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CUCTEMA JIEYEHUSA MUOHENPOTEHHBIX TE®@OPMAILINI CTOII ¥V B3POCJIBIX

HU.C. Hemomuna, O.B. Ozanecan, A.H. Jlesun

IlenTpasbHBIT MHCTUTYT TpaBMaToJaormu u opronenyu uM. H.H. IIpnoposa, Mocksa

Paspabomana cucmema xupypauuecko20 Ae4eHus MUOHelpoeeHHbIX 0eopMAlUll CMON, OCHOBaH-
Has Ha Jucpgpepenyuposannom nooxode K YCMPAHEHUN) NO 603MONCHOCMU 6CeX KOMNOHEHMOg
depopmayuu. ITpednosceno uembipe KOMNACKCHbIX ONEPAMUBHBIX 6Meuamenscmea: 1) onepayuu
HA MASKUX MKAHAX 8 couemanuy ¢ ocmeomomueil I nawcregoil Kocmu, 2) KAUHOBUOHAS Pe3eKUUA
U mpexcycmasHoii apmpode3 cycmagos cmonbl; 3) KAUHOBUOHAS Pe3eKUUs U HeMblPexXCyCmagHoil
apmpodes cycmaeos cmonbl U 201€HOCMONHO20 Cycmasa; 4) 3akpeimas Koppekuus degopmayuu
C NOMOWbIO WAPHUPHO-OUCMPAKLUOHHO20 annapama. AHanu3 ucxo0o6 severus 126 GonbHbix
(155 cmon) noomeepdun obocrHoearnHocms U 3ppeKmusHocmb NPeOLOHCEHHOU CUCMEMbL:
6 87,1% cayuaes nonyuensi xopouue pesyavmami, 6 8,4% — yooenemeopumenvibvie; Heyooeaemn-
sopumenvhuie pesyavmamst cocmasun 4,5%.

Surgical management for the myoneurogenetic foot deformities is suggested. It is based on the
differenciated approach to the elimination of all components of the deformity as possibile. The
treatment includes 4 complex operations: 1) surgical intervention on soft tussies in combination with
osteotomy of the first metatarsal bone; 2) wedge resection and three-articular arthrodesis of foot
Jjoints; 3) wedge resection and four-articular arthrodesis of foot and ankle joints; 4) closed correc-
tion of the deformity using hinge-distraction device. Results of the treatment (126 patients, 155 feet)
confirmed the efficacy of the suggested methods. In 87% of cases long-term results were good, in

8.4% — satisfactory and in 4.5% of cases -unsatisfactory.

Jledopmaruy cTon, pa3BuBarIIMecs Ha MOYBE 3a-
GoneBaHMil M TPaBM C HOBpe)xAeHMeM Iepudgepudec-
KJIX HEPBOB HMIKHUX KOHEYHOCTe}, 3aHMMAaIOT He II0C-
Jie[[Hee MeCcTO B CTPYKType OpPTOIeAMYeCcKOy [aToJo-
ruy. OHM 9acTO COMPOBOXKIAOTCA TPOPUUECKUMU M3-
MEHEeHUAMH ¥ IPUBOAAT K 3HAUNTEJIbHOMY HAPYIIEHNIO
(OYHKIMM CTOIIBI, & HEPENKO U K MHBAJUAHOCTIL.

B pesysabrare napesoB miaM mapaJjndei MBI IpK
Takux 3ab0sieBaHUAX, KaK IOJIMOMMUESUT, HEBPAJIbHAA
amuorpocusa Pora—Illapko—Mapnu, Gonesnp Ppus-
peiixa, MUeJIOAMUCILIa31A, MYONIaTUM, & TAKIKe TPV TPaB-
MaX C IOBpeKAeHMeM Iepudepnieckux HEPBOB 1 I0-
CJIEZICTBUAX UIIEMUYECKOTO CMHIPOMa HUMKHMX KOHEU-
HOCTEll HapyIllaeTcs MblIlIedyHOe PaBHOBECHE, B CBA3M C
YeM MOHMMKAeTCA HeTpaamsaund JedopMUPYIOLINX
YCUIIMit IpY HATPy3KaX KOHEYHOCTH. OTO BeJieT k 06pa-
30BaHMIO PA3IMYHBIX Ae(POPMAIMI CTOTIBI (9KBUHYC, DK-
CKaBalus, Bapyc, BaJbryc, IpMUBeNEHNe TIepeHero 0T~
nena, nedopMalyi najbllieB, KOHTPAKTYPBI ¥ aHKMJIO-
3Bl B CYCTAaBaX CTOMbI U TOJIEHOCTOITHOM CyCTaBe M Zp.).
BeTpeuasch B pa3iMYHBIX COUETAHUSAX U MMed PasHylo
CTelleHb BbIPA’KEHHOCTY, OHM CO3LAIT MHOTOKOMIIO-
HEHTHYI TPEXIIJIOCKOCTHY0 Ne(OpMAaLIO CTOIBL

OmnbIT JeueHMs OOJIBHBIX C MMOHEPOT€HHBIMM Jie-
dpopMaIMAMY CTOT TOKa3bIBaeT, YTO TOJNBbKO Audde-
PEHIMPOBAHHBI MOAXOZ K YCTPaHEeHUIO OOJIBIIMHCTBA,
a [0 BO3MOJKHOCTYM BCEX KOMIIOHEHTOB HedopMarmu
[I03BOJIAET PACCYMTHIBATH Ha BOCCTAHOBJIEHME OIMOPO-
CIIOCOBGHOCTM KOHEUHOCTH M 3HAUMTEJIbHOE yJydllIeHNne
ee Qyuxmmu. BoiGop KOMILIEKCa ONepaTUBHBIX BMella-
TeJILCTB 3aBUCUT OT 3THOJIOrMY 3a00sIeBaHNs, TAKECTHN
HEBPOJIOTMYECKUX PACCTPOVICTB, HATMYIMA TeX UJIM VHBIX
KOMIIOHEHTOB AedpopMalMy ¥ CTEIEHM VX BBbIPaXKeH-
HOCTH, a TaK)Ke OT IPOrPeccpoBanns obIero mpouec-

81

ca, OIHO- MM [JBYCTOPOHHErO XapakTepa MOparkeHnd,
HAJIM4MA CONMYTCTBYIONMX TPO(MMUECKNX HAPYLIEHMIL.

