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bonesbie u Hebonesbie ceHCOpHblE pEeHOMEHDI
manbdpopmaumm Kuapu tvna 1 utna O
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Bbornesble rposisneHus namosioauu, Kak rpasusio, MmsKeso rnepexusaromces nayueHmamu, crocobecmesyrom uHeanuduszayuu u He-
docmamoyHo aghchekmusHO noddaromes neveHuro. lposedeH aHanu3 bonesbix U Hebonesbix CEHCOPHbIX (heHOMEHO8 y nayueHmos
¢ manbgopmayuel Kuapu muna 1 u muna 0. Pa3nuyHbie 6onu u Hebornegblie CeHCOPHbIe heHOMEeHb! bbinu ebisignerbl y 157 (97%)
nayueHmos: 205108Hble 6osu 8bisiensnuck y 86% nayueHmos, Hegpornamu4yeckue heHOMeHb! 8 mynosuuje U KoHedyHocmsx — y 84%,
8binadeHusi yyecmeumernbHocmu — y 64%. NposedeHbl Mexapyrnoabie cornocmasneHusi 0aHHbIX cuHOpomos. [NpedcmasreHbl oc-
HogHble deckpunmopb! 601U, 8bisiereHHbIe npu obcredosaHuu nayueHmos. Pasgumue ceHCOpHbIX (heHOMeHo8 8 borbUuUHCMee Ha-
6modeHull cmaHo8UMCS Mep8bIM CUMITMOMOM OeKoMreHcayuu paccmampueaemMol 8poX0eHHOU namorozauu. M3yyeHue CeHCOopHbIX
geHomeHo8 rpu manbgopmayuu Kuapu moxem criocobcmeogame onpedenieHuro MpUYUH U ycrnosuti amou 0eKkoMreHcayuu, a makxe
criocobcmeosams 8bibopy n1e4ebHoU makmuKu.

KntoueBble cnoBa: manbgopmayusi Kuapu muna 1, mansgpopmayus Kuapu muna 0, 2onosHbie 6oru, Hegponamuyeckue 6onu.
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Painful and non-painful sensory phenomena
Chiari malformation type 1 and type O
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Painful manifestations of disease are usually excruciating experienced patients, contribute to disability and not effectively treatable.
The analysis of non-painful sensory and pain phenomena in patients with Chiari malformation type 1 and type 0 was performed. Various
pain and non-painful sensory phenomena were detected in 157 (97%) of the patients: headache (in 86%), neuropathic phenomena in
the trunk and limbs (84%), loss of sensitivity (64%). Intergroup analysis was performed. The main descriptors of pain was identified.
Development of sensory phenomena in the majority of cases are considered the first symptom of decompensation of congenital
abnormalities. The study of sensory phenomena in Chiari malformation patients may facilitate the identification of the causes and

conditions of decompensation, as well as contribute to the selection of treatment tactics.
Key words: Chiari malformation type 1 and type 0, headache, neuropathic pain.

Cpeau reteporeHHor rpynnbl Manbdopmaumn Kua-
pn (MK) Hanbonee 4acTbiM U KJIMHUYECKN 3HAUYMMbIM
B nonynsauun asnsdetcsa tun 1 (MK1), koTopbin pac-
CMaTpMBalOT KakK BapWaHT MaToNOrMM KpaHuoBsepTe-
6panbHON 06nacTn, XxapakTEpPU3YHOLWMNCS HapyLUeHN-
€M LUMPKYNAauUnMmM CNMHHOMO3roBOM XWAKOCTU B YCJO-
BUSIX «TECHOM» 3aAHel yepenHon saMbl U popMUpoBa-
HWEM Yy YacTu 60nbHbIX 0Cc0601 POopMbI LEPBUKANTBbHOWN
Muenonatum — cupuHrommenum [1, 2]. MNatoreHeTun-
yeckn 6nmskonm k MK1, HO MeHee M3y4yeHHOW dop-
MOV nmatonormmn asnaetca manbdopmumsa Knapu tvna
0 (MKO), AnarHocTMka KOTOpPOW OCYLLECTBASETCSA NMpw
BbISIBJIEHUN MPU3HAKOB «TECHOW» 3agHel 4yepenHown
SIMbl M OTCYTCTBUS XapakTepHor ans MK1 sktonuu
MUHAANNH MO3XeuKa.

