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IlA yerienrHoro BLIIOJHEHUA OPTOIeAndecKoin
YacTU ITIPOTPaMMbl M3y4YeHMA HACJeACTBEHHBIX 3a-
foseBaHuil onopHoO-ABUTraTEeJLHOrO anrapara He-
obxomuMo nasbHeilnee yraybaeHre KOMILIEKCHbBIX
JCCIeNOBAHMII CYCTABHOM IIATOJIOTMM ¥ aHaIn3a
pe3yJabTaTOB JIeYeHUs JeTell C OCTeOXOHIPOIMC-
TLIa3MAMMA.
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STAGED TREATMENT OF OSTEOCHONDRODYSPLASIAS
IN CHILDREN

A.P. Berezhniy, M.V. Volkov, A.l. Snetkov, V.L. Kotov,
L.K. Mikhailova, A.S. Samkov, V. V. Banakov, V.A. Morgun,
A.A. Ochkurenko, RV. Frantov

The study has been based on the experience of treat-
ment of 1371 patients with various forms of osteochon-
drodysplasias. Progredient pattern of the majority of oste-
ochondrodysplasias development required the planning of
complex management from the birth up to the age of 16
years. Conservative management preceding surgical pro-
cedures included the following steps: prevention, correc-
tion of deformity, treatment of complications, medicine
therapy. Surgical management was multi-staged, the
number of operations was stipulated by the rate of inev-
itable relapses of deformities, arthrosis development. Orig-
inal techniques of surgical interventions were elaborated
for every form of osteochondrodysplasias, first of all epi-
physeal ones.
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XUPYPTUYECKAA KOPPEKIIUA JEDPOPMA-
HUN MMO3BOHOYHUKA NP CUCTEMHBIX
3ABOJIEBAHUAX

Poccuiickuit perckuil opToneamvYeCKUN WMHCTUTYT

um. I'VI. Typuepa, Cauxr-Iletepbypr

C 1987 r. Mo NoBoOAY KN(POCKOJHOTHYICCKHUX AchopMa-
uuii onepuposBanbl 32 mamueHTa ¢ HelpoudépoMaTo3om
Pexnunrxaysena, 24 ¢ cungpomom Mapdana, 11 ¢ cun-
apomom Iacpca—anmao, 14 ¢ peakumu ¢opmamu Ha-
cJacacTBeHHOM cucremHuoll matosorui. CiomkHocTh Jede-
HUSA TaKuX OOJIBHBIX O00ycJIOBJAUBacCTCA THMKECTHIO Je-
cpopmMaLII, HAMUYHCM JIOKAJBLHOTO IUTH TCHCPAI30BaH-
HOTO OCTCONOPO3a, COMYTCTBYIOLIEH MATOJIOTIIH BHYTPCH-
HUX OPraHOB M APYTHX OTIHEJIOB CKeJicTa, 00JbLION Yac-
TOTOI1 HEBPOJIOTHYECKUX paccTpoiicTB. Boicokylo crenenn
KOpPCKILIM M HaZe:KHYI0 cTabHJILHOCTH obccrieyyBaer
ONepaTHUBHO-TAKTHYECCKHIT BapHAHT JICYCHHHA, BKJIOYalO-
Ml AHMCKIKTOMHUIO, KOPNOpojae3, KPaHHOTHOMAJIBHYIO
TPAKIIIO, KOPPEKUMIO U (PUKCALIIO 0 MeToay XappHH-
rrona—Jloka, 3agHMIT cOHIIIONE3.

Cpenn 600bHBIX, TOCTynMBIIMX B JleTckuit op-
Toneaudeckyit uHCTUTYT M. I'VI. TypHepa mo no-
Bony nmedopMauyii IIO3BOHOUYHMKA, HagMgye CHC-
TeMHBIX 3200JIeBaHMI JOCTOBEPHO YCTAaHOBJIEHO Y
8,9%. Oty 1mdpy Mbl IpU3HaeM BeCbMa OpMEeHTM-
pPOBOYHO. B neiicTBUTENbHOCTIM OHa MOXKeT OBITh
BBIIIE, IIOCKOJBbKY 3aBMCUT OT KadecTBa AMAarHoC-
TUKM CTepThIX U pepxux ¢opm. C apyroi cTopo-
HbI, cjedyeT YYMUTBIBATL (PAKT KOHLEHTpallll B
CIIeNMAaIV3VPOBAHHOM OTHAeJeHNUM OOJbHBIX C Tf-
JKeJIbIMM OedOopMAaLiiaAMIL, XapaKTePHBIMM A ClC-
TEeMHOM I1aTOJIOTVM.

VI3 Goxpluoro 4ucsia CHCTeMHBbIX 3abosieBamHmi,
[IpU KOTOPBIX BCTPEYaeMOCThb ITATOJIOTHMM II03BO-
HOYHMKA 3HAUMTEJBLHO BBIIlle, YeM B 00ILel TIOmy-
Sy, KidpocKoamoTndecke qedpopMalyay Haubo-
Jee YacTo OTMeYaJMch NPy Hellpodubpomarose
Pexannrxaysena, cunapomax Mapdana n 3iep-
ca—/laHJ10, CIIOHAMIOSIM(U3aPHOI AUCILIa3UM.

CJ/l02KHOCTB JIeUeHMA paccMaTpyuBaeMoM KaTe-
ropun GOJBLHBIX 00YCJIOBIMBaeTCA TAMKECTBIO 1e-
dopmany, HaIMIMEM JOKATIBHOTO MM TeHepasn-
30BAHHOTO OCTEONOPO03a, COIYTCTBYIOIIEH MaToJ0-
MM BHYTPEHHMX OPTaHOB, & TaKiKe APYTUX Cer-
MEHTOB CKeJieTa, OOJIBbIIION YacTOTO) HEBPOJOIU-
YEeCKUX PacCTPONCTB.

