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MHorosTanHas Koppekuus aepopmanuu
MO3BOHOYHHMKA Y NAIMEHTKH C CHHAPOMOM
HeJep2KaHusl MUTMEHTa

[Ipedcmasnen KAuHUMeCKUil CAYHAL MHO20IMANHOR0 XUPYPRUHECK020 AeHeHUs NAYUCHMKU ¢ deghopmayueil NO36OHOUHUKA HA (oHe CUHOPOMA Hedepica-
HUs nuemenma. B pesyavmame npogedenHbix OnepamueHsix 6Meuameneme 60CCMan06AeH NPAGUAbHbLIL CA2UMMANbHbII OANAHC MYA0BUUA.
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Beenenne

CuHgpoM HemepXaHuss nurMmeHTa (cuHapoM broxa—
Cynpiibeprepa) — penkoe HacleNCTBeHHOe 3aboyieBaHUe,
XapakTepusyloleecss HapylleHueM THUTMEHTAIlud KOXU
B COYETAHUU C PA3IMYHBIMU DKTO- U ME30ACPMAJIbHBIMU JIe-
dexramu, Kotopoe 6b110 ormcadHo B. Bloch u M. Sulzberger
B 1926—1928 rr. [1, 2].

3aboneBaHNe BCTpPeYaeTCss MPEUMYIIECTBEHHO y JIUI]
JKEHCKOTO TI0JIa U TPOSIBJISIETCS BBICHINIAHUSIMU Ha KOXeE,
JIOKQIU3YIOIIUMUCS TJIAaBHBIM 00pa3oM Ha OOKOBBIX MTOBEPX-
HOCTSIX TYJIOBUIIA U TPOKCUMAJIBHBIX OTAEJIaX KOHEUHOCTEN.
KoxxHble Tpu3HaKM OTMEYAIOTCSI C TIEPBBIX THEW XU3HU pe-
OeHKa, Co BpeMeHeM TTpeoOpa3oBhIBASICh B OYaryd MUTMEHTa-
MY KOPMYHEBATOTO MJIU TPSI3HO-CEPOTO 1[BETa B BUIE OPBHIZT,
MOJIOCOK U 3aBUXPEHUM, pacroiaraloluiuxcs HepaBHOMEPHO,
TPENMYIIIECTBEHHO B BUE TIOJIOC WM OTAETBHBIX TPy [3].
Y HEKOTOPBIX MAIMEHTOB IMUTMEHTAINSI CMEHSIETCS aTpo-
duvyeckuMU U3MEHEHUSIMH, CKJIEPO30M U IETTUTMEHTAIINEeH.
[MoMuMO TTOpaskeHUsT KOXU, UMEIOT MECTO Pa3InIHbIe IKTO-
U Me30JepMalibHbIe Ne(PEKThl B BUIE PACCTPOICTBA ACATENb-
HOCTU UEHTPAJIbHON HEPBHOW CHUCTEMbl (IMUJIENITUYECKUE
TIPUTIATIKA, TBUTATEIbHbIE HAPYIIEHWs, YMCTBEHHAsT OTCTa-

JIOCTb U JIp.), TaTOJIOTMU [Ia3HbIX 10J10K (CTpaObU3M, HUCTArM,
KaTtapakTa, rojayoble CKJIepbl, MUIMEHTAMs CETYaTKU, aTpo-
¢us 3pUTEIBbHOrO HEpBa U 1p.), aHOMaJIUil cKesieta, 3y0OB,
TOYeK, CepAeIHO-COCYTUCTON CUCTEMBI [4].

B noctynHoil Ham JuTeparype OTCYTCTBOB&JIM MaTepu-
ajibl, MOCBSLIEHHBIE COMYTCTBYIOLIEH OPTOMEIUYECKON Ma-
TOJIOTUU y TIALIMEHTOB ¢ cuHapoMoM bioxa—Cynbiibeprepa.
B peTpocniekTuBHOM uccienoBanu, mposeneHHoM Y.C. Chan
1 COABT. U OCHOBAaHHOM Ha M3y4YeHUH 26 KIMHUUYECKUX CTyYaeB
JTAHHOTO CUHApPOMa [S], UMeeTcs yHOMUHAHUE I 00 OJHOM
MalMeHTKe C BbIPAXEHHOU Aedopmanneil MO3BOHOUYHHUKA.

