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ESTIMATION OF BONE TISSUE COMPOSITION IN
CHILDREN WITH GENETICALLY CAUSED TYPES OF
RICKETS DURING THE TREATMENT

A. P. Berezhniy, A. I. Snetkov, V. E. Zaichik

Before and alter drug therapy the absolule concentration
and concentration correlations of Ca, P, Mg, Na, K, Cl in
bioptate of the upper flaring portion of the ileum were
determined in 20 children with genetically caused types of

rickets (GCTR) as well as in 30 healthy children (control
group) using neutron activating analysis. It was shown
that in children with GCTR the contents of Ca, P, Na

were statistically reliably decreased on average 25—30 % in
comparison with healthy children, Mg content — on more
than 45%. The changes in concentration correlations of
Ca:Mg, Ca:Na, P:Na were observed. In most children
with GCTR the drug therapy resulled in normalization
of all teasted parameters except Mg. Mg deficit was noted
both in its absolute concentration and in Ca:Mg concentra-
tion correlation. Possibly, it was the indication of the
necessity to include Mg containing drugs into the complex
treatment.

(€ KosnekTus aBTOpPOB, 1994

O. A. Manaxos, A. A. Bensesa, A. B. Baunos

MPEAOMEPALIMOHHOE OBCJIEJOBAHUE U
XUPYPI'MYECKOE JIEYEHHUE C TMPHUMEHE-
HUEM JUCTPAKLIMOHHOI'O AIITMAPATA TIPHU
BPOXJAEHHBIX MOPOKAX PA3ZBUTUA KUCTHU

vV OETEH
LlenTpasibHblii  MHCTUTYT  TpaBMaTOJIOTHH " opTOneauu
um. H. H. Tpuoposa, Mocksa

Mposeneno onepaTHHoe jgevenue 66 nereil ¢ pasanyHbIMH Mo~
pokamu pasBuTHs KHCTH. [loKasaHo BaxHOE 3Hauenue CepHHHOM
aHruorpauy KHCTH M Mpeanjedbsi B NPeLONepaunoHHom obcae-
noBaHHH GoabHbIX. TIpuMeHeHHe METOAA AHCTPAKIUHH C HCNOb30-
BaHHeM pa3paGoTAHHOrO B OTHAEJNEHHH annapara najno BO3MOM-
HOCTH YBEJHYHTb 00BEM MECTHBLIX MJAACTHUECKHX Pecypcos npH
CHHAAKTHIHH W pyOuOBBLIX AedopmMauHAX KHCTH, a TaKxe No3Bo-
JHA0 YAJHHATE HEJLOPA3BHTHIE KOCTHbIE CErMEHTH NPH TAKEABIX
NOPOKAX Pa3BUTHH KHCTH. Y GOAbWMHCTBA GOJMBHBIX MOJAYHEHbI
XOpOUHE W YNOBJIETBOPHTE/IbHbIE Pe3y/bTaThl.

4 B-x Tpasmatonoruu Ne |
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3a nepuox ¢ 1987 no 1992 r. B oTAeNEHHH
nercko# opronennu LIMTO naxonuinck 66 60JbHBIX C
pas/IHYHbIMH TOPOKAMH PAa3BHTHA KHCTH, KOTOPLIM
OblIO NMPOBEJEHO JieyeHHe ¢ MpHMeHEHHeM paspa-
60TaHHOrO B KIHHKKe J[AWCTPAKUMOHHOro anmnapa-
ta. Ilo auarnozam GosbHble pacrnpenessiiich cJe-
AylOWKM 06pasoM: 3IKTpPOAaKTHAHA — 9 uejloBek,
OpaxuaakTuauss — 12, amHuoTHueckue aedopma-
uMH — 22, npocrasi CHHAAKTHJIHA — 8, KJHHO-
NaKTHIHA — 5, py6uoBbie aepopmaliid KHCTH — 8,
ueHTpanbHasas noavaaktuaua — 2. [lpusBenennbie
JlaHHble CBHUIETEJbLCTBYIOT O TOM, uTo Yy 060b-
IUMHCTBA MalUHeHTOB Oblla TsXKeaass BpPOXKAeHHas
NaToJOrUsl KHCTH.

