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Abstract

The formation of hydrocephalus in Arnold - Chiari type II anomaly has an obstruction mechanism, which consists in
disconnecting the cerebrospinal fluid system of the brain and the cerebrospinal fluid space, turning off the damper function.
Having considered the pathogenetic foundations and anatomical variants of the relationship between the structures of the
posterior cranial fossa, it was revealed that endoscopic third ventriclostomy does not restore the communication of two liquor
compartments and, as a result, cannot be a method of treating hydrocephalus in this pathology. Decompression of the posterior
cranial fossa has extremely limited use. Ventriculo-peritoneal shunting is a universal and effective method of treating
hydrocephalus in Arnold-Chiari type II malformation. Intrauterine correction myelomeningocele is the only method of
preventing hydrocephalus in children with open forms of spinal dysraphism.

Keywords: Arnold - Chiari malformation, spina bifida, spinal dysraphy, hydrocephalus, posterior cranial fossa, decompression
of the posterior cranial fossa
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BBenenue

T'upponedanus — aT0 cocTosHHE, BO3HHUKAIO-
mee B pesynbrare aucbanaHca MeKIy BbIPabOT-
KOU U pe3op0bIiueii TUKBOPA, IPUBOAIIEE K IIOBbI-
[IEHUI0 BHYTPUYEPEIIHOTO [aBJIEHHsd, pacliupe-
HUIO JKEJIYZ0YKOB I'OJIOBHOTO MO3TA U CAABIEHUIO
cybapaxHOMAAIbHBIX IpocTpaHCcTB [1]. ¥ nereit
C OTKPBITHIMHE (hopmamu spina bifida, o qaHHBIM
MHPOBOH JINTEPATY PRI, THAPOIedanus Habmoaa-
ercs B 66-91 % cayuaes [2-4]. Bei6op meToza ne-
YeHuA THAPOIedAIun 0 CUX [IOP OCTAETCSI aKTy-
aJIBbHBIM JUCKYCCHOHHBIM BOIIPOCOM W3-32 O0MIIHA
OIlEpaTUBHBIX TEXHUK WU [0 KOHIIA HE H3y4YEHHO-
ro maroreHe3a HAPYIIEHUH JTUKBOPOIMPKY AU
[IpY TIOPOKAX Pa3BUTHUA CIIMHHOTO MO3Ta W COILYT-
cTByOIEeH uM masnbpopmarnuu ApHoabaa — Kua-
pu (AK) [5, 6.

INarodusmomorusa

IlepBoe omucanme mnposabupoBaHWsI MUHA-
JINKOB MO3KeuKa IIOSBUIIOCH Oarogapsa Habmione-
uuto Hans Chiari B 1891 r. mpu ayToricuu pebeHka
¢ IpU3HAKAMU XPOHUYECKOI0 TEYeHUs TUAPOIle-
danuu. Brnarogaps sromy HaGIIOJEHUIO IEPBOM
Teopuel BOSHHKHOBEHU JaHHOH MaJb(OpMaIuu
CYHTAJIOCh [AJINTEJIHHOE IIOBBIIIEHNE BHYTpPUYe-
penoro gaBienus [7]. Hoyxe B 1976 r. V. Caviness

MOCTPOMJI ATOTEHETHYECKYI0 IIemouKy dop-
MupoBaHusa Masibgopmanuu ApHoabaa — Kua-
PY BCJIEACTBUE TPAfUEHTa IUKBOPHOTO JaBIEHUT
B KpaHHOKAyJaJIbHOM HAIIPpAaBJIEHHUW, BO3HHUKA-
IOIIET0 M3-3a JUKBOPEH IPU OTKPBITHIX hopMax
spina bifida n obcTpyKTHBHOrO MexaHu3Ma op-
MUpPOBaHUA Trujpouedanrd Ha yPOBHE KPaHHUO-
BepTebpanabHOro mnepexoza [8]. dra Teopus mana
HOBBIA BEKTOP M3YyYEHUIO TaTO(U3HOIOTHIECKUX
OCHOB JHUKBOPOJMHAMUYECKUX HAPYUIEHWH [PH
[IOPOKaxX Pas3BUTHs IMO3BOHOYHOrO CTOI6A, OTHA-
Bas HaubOJIbIlee IPEJIOYTEeHNEe BTOPHIHOMY Me-
XaHW3MYy BO3HUKHOBEHUS THAPOIedaIuu BCIeH-
crBue (hOpMHPOBAHUS MajbpopManuu ApPHOIb-
na — Kuapwu.