Kinnnueckoe Ha0JoaeHne

[Maumnentka A., 21 rom, HaxoauTcs Moj HaOJIOIeHUEM
B UIMTO um. H.H. IlpmopoBa ¢ muarHo3zom «CUHIpPOM
HellepXKaHUs TUTMEHTAa, TOTAJIbHbI MPAaBOCTOPOHHUI CKO-
103 4 CT., COCTOSTHUE TTOCJIé MHOTOKPATHBIX OTEPAaTUBHBIX
BMeIIaTeJbCTB». BriepBole medopmaiusi TO3BOHOUYHWKA OT-
MeueHa B 9-JleTHEM Bo3pacTe, HauOOJIbIllee MPOTPECCUpO-
BaHue nedopmani — B Bo3pacte 13—14 yet, B mepuon
MHTEHCUBHOT'O POCTA.
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Staged correction of spinal deformity in a patient with incontinentia
pigmenti syndrome

Case presentation of staged surgical treatment of patients with spinal deformity in incontinentia pigmenti syndrome. As a result of surgical procedure

proper sagittal balance of the body was restored.
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Puc. 1. BHewHuii Buz (a, 6) M peHTreHorpaMMbl MO3BOHOYHMKA (B, ') MALMEHTKU MPU MTOCTY-
TJICHUU.

Puc. 2. KoxXHble TpOSIBICHUS
cuHapoma bioxa—Cynbubeprepa:
TUTEPITUTMEHTALIMST KOXHU Oenep
(a), ouaroBast aynoreuus (0).

Puc. 3. BHemrHwuii BUI 1 peHTTEHOTPaMMBI ITALIMEHTKHU TTOCTIe TIEPBOTO OMEPATUBHOTO BMeIlla-
TeaberBa (2007 ).

Ilpu moctymieHUn: BhIpakeHHast
kudockonmroTnyeckasi aehopMaIius
MMO3BOHOYHMKA C TIePEeKOCOM Tasa
(25°), caruTTasbHBIN, (PPOHTATLHBIN
nucbananc (puc. 1).

Ilo 3aKyIOYEHUIO HEBPOIATOJIO-
ra, uMeercsl jerkas ¢hopMa YMCTBEH-
Hoit orcrasoctu. [loxomka cmacTu-
KO-aTakTuieckasi, OOycJoBIeHa KakK
HEBPOJIOTUYECKOW CUMMITOMATUKOM,
TaKk U JeKOMIIEHCAIMell TYJIOBUIIA
BCJIENICTBUE CKoMMo3a. Ha xoxe Genep
W KMBOTAa TAIMEHTKM OOHAPYXEHBI
ovYarv TUMepIMrMeHTallNy B BUJE T10-
JIOCOK U 3aBUXPEHUI, 04arosasi ajorie-
s (puc. 2).

17.01.07 r. mpoBemeHO ormepa-
TUBHOE BMEIIATEIbCTBO: HAJIOXEHUE
rajio-arnmapara, JgopcajibHas Kop-
pekius M uKcauusl MO3BOHOYHUKA
METaJUIOKOHCTPYKIIME B YCIOBUSIX
WHTPAOTIEPAIlMOHHON Talo-TPaKIIUU.
Hcmonb3oBaHa MeTaINIOKOHCTPYK-
1MsT KPIOKOBOW KOMITOHOBKHU, (DUK-
cupylomiasi TMO3BOHOYHUK Ha YPOBHE
Thy;—L,. Koppekuns nedopmaunu
cocraBwia 40% or 82 1o 49°, ycrpaHeH
nucbanaHc TyJoBuina (puc. 3).

ITocneonepallMOHHBIN  MEPUOL
TpoTeKasl 6e3 OCTOXHEHUH, TTaIlueHT-
Ka BBINIKCaHa Ha 15-e cyT nociie BMe-
maTenscTBa. [Ipn TuHAMUYecKoM Ha-
OyfoNIeHUY B TeUeHUe 2 JIET, HeCMOTPST
Ha PEeTYJISIPHO TTPOBOAMMBIE KYPCHI pe-
a0WINTAIIMOHHOTO JIEYeHUsI, KOTOPOe
OBIJIO 3aTPYIHEHO BCJIENCTBUE HU3KO-
TO TOHYCa CKEJETHOW MYCKYJaTyphl
W YMCTBEHHON OTCTaJIOCTH, OTMeue-
Ha motepsi Koppekuuu Ha 20%, mo-
SIBJICHWE HAKJIOHA TYJOBWINA KIEPean
(puc. 4).