OcHOBHBIMH MeTOAaMH 0O6C/EeN0BaHUS GOJIbHBIX B
npefonepaudHoOHHOM MEPHOE SABIAIHCL OOLIEKJIHHH-
YECKHH, PEHTreHONIOTHUECKHH, peHTreHoaHruorpadu-
ueckuil. [lo nanubim urepatypsl [, 2], auruorpa-
puueckue HMCCIeN0BAHHA BepxHell KOHEYHOCTH, MpPO-
BeJIEHHbIE MPH PA3JIHUHLIX MOPOKAX PA3BHTUS KUCTH,
BbISIBUJIM 3HAYHMTE/IbHbIE HapyuleHHs GopmMUpOBaHUA
COCYAMCTOH cHcTeMbl. OnacHOCTb ONepaTHBHbLIX BMe-
1aTeJbCTB B YC/IOBUAX H3MEHEHHOH aHATOMHH Ma-
FTHCTPAJIbHbIX COCYNOB BO3pacTaeT, He3HaHHe ee
OCOGEHHOCTEH MOXKET MPHBECTH K THXKEIbIM OCJI0K-
HEeHHSAM.

Ananus pesynbTaToOB aHruorpagHu, npoBeaeHHOH
y 22 nHawux 6oabHbIX (23 HCcnea0BaHUA), NO3BOIKI
O6GHApYXHTb Cepbe3Hble HapylueHHs (OPMHPOBAHUS
apTepHalibHOW H BEHO3HOH CeTH HeLOPa3BHTBIX KO-
HeyHoCTeH. Y GOJbLIKHHCTBA GOMbHBIX, TOMHMO 061LLe-
ro o6eHeHHsl KPOBOCHAGXKEHHSA MOPaKEHHOH KOHeu-
HOCTH, HMEJIHCb TaKHe OTKJIOHEHHS, KaK BBICOKOE
AeneHHe MJI€YEeBOH apTepHH, THIMOMIA3HSI MEJKHX
COCyN0B NpeanJeybs: NPUCYTCTBOBAJA, KaK MpaBHJIo,
OAHa HeNOPa3BHTasi MEKKOCTHAasi apTepus, 1aio-
uiasi HebOoJbIIOe KOJHYECTBO MBILIEYHbIX BeTBef
(B HOpME HOJIXKHO GbITb 2—3 MEMXKKOCTHBIX apTe-
puu). OTMeyanuch TaKKe He3aMKHYTOCTb HJIH
OTCYTCTBHE JIAJIOHHbIX apTepPHaJbHBIX AYT, THIO-
nna3us OGWHX JaJlOHHBIX MajbUEBbIX apTepHi,
0COGEHHO MHUTAIOUIHX MOPa’KeHHbIE CErMeHTHl, THIO-
niasusi, a B HEKOTOPbIX CJayyasix M anaasug
COOGCTBEHHBIX JIAAOHHBIX Na/bLEBLIX apTePHii, KPOBO-
CHaGXKaWWKX Heaopa3BHThIe nasbibl. [Ipu nopaxe-
HHSAX, CONMPOBOXAABIUMXCS CHHAAKTHJAHE!H, o6GHapy-
JKHBAJIOCE TaKXe HW3Koe JesieHHe OOLIMX .Ja-
JIOHHBIX MaJibUEBbIX apTepHH Ha COOCTBEHHbIE MaJb-
UEeBbIE aPTePHH, YTO MMEET BaXKHOe 3HaueHHe MpH
NpOBeeHUH ONEPATHBHbIX BMeLIAaTeNbCTB. Y 60Jb-
WHHCTBA GOJIbHBIX BEHO3HBIH OTTOK OCYLIECTBJSICH
TOJIBKO 110 MOBEPXHOCTHBLIM BeHaM, OTMeuanach
FHNOMJA3Wsl TAYOOKHX BeH KHCTH M MNpeansieybs.
Bce 310 co3maBano ycaoBHs A8 HeadeKBAaTHOIO
KpoBOCHAaGKeHHs1 B MmecTe Gyayuled onepauud —
CHHXEHHS €ro C pa3BHTHEM 3JIEMEHTOB HejoCTa-
TOYHOCTH MO apPTEePHOBEHO3HOMY THIY.