C 1987 r. onepupoBanbl 32 malyeHTa ¢ H e ii-
podmnbpomMaTosdoM u gedopMalMAMA
[I03BOHOYHMEKA B BoapacTe 9—16 jer. Hanboree
YaCTBIM AMATHOCTUYECKUM IIPM3HAKOM OBLIM IINT-
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MeHTHble TATHA (y Bcex 32 OOJBHBIX); OIMyXOJN
KOJKM OTMeYaJMCh y 8, OIyXOoJM B NPOEKUUM HepB-
HBIX CTBOJOB — Yy O mainmeHToB. ¥ 7 OOJBHBIX C
HaJM4yeM, 110 JAaHHBIM BHELIHEI0 OCMOTPA, TOJBKO
IMIMEHTHBIX [IATEH IIPM TOPAKaJbHBIX Ollepalyfax
O0HAPYIKEHB! OITYyX0JM MeskpebepHbIX HEPBOB pas-
MepoM oT 60ba O KYPMHOTO fAiIA, BAAIOIMECHT B
NIIeBPaJbHYI0 MHOJOCTh M He ONpefessioniuecs
CHAPYIKUL.

Ilpn paurent mammdecrarumu (3—5 JeT) Ku-
dockommoa mporpeccuposan 6ypuo, u K 6—7 ro-
nam pecdbopmara gocturasa IV cremenn. nsa cay-
yaes 0Oojlee IIO3OHEr0 NPOABJIEHMA gedpopMalyn
XapaKTepHO OTHOCUTEJIBHO OJIarorprATHOe Tede-
HIE C MeAJIEHHBIM IIPOTPEeCcCUPOBAHUEM.

Camas wacTaa Joragmsanusa gedpopmanuy —
CpelnHerpynHoil oThe), HauboJsiee 3JI0KAYECTBEH-
Hag — BepxHerpyanad (oTMeueHa B b cjayuasx). B
BEPXHETPYAHOM M IPYAONIOSACHUYHOM OTHEJAaX [O-
MUHUPYET KUOTUIeCKMI KOMIIOHEHT. Xapakrep-
HBI OJIMTOCETMEeHTaPHOCTb OCHOBHO mAyru u caabas
BBIPAXKEHHOCTL KOMII@HCATOPHLIX Iyr. Poranms
KJIMHOBUIHO M3MEHEHHBIX M Pe3KO OCTEONOPO3HbLIX
o3BoHKOB pocTuraeT 90°, y 2 BGoOJALHBIX OTMedYeH
coHguionTold. ¥ 3 naumenTos ObLia 11l creneHn
nedopmanum, y 29 — IV. Ilpeocbrananme kmdoTu-
YeCKOro KOMIIOHEHTA YCTaHOBJeHO y 8 GOJIbHBIX,
CKOMMOTUYECKOrOo — y 12, y oCTaJbHBIX BbIpa-
JKEHHOCThL X Oblla IPUMEPHO OAMHAKOBOIL.

OCHOBHBIM IOKa3aHNEM K XUPYPIUIecKOMY BMe-
WaTeJIbCTBY IIpu HelipodmbpoMaTosHoM KudoCcKo-
JM03€e CUMTANM HaJM4YMe MM yTPo3y HEeBPOJOTU-
YeCKMX PaCCTPOMCTB M IPOrPecCUpyIollee yXyI-
ImeHne (GYHKIMM BHYTPEHHUX OpraHoB. lIporpam-
Ma-MMHMMYM 3aKJjiodajiack B cTabuamsanmm je-
hopManyy mpu yMepeHHON CTeTeHy KOPPeKIN.

Xupypruueckas Koppeknua gedpopManyn
TIO3BOHOYHMKa Ha poHe c M HApoma Ma p-
$ a H a mposesena 24 malMeHTaM B BO3pacTe
8—15 ner. MauudecTanusa NPU3HAKOB CKOJMO32
OTMedYeHa y HUX B BospacTte 3—9 jeT. Hecmorpa
Ha YeTKMe (peHOTUIMUECKMe IPU3HAKU U JIETKOCTD
BEIABJIEHMA KJIACCUYEeCKON Tpuazabl, ¥ 18 GosbHbBIX
AMarHos cuHppoMa Mapdara BHepBble IIOCTaBJIEH
B MHCTUTYyTe.

ITo crenenn u xapakrepy medopMalyy MO3BO-
HOYHMKa OoJbHBIE pacCOpefessiiUCh CJeAYIOINM
obpaszom: III crernens ckonmosa — 1 maiuesT, 1V
— 23; nmpaBocTOPOHHMIT TpyaHOIL — 16, S-06pas-
HBII — 6, MOACHUYHBIA CO CrOHAMIIONuUcTe30M L5
I03BOHKA — 2. B GoJbIIMHCTBe CiIydaeB CKOJMO3
topmuposasnca kax C-obpasubii, Hauusas c 111
cTelleHr Bce 6OoJiee BBIPAsKeHHON CTaHOBUJACh
KOMITeHcaTopHasd MOACHUYHAA Ayra 1 hopMa Mos-