B HacrodAmuit MOMEHT CyIIIECTBYET MHOKECTBO
TeOpUH PasBUTUSI THAPOIedANTHN TPH MaIbQOp-
vanuu AK, ocHOBBIBAIOIIUXCA Ha HAXOXKIEHUU
YPOBHA OKKJIO3UU JTUKBOPHBIX IIyTeH: aHATOMHU-
YecKu#, 1u00 PyHKIMOHAIBHBIH OJIOK HA YPOBHE
orBepcrua Moxaunau [9], CunbBrueBa BOIOIIPOBO-
na, 6JI0K HA ypOBHE KpaHHOBEPTEOpaIbHOTO Iie-
pexona, Ha YPOBHAX LUPKYIANHH B cybapaxHO-
HUIaTbHBIX IPOCTPAHCTBAX TOJIOBHOIO U CIIHHHO-
ro MO3ra M3-3a BOCIAJIUTEIbHBIX IIPOIECCOB, CHU-
HOCTO3UPOBAaHUE IIBOB 33/JHEH YeperHOU SAMKHU
(84Y§) ¢ dpopmMupoBaHHEM aHATOMHYIECKOTO CYIKE-
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HUA IPEMHOTO OTBEPCTHUA, IPHUBOIAIIEe K THIIOpe-
30pbTUBHOM ruaponedanun [5, 10, 11].

HecmoTpsa Ha MHOXKECTBO TeOopwi, HCTUHHBIH
rnaroreHes (pOpMHUPOBAHHUA THAPOIIEATUH 0 CUX
mop ocraercsd He scabiM [12]. Macirabuoe uccie-
mosanue National Spina Bifida Patient Registry
(NSBPR) nokasaio, 4To gedyeHnIo rugporedainn
B IIEPBBIN T'OJ JKU3HU HOJBEPTIAUCH auillb 12,5 %
meTedl ¢ MHEeJOMEHWHroIleje, B TO BpeMs Kak
y octanbHbIX 81,5 % meTell NMpU3HAKU THUAPOIIE-
danuu BosHuKIN mo3:ke [4]. [lanHOE Teuenne ru-
nportedalny HEBO3MOMKHO ITPU UCTHHHO 06CTPYK-
THUBHOM ITporiecce. Takke HeIb3s He YIOMSIHYTh O
pasBuTuu rugporedalnu B pAHHUE CPOKHU IT0CIIe
3aKPBLITUA UCTOYHUKA JTUKBOPEH, HAJWYIUE KOTO-
PO HEBO3MOIKHO IIPH 00CTPYKI[MH BBIIIIE HAXO/IS-
IIUXCS TUKBOPHBIX IIYTEH, KOTOPAs KOMIIEHCHUPO-
BaJjia u36LITOYHOE aBICHUE.

Hawub6oaee mocToBepHoii, Ha HAI B3TJIA, IPH-
YHUHOU pasBUTHA TupporedaInu Ipu Maabgop-
manuu AK saBasgerca cHumKeHue meMIiepHOR
QYHKIIMH COMHHOMO3TOBOTO JHKBOPHOTO IIPO-
CTPaHCTBA BCIEJCTBHE 3aTPyIHEHUA TOKA TUKBO-
pa Ha ypoBHE KpaHHOBEpPTEOPaIHHOTO MIPOCTPAH-
cTBa, pPoab KoToporo mokasan A. Marmarou [13],
YTO IPUBOMUT K PA3BUTHIO MEIJIEHHO IIPOrPECCH-
pyroie# ruaporedanum.

Tom XVI, Ne 2, 2024

AnaToMHYecKHe BAPHAHTHI CTPOECHH
3aHeH YepemHoi AMKH

Hmess mONTOCPOYHBIA OIBIT JIEUEHHS [AeTel
C pasHbIMH (POPMAMH CIHHAJIBHBIX Au3padus-
MOB, B TOM YHCJI€ C OTKPBITHIMHA (POPMaMH SPIna
bifida ¢ dopmupoBannem Mmajabgopmanuu Ap-
Hosibaa — Kuapwu 11 Tuna, Mbr 3aMeTHIN BA TIPUH-
[UTUAIBHO PA3HBIX BapUAHTA CTPOEHUS 3aJHEH
YepenHoO’ AMKHU.