Jlanuble aHrHorpaduu yuHTHIBAJIMCh HAMH MpH
NPOBECHHH OMNepaluHit Ha KHCTH, 3HAHHE aAHATOMMH
COCYAMCTOH CETH [MO3BOJHJO B MpeAonepaluHOHHOM
nepHoje OnpejesuTh BO3MOXKHOCTL H 06beM onepa-
THBHOIO BMELIATeNbCTBA.

Y psina 60J1bHbIX aHTHOTpaHYECKoe HCCe0BaHHe
npean/eubsi H KHCTH NMPOBOAKJIH MEpe/ onepauuel u
uepes 2—3 roaa nocae Hee. [locse onepauun
OTMEYaJIoCh YJydlleHHe KPOBOCHAGXKeHHSI Henopas-
BHTbIX CErMEHTOB: YBE€JIHUHBAJICH MpocCBeT 06LLHX



H COOCTBEHHBIX JIAJIOHHBIX NaJblEBbIX apTepHH,
BO3PAcCTajo YHCIO KaMHJISPOB.

B o6we#i cnoxHocTH GOJBHBIM € [OPOKaMH
pPa3BUTHS KHCTH OblJI0 mnpoBeneHo 172 onepauuy.
B GoabluHHCTBe ciyuaeB TpeGOBa/IMCh HEOTHOKpAT-
Hble BMEILATe/bCTBA, OCOOEHHO NMPH aAMHHOTHUECKHX
nedopMauHsiX KHCTH, 3KTPOAAKTHIHH, a TakkKe TNpH
MOPOKax Pa3BHTHSI, COMPOBOXKAABIIWXCS Pa3JHUHbI-
MH BapHaHTaAMH CHHAAKTHJIHH.

Kak ormeuasioch Bbille, B JIEUEHHH paccMaTpH-
BAEMOr0 KOHTHHreHTa OOJbHBIX  HCIOJb30BaJCH
pa3paboTaHHblii B Halled KJIHHUKE AMCTPAKLHOH-
uplii annapat. OH uMeeT AHCTPaKIHMOHHbIE Y3JIbl,
BLIMOJIHEHHBIE B BHAE AYr, Ha KOHUAX KOTOPLIX
pacroioxeHbl [-06pa3Hble MJIACTHHBI C OTBEPCTHAMH
[OA CHHLbL, H B BHAe CcKOO, Takxe ¢ OTBep-
CTHSIMH TOJL ChHIUbl. JIHCTpaKIHOHHbIE Y3JIbl COEIH-
HeHbl MeXay cOo00if pe3b0OBbIMH CTEPIKHAMH C Lap-
HupaMu. AnnapaT M03BOJSIET MCNPaB/ATH MHOrO-
MJOCKOCTHBIE Ne(hOpMalMH, TaK KaK OH COCTOHMT H3
HECKOJBKUX AHCTPAKUMOHHBIX O6JIOKOB H JHCTPAKLHS
MOXKeT MPOBOAHTbCS B JIOOOH HYXKHOH MNJIOCKOCTH.
Annapat npoct B o6palleHHH, MOPTaTHBEH, YI0-
GeH aisi paboOThl € [ETCKOH KHCTbIO, Npelycmart-
pHBaeT BO3MOXKHOCTb M€ PeKOMIOHOBKH AHCTPaKLHOH-
HbIX Y3J0B B COOTBeTCTBHH C 3alaHHOH LeJbIo.
Baaronapsi HeGoJb1LIOK Macce OH He oOpeMeHsieT pe-
GeHKa.