BoneBbie n HeboneBble ceHCOpHble PEHOMEHbI SB-
nsATCa Hanbonee 4yacTbIMM KIMHUYECKMMW NposiBie-

HuaMmmn Manbdopmaumn Kuapm tnna 1 (MK1) n npea-
CTaBNeHbl MpenMyLLecTBeHHO CcyboKuMnuTaabHbIMK
KpaHWanrmsmm, HepponaTmuyeckomn 60sbo B TyN10BULLE
M KOHEYHOCTSX, a TakKXe CermMeHTapHO-ANCCOLMUPO-
BaHHbIMM PaCCTPOMCTBaAMM 4YyBCTBUTENbHOCTM [1-3].
[JaHHble CUMNTOMbI TSXXENO MepexmnBatoTCcs naumeH-
TaMu, CNOCOBCTBYIOT MHBaNUAN3aLMN U HEJOCTAaTOYHO
3 PeKTMBHO MOAAAKTCH NNIEYEHUID, YTO 06yCOBIEHO
CNOXHOCTbIO U HEAOCTAaTOYHOM M3YYEHHOCTbIO UX Na-
ToreHesa [1, 4]. B HacTosiwee BpeMsi 60/bLINHCTBO
paboT nocesWeHo nccnenoBaHmio 60 1 BbiNnageHumn
YyBCTBUTENbHOCTM nNpu MK1l-accoummMpoBaHHOW CU-
puHrommenuu [5, 6]. BMecte c TeM HeobxoaAnM aHa-
N3 BCEro CrnekTpa CEHCOPHbIX (DEHOMEHOB NpU AaH-
HOM maTonoruu.

Llenb pa6oTbl — aHanu3 6oneBbix U HeboneBbix
CeHcopHbIX peHoMeHoB MK1 1 MKO.
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Ta6nuua. PacnpocrtpaHeHHoOCTb (B %) 6o0neBbix U HeboneBbiXx CEHCOPHbIX (PeHOMEHOB cpeau
60nbHbIX ¢ ManbdopMmaumen Knapm tuna 1 n tuna 0

CvHApPOMBI MK1 (n=109) MKO (n=51) Bcero (n=160)
FonosHble 601K, B T.4.: 87 84 86
— noAsatbloyHble (cyboKuunuTanbHble) 56 47 53
— CO 3puUTeNbHbIMK (heHOMEeHaMM 43 43 43
— KawieBble 17 6 13
1 KonbamoCTer B T VOB 86 78 84
— BblNageHns (4yBCTBUTENbHbIN AeduumnT) 67 57 64
— CMOHTaHHblE ANUTENbHbIE MOBEPXHOCTHbIE 60K 25 22 24
— CMNOHTaHHble AnnTeNbHble rNYbMHHbIE 60N 54 47 52
— CMNOHTaHHblE NapoKcmM3MasbHble 60K 13 10 12
C—eﬁcb(l)?BHabrli:taljeeég:glﬁlv;posawble NO3MTUBHbIE 45 37 43
— COYeTaHHble (C HouuuenTuBHbIMK) Bonn* 57 33 49