MATEPUAJ 1 METOJBI

Ilon mammM HabmoneEreM Haxomuvch 126 6oub-
HBIX C MMOHEPOreHHEIMM HedopMalsaMy CTOI B BO3-
pacre oT 16 g0 60 ser. My»xumn cpeny Hux 6sL10 79,
sxeHImH — 47. IIpuanns! passuTna gedopMaryii mpes-
crapjensl B Tabs. 1. ledopmarium OTIIM4aINCh Pa3HO-
obpasueM BUOB ¥ COYETAaHMI KOMIIOHEHTOB, 4TO ONpe-
IeJAI0Ch MOPaskeHreM TeX MJM MHBIX HEPBOB WM
MBIILIL], ¥ 9aCTO OBLIM MHOTOKOMIOHeHTHBIMU. Kak BUA-
HO 13 Tabi. 2, npeobiafay 3KBMHO-OKCKAaBaTO-BapyC-
Has (63,2%) u sxBuHOBapycHas (23,9%) medopmauyi.

Ta6n. 1. Pacnipenenenve 60/bHbIX 10 MpyU4uHam Aegopmadiy cTon

Yueso Yucao
IIpuunna medopMaLymn GOMBHBIX CTOI
TpaBMa HMKHMX KOHEYHOC- 52 52
Tell ¢ OpaYKeHueM Iepu-
depryuecKnx HEPBOB
TepuanutapHble HEPBHO-MBbI-
mieyHble 3a060sIeBaHNA:
Boneaus Pora—IIlapko— 39 59
Mapn
Bosesus Ppumpeiixa 10
MMOTIA TN 7 12
IlocnencTBue nepeHeceHHO- 16 16
IO MOJIMOMMEIATA
Mieonucmtasus 6 6
Mroro 126 155
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Tabn. 2. Bun neopmaunii CTon npu MUOHERPOreHHsIX 3a60aeBaHNsaX

Bun nedopmarnyu

Ilnarsos ~ _ 3KBUHO- CABHIAT  TAPATATI- Bcero
SKBMHYyCHAA B?;B;:Zﬁ 3?:;;:2:2 3::;;32:2" ()ng'rorlz;lI qecx?aﬂ cToma
IlocnencTBua TpaBm
HIDKHUX KOHEYHOCTeI :
C MOBPEXIEeHNEM MaJo- - 6 12 - - 20
GeproBoro Hepea
C TIOBpEXKJeHMEM cefa- - 2 11 1 2 17
JIMIITHOTO MJIM 000X
0epLOBBIX HEPBOB
C MIIEeMIYECKMM TI0pa- 1 3 9 - - 15
YKEHMEM HEpPBOB TOJIEHM
TepuaurapHble HEPBHO-MBI-
meyHble 3aboseBaHns:
Bomesun Pora—IIlap- = 16 40 - - 59
ko—Mapn
6onesns Ppuppeitxa - - 6 - - 10
MMOIIaTHH 1 2 8 1 - 12
Mpuesonucnnasus - 1 4 - - 6
ITocnencTeua nomommenuta = 7 8 1 - 16
Mroro: a6e 2 37 98 3 2 155
% 1,3 23,9 8,4 63,2 1,9 1,3 100

Kpome Toro, xas/plii 3 KOMIOHEHTOB MMeJ PasHYIO
CTeINeHb BBIPAXKEHHOCTH. ¥ YacTy GONMbHBIX 0TMe4aJsCh
TAXeJNble TPO(hMYeCKMe HAPYIIEHUS, Y HEKOTOPBIX —
OCTeOMMEJMT B aHaMHe3de. ¥ 52 maumeHToB medopma-
1y Obla IBYCTOPOHHE! (OMepupoBaHbl Ha 06EMX CTO-
nax 29 60JbHBIX).

IIposenentoe y 22 GonbHBEIX MccienoBaHMe GroMe-
XaHMKM X0Ab0B! M PACIpeseeHUs Harpy3Ky 0 CTOIe
(B.A. MuuxeByy) BEIABUIIO BHAYNTEJLHBIE HapylLIeHusa
OTIOPOCIOCOBHOCTH M (DYHKIMM CTOIL Y BCEX OOJBHBIX
OBLIa pesko yMeHbIneHa ILIOMA/b OMOPHI CTOMBL 1 CO-
OTBETCTBEHHO yBeJM4YEHO CpelHee AaBJIEHME IIO0J, CTO-
1oit. OTMeyasloch HapyIIeHNe YCTOMUMBOCTIA IPU XOTb-
be. Pacnipesenenne marpysks 1o crome 6b110 Pe3Ko u3-
MeHeHo. ¥ 3/4 maLyeHTOB 30Ha HePerpys3Ky JOKAIN30-
Bajack B 0bsacTy Hapy»KHOro Kpas crombl Kosddu-

LMEHT PUTMUYHOCTHM X0AbOBI 6611 cHMKeH a0 0,82-0,84,
HEeCMOTPA Ha TO YTO y BCeX 00CJEeZOBaHHBIX 0OJBbHBIX
IopaskeHre HOCWJIO ABYCTOPOHHMI XapakTep. Hpusas
peakuyy Onopsl MMeJia KPyToi (PPOHT, YTO CBUETENb-
CTBOBAJIO 00 OTCYTCTBUM ILJIABHOCTY BO BpeMs epef-
HEro M 3aJJHEer0 TOJIYKOB.