BOHOUYHUKA TIpubimxasach K S-obpasnoit. Kndo-
TUYIEeCKMUiT KOMITIOHEHT ObLJl BbIPAXKeH yMEpPEeHHO, ¥
4 TIAlIMEeHTOB yCTAaHOBJIEH JOPJOCKOJMO3. 3a UC-
KJIIOYeHeM OJHOTO ciiydasd, BeJUYIMHa OCHOBHOM
LyTH Haxoaujach B Ipenejax 72—128°. Porauu-
OHHBII KOMIOHEHT TaKsKe ObLI BeChMa BbIpajkeH-
HbIM (60—90°), yTo XapaKTepHO AJs BCEX CUH-
npomoB runepmobusibHocTy. OcaHka Oblia Hapy-
IIeHa Iperkile BCero 13-3a yKOPOHeHUA TYJIOBU-
mia, U 9TO NONYEePKUBAJIOChL HaJWINUEM [JOJMXO-
crenomesinu. Jlo 12-jreTHero Bo3pacTa AYyTM OT-
YeTJIMBO MOOWMJILHBLI, B OoJjiee cTapllleM BO3pacTe
unnexke Kaspmuna npubmpxaerca k 1. K asromy
’Ke BpeMeH) pa3BMBAIOTCA KJIMHOBUAHAA Aedop-
ManuA TeJ U JereHepaTUBHLIE M3MEHEHUA JMUCKO-
BOTO amnmapaTa ocHoBHOU ayru. Ilpm mcciaepnosa-
HUY MUHEPaJbHOM HACBIIIEHHOCTM KOCTHOM TKa-
HU yCTAHOBJIEH yMepeHHOW CTelleHU reHepajyuso-
BaHHLI OCTeOoIopo3 MeTaboJMYeCKOro XapaxkTe-
pa. OnHako BLIpasKeHHOCTL €0 II0 XOXy IT03BO-
HOYHMKAa MeHseTcs, HayboJlee 3Ha4YMUTeJIbHA OHA B
TeJlaX TIO3BOHKOB LieHTpa Ayru. Hapanmy c¢ aTuM
HabmomaoTes QyHKUMOHAJbLHAA TunepTpodud un
TUIIEPOCTO3 DJIEMEHTOB 3aJHero ONOPHOro KoM-
IJIeKca Ha BOTHYTOM CTOPOHE.

OCHOBHBIM IIOKa3aHMeM K XVPYPTUHEeCKOM Kop-
PEeKLIMM CJY)KUT I[Iporpeccupyloilee yxXyAalleHue
(PYHKIIMM BHYTpPEHHUX OPraHOB Ha (POHe MCXOLHOM
IaTOJIOIUM CcepiaedyHo-cocyaucToi cucrembl Ilesb
omeparmy — MOJydeHye BO3MOMKHOTO KOPPUTUPY-
foIrero adgexTa.

ITo moBoxmy Kudockonamnosa Ha ¢poHe € M H I-
pomMa 3 xepca—]/aHJao onepupoBaHLI
11 GospHBIX B BospacTe 5—14 jeT. ¥ HUX TaKKe
OoTMeYaJMuch paHHAA MaHmudecraiya ¥ ObicTpoe
mporpeccypoBanye KuUQOCKOJMOTUIECKOi Hedop-
Maliiy, B KOTOPOM KMdOTUYIEeCKUI KOMIIOHEHT CTa-
HOBMJICA JoMyHUpyommm K 9—13 rogam. Jlokasm-
3alsi OCHOBHOW AYIM — TIPYLOINOACHUYHBIL OT-
nes. XapakTepHa KOpPOTKasg I[OACHMYHAA (II0fAC-
HUYHO-KPECTIoBasd) KOMIIeHcaTopHas Ayra. AJb-
TepHMUPYIOI[aa poTalyuA MMo3BoHKOB n0 90° Habmro-
JaeTcsa B IpefeyaxX ONHOTO-ABYX CETMEHTOB, 4TO
IpuAaeT MNO3BOHOYHUKY (POPMY KOJIeHYaTOoro BaJja.
BripasxennocTs kmdposa cocraBiana y 3 OGOJBHBIX
or 60 mo 82°, y ocramemHpix — oT 34 mo 60°
MobuiapHOCTE TTO3BOHOYHMKA ObLIa 3HAYUTEJIBHO
BpIllle, YeM Ipu cuHApoMe MapdaHa, 1 coXpaHa-
Jach 10 ITyOepTaTHOro Iepuona.

IloxazanmemM K XUPYpPrMYecKOMy JedeHNIO CUM-
TaJgM KocMeTHUecKuil medpeKT M HeoOXOoAMMOCTD
OpoPUIAKTUKN HEBPOJOTUYECKUX PacCTPONCTB.
Iienp omeparmm — TmoJsrydeHMe BO3MOXKHOM KOP-
peKumMm gedopMalL.
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ConyTeTByIomasa maTojorna bnima cienyroment:
OIYXOJIM TIOJIOCTH 4Yepella ¥ CIMHHOMO3IOBOTO Ka-
Hana (3 GOJLHBIX), JOYKHBIM cycraB rojenu (1),
HEepPaBeHCTBO IJMHLI HVIKHUX KOHedHocTel (2) —
npu  HeltpodpubpomaTose; MPOJAIC MUTPAJIBLHOTO
ksamnana (18 6oapubix — 75%), AuIaTanua BOCXO-
namiero orpena aopThl (15 GosabHbIx — 63%),
nedopmarma rpyaHoi kiaeTkn (6 6oapHbIX — 25%),
MaToJIOTUs 3peHusd, IIoCKOoCcToIMe (ToAaBJiAoLiee
GONBIIMHCTBO OOJLHBIX) — Ipu cuuapome Map-
dana; Tmxrennle nedopmaryy cTonm (4), Hecra-
fMILHOCTL KOJIeHHLIX cycTtaBoB (2), mmorma (11),
rpoJiarc MUTpajJbHOro KJjamnaua (9), KoapKTaIusa
aopTol (1) — mpu curapome Anepca—]lanio; KOH-
TPaKTypLI KoHedHocTel (8) — Tpu CIIOHAMJIOSN -
usapuoit aucrrasuy, cuuapomax Hynan, Ppn-
mena — Illespgona. Vickmiodaa KOHTPaKTYpPbI KO-
HeYHOCTel, COMyTCTBYOIMe NedopManuy Crese-
Ta YCTPAaHAAM TPV HAJIMYMM TIOKA3aHMiT IIocie
KOPPEeKIMM VICKPUBJICHMA [TO3BOHOTHUKA.