lMpumeyarHune: * — p<0,05 ana MK1 n MKO

MeToabl

MpoBeaeHo KAnHUYeckoe nccnepgosaHme 160 naym-
eHToB (cpeaHuin Bo3pacT 43+4 roga; cpeaHss Anuv-
TENbHOCTb KJIMHUYECKON CUMNTOMaTUKKM 27+4 roaa;
MYy>X4nH — 83), B TOM uucne ¢ MK1 (rpynna MK1,
n=109) u ¢ MKO (rpynna MKO, n=51). ¥ 71 nauwu-
eHTa Manbdopmaumsa Kuapu couyetanacb C CUPUHIO-
Muenunemn, B ToMm ymcrne y 53 naumeHtos ¢ MK1 ny 18
naumeHToB ¢ MKO. Bbinn ncnonb3oBaHbl Knaccmdmka-
umsa n onucaHme 6onesbix GeHOMeHOB ManbdopMaumm
Kunapu no [2, 3, 7]. Mpu ctatuctnyeckon obpabotke
AAaHHbIX YPOBEHb 3HAUYMMbIX Pas3INynUiA onpeaensncs
npun p<0,05.

PesynbTaTtbl

PasznunyHble 601 1 HebonesBble CEHCOPHble heHoMe-
Hbl 6bilnn BbisiBNeHbl y 157 (97%) nauueHTOB. Pac-
NMPOCTPAaHEHHOCTb OTAE/NbHbIX CMHAPOMOB MpeAcTaB-
neHa B Tabnuue. B uenoM ronosHble 601K BbISABNSA-
nmcb y 86% naumeHTOB, HeBponaTunyeckne geHome-
Hbl B TYJI0BULLE N KOHEYHOCTAX — Y 84%, BbinageHus
UyBCTBUTENLHOCTN ¥ 64%. B kauecTBe MaHUdeECTHOro
CMMNTOMa ronoBHyt 601b oTMeTunu 51% nauneHToB
(52% c MK1 n 47% c MKOQ), a 6o B TynoBuwe uam
KOHeyHoCcTAX — 29% (30% c MK1 un 28% c MKO).
AHanM3 MeXrpynnoBbiX pasn4ynii BbiiBUI TEHAEHLMIO
K 60onblUer YyacToTe paccCMaTpuBaeMon CUMNTOMATUKM
cpeau nauumeHtoB ¢ MK1 no cpaBHeHuto ¢ MKO, 4yTo
cooTBeTCTBYeT H6osbluel BblpaX>Xe@HHOCTU CTPYKTYPHbIX
n3meHeHunm npu MK1 (6onblwenn creneHm uepeben-
napHon sktonuu). OAHaKo AOCTOBEpPHble pa3nyums
(p<0,05) BbISIBNEHbI TONLKO A/ COYETaAHHbIX 6onewn
(57 n 33%, cootBeTcTBEHHO, ans MK1 n MKO0).

Mpn conocTaBneHU pacnpoCTpaHEHHOCTU CEHCOp-
HbiX (PEeHOMEeHOB cpeaun NauneHToB C ManbdopMaumen
Kunapun (MK1 n MKO) c cnpuHromumenuei (n=71) n 6e3
cupuHrommenumn (n=89) AOCTOBEpPHble pa3anymsa OT-
MeyeHbl ANS CNOHTaHHbIX ANUTENbHbIX FMYBUHHbBIX (65
n 42%), nHayumpoBaHHbixX (59 n 29%), cMmewaHHbIX
6oneri (58 n 43%). bonn B TynoBulle AOCTOBEPHO
vyawe Habnwganucb B KayectBe MaHUMECTHbIX CUM-
NTOMOB Yy MauMeHTOB C cupuHrommenuven (49 n 13%),
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a rosioBHble 601K — y NnaumnmeHToB 6€3 CUpUHrOMUENn
(34 n 64%).

AHanu3 reHaepHbIX pasnnyuin BbiBMA npeobnaga-
HWE Cpean XeHWMH cyboKUuMNUTanbHbIX TFOSIOBHbIX
6onen n coyetaHHbix 6oneln B TyNOBULLE N KOHEYHO-
CTAX.

