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Maxkanaoa Apnonvoa-Kuapu | mubundecu anomanuscei-
HbIH CUPUSOMUETUS JCAHA 2UOPOYepanus MeHeH auKalblUKaH
Oelimanmuln KIUHUKATLIK abanbl Kenmupuneen. byn epynnaoa-
2bl betimanmapobl 0aapbliOOHYH MAKMUKANAPLIHLIK ap Myp-
OYYnyeyH 9CKe anyy MeHeH, Ouzoun y4ypoa namo2eHemuKaibiK
BIKMAHBI KOLOOHYN 0apblIoOHY basHOadvik. Keiioam obvek-
MUBOYY HCAHA UHCIMPYMEHMALObIK KAPOOOOH OMKOHOOH KUUUH,
XUPYDRUANBIK KUUTUSUULYYHYH AOCOTIOMMYK KOpcomKyuy 60-
SN CaHaNean OU3paPuKaIbIK cmamycy auvlkmanovl. bus kapa-
Kyul CO02YH 0eKOMNPECCUOHObIK MPENAHMAYUsL HCACAOBIK, MII~
OMYPMKA CYIOKIY2YHYH OMYYCYH KanblObiHA KENMUpYy MeHeH,
KULIUHYEPIIK KAUHUKANBIK HCAHA MOPPONOSUATBIK 00PYAAPObIH
MOJYK peepecCusicbll KOPCOMYN, BeHMPUKYILO0- HCAHA CUPUHEO-
CMOMUSA COIAKIMYY KOUWYMYA KUUTUSUULYYTIOPOOH AlbiC 6ONOYK.
Apronvoa-Kuapu | mubunun necusunoe naiioa 6oi2on bopoop-
OYK Hepé mymymyHoazvl npoyeccmepour KAcKaoblH HCaHa oug-
depenyuandyy mamuneHun Hecus2u yuypy - 6yi aHOMAanus me-
XauusMunun 6y3ynean 4otpoecyHoocy namo2eHemukaubik oati-
JAHLIUIMbIH OY3YIYULY.

Hezuszeu ce300p. manvgopmayus, Apnonvoa-Kuapu, |
MUn, CUPUH2OMUETUS, UOPOYeDansl, 0eKOMNPECCUsl, KIUHUKA-
JIK MUCAL.

B cmamve npedcmasnen Kiunuveckull cayuail nayuenma
¢ manvgpopmayueti Apnonvoa-Kuapu | muna 6 couemanuu c cu-
punzomuenueil u uopoyeganueti. Yuumoigas MHo2000pasue
MAKmMuK 66e0eHusl OAHHbIX OOJbHLIX, 8 HAUuleM ClLyude Mbl HO-
cmapanucy ceecmu pewenue K namo2eHemuieckomy cnocooy
neuenus. Tlocne muwamenvno2o 06beKMUBHO2O U UHCIPYMEH-
MANBLHO20 06CIE008ANUS BbIAGIECH MHO2000PA3HbII Ou3paghuyie-
cKkull cmamyc, 4mo 601bule YKazvléaem Ha IHOO2EHHOe Pa36u-
mue manbgopmayuu, 2pydvie He8poLO2UHecKUe HAPYULCHUS,
AGUGUUMUCST ADCOTIOMHBIM NOKA3AHUEM 051 NPOBEOEHUsT One-
pamugnoz2o emeuwamenvscmea. Hamu nposedena odexomnpec-
CUOHHAS MPENnAHAyUsl 3aMbLIOYHOLU KOCMU ¢ 60CCIMAHOBICHUEM
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naccasca auKeopd, 8 NOCieoyiowem KOmopo2o ommedaem
RONIHBIIL pezpecc, KaK KAUHUYECKOU, MaK U MOPHON0SUYecKux
Hapywenut, u30excas npu 3mom OOROTHUMENbHbIX 6Meuld-
menbCme Maxux Kaxk 6eHmMpukyio- u cupunzocmomuu. Ouens
6ADICHO NOHUMAMb KACKAO NPOYECCO8 8 YEHMPANbHOU HEPEHOU
cucmeme, 803HuKarwux npu marbgopmayuu Kuapu | muna u
mom @akm, umo KIrueebiM MOMEHMOM Ougdpepenyuposam-
HO20 N00X00a - AGNAEMCS 0OPbI8 NAMOEHEMUUECKO20 36€eHA 6
HOPOYHOM KpY2e MEXAHUSMA OAHHOU AHOMATUU.

