydyasX CHUHIPOM BHYTPUUYEPETTHOW TUIIEPTEH3UU TIPU
HKM cBs3an ¢ KY [29—32]. O6cyxnaeTcst TakKe CBSI3b MeX-
NIy YMEHbBIIIEHHEM MacChl YepBsI MO3KeuKa U Pa3BUTUEM TICUXU-
YecKMX HapyUIeHUI y MalMeHTOB JeTCKOTo BO3pacTa, OIHAKO
IUJIS1 OATBEPXKACHUS JAHHOW TUITOTE3bl HEOOXOMMMBI abHEl-
mue ucciaenoBanus [33].

UccnenoBanue nopaxenuit LHTHC npu HKM BxomiouaeT B
cebst mposeaeHue MPT rosioBHOro mo3sra u npu HEOOXOIUMO-
CTH TMO3BOHOYHUKA U CIIMHHOTO MO3ra, 3JIeKTposHLedanorpa-
(uro ¢ uenbio BISIBICHUST SMUIENTOrEHHBIX 04aros, jadopa-
topHoe uccienoBanue LICXK, a Takxke OUONCHUIO U TUCTOJIOTU -
YecKoe McclieIoBaHue Mo3ra U ero obosiouek (rpu Bepuduka-
LMY TMAarHO3a B COMHUTENBHBIX ClTydasix). B GonbimHcTBE Ha-
omonenuit MPT roioBHOro Mo3ra urpaeT KJit04eBYytO pojib B 11 -
arHoctuke. Ha MP-tomorpamMmmax mejaaHonutapHast MH(GUIBT-
pauusi JIENTOMEHUHTeaTbHBIX 0007104YeK MPOSIBISIETCS] TUTIEPUH-
TEHCUBHOCTbIO Ha T1-B3BELIEHHOM M300pa’k€HUU W TUIOMH-
TEHCUBHOCTBIO Ha T2-B3BeleHHOM n3o00paxeHuu [11, 17, 20].
Hawubosnee xapakTepHBIMU JIOKATU3AMSIMUA MeJIaHOIUTapHOU
MHGUIBTPALIVY SBISIOTCS TTepeTHeMeInaTbHast 30Ha BUCOTHOM
JIOJIM, MO3XEYOK, a B 0oJiee peAKUX Cilydasx — Tajamyc U Oa-
3ajJibHasi MOBEPXHOCTh JIOOHBIX mojei [3,17]. Tlomumo aToro,
npu MPT royioBHOro mosra Moryt ObITb BbIsiBJIeHbI K/AY u
apaxHOUJaJIbHbIE KUCThI MO3BOHOYHOTO KaHauia [12, 24]. Heo6-
XOAUMO MOMHUTB, 4TO 1o JaHHBIM MPT crioxHo nuddepeniu-
pOBaTh METAHOLIMTAPHBIE OTJIOXKEHUSI OT HOPMAJIBHOTO MUEH-
Ha uiau apredakra. [ToaTomMy neTsIM U3 TPYIINbI PUCKA PEKOMEH-
nyercst mpoBoauTb MPT roaosBHoro mMo3sra B nepBbie 4 MeC IoCc-
Jie POXIEHMSI, 10 3aBepIIeHHUsI Mpolecca MUSIMHU3ALNU, TaK
Kak jajiee 0OHapyXeHUe MeJaHOLMTAPHBIX 0YaroB MOXKET 3Ha-
YuTeNnbHO 3aTpynHAThCs [3, 34, 35]. OTcyTcTBUE M3MEHEHUI
npu MPT He MOXeT MOJHOCTBHIO UCKIIOUUTH auarHo3 HKM
[17]. 3yyeHre KIMHUKO-BU3YATU3aLIMOHHON KOPPEJSILIUM MO~
Ka3blBACT PACXOXIECHUE MEXIy PaauOJIOTMYeCKON KapTUHOM
nopaxeHust LTHC u knuHuyeckumu nposisineHusiMu. He y Bcex
MalMEHTOB ¢ BbISIBIEHHBIM Topaxenuem LIHC pasBuBatotcs
HeBpoJioTHUeckre cuMNTOMBl [34]. Bmecte ¢ Tem OoTcyTCTBUE
nopaxenust LIHC mo nanabiM MPT He roBoput 00 OTCYTCTBUU
HEBPOJIOTUYECKUX HapyieHuii [34, 36, 37].

JliombanbHast MyHKLIMS HE SIBJSIETCS OCHOBOM AUArHOCTH-
ku HKM. Ho ecnu ee BeImosnHsI0T, TO 00HapyxxuBaoT B LICXK
MOBBIILIEHUE COACPKAHUS OeJIKa, a TAKXKE KJIETOK U KCAHTOXPO-
MUIO B pe3yJibTaTe MOsIBJICHUsI TpaHya MenaHuHa [19, 20].

JleuebHas taktrka npu HKM Bo MHOTOM MHAMBUAYaIbHA
Y 3aBUCUT OT HAJIMYUSI UJIM OTCYTCTBUSI ruapoliedaniu, moBbl-
LIeHUs1 BHyTpUuepenHoro nasieHus, Hanuuus KJY, apaxHou-
NabHBIX KUCT, MeslaHoMbl Koxku i LTHC u 1. 1. Co BpemeHU
MepBOro onucaHus 60se3Hu PoKUTaHCKOTO ObLIO OMTPOOOBAHO
MHOTO Pa3HbIX MTOIXOMIOB K JICYCHUI0. DTUOTOTMUECKASI TePaTUst
HKM He pa3zpaboraHa. XuMuoTepanus 1 JydyeBasi Tepamnus He
Jal0T MPOJOJIKUTEIbHOTO pesyabrara [1, 11]. B HacTosiee Bpe-
Msl B CBSI3U C TMPOTPECCOM B M3YYEHUU T€HETUYECKHMX OCHOB
HKM nosiBuiack Hajgexaa Ha yCIelHOE UCTTOIb30BaHUE y yac-
U naiueHToB nHruouTopoB BRAF, Ho adhdbekTnBHOCTH TaKOTO
JICUEHUS] HE UMeEET YETKOTO TIOATBepXKAeHUs [6].