AHaym3 Hammx HaOJIOLeHMII ITOATBEPIKIAET, YTO
MMOHENpOreHHble fedopMaly XapaKTepu3yoTCs 3Ha-
YUTEJIbHBIMM HapyLIeHuAMyu (PopMbl M (OYHKLVY CTOIL
MHorodaKTOpPHOCTh IATOJIOTMM, HECOMHEHHO, TpebyeT
Co3maHusA cucTeMbl AudgepeHIMPOBaHHOTO XMPYPIU-
YECKOTr0 JIeYeHNA TOM KaTeropmuy OOJIbHBIX.

Kax Buano u3 Taba. 3, ycTpaHUTb OAMH M TOT JKE
KOMITIOHEHT AedopMalyy MOYKHO HECKOJIbKMMM CIIOCO-
Gamu. IIpn paspaborke cuctembl audepeHLpOBaH-
HOTO XMPYPIUMYECKOro JIeYeHMs Mbl YUUTBIBAJV BUL,

Tabn. 3. BosmoxHble crocobbl yCTPAHEHNS! OTAE/bHBIX KOMIOHEHTOB MUOHERDOIreHHBIX Aepopmaumi cTon

KommonenTt nedopmanun

Bup onepatusnoro

IIpuBegeHUe OoTBUCawLIaA
BMeIIaTeILCTBa TIOJIBIN Bapyc 9KBUHYC é)epelfnero u napam/?m- zggog;;{g:&zz
oTaeJia YeCKas CToIla
Onepaipms Ha MATKMX TKAHAX:
pacceveHne nofOIIBEHHOTO +
aIoHeBPO3a
YANVHEHMe aXMILI0Ba CYXOMUINA + + +
V-obpasnas ocreoromusa I mmoc- +
HEBOJ KOCTI
Kimsosupmnas pesexnusa, apTpo- + ' + + +
Aes 1o cycraBy Ilonapa
Knvsosupnas pesexums, aprpo- + +
A€3 II0 [IOATApPaHHOMY CYCTaBy
Kimuosuanas pesexuys, getsi- + + + + +
PeéxcycTaBHOT apTpoze3
ApPTpOJIe3 royIeHOCTOMHOTO CyCTaBa + +
AmnmapaTHoe negenne + + + + +

* Pe3ko BeIpasxceHHbIE KOMIIOHEHTHI AeopMaryyt, Hanuaye TPohMIeCKNX M3MEeHeHMI, 'PYGbIX KOMKHBIX PYOLIOB, 0CTEOMMENNT B aHAMHESE.
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coyeTaHue, CTENEHb BbIPA’KEHHOCTY KOMIIOHEHTOB Je-
dopmalin, a TaKIKe HaJM4yme U TAXKECThb CONYyTCTBYIO-
KX TPOhUMYECKUX U JeTeHepaTUBHO-AUCTPOPUYIECKMX
uaMeHeHMit. B cooTBeTcTBUMM ¢ 3TUM OBLIO BhIEJEHO
YeThIpe IPYTIbI OOJBHBIX U NMPEAJIOMEHO YEThIPE KaTe-
ropuy KOMILJIEKCHBIX ONEpaTUBHBIX BMEIIATEJIbCTB
(Taba. 4).

Ilepsas rpynna — 8 GOJIBHBIX C HEPE3KO BLIPAKEH-
HOM 1 He(MKCMPOBaHHOM Aedopmanmeii crom. Bee ma-
umMeHTHl cTpagaiyu 6onesHpio Pora—Illapko—Mapu.
Y onHo 60JIBHOI omepaums NpousBeeHa Ha ABYX CTO-
nax onHoBpeMeHHO. OCHOBHBIM KOMIIOHEHTOM edhopMa-
1y OBLI TTOJIBIN, TOJIOBKA I IITI0CHEBOI KOCTH OMyIeHa K
nogomise, uMeauck Hebousblas BapycHas Jedopmanys
OATKY ¥ OrpaHu4YeHne pasrubanua cromb! g0 90°.

BosbHbIM 3TOM IPynNbl GblIM IPOU3BELEHBI pacce-
YeHue MoJOLIBEeHHOrO aloHeBpo3a, V-o0pas3Has ocTeo-
Tomus | ITIOCHEBOI KOCTM U yAJMHEHME axXMiJIoBa Cy-
X0V B CarUTTAJIbHOM IIJIOCKOCTY C IepecedeHueM
BHYTPEHHEN NOPIMM y MecTa NMPUKPEIIEHNs K MIATOY-
Hoit xocTy (puce. 1, 1, 2, 5). B nocseonepaioHHOM Iie-
prone OcyIlecTBJAJacCh TUIICOBasg MMMOOMIM3aumMsa B
Teuyenre 3—4 Hex, 3aTeM Ha3HAYaJach OpTOIEgMYeC-
Kas 00yBb C IPOHATOPOM U BHIKJIAJKON CBOIOB.

Bropyio rpynny cocrasumm 63 GonbHBIX (74 cTO-
nbi). B 17 caygaax npudamuoii gedpopMaliuy CToIbI 6b11a
TpaBMa C IOBpeXJeHMeM IepudeprniecKux HepBOB,
B 29 — 6Gonesanp Pora—Illapko—Mapu, B 7 — 6o-
Jnesur Ppuapeitxa, B 8 — mmomatus, B 3 — MMeJIO-
Jucnnasud, B 10 — mepeHeceHHBI! paHee IOJMOMME-
Jgut. Ha 28 cromax ormeuaJsach SKBMHOBapycHad Je-
cdopmanus, Ha 13 — pKckaBaToO-BapycHas, Ha 33 —
9KBIMHO-3KCKaBaTO-BapyCHas. JKBMHYCHBI KOMIIOHEHT
y OOJIBHBIX STOM IPYINBLI B OCHOBHOM OBbLI BBIpaXeH
Hepe3ko (90—95°) u smie Ha 14 cTomax — 3HAUMUTENb-
HO (95—110°). Vimenuch aKTUBHBIE OBMIKEHMA B TOJe-
HOCTOITHOM CyCTaBe.