AHanMM3 KIMHUYECKUX ¥ PEeHTTeHOJIOTUYeCKUX
NaHHDIX IIO3BOJNJI COeJlaThb BBIBOJ, YTO IIPU CHH-
npomax Mapdana n drepca—/Jlango umeeT MecTo
HacJoeHue KM(OCKOINO03a AMCILIACTUYECKOTO Te-
Hesa Ha HACJEe[CTBEHHYIO IIaTOJIOIMIO oOMeHa Co-
enMHUTEJILHOI TKaHu, obyciopiamparomlyio 6Oosee
3JI0KaYecTBeHHOe TedeHye gedpopMalyy [103BOHOY-
nuka. Ilpu HellpouOpomMaTo3e MOMKHO yCMOTPETb
MIPUYMHHO-CJIEeACTBEHHYIO CBA3b AeopManyi 1o3-
BOHOYHMKA U OcHoBHoro sabosieBanmda. B penxux
croyd4asx OVCILIACTMYECKOro BapuaHTa CKOJMO3a
nipu Helipodpubpomarose (3 Habmogenns) nMeeTcH
rpocToe codeTaHme IBYyX 3abosreBaHMil.

B 14 cuyvaax xupyprudeckas KOPpeKINA Oe-
cpopMatMit TIOSBOHOYHMKA BBIIOJHEHA y GOJIBHBIX
c Gosee pexaxumu ¢popMaMy CHUCTEMHOI MaTOJIO-
My CroHmMIIodrMcpr3apHoit auentasueit (5 geso-
Bex), cunapomamy Hywnan (3), @pumena — Hlex-
noHa (2), Mopruo (1), Mapmamra (1), ®Pepcrepa
(1), ocreonorknimeit (1). Ilpn pedopmarum mosso-
HOYHMKA Ha (poHe HapylleHHOro obmMeHa COoeaNHN-
TeJBbHOI TKAHM ObLIM XapaKTepHbI TOTAJbHBLII OC-
Teoropoa, IIATUCIIOHIMINA, AOMVHVPOBaHNe KI-
¢hosa, mpu oCTAIbHBIX HA3BaHHBIX (QopMax —
codeTaHMe MHPU3HAKOB IMCILIACTIIECKOTO CKOJVO-
3a MM BPOIKIEHHOTO KudocKoamosa ¢ IpyrMMu
ropoKamMy pPasBUTUA cKejeTa. B repBoMm ciydae
[OKaBaHMA K OHepaluy CTaBUIM BBMAY OblcTpOro
IIporpeccrpoBanmaA Kudosa 1 yrpo3bl HEBPOJOTHU-
YeCcKMX HapPyYIIEeHNUI, BO BTOPOM — IO coobparke-
HUAM KOCMETUYeCKOro TopdlKa, 3a MCKIOUeHVeM
GoabHOIT ¢ cunapomoMm Pepcrepa, y KOTOPOM Ku-
o3 06ycIoBMII MTOABJIEHME HaYalbHBIX IIPU3HAKOB
crMHAJIBHOTO cuHApoma (cM. puc. 1 Ha BKIelike).

Heppomornyeckue pacCTPOACTBA OTMEYEHBl Y
20 GoNbHBIX: ¥ 13 — KOpeIIKoBbUI cuHApOM, y 7
— CHUMITOMbBI CAABJIEHNA CIIMHHOTO MOS3Ta, IpuieM
y 2 — 0 CTeleHU PasBUTUA CHaCTUYeCKUX Iapa-
Jmuedt, y 2 — mnape3oB. llepBrle puaHaky HEBPO-
JIOTMUECKMX HapyIlIeHMI TIOABUJINCL B BO3pacTe
11—13 per. VmeMudecKkuit CIMHAJbHBIA CHHIPOM
oT/IMYaj]ca MeIJeHHBLIM, NOCTOAHHBLIM HapacTaHN-
eM CHMIITOMaTMKK. KOHCepBaTUBHbIE MepONIpUA-
TUA: TIOCTEJbHBIA PEKMM, BBITANCCHVE, MeJMKa-
MeHTO3Has Tepanusa — IPUBOAWIM JMIIbL K Bpe-
MeHHOMY YTacaHUIO CUMIITOMOB.