Ilpu mepBOM aHATOMHYECKOM COOTHOIIIEHUU
oTMeUYaeTCsl pacllupeHue BCeX IIUCTEPH OCHOBA-
Hud yepena. Eciu IomyckaTh HaJIWYue aHaATOMU-
YeCKOro 0JIOKA JTUKBOPHBIX IIyTEH, TO TOJIBKO Ha
YPOBHE HEITOCPEICTBEHHO KPaHMOBEPTeOpaIbHO-
ro mepexona (puc. 1).

Ilpu BTOpPOM BapmaHTe IMCTEPHBLI He BHU3ya-
JIUBUPYIOTCSI, ¥ CTBOJ TOJIOBHOTO MO3Ta CMEIIeH
K CKaTy, 4TO OOBSCHSETCS MAlbIMH pasMepamMu
sagueit yepennoi amru (3UH), xoropwie cdop-
MHPOBAJKCh 34 CUET PAHHEr0 3aKPBITHA IIBOB
MeKIy 0a3aJbHBIMH YACTAMHU 3aTBIIOYHON KO-
CTH BCJIEJICTBHE THIIOTEH3WH, PA3BUBIIENC B pe-
3yJbTare JUKBOPEH U3 CIMHHOMO3TOBOM TDBIMKH.
IIpu Taxom aHaTroMWYeCKOM BapHaHTE, €CIH JO0-
IIyCKaTh TEOpHI0 6JIOKA JUKBOPOOTTOKA, IIUPKY-
nanusa cnuHHOMOo3roBo#H wuakoctu (CMIK) mapy-
[IeHa BO BCeX JIMKBOPHBIX myTax U (puc. 2).

Puc. 1. Anaromudeckuii BapuaHT kKoMupeccuu crpykryp 34U Ha ypoBHe 60IBIIOT0 3aTHIIIOYHOT0 OTBEPCTHA: IPOCIEKUBAIOTC

IIUCTEPHBI OCHOBAHU Yeperia

Fig. 1. Anatomical variant of compression of structures of the posterior cranial fossa at the level of the large occipital foramen: there

are cisterns of skull base
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Puc. 2. AHaroMudeckuil BApHAHT KOMIIPECCUH CTPYKTYD «TecHad 3Uf»: mucTepHbI OCHOBaHUA Yepella He IPOCIeKUBAIOTC
Fig. 2. Anatomical variant “small posterior cranial fossa”: there are not cisterns of skull base

MeTozan! JeueHud

B macrosiee Bpems 0CHOBHBIM (DOKYCOM HC-
KyCCHUH SBJIsI€TCSI METOJ BBIOOpa OIIepaTHBHOIO
BMeIaTelbCTBa TUAPOIeaInn y IeTel co spina
bifida. ObienTpUsHAHHBIMY ABJISIOTCS TPH METO-
IUKU: TeKOMIIPECCHUA 3aJHEeH YepeITHOH AMKH, DH-
JOCKOIIMYeCKass TDUBEHTPUKYJIOCTOMUS U LIy HTH-
PYIOII[He OIlepaIluH.

Jexomnpeccus 3adneti wepenroti amru. Eciu
BO3BpAIaThCI K TEOPHH OOCTPYKIIMHU JIHKBOPO-
MIPOBOAAIIHUX IIyTE€H Ha yPOBHE OOJBIIIOTO 3aThI-
mounoro oteBepctua (B30) omyiieHHBIMH MUH-
JaIuKaMy MO3JKEUYKa, TO JOTMYHBIM ITATOrHOMO-
HUYHBIM IIyTeM JiedeHHus THApoliedainu y me-
Tel ¢ MHEIOMEHUHTOIIeIe ObLiIa OBl JeKOMIIPECCH
3aHel YeperrHol SMKH IJIsI BO30OHOBJIEHHS JTUK-
BOPOTOKA TI0 €CTECTBEHHBIM IIyTAM U B Pe3ysbTa-
Te BOCCTAHOBJIEHHSA COOOIIEHUSI MENIY IOJIOCTS-
MU Yeperia ¥ CHHHHOMO3TOBOTO KaHAJA.