OT0li rpynmne GONBHBIX OblIa IPOM3BeeHa onepamnus
KJIMHOBMIHOJ pPe3eKLMM M TPEeXCYCTaBHOTO apTPOZesa,
JOmoJHEeHHad Ha 18 cTomax paccedyeHneM IIOJOIIBEHHOTO
amoHeBpo3a, Ha 7 cromax — V-00pa3Hoil ocTeoToMMe!
I mnrocHeBoOM KocTM U Ha 14 — yIOJIMHEHMEM aXMJJIOBa
cyxoxmmua (cm. puc. 1). ¥V 11 60osibHBIX 3Ta omepanmd
BBINIOJIHEHA B pa3Hoe BpeMs Ha 00eyx CTOomax.

B nmocneonepaumonsom neproge B TedeHne 3 Hell Ipo-
BOAMIIachk MKCALMA apTPOJe-
3MPOBAHHBIX CYCTABOB CIIMIA-
MM ¥ TMIICOBOJI TTOBA3KOIL. 3a-

Puc. 1. Cxema omepauuy TPeXCyCTaBHOI'O apTpojesa ¥ BMe-
LIaTeJbCTBA Ha CYXOXMUJILHOM amrmapare.

1 — pacceueHye IOJOLIBEHHOTO AIIOHEBPO3a; 2 — V-obpasnas
ocTeoToMus 1 IIIOCHEBOI KOCTH, 3 — KJIMHOBMJHAA Pe3eKLUA I10
cycrasy Illonapa ¢ mccedeHneM KJIMHA K THUIY M KHapyxu;, 4 —
KJIMHOBMIHAS PE3EKLMA 110 TIOATAPAaHHOMY CYCTaBy C MCCeYeHueM
KJIVHA K3aJM U KHApYXXM; 5 — yAJIMHEHMEe aXUJJIoBa CYXOMKMUINA
B CarMTTTAJBHOI IIJIOCKOCTH C IlepecedyeHneM BHYTPeHHe! opLym
y MecTa [IPUKPeIIeHNs K NATOYHON KOCTH.

BonbHou K., 23 ner, anarHosa: 6onesHb Ppuapeiixa, 3KBu-
HO-3KCKaBaTO-BapycHas aedopmauus cTon, Gonswe cnpasa.
15.05.96 npon3seaeHa onepauus: KIMHOBMAHAS pe3ekumns 1 Tpex-
CyCTaBHOM apTpoAe3 Mpasoii CTOMbI C paccevyeHnem NoAoLBeH-
HOro anoHeBpo3a u ¢wkcauvei cnvuamu. B nocneonepaumoH-
HOM nepuoae ¢uKcaums rMncoBo NOHreTon. Hepes 3 Hepn cnu-
Ubl YAAEHbI, HANOXEH rMMCOBbLIA CanoXok ¢ kabnykoM Ha 3 Mec.
B nocneayioLLeM 60/1bHOM N0Nb30BaSICS OPTONEAN4EcKoil 06yBbIo.
KoHTponbHOe o6GcnefoBaHve yepes 3 roaa: xanob Het, popma
CTOMbI MCMpaBfieHa, aHKWN03 CYCTaBOB COCTOsANCS (puC. 2). Uc-
XO[, NeYeHUs1 PaCLEeHEH Kak XOPOLMA.

B Tpersio rpynmy Bomm 24 GoJbHBIX (24 CTOMBI).
IIpuamHOi AedopMalyy CTONEI B 9 CIyvadx ABJIANACH
TpaBMa C IOBPEXAeHMeM nepudepudecKnx HEPBOB, B
3 — Gosesup Pora—IIlapxo—Mapu, B 1 — 6osesHp
®puapeiixa, B 2 — MMUOIDATUA, B 3 — MUEJOIUCILIA~
aus, B 6 — mocaencTsus nonuomuennta. Jedopmarmsa
Ha 2 cTonax Oblja 5KBMHYCHO, Ha 17 — 3KBMHO-IKCKa-
BAaTO-BapyCHOI, B 3 CIy4asdxX MMeJa MecTO OTBMCAlO-
masa ¥ B 2 — mapajuTydeckad croma. [BuskeHuda B

Ta6n. 4. XapakTep 1 UCXOAbl ONEPATNBHbLIX BMELLATENLCTB

TeM CIOMIbl yOAJAIM, CHUMA- Ncxon

J MEpKY [Jis U3TOTOBJIEHMA Xapaxrep Beero

OpTOHeﬂquCKOﬁ 06yBI/I " Ha- OIIEPaTUBHOTO BMelIaTeJbCTBa CTOoII XOpOLLWIﬁ yI[OB.)'IeTBOPM— HeyﬂOBJ]eTBE)-
TeJIbHbIN PUTEIbHBIN

KJIaJblBaly IUPKYJIAPHYIO

TUIICOBYIO IIOBA3KY B BUJIE Ca- Onepauyy Ha MATKUX TKAHAX U 9 9 = -

MOXKKa ¢ KabJIyKoM MJM CTpe- ocTeoToMus I IITIOCHEBOM KOCTH

MeHeM Ha 3 Mmec. Ilocie cHA- KouHOBMAHAA pe3eKimsd, Tpexcyc- 74 65 7 2

TUA TUICA ¥ KOHTPOJBHOTO TaBHOM apTpoje3

peHTreHosornyeckoro obcre- KivHOBMIHAA pe3eKiyd, JeThpex- 24 22 1 1

IoBaHMA OOJILHOMY DPEKOMEH- CyCTaBHOJ apTpoaes

JI0BAJIN I10JIb30BATHCS OPTOIIE- AnnapaTHoe Jie4eHne 48 39 5 4

IUYecKoil 00yBBIO C MKECTKUM

nosykopceroM uiy Gepuammu Uroro: abe 155 135 13 7

He MeHee 1 rojma AJig 3aKper- % 100 87,1 8,4 4,5

JIEHUA pe3yJbTaTa.
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Puc. 2. PentrenorpaMmsl IpaBoii cromsl 6osbHOro K. 23 mer. Inaruos: 3KBMHO-3KCKaBaTO-BapycHas JedopMalus CTOIl Ha I04YBe

6osnesnn Ppunppeirxa.