CrosKeH BOMPOC O CPOKe BBIIIOJHEHWA XUPYP-
TUMYecKMX BMeIaTe LCTB. [IpyMHumMmaabias yera-
HOBKa 3aKII04Yajiach B IPM3HAHMUM ONTMMAJbHbLIM
nnas aToro Bospactom 14—16 jer. Ilposenenne
omepaluy B Goslee paHHeEM BO3pacTe JOJKHO JMK-
TOBATLCA CEPbe3HbIMM IIPUYIMHAMIM. IIPOrpeccupo-
Banme gedopmaiyy Gosnee 80°, yXyameHne Ioka-
3aTenell yHKIMY [ObIXaHuUA, ObICTpoe yBejnde-
uue Kudgosa ¢ MoABJIeHMeM IPUSHAKOB CIIMHAIb-
HOTO CcuHApoMa. llpuMmeHenue CymecTBYOUIMX B
HacToAllee BpeMsa XUPYPIUMYECKUX METOLOB IIpK
ymepenHbIX creneHax nedopmarym (III, Hagame-
gHaa [V) B mepwroz pocTa IMalMeHTOB C LeJdbl0
npopUIaKTUKY JaJbHENIIero MporpeccrpoBatnl
HeompaBaanHo. [1pu HelipodubpomaTosHoM K1DO-
CKOJMO3e, YIUThIBaA OCHOBHYIO LleJIb JeueHyd, 0~
rocerMeHTapHOCTL OYT, OMCTpodirdecKne U3MeHe-
HIA TIO3BOHKOB, OTITMMAJBHBIM JJIA ONEepPaTVBHOTO
JledeHUs Mbl cYMTaeM BO3PacT, K KoTopoMmy hop-
vupyetcsa 111 cTeneHb MCKPUBJIEHNA.

IIporpamma Koppekuuy pAedopMarpit II03BO-
HOYHMKA y IAlMEeHTOB C CHUCTeMHBIMM 3abojeBa-
HUAMM BKJIIOYasa psafn pusMoTepaneBTUIeCcKX, Me-
MMKaMEeHTO3HbBIX, OIlePaTHBHBIX KOMIIOHEHTOB, IPyIl-
MUpPYEMbIX B Pas3yMdHble CXeMbl B 38BUCHMOCTI OT
poapacTta GOJILHOTO, XapaKTepa, TAMKECTY MCKPWB-
JIeH)A, CTeleHM OCTeoropo3a, MOOMJIBHOCTM AYT,
HEBPOJIOTMYECKOTO CTaTyca, COITyTCTBYIOLIEH Ia-
Tosormy. B pacemarpuBaeMbIx HabIOAEHUAX IIPU-
MeHAIMCh: MeAMKaMeHTO3Hasi Teparmis, dusudec-
K¥e TPEeHUPOBKM, MOOWITVI3aIA TIO3BOHOYHIKA; Kpa~
HuoTHOUaIbHasA (MeJbBUO) TpaKlus, KOppeKnnd
nedopmanii MeTozoM XappPUHITOHA; KOPPEKIMA
nedopmalmit MeTomoM XappuHITOHa — JIIOKa;
KoppeKimsa KUMOTHIeCKOoro KOMIIOHEeHTa IMHaMI-
JeCKMMM KOpPpeKTopaMy; IIpeBeHTHBHOe obpa3oBa-
Hye JOKAJbHLIX OTOPHBIX OJIOKOB; AMCKarIO(pu3dK-
ToMMd, AMCKIKTOMUS, KJIMHOBUAHAA BepTebpoTo-
MK, KOPIIOpoJes; 3aiuuil criopmuiones. Vicrous-
30BaJMCh MHCTPYMEHTapuil XappUHITOHA, IIPYIH-
HBI DHIOKOPPEKTOP, HUTMHOJOBLIA JHIOKOPPEK-
TOp, BapMaHThl MHOTOOIIOPHBLIX MOJYJEN.
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MenaukaMeHTO3Has Tepamnnsa ObLia Harpasiena
Ha yCcTpaHeHle HapylleHuit obMeHa coeauHUTeIb-
HOJI TKaHH, yMEHbIIIeHMe OCTEONIopo3a U BKJIIOYA-
Jla IIpyMetenyre anaboJiMYecKyx roOpMoOHOB, Ipera-
docdopa,
putamuua D, AT, Gonpmnx mpoz surammua C.

paToB KaAJLLUMA U KaJbI[UTPUHA,
OPPeKTUBHOCTE €e KOHTPOIMPOBAII 10 M3MeHe-
HMIO  (CHIDKEHMIO MJIM HOPMAJIM3allii) YPOBHS
9KCKPeLMM OKCUIIPOJNHA M TIMKO3AMUHOTIUKAHOB.

Pusngeckre HArpysKiM (MIPHCeSaHUST, OTIKIIMA-
HMA OT TOoJIa, HOATATUBAHUA, Ger, IPbIKKM, 3aH-
TUA HA TPeHarkepax M IIp.) IPUMEHAIN B TedeHue
BCEro MNpeaoNepalyioHHOTo IIepuofa — IO ABHOM
[IOJIOYKUTEJIBHON AMHAMMKIM ITIOKasaTesell IbIXa-
TeJbHBLIX M IIYJIbCOBBIX IIPOD.