Annapat TpHMeHsieTCss € UEJbl0  yAJHHEHHUS
Hel0pa3BUTbIX (hajaHT nasblieB W MsCTHBIX KOCTEH,
CO3[aHHAl JOTOJIHUTENbHOH KOXKHOH CKJIaldKH MpH
CHHAAKTHIHH KHCTH H py6uOBbIX crufbaTesbHbiX
KOHTPAKTypax najbleB (AJsi MOCAEAYIOUIeH KOXK-
HOH MJACTHKH MECTHbIMH TKAHAMH), C LEJbI0 Bbl-
BeleHUs] KHUCTH B (PH3UOJOTHYECKOe [0JIOXKeHHe
W pacTsiKeHHs MepBOro MeXNajblUeBoro mnpome-
JKYTKa MPH Pas3/iMyHbIX BapHAHTaX KOCOPYKOCTH H
annasun | nmanbua (aas Gojee yClelHOro Mpo-
Be€HHA B MOCJAEAYIOLEM PEKOHCTPYKTHBHBIX Ofepa-
IMi Ha MpeAIJIeube H KHCTH).

Annapar TnpHMeHsieTcs  CJelyIOIHM  06pasom.
[TpeaBapHTeJIbHO KAHHHUECKH W PEHTTeHOJIOTHUECKH
ONpeiesioT B KaX/10M KOHKPETHOM CJlyuyae paccTosi-
Hue Mexay cnuuamu. CnHibl NPOBOAAT B CleLHAlb-
Hble oOTBepcTHsi B cKob6ax u naactuHax. [locae
NpOBeeHHS HATSATHBAIOT HX 32XKHMOM, MPUrHGAIOT No
HapYKHOH MOBEPXHOCTH CKOO M MJACTHH M CKYChl-
BalOT Kycaukamu. JlO3HPOBaHHYIO NHCTPAKUHIO MPO-
H3BOAAT MyTEeM BpallleHHs Taek, a MOCKOJIbKY BCe
IAPHUPBI BBIMOJHEHbI OAHOMIOCKOCTHBIMH, AHCTPaK-
LIS OCYLUeCTBJSCTCS B CTPOrO 3aJlaHHOH MJIOCKOCTH.
Bokpyr chHil Mbl MPOK/IajibiBaeM acenTHYecKHe ro-
BSI3KH, Ha KHCTb HajJeBaeM CTEDHJ/IbHbIH MeLIOYEK,
KOTOpbIH MeHSIeM €XKeIHEBHO.

Onepauyi MO0 MOBOAY Pa3jHuHbIX (HOPM CHHAAKTH-
JAHH GblIM npowusBeneHbl 49 neTtsam.

Kak BHAHO H3 NpeACTaBJeHHOH TabJHLbI, MPH
TAKMX TIOPOKax PpasBHTHA, KaK KJIMHOAAKTHJIHs,
aMHHOTHUYECKHe [eOpMaLHH KHCTH, CHHAAKTHJIHSA
yaule mnopaxana obe KHCTH, a [MpH 3KTPO- H
OpaxHCHHAAKTHIHH [OpaXKEHHE [PEHUMYLIECTBEHHO
HOCHJIO OJNHOCTOPOHHMH Xxapakrtep. M3osupoBannas
CHHJAKTHJIHSA BO BCeX cayyasix 6blj1a OIHOCTOPOHHEH.
Mbl 06paTHIH TakKe BHHMaHHe HAa TO, 4yTO GpaxH-
JlaKTHJAHA W aMHHOTHYecKHe jaedopmalud Cconpo-
BOXK/1AJHCh CHHAAKTHAHEH y OOJNbLIHHCTBA OOJBHBIX,
TOraa Kak NPH 3KTPOAAKTHIHH CpallleHHe MNaJibleB
BCTpeUaoch pexe.
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Pacnpenenenue GONbHBIX € CHHAAKTHAHEH B 3aBHCHMOCTH OT
COUETAHHA €€ C APYIrHMH NMOPOKAMH PA3BUTHSI KHCTH
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[Ipy JedyeHHH CHHAAKTHJIWH TMPHMEHSJICH MeTON
CO3JaHHs AOMOJHHTEJIbHOH [ABYXCJOHHOH KOXKHOH
CKJIA[AKH MyTeM PacTsKeHHs cpallleHHbIX (ajaHr B
annapare. [lo oKOHYaHHH NHCTPAaKUHH M CO3[aHHA
HeoOXOAHMOro 3amaca KoXH annapaTt JeMOHTHpOBa-
JIH H TIPOH3BOJIHJIN KOXKHYIO MJ1ACTHKY (POPMHUPYEMOTO
MEeXKMaJbleBOro MNPOMEXKYTKA MECTHbIMH TKaHAMH.
OnTHMa/dbHBIM BO3PAcTOM /s JIeYeHHs] CHHIAKTH-
auu Mbl cuutaem 4—5 ner u crapue. B Gonee
paHHeM BO3pacTe OnepaLHio NPOU3BOAHJH NIPH Yrpo-
3€ HapyuleHHsl KpoBOOGpallleHHs B MaJibliaX KHCTH, a
Takxe B CJAyuasix, Koraa B Mpoliecce pocTa BbISAB-
JAnach TeHAeHUHUA K o6pa3oBaHHio rpybo#i nedopma-
uuu ¢ HapyuleHuem (QYHKUHOHAJIbHBIX MOKa3aTesen
KHCTH.