B 2010 . BBITTOTHEHO 3TAITHOE OTTe-
paTUBHOE BMEIIATEIbCTBO: MEMOHTAXK
HIDKHETO TIOJTIOCA METaNTIOKOHCTPYK-
VY, TIeAVKYJISIpHAS CyOTpaKIIMOHHAs
BepTeOpoTOMUs L |-TI03BOHKA, KOp-
pekiust nedopmaruu, dbukcanus Me-
TaJUTOKOHCTpyKIell. Bo Bpemst orre-
pPaTUBHOTO BMeIIATeLCTBA OTMeEUYeHa
BoipaxkeHHass kposorotepst (1 OLIK),
TOBJIeKIIas 32 OO0 HapyIIeHUe PUT-
Ma cepla U SIBICHUsI CepAedHON He-
noctaroyHoctu. Orepanust Mo Xu3-
HEHHBIM TIOKa3aHUSIM 3aBepllieHa,
dukcarms Taza He IPOBOAMIIACE.

IlenukynspHas cyOTpakKUMOHHAs
BepreopoTomust (PSO) 3akmouaercs
B pacIlIMpeHHOW JIAMUHIKTOMUM,
TpaHCBEP33KTOMUM  (YpoBeHb L
U YaCTUYHO L), KIMHOBUIHOW pe3eK-
1IVY TeJia TI03BOHKa (OCHOBaHME KIIMHA
Kk3amau) [6—8]. 3aTeM IyTeM KOHTpaK-
I Ha TPaHCIEIUKYISIPHbIE BUH-
THI, TIPOBE/ICHHBIE B TIO3BOHKU BBIIIIE
U HUXe BepTeOPOTOMUU, TPOBOIUT-
csl peMOJIeTUPOBAaHNE TMO3BOHOYHO-
ro croiba [9], ycTpaHseTcss HaKJIOH
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TPYAONOSICHUYHOTO OTAea KIepeau
[10, 11], yBenwuuBaeTcs aHTEeBEpCUS
Taza [12] (puc. 5).

B cocrossHuM KoOppekuuu Mpo-
BOJIUTCS NOpcajbHas (UKcalus IMo-
3BOHOYHUKA. JlaHHBI BUA KOppHU-
TUpYIOLIE OCTEOTOMUM I[O3BOJISIET
chopMUpOBaTh MOSICHUYHBIN JIOPAO3
U YCTPAHUTb CArUTTAJIbHYIO TEKOMIIEH-
cauuio (puc. 6).

Ilocne omnepaTuBHOro BMeELIATENb-
CTBa OTMEYEHO YMEHbIIEHUE HAKJIOHA
TYJOBUILA KIEpeau, OJHAKO MO Mpo-
eCTBUM 2 JIeT TPU TUHAMUIECKOM
OCMOTpE 3aperucTpUupoBaH BTOPUY-
HBIl peUUIMB CarUTTAIBHOIO OajaHca
¢ dbopMHUpOBaHNEM TTOPOYHOTO TIOJIO-
>keHus TyioBuina (puc. 7).

B 2012 r. BBIMOJHEHO oOYepen-
HOE OIepaTUBHOE BMEIIATEIbCTBO:
MOJHBIA JEMOHTAX KPIOKOBOW Me-
TAJUTOKOHCTPYKIIWU, (UKCcAUsI KO-
POTKUM CTEpXHEM IMapaanukKalbHOMI
30Hbl nedopmaumu Thy—~L,, mHoro-

Puc. 4. HI/IHaMI/I‘{CCKOC HapaCTaHUC CaruTTaJIbHOIro I[I/ICGa.Hcha N MOoTepsA KOPPCKIUUN
(a—2008 1, 6 — 2010 T.).

Puc. 5. Cxema neaukyJasspHOi cyOTpaKLMOHHON BepTeOpoToMuu (a, 6) U MHTpaonepaimoHHoe ¢oto (B). benoit cTpenkoil ykazaH ypoBeHb
BEPTEOPOTOMMM: B PaHe T10C/Ie PE3EKLIMHU 3aIHUX 3JIEMEHTOB II03BOHKA L;;; BU3ya1u3upoBaH 1ypaabHblii MELIOK.
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Puc. 6. Penrrenorpadus no3soHoYHMKa 110 (, 6) 1 mocsie (B, ) POBEIEHUA KOPPUTHPYIOLIEH BEPTEOPOTOMUM Ha yPOBHE L ;.