@ — 10 omepauuy; 6 — HENOCPELCTBEHHO [I0CJIe OIlepaluy; 6 — Yepes 3 roja.

TOJIEHOCTOIIHOM cycTaBe Jubo0 oTCyTCTBOBaJM, JMOO
OBV PE3KO OTPaHMYEHDL

BoJsbHBIM 3TOM Tpymmbl OBLIM BBIIOJHEHb! KJMHO-
BUIHAA PE3EKUUA M YeTHIPEXCYCTABHOM apTpojes C
nocyenymoei gpukcanyen annapatom Boakosa—Ora-
HecdHa [JIA FOJIEHOCTOMHOTO CycTaBa M CTONLL B moc-
JIEOIIEPALIMOHHOM TIePMoJie MPOBOAUIIACh KOPPEKINA B
anmapaTe OCTATOYHBIX 3JEMEHTOB AedopMaruu (ecsn
He yJaBaJloCh IOJIHOCTBIO YCTPAHUThL MX MHTpaoIepa-
IIJOHHO) ¥ KOMITPECCHA apTPOAE3MPOBAHHBIX CYCTaBOB.
3aTeM B TeyeHue 2 MeC OCYIIECTBJIANACH CTABMIMBA-
uua B anmapare. Ilocsie meMoHTa)ka anmapaTta cHMMA-
JIVI MEPKY 1)1 MSTOTOBJEHMA OPTOMEAMYECKO 06yBu
U HaKJafbpIBaJIM TUIICOBBINA CaIOKOK C KabJyKOM Ha
3 mec. ITo cuatum rumnca GOIbLHBIM PEKOMEH0BAJM He
MeHee 1 roza Iosb30BaTbHCA OPTONEAMNUIECKO 00yBBIO
C JKECTKMUM IOJIyKOPCETOM.

BonbHas M., 25 net, unsanug Il rpynnel. B 1986 r. nony-

4nna nepenom nesoro 6enpa c NoBpexaeHMEM ManobepLIOBOi
nopunn cepanuuiHoro Hepaa. Paseunach 3KBUHO-3KCKaBaTO-Ba-

Puc. 3. Boneras II. 25 ser. Jluarnos: 3KBMHO-DKCKABATO-BapycHas medOpMaIsa JIeBOii
CTOTIBI BCTIEZICTBME TPABMEI C TIOBPEXKIEHIEM MaJI00epI0BOr0 HepBa.

@ — 710 onepaiuy; 6 — B Ipolecce JedeHus; 6 — depea 10 JetT moce JegeHns.

pycHasa aedopmaLms NeBoi CTOMbI, ABUXEHUS B FOJIEHOCTOMHOM
cycTase Tvna kavatesbHbix. 18.01.88 BbINOAHEHb! KIMHOBUAHASA
pe3ekums U YeTbIPEXCYCTaBHOM apTPOAe3 NeBOW CTOMbl C PuK-
cauvei annapatom Bonkosa—OraHecsiHa. B Teuenue 2 Heg npo-
BOAMNACH A03MPOBAHHAs KOMMNPECCUs B annapaTte, 3ateM 2 Mec
— crtabunusaums. Mocne cHaTUS annapaTta — rurncosas UMMO-
ounnsaumns B TedeHne 2 Mec, B NOCNeayioLWeM — opToneanyec-
kas 06yBb. KoHTponbHOE o6cnenosaHue vepes 10 seT: ncnpas-
neHHas popmMa CTomnbl COXPaHEHA, aHKMUNO3 COCTOSAJICS MO BCEM
yeTblpemM cycTaBam, xanob HeT (puc. 3). Micxopn neveHus pacue-
HEH Kak XOPOLLMNA.

Yereepraa rpynna — 31 mamyent (48 cron). [Ipnan-
HOM nedopmanuu crombl B 26 caydaax Oblia TpaBMa C
3aMHTEPECOBAHHOCTBI0 NepudepudecKkux Hepeos, B 18
— Gosnesup Pora—Illapko—Mapu, B 2 — 0OoJie3Hs
dpuppeiixa u B 2 — mMuonaTtusd. Y BcexX OOJBLHBIX 0TMe-
YaJiach MHOTOKOMIIOHEHTHAas SKBMHO-JKCKaBaTO-Bapyc-
Haa pedopmammda. Ha 32 cromax Bce KOMIIOHEHTBI Jie-
dopmanyy OBLIM HACTOJBKO PE3KO BBIPAYKEHHBLIMMU, YTO
IpY OTKPBITOM OMEpPaTMBHOM BMEIIATEJbLCTBE He00Xo0-
IVIMOE JIJISl X YCTPaHeHMs JccedeHye KIMHBEB [IPYUBEJIO
Obl K 3HAYUTEJIBHOMY yKOpOUe-
Hmuio cronsl. Ha 16 cromax ume-
JIMCh HapyllleHne mepudepuyec-
KOro KpoBooOpallieHus, MpoAB-
JIsIBIIIEECS TPOUIECKIMIU U3Me-
HeHuAMM, TpyOble KooKHBEIE Py0-
1bl, a y 3 GOJILHBIX — OCTEOMMe-
JIUT KOCTEe IOJIeHM WUJIV CTOIBI B
anaMHe3e. Bce mepeunciieHHOe
BBIIIIE CJIYIKUJIIO IPOTYBOIIOKA3a-
HIMEM K OTKPBITOMY OIllepaTUBHO-
My BMEIIATEJbCTBY.