Knrwuesvie cnosa: manvghopmayus, Apnorvoa-Kuapu, |
mun, cupurHzoMuenus, euopoyepanus, O0eKOMNpeccus, KIuHu-
yeckuil cuyuail.

We would like to present a clinical case of a patient with
Arnold-Chiari malformation in combination with syringomyelia
and hydrocephalus. Considering the fact that there are variety
methods of treatment of these patients, we have decided to use a
pathogenetic method. After a thorough objective and instrumen-
tal examination, we revealed a diverse dysraphic status, which
indicates the endogenous development of malformation, gross
neurological disorders, which should be treated surgically. We
have performed decompression trepanation of the occipital bone
with restoration of the passage of cerebrospinal fluid, which
subsequently lead to complete regression of both clinical and
morphological disorders, while avoiding additional interven-
tions such as ventriculostomy and syringostomy. It is very im-
portant to understand the sequence of processes in the central
nervous system which occur during Chiari malformation and the
fact that the key point in the differentiated approach is the break-
down of the pathogenetic link in the vicious circle of the me-
chanism of this anomaly.

Key words: malformation, Arnold-Chiari, type I, syringo-
myelia, hydrocephalus, decompression, clinical case.

Beenenne: Mansdopmanus Kuapu 1-ro Trma npen-
cTaBisieT co0OW BPOXKACHHYIO aHOMAIIMIO O0YCJIOBJIEH-
HYI0 HECOOTBETCTBUEM KOCTHBIX U HEBPAIBHBIX CTPYKTYP
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3a7HEll YepenHo# sMKH, MOP(]OIIOrHYEecKH XapaKTepH-
3YIOIIYIOCSL AKTONHEH MHHJAIUKOB MO3KEUKAa HUIKE
YpOBHS OOJBIIOTO 3aTBUIOYHOTO OTBEPCTHS C Pa3BUTHEM
pa3IMYHON CTENEeHM KOMIIPECCUU CTPYKTYp CTBOJa Io-
JIOBHOTO MO3ra W HapylLIEHHEM JIMKBOPOOOpaleHus] Ha
YpOBHE KpaHHOBEPTEOPaJIHHOTO IIepexojia, HEepPemKo ¢
pasBuTHEM cupuHromuennu. Hecmotpst Ha Gosee yeM no-
JIyTOPaBEKOBOE U3yUYEHHE CUPUHTOMUEINH U UMEIOIIHe-
sl TOCTIDKEHUSI, OCTAIOTCSI Hepa3pelIeHHBIM MHOTHE BOII-
pocsl matorenesa [3, 7, 11].

IIpuMeHeHNEe COBPEMEHHBIX HEHpOBU3yaln3allMOH-
HbIX MeToaoB ucciaenoanust MPT, KT, mukponeiipoxu-
PYpPru4ecKkoil TeXHUKH pe3KOo pacUIMpHiIo peecTp Ooisee
3 PEKTUBHBIX, HEXKEIH KOHCEPBATUBHBIX, XUpypruye-
CKHX METOJOB JICUCHUs, HEPEIKO MHOTOSTAHEIX, ¢ AK,
coueTaroumxcs ¢ cupuHromuenuer [9,10]. Mexny tem,
OCTaIOTCS JUCKYCCHOHHBIMH BOIIPOCHI 00beMa OnepaTuB-
HBIX BMEIIATEIBCTB, UX MOCICIOBATEIIEHOCTH U CPOKOB
MEXIy pa3nuyHbIMU 3Tanamu pu AK B couetanu ¢ cu-
puaromuenueii [1].