Puc. 7. BHewHuit Bua mauveHTKu nocie ornepauun PSO-Bepredoporomuu B 2010 1. (a, 6) u yepe3 1,5 roma mocie BMelIaTeJbCTBa (B, T).

OrMmeyaercst PeLMANB CarUTTAJIbHOM JeKOMITEHCALIMU TYJIOBULIA.

YPOBHEBasT MOOWIM3AIMOHHAsT BepTeOpoTomMust 1o CMUT—
[Merepceny [13], yctaHOBKa TpaHCTIEAMKYJISPHBIX (ukca-
TOPOB B TPYAHOM M MOSACHUYHOM OTIENAX, S,-TIO3BOHKE
U B KpPbUIbSIX MOAB3IOLIHbIX KocTeil. [IpoBeneH Hempsimoit
NIEPOTAILIMOHHBII MaHEBp: MOCJAe MHCTPYMEHTALIMM BOTHY-
TOW W BBIMYKJION CTOPOHBI NedopMaliuy OCyIleCTBIeHa Je-
poTauus CTEpXHEMH, «MOATATMBAHUE» KOPOTKOTO CTEPXKHS
K (PUKCUPOBAHHOMY CTEPXHIO CHayaja BOTHYTOU, a 3aTeM
BBITTYKJION CTOPOHBI necdhopmaiiii. OKOHYATEIBHBIN dTalm —
(¢ukcanus Taza MocpencTBOM COCIUHEHUS CTEPXHEU MeTas-
JIOKOHCTPYKIIMU Y€pe3 KOHHEKTOPHI ¢ BUHTAMU, MPOBEIECH-

HBIMU B TIOAB3IOLIHBIE KOCTH Ta3a W S;-TIO3BOHOK, 3alHUK
crioHauone3 (puc. 8).

[To maHHBIM TTOC/IEOTIEPAIMOHHBIX PEHTTEHOTPaMM, OT-
MEUeHO ycTpaHeHUe nuchaaHca TYJIOBUINA, KOPPEeKIUs Tie-
pekoca taza ¢ 25 no 10°, 3HauuTeIbHOE YIydIlIeHNe TIPOMUIIS.
[To JaHHBIM CKMarpaMMBbl, BBITTOJIHEHHO# uepe3 6 Mec mociie
BBITIMCKU (puc. 9), yroi rpyaHoro kudo3a mocie onepainu
cocrapnsgeT 30°, TOOANBHBIA MOSICHUYHBINA JIOPHO3 (yroJ
Me3Kly BepXHeil IIOBEPXHOCTBIO Tena L 1 BepXHell moBepxHo-
cThio Tena S;) — 40°, ynydieHa caruTraibHas KOMITEH LS
TYJIOBHUIIIA.
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O0cyxaeHue

[Mpu mpoBegeHNYU TIPEAONEePAITMOHHOTO TITAHUPOBAHUS
HEOOXOIMMO YINTHIBATh COCTOSTHUE CAarUTTAIBHOTO TTpOdu-
JIS TTO3BOHOYHMKA U TTOJIOXKeHMe Ta3a. [1o mTaHHBIM OOKOBBIX
CIIOHAWJIOTPAMM MTAIIMEHTKH, TIPY TIOCTYTIICHUY OTMeYatach
CIJIAXXEHHOCTh (DU3nonornieckux n3rnbos (rurmokudos 10°
u runojopnos 15°) u mepexoc taza (25°).

[TepBoe omepaTMBHOE BMENIATEIHCTBO YIYUIIUIO Oa-
JIaHC TYJIOBUINA, OJHAKO WCTIONb30BaHUE JaMUHAPHBIX
GuKcaTopoB B KpaHUAJTHLHOM M KayJaJbHOM OTHAeIax, OT-
CYTCTBUE MHCTPYMEHTAILIMH TTapaanuKaJIbHON 30HBI HaPSILy
C OTCYTCTBMEM (UKcallMy Ta3a He TO3BOJIMIO TPOBECTU
a7eKBaTHYI0 KOPPEKINIO CaTUTTATLHOTO MPOGUIIS MO3BO-
HOYHUKA [14], 4To MPUBEJIO K TOTEPE NTOCTUTHYTOU KOPPEK-
1Y ¥ Pa3BUTHIO aHTehIEKCUU TYJIOBUIIIA.