YBeaudeHNA MOOUILHOCTY TIO3BOHOYHMKA JO-
OuBaJIMCE ¢ IOMOIILI0 KOPPUTUPYIOILell IMMHACTH-
K11, TIOCTYPaJIbHOM KOPPEKINM, BICOB HA Tparely-
AX, KOJIbLAX, BBITAMKEHNA Ha POTUPYIOIMXCA TLI0C-
KOCTSIX, BEPTUKAJILHOTO BLITMKEHISI Ha CUCTeMe
O0KOB ¢ NIpMMeHeHMeM HM3KOYACTOTHLIX BUOpa-
UMOHHBIX BO3JAeMcTBUIl 1 GokoBbix Tsar. JLua yse-
JMYEeHUA POTALVIOHHOW ITOABMYKHOCTM — MCIIOJIb30-
BaJM TpeHaykep «I'paryaA» M 3JIeMeHTbl MaHyallb-
HoU Teparmm. Eciyu B rTedenne 1,5 mec pocet 6oJb-
HOTO yBesJuyuBaJjca He Gosee yem Ha 8—10 oM,
CTaBMJIM MOKa3aHMA K KPaHMOTUOMAJLHOM Tpak-
quy. OHa OCYNIeCTBJATACH CKOOONM, HAJOYKEHHOI
Ha TeMeHHble OyTPbhI, U crobamu, (PUKCUPYIOMIIMIL
IIepeKpecTHO IIPOBeleHHble deped OGyrpmucrocTn
BonpmebeprioBbIx KoCTelt cimipl. I'Py3bl, cocTas-
JIABIIME [IePBOHAYAIBHO 3 KI' Ha KaXKIVIO TOYKY, B
TeueHnue 1—2 Hel JOBOINJIN B CYMMeE IO IIOJIOBU-
HbI Macchl GoabHoro. IlpomommnrenbHocTh CcKe-
JIeTHOTO BhITvKeHua — 6—8 "en. Ilpu cumagpo-
MaX TUIIEPMOOMJIBHOCTM YyBeJIUYeHMe pPOCTa Co-
craBiAno 12—18 cm. KparnoTubuaspHasd Tpakums
He TOJbKO gaeT 3dpdpexT MOOMIM3AINY [TO3BOHOY-
HIKA, HO U ABJIAETCA JEMCTBEHHLIM METOJOM TIPO-
(PUIAKTUKM TPaKUMOHHON MyieJIonaTu.

Meron XappuHrroHa B CTAHZAPTHOM MUCIIOJIHE-
HUM MCHOJIB30BAJICA HAMM B HauaJbHBIN Hepuon
paboteL Ilpyu mocTaTO4HO ONepanyoHHON KOppeK-
UMM OH He obecneuMBaJl IJIMTENBHBIX CTaOMJIBHBIX
pe3ynbraToB. Pesopbund, mepesoMbl OMOPHBLIX KOC-
THBIX CTPYKTYP ZecTabuinu3nupoBayt SHIOKOPPEK-
Top. OTMeyeHa Taxike GbICTpas MOTEPs ONEPALMOH-
HOJl KOppeKLMu, CBA3AHHAS C TOBBLIIIEHHON 3Jjac-
TUYHOCTBIO M pa3pblBaMyl CBA30YHOIO ammapaTa B
napaMeyaHHBIX 30HAX, YTO NPUBOAMIIO K UBOJALMUN
LeHTpaJbLHOro, Hanbojee PUIMIHOTO OTHeJsa LyTu OT
TOYEK (DUKCAIMM SHIOKOPPEKTOpPA.

IlonoxurenpHble pesyJsbTaThl MMOJIYYEHBI IIPYU
MCIIOJL30BaHNY METOAMKM XappuHrroHa — JloKa

10

¢ IIpUMeHeHeM MHOTOOIOPHBIX MoxyJelt. Hebomb-
[IMe KOHCTPYKTUBHbIE M3MEHEHMA CTEPIKHA AnC-
TpaKToOpa MO3BOJAIOT (PUKCUMPOBATL €ro BEPXHMNI
KOHel] Ha 2—3 KpIoKax, HWOKHMI Ha 2 MM Ha
CTIeLAJILHOM OMOPHOM KPIOKe C IMPOJLOJIbHOI TIIaH-
KO ¥ TOPU3OHTAJLHBIMM Iumnamu. ducio Goxo-
BbIX CyOJaMMHAPHLIX I[IPOBOJIOYHLIX TAT Kojeba-
Jock oT 1 mo 8.

Ilpumenenne AMHAMIHYECKOT0 KOPPEeKTOpa HOCH-
JIO OTAIHBIM, BPpeMeHHbINl XapaKTep ¥ MMeJIo LeJblo
yeTpaseHne KngoTHYeCcKOro KOMIIOHEHTa, 3aTeM OH
3aMeHANICA IUCTPAKTOPOM CTATUYECKOro THUIla.

IIpesenTuBHOE 0OpasoBaHMe JOKAJILHBIX KOCT-
HbIX OJIOKOB € BHeJpeHMeM B HMUX KPIOKOB JHJO-
KOppeKTopa OMNpaBJaHHO NP KpalHe TAMKeNI0N
CTEeIeHM OCTeornopo3a (CroHanIodmMpu3apHan quc-
ILTasud, ocTeomlolikmama u 1p.). Vcenoassosanne
sTOro TipuemMa y 2 OOJIBHBIX C TAMKEJLIM HEeNpo-
pubpoMaTO3HBIM KU(POCKOIMO30M, K COMAJTCHUIO,
0Ka3aJoCh 0Oe3ycCrelnbiM: KOPTUKaJbHble TpPaH-
CILIAHTATLI Pe30pOMpPOBAJNCh IIOJHOCTLIO UYepes
6—8 Mec. OTO HABOAMT Ha MBICJIL O IOBBIIIEHHON
OCTEOJIUTUYECKO)T aKTUBHOCTI TKaHell — II0J00HO
TOMY Kak ©ObLIO OTMEYeHO B OJHOM M3 HaINX
HaOJIOACHNI TIPOrPeCcCHPYIONTero OCTeoJM3a I103-
BOHOYHIKA.

BmematenscTBa Ha IlepelHeM OTHeJe IO3BO-
HOYHMKA IIPUMEHAJNCL TPV PUTMIHLIX Iyrax Be-
guunHoit Gojee 80° B KavecTBe COCTABHOM YaCTU
kakor-mmbo cxempl. OXIOBPEeMEHHO C JAVCKIKTO-
Myel M KJIMHOBMANOI BepTebpoToMMell BBIION-
HAJCA KOPIIOpoIes.