B maHHOM KOHTEKCTE€ MBI MPHBOAMM CICTYIOIIEe
KJIMHUYECKOE HAOII0/ICHHUE.

Bbonpnoit M., 1980 r.p. moctynun B HI' oTnenenue
Herpoxupypruu Nel7.06.2012 r.

7KanoObl mpu MOCTYIUIEHUH: HA BBIpaKEHHBIE TO-
JIOBHBIC 0O0JH B IICHHO-3aTHUTOYHON 00JIACTH, YCUITHBAKO-
mieecs pu (HU3UIECKOI HarpysKe, IyBCTBO OHEMEHHS B

NpaBOH MOJOBUHE IPYIHOM KIIETKH, TPaBOH pyKe, omep-
XHMBaHHE NPU YHOTPEOICHUH XKHUKOH THIIHN, TOJIOBOKPY-
JKEHHUE, NEPUOJMIECKN Ha BBICOTE TOJIOBHBIX OOnei 3a-
TEMHEHHE CO3HAHUSL.

W3 ncropuu 60s1€3HU: €O CIIOB OONBEHOTO, TOJIOBHBIE
00M BEIIEYKA3aHHOW JIOKAJIM3aIMKd OECIIOKOAT B Tede-
Hue 5 ner. Ha ¢oHe 4acThIX roJOBHBIX OOJel oTMeda
o01yto cnabocTh, pa3apaXKUTENbHOCTD, YXYALICHHS Ma-
MSTH, HCOTHOKPATHO JICYMIICS] KOHCEPBATHBHO C BPEMEH-
HBIM 3¢ pexToM. CBOIO 00JIE3Hb CBS3BIBAII C MTOJTYYEHHOI
nerxoit UMT B 2008 .

C mas mecsma 2012 r. coctosHuEe OOIBHOTO 3HAYH-
TENIBHO YXYAIIHMIOCh, HAPOCIa HHTCHCHBHOCTh TOJIOBHBIX
6os1elt, MaTKOCTh MPU X0A60€, IPUCOSIUHUINCEH HapyIlle-
HHE TTIOTaHUs, U3MEHWIACh Pedb, IPUCOETHHIIINCH ITPHC-
TYIIBI 3aTEMHEHHS] CO3HAHMSI Ha BHICOTE T'OJIOBHBIX OOJIEH.
['onoBHBIE 60NN MTPOBOLMPOBAIUCH (PH3UYECKUM HArpsi-
JKEHHUEM, 0COOCHHO B TIOJIOKEHHUH C OIYIIEHHON I'OJIOBOIA.
H3-3a BBIIENIEPEYHCIICHHBIX Kajl00 00JILHOM MOJHOCTHIO
yTrpaTtia pabotocnocodHocts. IIpu MPT-uccnenoBanuu
ronoBHOro mosra ot 07.06.12, oOHapykeHa aHOMANHUs
Apnonpna-Kuapu 1 Tuna ¢ sxronueil kayJaapHbIX OTAE-
JIOB MO3keuka 10 10 MM, BHYTpEHHSsI OKJIIO3MOHHAs TH-
pouedamus (OJOK Ha ypOBHE OTBEPCTHS MaxaHIN).
CupuHroMuenus MWeHHOro OTJea CIIMHHOTO Mo3ra (CM.
puc.1).
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Puc. 1. MPT kpannoBepTeOpabHOrO IIepexo/a 1 MICHHOT0 OT/ea CIHHHOTO MO3Ta B CATUTTAIEHOI U aKCHAIBHOM
MIPOEKIHAX 0 ONEPATUBHOTO BMEIIATEIbCTBA.