BbisiBNneHbl 0CO6E€HHOCTN pacrnpenesieHnss u xapak-
TEPUCTUKN CEHCOPHbIX CMHAPOMOB B 3aBUCMMOCTU OT
TMNa ManbdopMaumm N HaAUYnUs CUPUHIOMUENTNN:

— B rpynne MK1 c cupuHrommenvmen oTMedeHbl Hau-
6onblwne nokasaTenu pacnpoCcTpPpaHEHHOCTUM CMNOH-
TaHHbIX ANUTESIbHbIX MOBEPXHOCTHbLIX M CMOHTAHHbIX
napokcmaManbHbIX 60nei, KoTopble MauMeHTbl Hau-
6os1ee yacTo ONKUCbIBaNM KaK «XXKEHNEe», «Npoxoxae-
HWE 3NIEKTPUYECKOr0 TOKa», KyKyC», «Kpbica B 60Ky»,
«MNpOCTpen»;

— B rpynne MK1 6e3 cupuHrommennm — Hambosnb-
Lee YMcao rnaumeHToB C roIoBHbIMKM 6onsamu;

— B rpynne MKO c cupuHrommenuvein — BbisiBNe-
Hbl HaMMeHbLUMEe MoKa3aTenn pacrnpoCTPaHEHHOCTH
rosioBHOM 6011 M MakcMManbHble 3HAYEHUS pacnpo-
CTPAHEHHOCTU CMNOHTaHHbIX ANUTENbHbIX TNYOUHHbIX
6onen, KoTopble NaumeHTbl Hanbonee 4acTo OMUCHI-
BaM KaK «3acCTblBaeT», «3aTBepAeBaeT», <«4aBUT»,
«CTArMBaeT», «3aC/IOHKa Ha wWee»;

— B rpynne MKO 6e3 CUpUHroMmennm OTMEYEH Haun-
MEHbLIWA NOKa3aTeNlb pacCnpoCTPAHEHHOCTM HeBpona-
TUYeCcKknx peHOMEeHOB Ty/I0BULLA U KOHEYHOCTEN.

O6¢cy)xxpeHune

bnuskue 3HaueHna pacnpegeneHns CeHCoOpHbIX de-
HOMEHOB, OTMeYeHHble cpean 6onbHbix MK1 1 MKO,
B Le/IoM noaTBepXAaatT obwHOCTb natoreHesa MK1
n MKO. BbigaBneHHble 0CO6eHHOCTU pacnpeneneHns u
XapaKTePUCTUKN CEHCOPHbIX CUMHAPOMOB B 3aBUCUMO-
CTM OT TMMa ManbdopMaumm U HaANUYNUSA CUPUHTOMME-
NN CBUAETENBbCTBYIOT O NONMMOpPdU3Me B3aUMOOTHO-
LEeHUS CTPYKTYPHbIX U PYHKLMOHANbHbIX HapyLUeHUN
npu AaHHOW naToaoruu.

lMpeacraBnsgeTca 3aKOHOMEPHbLIM BbiB/IEHWE B NOA-
rpynnax 6o0nbHbIX C Manbdopmaumen Kuapm c cu-
puYHrommenuen 60nblIEn YACTOTbl HEBPOMATUYECKUX
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6oneBbix PeHOMEHOB, NOKANM30BaHHbIX B Ty/0BULLE
M KOHEYHOCTSX, a noarpynnax 6e3 cMpuHroMmmenun —
rofloBHbIX 60nein. Pazsutne 6011 Npu CUpUHroMmenmnu
MOXeT O6biTb CBS3aHO C MOAY/MPYHOLWNM BIINSHUEM
npedpoHTanbHOM KOpPbl N CO CHUXEHUEM UHIubu-
pYyHOLLEro BAMSHUA TEPMOPELLENTOPOB Ha NpoBeaeHne
60nu, BCneacTBMe nopa)keHus nyTen TemnepaTypHON
yyBCTBUTENbHOCTU [6]. Mpuyem 3Ta AM3MHIMGUULUS,
BEPOSATHO, MOXEeT MO-pa3HOMYy B/IMATb Ha pasBUTUE
pasfMYHbIX HeBponaTuyeckmx eHOMeHOB, yCuameas
CMOHTaHHble 60N U CHUXAaA YacTOTy WMHAYLMPOBaH-
HbIX CMHAPOMOB. [pupoaa pas3nuyHbIX HEBponaTuye-
cknx 6onen N CMMNTOMOB BbiNAZEHUS B TY/0BULLE U
KOHEYHOCTSAX, OBHapy>XeHHbIX B HalleM wuccrenoBa-
HUN Y 2-52% 60onbHbIX 6€3 cnpuHromMmmnenum, Tpebyer
OTAENbHOrO M3y4YeHUss U MOXeT bbiTb CBfI3aHa Kak C
dopMUpPOBaHMEM <«MPECUPUHICa», TaK U C APYrUMU
KOMOpP6MAHBIMK cocTosiHMAMM [1].