Hcxonsa us Hamux HAGIIOAEHUA U PA3HbIX Ba-
puaHTOB cTpoeHus 3UYf, mexommpeccus c 1ie-
JIBI0 KyIIMPOBAHUSA THAPOIedaIni HMeeT KpaiHe
OTPaHUYEeHHBIHN CIIEKTDP IPUMeHeHU.

IIpu mepBOM aHATOMHYECKOM BapHAHTeE, KOTIa
MIPOCIIeKUBAIOTCS IIUCTEPHBI Iepel CTBOJOM TO-
JIOBHOTO MO3Ta, MOIyCKas aHATOMHUYECKHUH OJIOK

Ha yposre B30, Beinmonnenue gexomipeccru SU A
aHaTroMu4ecKu 000cHOBaHO (puc. 3).

Ho ecnu mucTepHs! mieneBunubie (T. €. ciase-
HBI), & BU3YAJIbHO 6JIOK JUKBOPA IIPOMCXOMUT HA
OpOTA:KEeHUH Beex cTpyKTyp 3US, nannoe onepa-
THBHOE BMeNIaTeIbCTBO OyeT aHATOMHUYECKH He-
panuoHAIbHO, IOCKOIBbKY Aekompeccus U ue
BJIMSIET HA BBIIIEJIEKAIUE OTHENbl JTHKBOPHBIX
myTe# (puc. 4).

Indockonuveckas mpuBeHMPUKYA0CMOMUA.
C Tex mop, KaK SHIOCKOIMYECKHEe METOIUKH Py-
THUHHO BOIIIJIIM B MUP HEHPOXUPYPTHUHU, CIIEKTP UX
[NpPUMEHEHNUsT YPEe3BbIYANHHO PACIIMPHUICA, U BO
MHOTMX KIWHHUYECKHX CHUTYAIUAX HPUHATO OT-
JaBaTh IPeAINOYTeHHe HMEHHO UM, Osaromaps
NpPenyIpPeRIeHUI0 COCTOAHUSI I[IYHTO3aBUCHMO-
cru. OgHAKO BBINOJHEHKWE TPUBEHTPHKYIOCTO-
MUHU B 000MX aHATOMUYECKHX BapuaHTax Hepa-
IIUOHATBHO BBHUIY COXpaHEHHd 0JIOKa JTHKBOPO-
OTTOKA B CIIMHHOMOB3TOBOE MPOCTPAHCTBO U, KaK
cllefCTBUE, OTCYTCTBUS IeMIIDEPHOH (QyHKI[HK
CIIMHHOMO3TOBOr0 KaHamia. [Ipu BTOpOM aHaTo-
MudeckoM Tumne crpoenus 34Ul BeimonHeHue sH-
IOCKOIIHMYECKON TPUBEHTPUKYIOCTOMUH COMIPSIIKE-
HO HE TOJBKO C AaHATOMHUYECKON HepaIlHOHAIbHO-
CTHIO, HO ¥ C BHICOKMMH OIIEPALIMOHHBIMU PUCKA-
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Puc. 3. Ilpu anaroMuyeckoM BapraHTe ¢ HAIWYUEeM [UCTEPH OCHOBAHUS Yepera, KOMIIPECCHH CTPYKTYP Ha YPOBHE (OJBIIOro
3aTHIJIOYHOTO OTBEPCTHS IyTeM JeKoMipeccur 3Y S Bo3MOKHO BOCCTAHOBUTD COOOIIIEHHE IBYX KOMIIAPTMEHTOB, CO31aBast

(busuoOruUeCKuil OTTOK IUKBOPA

Fig. 3. In the anatomical variant with cisterns of skull, compression of structures at the level of the large occipital foramen by
decompression of the posterior cranial fossa, it is possible to restore the communication of two compartments, creating a physiological
outflow of cerebrospinal fluid by decompression of the posterior cranial fossa

Q‘?q

his

Puc. 4. IIpu anaromuueckom BapuanTte «recHor 3Uf» ¢ orcyrerBreM mucTepH ocHoBaHud Yepemna nexomnpeccus 34U we mpusexger

K HOpMaJ/Iu3aIluU JTUKBOPOOTTOKA

Fig. 4. In the anatomical variant of “small posterior cranial fossa” with absence of cisterns at skull base, decompression of the
posterior cranial fossa will not lead to normalization of cerebrospinal fluid outflow

MH, UYTO MOATBEPKIAETCA MUPOBOU JIUTEPATYPOU
[5] (puc. 5).