OObekTHBHO: oOpamaer BHUMAaHWE HAJIMYHE Y
0OJIBHOTO YETKO OYEPUCHHOT0 AN3PadHIEcKOTO CTaTyca
(puc. 2): neopmariusi TpyIHOM KICTKH, HH3KOE MOJIOXKE-
HHE MyIKa, HENPAaBUIFHOE Pa3BUTHE YIIHON PaKOBUHBI,
OpaxunakTuians (KOPOTKHE TMaNbIbl PyK), M30JaKTHIHUI
(HenpaBwibHAs TajbLeBas GopMyna — Bce MasbIbl HOT
MMEIOT MMOYTH OJAMHAKOBYIO JIJIMHY), HEPaBUIIbHBIH MPHU-
KyC — NpOTreHHs (BBICTOSHUE HIDKHEH YeNoCTH), KOPOoT-
kas mesi. Co CTOpOHBI BHYTPEHHUX OPTaHOB U JlabopaTop-
HBIX JAaHHBIX CYIIECTBEHHBIX NMAaTOJIOTHYECKUX H3MEHe-
HUW HE BBISBIICHO.

B HeBponornueckom cratyce: Co3HaHHE SICHOE, TI0-
BE/ICHHE aJIeKBAaTHOE; pedb — OTMeYaeTCs THyCaBbIi OTTe-
HOK rojoca. O6oHssHEE coxpaHeHo; 3pauku S=D, ¢oto-
peakimu xuBble; OCTpOTa 3peHHS HE HapyIIeHa, MOJis
3peHusl B pejiesiaXx HOPMBIL. [IBHKEHUs TI1a3HBIX SI0JIOK He
orpanudeHsl. Jlunnonuu HeT. ['OpU30HTAIBHBINH HUCTarM
B 00e cTopoHbl. TpureMnHanbHbIE TOUKH 0€300JI€3HEH-

a 6
Puc. 2. Im3paduueckue nposiBieHus. a — aepopManusi TpyIHOH KICTKH, 6 — HeIPaBUIILHOE Pa3BUTHE YIIHOH PaKOBUHEL,
6 — OpaxuaaKkTHIHS (KOPOTKHE MalbIbl PYK), H30JaKTHIIHS (HelpaBUIbHAs MajblieBast popMylia — BCe MabLbl HOT UMEIOT ITOYTH
OJIMHAKOBYIO AJIMHY), 2 — HENPaBWIbHbIM NPUKYC — NPOTeHUs (BBICTOSIHUE HIDKHEH 4eTI0CTH), KOPOTKas Iesl.
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Hble. YyBCTBUTENBHOCTh KOKH U CIIM3UCTBIX JIMLA HE HA-
pyuieHa. KOHBIOKTHBAJIBHBIN W POTOBUYHEIA pedIeKCHI
»kuBble. JKeBaTenbHble MbINILEI 6e3 ocobeHHocTed. JIumo
cumMmeTrpuyHoe. Ciyx He HapylieH.

lotrueckoe HEOO, TEPHOANIESCKH MTOTIEPXUBACTCS,
TJIOTOYHBIC ¥ PBOTHBIC pe(IIeKCHI CHIKEHBI C 00EHX CTO-
poH. SI3bIk M0 cpexaHeii muHuM Bryc B HopMme; Pediekcor
OpaIbHOTO aBTOMATHU3Ma HET. AKTUBHBIE JBHKEHHUS B KO-
HEYHOCTSAX B MOJTHOM 00BEMe. MpIlIeunas cuia qocra-
TouHasI, TOHyC He m3MeHEH; CyXOXWIbHBIC PedICKCHI
S=D, Ha HI)KHUX KOHCYHOCTSX OXKHBJICHBI. BpIONIHEIC
pednexcel yraerensl paBHOMepHO. CTONHBIX IaTOJIOTH-
YECKHUX 3HAKOB HET. BhIABIEH CHUPHUHIOMUETUTHUYECKUM
THT paccTPOHCTBa YyBCTBUTEIEHOCTH: HApYIIeHUE OoJIe-
BOW M TeMIepaTypHOil IPH COXPaHHOCTH TIIyOOKOH 4yB-
cTBUTENBHOCTH B cermenTax C1-2 mo /15 crpasa. [Toxon-
Ka OONBHOTO maTKas, B mo3e PoMOepra oTKIOHSETCS B
cTopoHsl. KoopamHaTOpHBIE IPOOKI BRITIOHACT C MHTCH-
nueii. MeHUHTreaIbHBIX 3HAKOB HET.
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Ha ocHOBaHMM BBIIIEONMCAHHOIO OBLI BLICTABJIEH
CIeNyIOUINI KIMHUYECKUH TUarno3: AHoManus ApHOIb-
na-Kuapu | Tuna B coueTaHuy ¢ CHPUHTOMHUEITHCH IICH-
HOTO OTJIela CIUHHOTO Mo3ra. OKKIIF03MOHHAs THAPOIIE-
¢banust. YMepeHHbIH Oyiap0apHbI CHHAPOM. YMEpPEeHHO
BEIpAKCHHBIN THUIIEPTEH3NOHHBIN 1 BECTHOYI0-aTaKTHIe-
ckuit cuHAPOMEL. Jlm3padudeckuii craTyc.