Yerpanenne ngedopmaluii
cTon y OOJIBHBIX HaHHOM IPYIIIBI
IIPOBOAMJIOCh IIyTEM 3aKpPbITOTrO
HaJIOYKEHUA MIapHUPHO-AUCT-
PaKIMOHHOrO ammapara BoJKo-
Ba—OraHecsiHa C [IOCJIeLYyHOIIEN
JNO3MPOBAHHOM KOppeKiuen un
JoTenbHoN (2—3 Mec) cTabuiIb-
HOJT (pukcarmeit B anmapare. 3a-
TeM OCYIeCTBJAJIACh TMIICOBas
nMmMobnam3anus (2—3 mec) AJs
dopMMpoBaHus yaepIKMBaAIOIIEN
OT penuauBa pPyOI[OBO} TKaHM.
C 5TOi ’Ke Iesbl0 Ha3HAYAJN
00s3aTesIbHOE I0JIb30BaHME Op-
TOIEeIYIECKOl 00yBbIO 1 HOYHbI-
My (DUKCUPYIOIIMMY IIIHAMY U3
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I[IOJIMBVIKA B Te€YeHME OJIUTeJIbHOTIO BpeMeHu, a He-
KOTOPbIM 0OJBHBIM — IIOCTOSAHHO.

bonbHas L., 54 net, anarHos: Taxenas 3KBUHO-3K-
CkaBaToO-BapycHas Aedopmauus nesoit ctonsl. B Bo3pacte
1 ropa nepeHecna noinoMmenuT, B pesyssTare 4ero pas-
BWACS BANbIV Napes3 nesow cTonsl. B BoapacTe 7 feT npons-
BeAeHa onepauys Ha MArKMX TKaHAX MO NOBOAY 3KBUHYCHOW
Aedopmaumn nesoi crtonsl. OpToneanyHeckoit obysbio He
nonb3osanack. [edbopmauus meaneHHo nporpeccmposana,
a 3a nocnegHve S net pesko ysenuuunack. Mpu ocmoTpe
8 LINTO: akeuHyC nesoin ctonel ao yrna 190°, Bapyc go 25°,
MosbIi KOMMOHEHT; AedopMaums purnaHa.

B cBA3YM C TAXECTbIO AedopMaLmy OTKPLITOE onepaTyB-
HOE BMewaTtesnbCTBO 6bin0 HeBO3MOXHO. 12.04.00 npowus-
BELEHO 3aKPbITOE HaNOXeHWe LWapHUPHO-ANCTPAKLMOHHO-
ro annapata Bonkosa—OraHecsiHa Ha nesyto cTony. Ocy-
lecTenianacb 003MpoBaHHas koppekuus. Yepes 2,5 mec
Aedopmauusa yctpaHeHa. B teyenune 2 mec — crabunusa-
LSt JOCTUTHYTON KOPPEKUMM B annaparte C HarpysKkoi Ha
HOTYy B M3roTOBJIEHHOM MNOACTOMHWKE C KOMMeHcauuemn
ykopouerusi. B centabpe 2000 r. annapaT AEMOHTUPOBAH,
KOHEYHOCTb (PUKCMPOBAHA rMNCOBOI MOBS3KOW Ha 3 Mec,
3atem — opToneanyeckas o0yBb 1 NOANITUNEHOBAS LUNHA
Ha HOo4b (puc. 4).

PE3YJBbTATHI

PesynbraThl TeueHns n3ydeHs! B CPOKM OT 1 rofa
1o 12 net y Bcex GosbHbIX. OLEHKA MX IpeCTaBJId-
Jla OIpeJieJIeHHble TPYAHOCTM U3-3a TAMKECTV HEB-
POJIOTMYECKNX PaCcCTPOVICTB, MHOTOKOMIIOHEHTHOCTY
U 3HAYNTEJNBHOM BbIPasKeHHOCTH [eopMalnmil.

Hax Buano m3 rabum. 4, nuddepeHupoBaHHbIL
NOJX0x K BeIOOPY BUAa u o6beMa OINEepPaTMBHOTO
BMEIIATeJbCTBA, HAaIIPaBJIEHHOTO Ha yCTpaHeHue
OOMBIIMHECTBA, & TI0 BO3MOXKHOCTY BCEX KOMIIOHEH-

Puc. 4. Boasnoii I11. 54 ner. Inaruos:
TsKesas SKBMHO-BKCKaBaTO-BapycC-
Has OedopManma JeBOi CTOIbI HA
1oYBe IepeHeCeHHOro B JeTCTBE I0-
JIVIOMUEJINTA.

a — [0 ornepanuu;
6 —B npouecce JiedeHud,

8 — TI0CJIe oIlepauyn.

TOB medopmanuu, mo3soaua B 95,5% ciaydyaes mo-
JIYYUTb I0JIOKUTEJIbHbIE Pe3yJbTaTbl. OTO IOJ-
TBEPIKAAETCA JaHHBIMM OMOMeXaHMYeCKNUX MCCIe0Ba-
HIIA, IPOBE/IEHHBIX ¥ 16 GOJIbHBIX B pa3Hble CPOKM MOC-
Jie onepanyy. OTMe4eHb! CcJeAyllyie KadyeCTBeHHbIe I
KOJIMYeCTBeHHbIE VI3BMEeHEeHNs IIpolecca X0Ab0bI 1 pac-
NpenesIeHnsa HaTPy3KM IIOJ CTOION: yBeJWYeHMe I1JI0-
Waay Onopsel cTombl 10 88—95%); MoBBILIEHNE PUTMUY-
HOCTM U IJIABHOCTY X0[b0BI (K03 (UIMENT PUTMUIHO-
¢t Bo3poc no 0,91-0,93); cuurkeHue cpefHero AaBJie-
HIA 1og cromnoit Ha 60—70%; moBblleHne yCTOHYMBOC-
™ npn xonpbe. Takum o6pa3om, 0 AaHHBIM (DYHKIMO-
HAJIbHOTO MCCJIEZOBAHUA, Y OOJbHBIX C HEMPOTEHHBIM
NopakeHNeM HIMIKHMX KOHEeUHOCTell mocie aAnddepen-
OVMPOBAHHOTO JIeYeHMUA AOCTUTHYTO BOCCTAHOBJIEHNE
(bYHKIMM X0AB0BI U pacTpe/iesieHNs Harpy 3K M0 OT0p-
HOJl IIOBEPXHOCTM CTOIIBL.