Hlyrnmupyrowue onepayuu. Onupasch Ha OT-
CyTCTBHE TOYHOTO IIATOT€HE3a, aHATOMUYECKYIO
HEpAIMOHAJIBHOCTh BBINOJHEHUS HHBIX XUPYP-
rHYECKUX BMEIIATEIbCTB C IEJbI0 KyIHPOBAa-
HUA BHYTPUYEPEIHON THUIlepTeH3uu, Hauboiee
YHUBEPCAJIbHBIM CIOCOO0OM JI€YEHUS THAPOIe-
anuu npu MHUEIOMEHUHTOIE]IE MOKHO CIUTATH
MMIUIAHTAOWI0 MIyHTHpPyIomero ycrpoicrsa. Di
Rocco onuceiBaer omaceHus Ha cYeT HUMILIAHTA-
MU IIYHTA B CBI3H C BO3MOXKHOCTBHIO CO3MaHUA
TUIIOTEH3WMOHHOTO COCTOSIHUS, BCJIEJCTBHE KOTO-

POTO CHHOCTO3MPOBAHUE IIIBOB OCHOBAHHUS Yepe-
ma Oymer 0OoJjiee BBIPAKEHO, YTO HMPUBENET K elle
66abitemy ymenbienuio oobema 34U [5, 14]. Tlo
HallleMy MHEHHIO, HMILIAHTAIUS IPOrpaMMupye-
MBIX KJAMAHOB IIYHTUPYIOIIUX CHUCTEM C IOA00-
POM ONTHMAJBLHON IPOIYCKHON CIOCOOHOCTH H
CTPOTHH KOHTPOJIb 38 COCTOSHUEM PebeHKa B II0-
CJIEOTIEPAIHOHHOM IIePUOe I03BOJIAT M30e:KaTh
TunepapeHamHbIX OCHO?KHeHHﬂ, B TOM 4HHuCJIE yCYy-
ry6JIeHHs IPOLEeCCOB CUHOCTO3UPOBAHUA.
Demanvran xupypeus. OUTHMAIBHBIM CIIO-
cobom 06OpLOBI ¢ 3ab0MeBAHHMEM SBISETCS €ro
npoduIaKTHKA. B 1I00ambHOM WHCCIeIOBAHUN
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Puc. 5. 9upockonuyeckas nepdopaius 1Ha TPETHETO
JKeNIy0YKa He obecrieduBaeT COOOMIEHUS IBYX KOMIIAPTMEHTOB
HU [IPY KAKOM aHATOMHYECKOM BapuaHTe

Fig. 5 Endoscopic third ventriculostomy does not provide
communication between the two compartments in any
anatomical variant

Management of Myelomeningocele Study (MOMS)
ObLIM [OKAa3aHbl CTATUCTHYECKH 3HAYMMOE CHU-
JKEHMe PasBUTHA THAPoIedalnu y IeTel ¢ IMopo-
KaMU PasBUTHUA CIHHHOTO MO3Ta Ipu (eTaTbHOM
OTIIEPATHBHOM 3aKpBITHH Jed)eKTa CIIHHHOMO3TO-
BOTO KaHajla, MHHHUMU3AIHUA DPUCKOB PA3BUTHUA
manbgopmaruu AR [2].

3akaroueHne

Hecmorpsa ma 60ab110# BBIGOP OEPATHBHBIX
BMELIaTeJIbCTB, HaI/I6OJIee yYHHuBEPCAJIbHBIM METO-
IIOM JieYeHUus THUAponedalnu IpU MHUEJIOMEHUH-
roueJie SBISETCSI UMILIAHTALWUSA LUIYHTUPYIOIIUX
YCTPOUCTB.

CBoeBpeMeHHOE BhISIBJIEHUE IIOPOKA PA3BUTHUS
y IJI0[1a ¥ TpoBeieHne (peTalbHbIX OIePATHBHBIX
BMeIIATeIbCTB I03BOJIAT N30e/KaTh PA3BUTHSI T'H-
aponedanuu W, Kak CJIeICTBHE, BbIOOpa omepa-
THBHOI'O BMEIIIATEILCTBA Y pebeHKa Ioce PosKIe-
HUS.
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