B otnmenenun wefipoxupyprum Nel HIC M3 KP
19.06.12 1. manieHTy IpoW3BeieHa onepanus: « IKOHOM-
HOW pe3eKINH Kpasi 3aTBUIOYHOHN KOCTH 3X3 cM U 3a1Hel

nyru Cl o3BoHKa, BCKpBITa TBEpIasi MO3roBast 000J1049Ka
(TMO), peBu3nu HEBpaJIBHBIX CTPYKTYp 3aJHEH uepern-
HOH simku (3YS]) m kpaHHOBepTeOpaIbHOrO Mepexoja ¢
pa3beMHEHHUEM CMaekK, Maasiueil Koaryssiuei MuHaa-
JIMKOB MO3KEUKa U BOCCTAHOBJICHHEM I1accaka JIMKBOpa
yepe3 cpenuHHyo aneptypy IV kemymouka, mracTuka
6ompmoit 3atbutogHoit nuctepHs! (B3Ll) myTem BmmBa-
HUS TpaHCIUIaHTaTa ((pparMeHT mupoKoi pacmu deapa)
TMO (puc. 3. 3Tanbl XUPYPrHIECKOTO BMEIIATEIBCTBA).

o 8

Puc. 3. Dranbl Xupyprudeckoro BMemarenbCTBa npu ¢. ApHoabaa Kuapu. a. DxoHOMHasl TpenaHaus
3aTBUIOYHON KOCTHU M IIMUHOAKTOMHS aTJIAHTa; 6. BCKPBITHE TBEPJOH MO3rOBOI 000IOUKH C BOCCTAaHOBICHUEM
raccaxa JIMKBopa; . @opMHUpPOBaHUE 3aTbUIOYHOMN LIUCTEPHBI.

Hamu ¢ uenbto paHHero ¢popMupoBanusi OOJbLION
3aThUIOYHOIM LUCTEpHBI M MPOPHIAKTUKH PYyOLOBO-
criaeqHoro rnporecca kpast matkn TMO Ol TOAINTHL K
HAJIKOCTHHMIIE YeIllyH 3aThLJIOYHONW KOCTH B JIOp30-JiaTe-
paNIbHBIX HANpaBICHUSAX U Jajiee e€ EeHTP HMPOLIMBAJICS
yepes3 CIIOH MBI [IeH ¢ UKcalueii Ha alloHEeBPO3e.

B nocneonepaninoHHOM NEpUOAE COCTOSHUE OOJIb-
HOT'0 3HAUUTENIbHO YJIy4IIHIOCh: PErPECCHPOBAIHU I'OJI0B-
HBIE 00JH, BECTHOYI0-aTaAKTHICCKUA, OYIILOapHBIN U TH-
NIEPTEH3UOHHBIM CUHIAPOMBL. IIpu KOHTpOJIBHOM Hcce-