HexoTopbiM 60JIbHBIM € YI0BJIETBOPUTEJIBHBIM 1 HE-
YIOBJIETBOPUTENBHBIM MICXOJOM JIEYEHMs, Y KOTODPBIX
VIMEJIMCh OCTATOYHbIE MM PeLUAMBUPYIOIINE KOMIIO-
HEHTHI nedopMalu, B OTAAJ€HHbIE CPOKM MOHaL00M-
JIOCh TIOBTOPHOE ONlepaTMBHOE BMEIIATENIbCTBO IJIA yC-
TPAHEHMUS ITUX KOMIIOHEHTOB.

OBCY¥KIEHUNE

[TocKoJMBKY B OCHOBE MMOHENPOTeHHBIX Jedopma-
LIV JIeKaT HeBPOJIOTMYECK)e HapyLIeHns, 0coboe BHI-
MaHMe cjenyeT yAeJATb JUarHOCTUKE MaTOJIOrUIecKo-
ro Iporecca. B HacTosAIee BpeMA nMeeTcA pax PpyHsa-
MEHTaJbHEIX paboT, B KOTOPBHIX AaeTcs 000CHOBaHMe
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pasBUTUS TeX MM MHBIX JedopMauyii CTOI Ipyu pas-
JIMYHBIX D0JIE3HAX HEPBHOM CUCTEMSI [2, 3, O, 6,11, 12].

IIpy HEBpaJbHOM AMUOMPOPUU Poma—Illapxo—
Mapu, KOTOpas OTHOCUTCH K HaCJIeICTBEHHO-CeMEeTHBIM
[POTPECCUPYIOIMM JUCTPODUAM HEPBHO-MBIIIETHOTO
ammapaTa C JereHepaTHMBHBIMM U3MEHEHNAMM B NEPH-
chepudecKX HEPBaxX M IMydKax ['0JiA CIMHHOTO MO3Ta,
[IOPaKA0TCsA CYUMMETPIYHO AMCTAJIbHbIE OTJEJbl BEPX-
HUX VM HIKHMX KoHewHocTell. Ha cromax dalme BCETO
pas3BMBaeTCA IKBMHO-3KCKABATO-BapyCHAsd nedopma-
1A, TaK KaK CTPaJaloT IPeMMyIleCTBeHHO IIepoHeab-
Had M pasrubaTesbHAA TPYINbl MBIIIL, MHHEPBUPYE-
Mble MaJ0bepI[OBEIM HepBOM. BbipaskeHa aTpous -
CTANbHBIX OTHEJIOB BEPXHUX M HVDKHMX KOHEYHOCTE.
3aboseBaHue MpPOrpeccupyeT MeJJIEHHO, IT03TOMY MBI
BCTpEYaeMCd C PAa3JIMYHOM CTETEHbI0 BbIPAKEHHOCTU
OTIeJbHBIX KOMIIOHEHTOB JedopMalii.

Boaesws dpudpetira — HacJenCTBEHHO-CEMENHOe
[IOCTEIeHHO IIPOrpeccupylollee nereHepaTyBHOE 3abo-
JIeBaHME HePBHOII CYCTEMBI, IIPY KOTOPOM [T0PaKaloTeA
rJIaBHBIM 06pa3oM 3amHue 11 H0KOBbIe MPOBOAALIME Iy TI
CTIVIHHOTO MO3Ta, MMpaMuJHbIe MTyTH 1 Mo3xKedoK. Jlisd
aToro 3aboneBaHMa XapaKTepHa mmojas AedopMariud
CTON ¢ NpVBeIEeHNeM MepeJHero oTjeNa, CyrmiHaLyen
MIATKM M MOJIOTKO0OpasHoi nedpopMaliyell HajbleB —
Tak HasplBaeMas «croma Ppupperixar. Jedopmanud
CTOII IBYCTOPOHHASA, COYETAeTCA C HaJu4dyeM aTaKCui,
HEYCTOMYMBOCTBIO IpK XoAbbe M CTOAHMM, MOBBIIIEH-
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HOVM yTOMJIAEMOCTbIO, MBIIIEYHOI €J1ab0CThIO, TOHMIMKE-
HIEM YyBCTBUTEJbHOCTM, apedieKcueit, HUCTarMOM,
CKaHIMPOBaHHO} PEYbIO, TPEMOPOM.

Muenoducnaasusi XapakTepusyeTcs BAJIBIMU Mape-
3aMyM M NapajuyaMy BCJEACTBME BPOMKAEHHBIX II0PO-
KOB Pa3BUTHUA IPEUMYILIECTBEHHO AUCTAJLHOIO OTAeNa
COMHHOTO MO3ra ¥ €ero xBocTa. HacTo coyeTaeTcs CO
spina bifida, Tosukoo6pasHo nporpeccupyer B nepuor
MHTEHCUBHOTO pocTa ckeJjera. IIpu srom 3abosieBanuu
pa3BMBaeTCA ABYCTOPOHHASA, IIOPO HECUMMETpPUYHAS,
IoJI0BapycHas JedopMaIusa CTOI, KOTOPaA MOXET CO-
MPOBOMIATHCA PACCTPOMCTBAMM YYBCTBUTEJILHOCTU U
Hapymenusmyu Tpoduxn. B aHamuese y Takux 607b-
HBIX HOYHOI1 SHypes3.