SafHMl CIOHAMIONEe3 IIPOM3BOAMJICA HA BCEM
MPOTAYKEeHUN JyT y TMallMeHToB cTapiue 14 jer, a
Ipy HepodudbpoMaTo3HOM KUQOCKOIM0o3e — BHE
3aBMCUMOCTM OT Bo3pacTa BOJLHOTO.

PesynpTaTel XMpyprudeckoil KOppeKLUu IIpYU
HelpodpubPOMATOZHOM KM(POCKOIM03€e HAXOAUIUChH
B [PAMOJ CBA3U C BEJMUYMHON Kudpo3a, CTeleHbIO
0CTeoIopo3a ¥ MeTOAMKONM orepaimu (CM puc. 2
Ha BKJelKe) BroJsne ypoBseTBopuTesbHbIE pe-
3yJIbTaThl IogydeHbl Iipu 111 Ha4aJbHON
IV crenenn medpopmanym, a Takske mpu JUCILIAC-
THMYECKOM BapMaHTe CKOJIMO3a. XysKke ObLIM MCXO-
bl npu KmudpocKosmMose y pmeTell ¢ IIPOROJIKaro-
IIMMCHA POCTOM M IIPY TAMKEJLIX AUCTPOMUIeCKNX
U3MeHeHIUAX MOo3BOHKOB. Hambojsiee wacTbIM o0C-
JIOYKHEHNeM y HUX fBJIAJIacb HecTabMJIbHOCTL OH-
noxoppekTopa. Ilpu ncronb3oBanmy TeXHUKHU Xap-
PMHITOHa OHa Hab/IofaJlach y BCeX OIlepupoBaH-

HBIX OOJBHBIX M TpeboBaja MEPEeMOHTMPOBKM DH-
IOKOPPEKTOpa CO CMEHOM Todek ormopsl B 2 cuy-
yagx JledeHMe ObLIO IpPEKpallleHO M3-3a HarHoe-
HUA PaH IIocJe MHOTOKPaTHBIX omepaimii. ¥ oboux
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BOJILHLIX BO3HUKJIM MapaJuuy: y OJHOIO — dYepes
He[eJI0 mocjie yaaJeHnA KOHCTPYKLIUM, y APYroro
- yepes roj. Bo BTopoM HabJOZeHMM TocienoBa-
TeJbHOe BBLIMIOJIHEHMe 3afHel (uKcalmy U KOpIio-
pozesa MIpUBEJIO K ITOJIHOMY perpeccy HeBpPOJIOru-
YeCKUX pPacCTPONCTB.

PesysnbTaTnl Xupyprudeckon Koppexumn gedop-
MalmMyu TO3BOHOYHMKA MIpu cuHapome Mapdana
3aBMcesy OT Bo3pacTa OOJLHOTO HAa MOMEHT Hadva-
Jia JedYeHusd, TeMIIOB eTo PocTa, IIPUMMeHeHHO Me-
ToguKK. Yem panpllle ObLIO HadaTo JedYeHUe U
Gosbllle CcHeJIaHO ITAMHBIX KOPPEeKLUMiI, TeM XyiKe
B MTOTe OKas3aJjuch pel3ylabTaTbl. MasoynoBiaeTBo-
puUTeJbHbIe MCXOALI OTMeYeHbl MPM JIeYeHUM II0
meronyvike XappuuHrrona y 11 nammenros. [lom-
TeJLHO coXpaHdAiolnpecd cTabuibHble pe3yibTaTbl
MoJly4eHbl B OJHOM CJIydae Ipy omepauuy Joxa
(y 9-mertero pebenxra c III crernenso ckoamosa), a
Take B 12 caydasax IpY MUCIOIL30BAHUM MEeTOAV-
k1 XappuHrToHa — JII0OKa B Co'lCTaHUM C KOPIIO-
pozme3oM (cM. puc. 3 Ha BKJENKe).

Vs 11 6onnubix ¢ cuHAgpoMoM OJepca—Jlanmio
MIOJIOXKMTEJIbHBINA pe3ysbTaT JOCTUTHYT y 6 mpnu
JedeHun 1o MeTonuke XappuHrroHa — Jlioka (cm.
puc. 4 Ha BKJeHke). ¥ 5 TaIlMeHTOB pe3yJbTar
oxasaJjycAa HeYILOBJEeTBOPUTEJLHBIM BCJIeICTBUE
CJMIUIKOM paHHero Hadaja orePaTUBHOIO JedeHId,
[IOCTOAHHOM HEeCOCTOATEJBHOCTY KOCTHBIX OIIOP-
HBIX CTPYKTYP-

B uesom nmo Bcem HO30JOTMUECKNM IPYyIINaM cTa-
OUIBLHBIN Pe3yJbTAT KOPPEKIMM JOCTUTHYT y 54%
BOJILHBIX. YTIOMAHYTBIE BbILIE HEBPOJIOTMYECKMEe Ha-
PYLUIEeHVA perpeccupoBasy, 3a MCKIIOYeHneM 2 CiIy-
yaeB CIACTUUYECKOTO HapaJjuda y NalMeHTOB C Bepx-
HETpyIHON JIoKaJm3anyeln HeiipodpubpoMaToO3HOTO K1-
dockosmosa. PeTpocnexTuBHaa oLeHKa KIMHIIYeC-
KOTo MaTepuajia IMO3BOJIAEeT CUYMTaTh, YTO IPU MC-
IOJIb30BAHUM pas3padOTaHHBIX IIPUHIMUIIOB MOXKHO
ObLI0 OBl MOJYYUTH YAOBJIETBOPUTEJLHLIN pe3yJb-
rar eile npubausurensHo y 30% OGombHbIX. «Kam-
HEM MPETKHOBEHUA» ABJAIOTCA PUTUAILIe AedopMa-
LMY TO3BOHOYHMKA IIPM PE3KOM OCTEeoIlopo3e y Je-
Tell ¢ He3aKOH4YeHHbIM pocToM. MeTomom BbIGOpa
MOJKHO CYUMUTATL OMESPATHBHO-TAKTMYECKMII BapuaHT,
BKJIIOUAIOMINIT IVICKOKTOMMUIO, KOPIOPOAE3, KpaHMO-
TUOMAJLHYIO TPaKLUMIO, KOPPeKUUio no XappuHITO-
Hy — JlIoky 1 3aZHMII CIOHIOUIIONES.