JoBaHUU 00JbHOTO uepes 1 roq u 5 mec. OOIee cocTos-
HHE OOJILHOTO YAOBJIETBOPUTEIBHOE, KAaKMX-JTM0O0 kKajI00
HE TPeIbSIBISIET, HEBPOJIOTUYECKH O4aroBOW CHMIITOMa-
Tuku Her. Ha konTponsHom MPT wucciepnoBaHuu ot
23.10.2013 r. BBIABIEHA pa3HUTENbHAS IOJIOKUTEIbHAS
JIMHAMKKA B BUZIe BOCCTaHOBJIeHHs oObema 3USI, hopmu-
poBaHUs OONBIION 3aTBUIOYHON ITUCTEPHBI, BOCCTAHOB-
JIeHWe LMPKYJSIIUK JIMKBOpa B O0JIaCTH KpaHHOBEpTe-
OpasbHOTO TIepexo/ia M Kak pe3ysbTaT perpecc ruapore-
(hamuu u sIBHOE yMEHbIIIEHHE 00beMa CUPUHTOMHEITUTH-
YECKOM KHCTHI CIIMHHOTO Mo3ra (puc. 4).

Puc. 4. MPT kpaHHOBEpTEOpALHOTO ITEPEX01a M MIEHHOTO OT/IeNIa CTUHHOTO MO3Ta B CATUTTAILHOM
¥ aKCHAJTBHOH MPOEKIUAX TOCTIe ONEepPaTHBHOTO BMEIIATEIbCTBA.
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TakuM 00pa3oM, B JaHHOM Ciydae BpOXKICHHAs
aHomaiusa AK coueranach ¢ au3padMueckuM CTaTycoM,
T.€. OCHOBHAs IPUYNHA SHIOTCHHAs, 9K30I'€HHbIH (pakTop
— IepeHeCceHHasl TpaBMa CIIPOBOLMPOBaJIa KIMHHYECKYIO
Manu¢ecranuio. KinHuueckue 1 HeHpOBHU3yalH3aluOH-
HBIE Pe3yNbTAaThI OIEPATUBHOTO JCUCHHS MaTb(POPMaLIuu
Kwuapu B coderanun ¢ cupuHroMmenueil u ruapoueda-
JHEH CBUACTEIBCTBYIOT O TOM, UYTO B JAHHOM CIIyJae Be-
JTyITAM TTATOT€HETHYECKIM 3BE€HOM B 00pa30BaHMH I1ATO-
JIOTHYECKUX TIOJIOCTEH B BEIECTBE CIIMHHOTO MO3Ta U
THIpoNeaTiy SBUJIOCH HAapYIICHUE JHUKBOPOIMPKYIIS-
LMY Ha YpOBHE KpaHUOBepTeOpanbHOro nepexona. Ilo-
3TOMY NEPBOOUEPEAHON 3a1aueii Mpu onepaTuBHOM BMe-
LIaTeNIbCTBE OBLIO BOCCTAHOBJICHHE (DH3HOJIOTHYECKOTO
naccaxka JIMKBOpa uepe3 cpeauHnyto aneptypy IV xeny-
JIOYKa, IMyTeM PeKOHCTPYKIMH cTpykTyp 344, ¢ mocne-
IYIOIIUM BEDKHUAATENEHBIM KOHTPOJIEM KIMHUYECKAX U
Mop(hOMETpHIECKUX HeHPOBU3YaIN3aIMOHHBIX TaHHBIX.
B nmamHOM ciydae nmpyroil STam OmepaTHBHOTO BMeIIa-
TENbCTBA — CHPHUHTOCTOMUSI HE TOHamobOmicsa. Pazymee-
TCsl, TAHHBIN adroOpuT™M 0OOCHOBAH IMPH SBHOU TOJOXKH-
TENBHON JMHAMUKE KIMHUIECKOH CHMITOMATHKU TIOCIEe
OIEpaTHBHOI'O BMELIATENLCTBA, T.€. HE3bIOJNEMbIM OCTa-
€TCA TPUHIUIT I/IH[[HBH}IyaHI)HOﬁ TaKTUKW JICUCHHUA Y
KaXI0T0 OOJIBHOTO C CHHIPOMOM ApHoJbaa-Kuapu, oco-
OEHHO B COYETAaHWH C CHPUHTOMHUEHEH.
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