B oTHomIeHNY eueHMsT CyTOPOXKHOTO CUHAPOMA OTMede-
HO, YTO CYyILIECTBYET BO3MOXHOCTb Kak CIIOHTAHHOTO perpecca
SMUJIENTUYECKUX TTPUMAIKOB, TaK U XOPOLIEro OTBeTa Ha Tepa-
MU0 aHTUKOHBYJIbcaHTaMU [3]. B To ke BpeMsl B JuTeparype
BCTPEYAIOTCS COOOIIEHUS JIMIIb O KPAaTKOBPEMEHHOM 3 deKTe
JlaHHoM Tepanuu [1].
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[1pu TMOBBIIIEHHOM BHYTPUYEPEITHOM AaBICHUU, TUAPO-
nedannuu, ocobeHHo Ha ¢oHe KJ1Y, yaydimTh cocTostHIe 60JTb-
HOTO CITOCOOHBI IIIYHTUPYIOIIKE oniepalii. MoryT ObITh BBITION-
HEHbl BEHTPUKYJOMEPUTOHEATbHOE IIYHTUPOBaHUE (YCTaHOBKA
MPOKCUMAIBHOTO KOHLIA IIIYHTa B GOKOBO XeJTya04eK), KUCTO-
MEePUTOHEATbHOE IIIYHTUPOBaHUE (YCTAHOBKA MPOKCUMAIbHOTO
KOHIIA UIYHTa B KUCTO3HO pacliMpeHHbIH [V Xxenynouek) uim nx
komOuHaums [1, 28, 29, 31]. B cBA31 cO CIIOXHOCTBIO OLIEHKH
JIMKBOPOJMHAMUKY Y 3TUX MALIMEHTOB, a TAKXKE MPOTPECCUpPOBa-
HHMEM CIaeyHOro Mmpoliiecca B IMKBOPOHOCHBIX MPOCTPAHCTBAX U
OpIOLIHOI TMOJOCTU TMONOOHBIE OMEPALUM YacTO MPUXOIUTCS
BBIMOJHATH TOBTOPHO. [1pu HaJlMuMuK y narmeHTa apaxHouaaib-
HBIX KACT CIIMHHOTO MO3ra APEHUPYIOIIME Olepaluy TaKXKe SIB-
JISTIOTCST MeTOIOM BhIOopa [38, 39]. B mpencraBneHHOM HabIONE -
HUU B pe3yJibTaTe ABYX OIMEpalnii yaanoch JOOUTHCS MpaKTUde-
CKU TIOJTHOTO perpecca CUMIITOMAaTUKU, HECMOTPsI Ha TpyOble
MOpP@OJOrMyecKre N3MEHEHHS CITMHHOTO MO3ra.

[Tpu Benenuu 6oabHbIX ¢ HKM Gosbliioe BHUMaHUE yie-
Jisercst mpobUIaKTUKe Pa3BUTHS U JICUSHUIO MEJTAHOMBI KOXU.
J1st ipeayTnipekneHusi MeTaHOMEBI PSIZi aBTOPOB TIpejIaraeT pa-
NUKAJIBHOE HCCEYECHUE HEBYCOB C TOCIEAYIOIIEN TUIAaCTUKON
[40—42]. OnHako u 3aech UMEIOTCS MPOTUBOpeuns. Tak, HeKO-
TOpbIE MCCIIENOBATEMN COOOILAIOT, YTO XMPYpruyecKasi TakTuKa
MOXET YXYAILIUTh MPOrHo3 u TeyeHue 3aboseBaHus [1]. Ectb
MHEHUE, YTO MHOXECTBEHHBIE MCCEUCHUS HEBYCOB HE MMEIOT
OOJBIIIOTO 3HAYEHMSI, TaK KaK PUCK Pa3TUIHBIX OCIOXHEHUIT

3aboseBanust co cropoHsl LIHC (B Tom 4mciie pa3Butusi Mea-
Hombl LIHC) BhIIIE, YeM pUCK pa3BUTHUSI MeJTaHOMBI Koxu [20].

B uenom cerogHsi, HECMOTpPST Ha YCWIMsI Bpaveil pa3HbIX
cneuaabHocTe, nporHo3 npu HKM HebiaronpusTHBINM.
Tonbko 10% manueHTOB, y KOTOPbIX B AETCKOM BO3PACTe pa3Bu-
JIUCh HEBPOJIOTUYECKUE OCTOXHEHUSI, TOXUBaIoT 10 25 net [1].
CoracHO APYruM KcciienoBaHusIM, okoio 70% malueHToB ¢
HKM ymupator, He mocturnys 10 met [19]. B uccnemnoBanuu
M. DeDavid u coaBrt. [4] monoBuHa nauueHToB ¢ HKM ymepau
B Bo3pacte A0 5 yieT. bojbHble ¢ MO3AHUM Ae0I0TOM KIMHUYE-
ckux nposiBiieHuii nopaxenust LIHC umeroT 6osiee 61aronpusit-
HBII TIPOTHO3, YTO TTOATBEPKIAET Hallle HAOTIoIeHNE.
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