WNccnenoBaHne CEHCOPHbIX HapyLIeHUA U MexaHu3-
MOB WX pa3BuTus npu Manbdopmaumm Kunapu mmeet
6onbloe npakTuyeckoe 3HayeHue. OAUTenbHOCTb U
Bblp@)>XEHHOCTb YYBCTBUTE/bHbIX BblMajeHWI pac-
cMaTpMBaeTCs B KayecTBe BO3MOXHOrO npeaukTopa
3(HEKTUBHOCTN ONepaTUBHON AEKOMMNPECCUMN 3aL4HeN
yepenHon sambl [5]. CTpykTypHble U (YHKUWOHab-
Hble U3MEHEHMS, CBA3aHHble ¢ Manbdopmaumnen Kna-
pu, TpebyloT KoppeKkuMn TpPaguLNOHHO NPUMEHSEMbIX
HEeMeAWKaMEeHTO3HbIX W MeAMKaMeHTO3HbIX CPeacTB
aHecTe3nu un nevenus 6onun. N3yyeHme ocobeHHocTeNn
OENCTBMS HAapKOTUYECKMX aHaNbreTMKOB B YCNOBUAX
M3MEHEHHOW CEHCOPHOWM CUCTEMbI Y NauneHToB ¢ MK1
HeobXxoAMMO ANa CHUXEHUS pUCKa BHE3arnHoMW CMepTu
B CBSA3M C haTasibHbIM YCUSIEHMEM MMEKLENCS B AaH-
HOW rpynne 60/bHbIX CKIOHHOCTU K COHHbIM anHO3
[8]. Kpome Toro, BbisiBneHne B o6cnenoBaHHON rpyn-

ne NauMeHTOB BbICOKOW pacnpoOCTPAaHEHHOCTU coye-
TaHHbIX 60nen (C HOUMUENTUBHbBIM, CKENNETHO-MbILLEY -
HbIM KOMMOHEHTOM) no3BoJseT 06CcyXaaTb BO3MOX-
HOCTb NMPUMEHEHUS OTAENbHbIX METOAMK MaHyasibHOMN
Tepanuu AaHHOW NaToormu.

3aknoyeHue

PaznnuHble 6011 1 Hebonesble CeHCOpHble heHoMe-
Hbl YacTto (Ao 97%) HabnwogatoTca npu Manbdopma-
umm Knapun tTuna 1 v tTuna 0 n B 6onbwiMHCTBE Habnto-
OEHWUIA CTAaHOBATCSA MepBbIM CMMNTOMOM [eKOMMeHca-
LMW BPOXAEHHOM naTonornu. MayyeHnme CeHCOpHbIX
deHoMeHOB nNpu ManbdopMmaumn Kuapm MoxeT cro-
cobcTBOBaTL onpeAeneHuto NPUYnNH U YCITOBUIA 3TOMN
AeKOoMMeHcaumm, a Takxe cnocobcTsoBaTb Bbi6opy
neyebHONM TaKTUKMU.
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