[MpoBeneHme cyoTpaKIIMOHHON BEpTeOPOTOMUY Ha YPOB-
He Lj;; BO BpeMsl BTOPOTO BMEMIATENILCTBA Ha MO3BOHOYHUKE
YCTPaHWIO aHTe(IIEKCUIO TYJIOBUIIA ITyTeM (hOPMUPOBAHUS
TMOSICHUYHOTO JIOPJ03a, OJHAKO 3HAUYUTEbHAsT WHTpPAOoIie-
palMoHHasi KPOBOIOTEepsI, TOBJIeKIas 3a coboil Hapyiie-
HHUE CepIeYHOU AesTeTbHOCTA, He TO3BOJIWIA TPOBECTU
OTepanuio B MOJTHOM 00beMe (HWKHUIL yPOBEHb WHCTPY-
MeHTauun — L, ~-No3BOHOK, (puKcalms KpecTia u Tasza CHo-
Ba He TIPOBE/ICHBI).

Yepes 18 Mec OTMEUEH PelVINB CaTUTTAILHON MEKOM-
TIeHCallNK, BO3HUKIIUI B pe3ysbrate HeUKCHPOBAHHOTO
TTOSICHUYHO-KPECTIIOBOTO U KPECTIIOBO-Ta30BOTO OT/IEINIOB.

[Mocnennee BMemratenbeTBO OT 2012 T IpOBENEHO C UC-
TOJTH30BAHNEM TOJIBKO BUHTOBBIX (hukcatopoB (all-screw
fixation). BrImosHeHa crabuiam3anus TapaanuKaaIbHON
30HBI TIPU TTOMOIIH JIOTIOJTHUTETBHOTO CTePXKHS, (hUKcaIust
TIOAB3IOIIHBIX KOCTel Ta3a M KpecTia (cakpo-TelbBUK
dukcarust). Ha KOHTPOJNBHBIX CKMarpaMMax depe3 3 Mec
Tocjie BBIMMUCKA TAUMEHTKN METAJNIOKOHCTPYKIUS CTa-
OWIbHA, TIOTepU KOPPEKIIUU HE OTMEUEHO.

3aKkmoyenue

CTa6I/IJ'II/I3aHI/IH IOACHUYHOIO OThacja IIpu KOPPEKIMH
I[e(bOpMaHI/Iﬁ IMIO3BOHOYHHMKA HOOJKHA OCYHIECTBIATLCA

Puc. 8. MHutpaonepauroHHoe $Hoto (a), COHAWLIOrPpaMbl MOCje orle-
pauuu (06, B). ToranbHas TpaHcneaukyspHas uHCTpyMeHTauus Thy-S;
¢ ukcaimeii rpedHei MoAB3AOIIHBIX KOCTEH.

TPaHCTIEMUKYJISIPHBIMI (DUKcaTOpaMu, KOTOPHIE TTO3BOJISIIOT
(opmMupoBaTh IOTHOIIEHHBIN TTOSICHUIHBIN JIOP/IO3 U TIPOBO-
IIUTH HATIEXKHYIO (PUKCAIIHIO.

PSO-ocreoTomMust 1O3BOJISIET yCTpPaHSTh CATUTTAIb-
HYI0 JIEKOMIICHCAIINIO 3a CYeT JIOPAO3UPOBAHUS TTOSCHUY-
HOTO OTJAesa, OJHAKO TPU HAJIMYUM TepeKoca Taza Io-
cjie TIPOBEICHUs] BEPTEOPOTOMUM [UISI TIPENOTBPAIICHUS
pelMaNBa CaTUTTAILHOTO ArcOasaHca, KOTOPhIii BO3HUKAET
TIPUEMYIIECTBEHHO 3a CUYeT IMOSCHUYHO-KPECTIIOBOTO OT-
JieJia, MeTaJUIOKOHCTPYKIIMIO HEOOXOIUMO OTIONHATD Y37I0M
CaKpO-TIeTbBUK.

Puc. 9. BHemHumii Bua nauveHTKu mnocie omnepaiuu PSO-epredporomun B 2010 1. (a, 6) 1 yepes 1,5 roma mocje BMelIaTeabCTBa (B, T).

OtmeyaeTcst peuuanuB CaruTTaJbHOM AeKOMIMEeHCALIUN TyJ0BHUIIIA.
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