SURGICAL CORRECTION OF SPINE DEFORMITIES IN
SYSTEMIC DISEASES

Yu.l. Pozdnikin

Since 1987 thirty two patients with neurofibromatosis
Recklinhausen’s disease, 24 patients with Marfan’s syn-
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drome, 11 patients with Ehlers-Danlos syndrome and 14
patients with rare forms of hereditary systemic diseases
were operated on for kyphotic-scoliotic deformities. Treat-
ment difficulties were stipulated by the severity deform-
ity, local or general osteoporosis, concomitant pathology of
the inner organs and another skeleton segments, as well
as high rate of neurologic disorders. High level of correc-
tion and firm stability are provided by surgical treatment
that includes diskectomy, corporodesis, craniotibial trac-
tion, correction and fixation by Harrington-Luque, poste-
rior spondylodesis.

© H.10. dunowkuH, B.A. Mopryh, 1966
H. 0. Quaiowkun, B.A. Mopayn

K BOITPOCY O TAKTUKE JIEYEHUS BPOXK-
JEHHOI'O BBIBUXA BEJPA Y JIETEU

Poccuiickan MeAULMHCKAA aKATeMUA [OCTeUILIOMHOro 06-
pasosanua, Mockea

CoobuicHie 0CHOBAHO HAa H3YYCHIIM pe3yJbTaToB Jic-
yeuus 45 gereit B Bozpacte ot 10 mec go 4 Jder ¢
BpoJICHHBIM BbIBliXOM Geapa (56 cycraBog). Cpok Ha-
onomenua Ao 7 JeT. ABAIU3NPYIOTCS KPUTCPUH BhIGOpa
KOHCCPBATHBHOIO IUTH OINCPATHBHOIO MCTOJAa JIeYCHMSL
I[IpusoaiTesa psAa NPHU3HAKOB, BBIABJIACMbIX NPH (DYHKIH-
oHaJIbHOII apTporpadi, KOTOpble MO3BOJAIOT cIcjaTh
obocHoranHblll BbIGOP. KoHcepBaTHBHOC JIeUCHIE B yCI0-
BHAX CTALNOHApa NpoBeeHOo B 14 ciydasax, HCMoOJIb30Ba-
HbI PasJII4HbIC
Hoil cutyawil. Jesaeresa BbIBod 0 HCOOXOAUMOCTH CBO-
eBpeMCHION KOPPCKUIH OCTATOUYHBIX THCNJIACTHYCCKHX
acopmamnii Gcapa U BHOAIMHBI ITyTEM BHECYCTABHBIX
onepauiii. Xupypriudeckoe JedcHIte nposecHo B 42 ciy-
vasx. Xopouiie i OTIYHbIC pe3yabTaThl coctansin 78%,
yxoBiaetrsopureabubic — 22%. Ilo MHeHII0 aBTOpOB, TIPI
MCXOMHOM TAKEJIOM HeIOPa3BHTHI BMAMHBIL, NpH HaJll-
Y aHATOMHYECKMX NPEHATCTBMII AJs BOPaBJICHI, a
TaKKe MNpI HU3KHX MapriHAJbLHBIX BBIBIXaX HaHOojee
11eJIec000pas3HbIM, 29(P(PCKTHBHBIM I HAaJEeKHBIM ABJIACTCH
OTKPLITOC BIPABJICHIC ¢ OTHOMOMCHTHOI JCTOPCHOHHO-
Bapusnpyiouieii ocreoromiicii Geapa M MIIACTHKOI Kpbl-
um Buagudet mo Couarepy.

MCTOUIKII B 3aBHCIIMOCTH OT KOHKpET-

C coBpeMeHHO} TOYKM 3peHM:A, Lelb OpTonena
IIpY JIeUeHMN BPOXKIEHHOTO BhIBUXA Oenpa y meTei
COCTOMUT B TOM, YTOOBI He TOJIbKO BIIPABUTbL TOJIOBKY
BO BNAAMHY, HO ¥ CO3JaTb aHATOMMYECKM CTabMIb-
HbII ¥ (PYHKIMOHAJBHO NOJHOLIEHHBIT B OyzaylieMm
cyctaB. VlcTopuyeckyn BblpaboTaHbl 1 BCEMU OPTO-
nejamMy NPUHATBI OCHOBHBIE IPMHIMIILI KOHCEpBa-
TUBHOTO JIeYeHMsI ITOJ MATOJIOrVM: PAHHAS AMArHOC-
THKa ¥ paHHee lLuajdniee (PyHKUMOHAIbHOE BIIPaB-
Jnenye; muddepeHVPOBaHHbIN BbIOOP MeTOAMK U
npucrnocobNennit IJ1A BIPABJIEHMA B 3aBUCUMOCTH
oT Bo3pacTa pebeHKa, TAMKECTH MAaTOJIOTMM M XapaK-
Tepa NTpeIbIAYILIEero JiedueHMsd, AMHaMMYecKoe PeHT-