IIpu muonamuu pereHepaTMBHO-AMCTPOGUYECKIE
MIPOLIECCH] B MBILIEYHOM TKaHM He CBA3aHEBI C HEBPOJO-
TMYECKMMM HAaPYLIEHUAMM, HO B Pe3yJbTaTe dTUX MIPO-
[ECCOB HACTYMAIOT ABUTATEJbHBIE PACCTPOCTBA, IPU-
BOZAIME K NedopMalMAM CTON B BUIe IKBMHYyCA, Ba-
pyca, 0TBMCAaHUA CTOILI, IPMBEAEHUSA €€ IIePEHErO OT-
mexna. ledbopmanms ABYCTOPOHHAA M HOCUT IIPOTPECCH-
pyrowmit xapakrep.

YHacroit mpuumHOit KecdopMaIM CTOI ABJIAETCA Ie-
PEHECEHHbII B IETCTBE NOAUOMUEAUM, TIPU KOTOPOM
CTPAaZalOT B OCHOBHOM KJETKM IepeLHMX POTOB CIIMH-
HOT0 MO3ra ¥ pa3BMBAIOTCA BAJBIE Nape3bl U Hapasudan
MBI HIGKHUX KOHEYHOCTEN ¢ BBIPAsKEHHO! aTpodm-
eil MATKMX TKaHeit ¥ HapyILIeHneM pocra xocreit. Ha-
JIMIMEe TeX MM MHBIX KOMIIOHEHTOB AedpopMaiuy (3K-
BIHYC, OTBMCaHME, BapyC, MIPUBEAEHUE IIEPEIHET0 OT-
A€J1a, TIONBI KOMIIOHEHT, IIATOYHA s Aed)OpMaLuA U T.1.)
IIPM TIOCJIEACTBUAX TOJNMOMMENUTA ONPEJEeNAeTCa CTe-
TIEHbIO 1 OOLIMPHOCTBIO Mopaskenua M. Jedopma-
LA, KaK IPaBuJIO, OAHOCTOPOHHAS, He CKJIOHHA K IpPO-
Tpeccuposanmio. JYacTo MpMUCOEAMHAITCA KOHTPAKTY-
PBI CyCTaBoB 1 fechopMaIy CTONBI COLYTCTBYET YKO-
POYeHMe KOHEYHOCTH.

Hedopmanyy cron paseusaoTes Takike mocie mpaem
HUINCHUX KOHeuHOCTMel, COIPOBOMKAAIOIINXCA MOBPEMK-
ACHMEM MMM MIIEMMYECKMM [IOpaskeHneM nepugepnyec-
KMX HepBoB. XapakTep nedopmaumm cTol 06yCJIOBJIeH
BhIIAZICHNeM (DYHKIMM TOTO MJIM MHOTO HepBa M COOT-
BETCTBEHHO MHHEPBMPYEMBIX MM MbIIL. Tak Kak gaie
BCEr0 CTpaZiaeT ¥ IJIOXO MOAJAETCA BOCCTAHOBJIEHMIO
bysKIMS MaJsi06epIi0BOro HepBa, TO NPEUMYILECTBEHHO
Pa3BUBAIOTCSA Nlapesbl MY TTaPaJIfdy MbILIL] IePOHeab-
HOM 1 pasrubarenbHOi rpynm. Jedopmaiysa mpu 5ToM
OAHOCTOPOHHAA, MHOTOKOMIIOHEHTHAasA, a MOCKOJBKY
HEPBHbIE CTBOJIBI MMEIOT B CBOEM COCTaBe MHOKECTBO
BET€TATHBHLIX BOJIOKOH, UX IIOBPEXJEHME IIPUBOLUT
K BbIPaKeHHBLIM HePOTPO(PUIECKUM pPaCCTPOIICTBAM,
VHOTa ¢ 0bpasoBaHueM TPOUIECKNX A3B, TPYObIX KOXK-
HBIX DPyOLIOB 11 TsIKENBIX KOHTPAKTYD CYCTABOB.

Ipencrasnennsie B JuTepatype paboThl 0 XUPYpP-
TMYECKOl KoppeKLMM MMUOHEHPOTeHHBIX AedopMarIii
CTOIl B OCHOBHOM KAaCa0TCs OTAEIbHBIX HO30JIOIMUECKIX
dopM, a umenno Gomezun $pugpeitxa [1], 6onesnn
POTa—HIa,pxo—MapM [18, 22—24], unm pas3aMUHBIX BU-
o8 nedopmanumii [1, 8, 10, 19]. U3 ciocoGos olepaTmB-
HOTO JIeYeHNs] peKOMEHAYIOTCA apTPOJie3 CYCTaBOB CTO-
mbl [13-18, 20-24], anmapaTHOe JieYeHNe ¢ dIeMeHTaMu
OTKPLITOTO XMpYpPriu4ecKoro BMelaTeascTsa [4] nm 6es
X [7-10, 14]. IIpennoskeHnit 0 CO3LAHMIO CHCTEMBI
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I epeHIPOBaHHOTO OIIepPaTUBHOTO JIEYEHVIA MAOHEN-
POreHHbIX ZedopMalmii CTOI C y4eTOM JTHojoruyu 3abo-
JIEBaHUA, THAKECTY HEBPOJIOTMYECKUX PACCTPOVICTB, BUAA
M coYeTaHMs KOMIIOHEHTOB JedopMaluy U CTENeHN X
BLIPA’KEHHOCTM, IIPOTPeCcCHPOBaHmUA 00Iero npouecca,
OJHO- M ABYCTOPOHHEIO XapaKTepa IOpasKeHus, Haju-
YYA COMYTCTBYIOIIMX TPO(MUUECKMX PACCTPOVICTB MBI B
IOCTYITHOM JUTEepaType He BCTPETUIIN.
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