JucTpakuuio HauMHaAM Ha 3-H CYTKH Mocje Ha-
JIOXKEHHS1 anmapara, peXHM ee COCTaBjass 2 MM B
CYTKH.

[lpu dbopmupOBaHHH MeXMAJIbLEBOTO MPOMENKYTKa
NMpHUMeHsiH Z-o6pa3Hble pa3pesbl KOXKH ¢ CO3AaHHEM
B MOCJEAYyIOlleM TPEeYroJbHbIX KOXHBIX JOCKYTOB.
®opMHpOBaHHE MEXMaJbLEBOrO JI0XKa MPOU3BOAHIH
C HCMOJIb30BAHHEM ThIJIbHO-JIAJOHHBIX TPEYrOJIbHBIX
JnockytoB. Ilogno6Hasi TexHuKa OnepaTHBHOrO BMe-
laTeJqbCTBa MpeacTaB/sieTrcssi Ham HaubGosee pa-
IIMOHAJIbHOH, TaK KaK OHa crnocob6CTBYeT npeaoTBpa-
LEHHIO HAPYIIEHHH KPOBOOOpalleHHs B nocjaeonepa-
LLHOHHOM nepuone, o6pa3oBaHUsi B Mpolecce pocta
pe6eHka py6uOBbLIX AedopMalLUH NanbleB.

Py6uossie crubaTtesnbHble KOHTPaKTypbl NaJibleB
yCTpaHsiiu no pa3paboTaHHOH B OTAEJIEHHM METOdH-
K€ MyTeM JHCTpakuuu 3a pyGew B anmnapare ¢
npeBapUTebHbIM BBEA€HHEM B TOJILY py6lia Crnuisl
Kupuisepa. Bropbim 3Tanom npousBOAHIH KOXKHYIO
MJIacTHKY.

lIBbl cHHUMadu Ha 12-e cyTKH nocjie omepaiuu.
B nocnenyouiem NpoBOAHAM passinuHble peabHiu-
TAlLlHOHHbIE MEPONPHATHA, Hanpas/eHHble Ha pas-
paboTKy ABHXEHWH B CyCTaBaX KHCTH, MpeLyrnpex-
nenue obpasobanusi rpybuix py6LOB.

C uenbio BOCCTAHOBJEHWS AJNHMHBI HEJOPA3BHUTHIX
(Ganaur nanabUeB M MSCTHBIX KOCTEH MPHMEHSIH
ABa BHAA [HCTPaKuWH: 1) YyIJMHEHHE CerMeHTa
HauuHas Cco 2—3-X CYTOK Tocje OCTeOTOMHH:
2) yAJIMHEHHE CErMEHTa MOCJe OCTEOTOMHH W 06pa-
30BaHHsl MePBHYHOH KOCTHOH Mo3oau. B ocHoBHOM
npousBoauan yaauHenue [ u Il nacTubix Kocreh u
ocHOBHBIX ¢ananr II—V nanbues xuctu. Pexum
AHCTpaKUHK coctaBasa 0,5 MM B CYTKH MpH YIJIH-
HeHHH dananr najibues U1 | MM B CyTKH MPH YIJIH-
HEHHH MACTHBIX KocTel. ManaHrd yWIHHAJIH Ha

50—70 % oT ucXoAHO# AJMHBI, NACTHBIE KOCTH —
Ha 50—150 %.



[IpH CNOMHBIX NMOPOKAX PAa3BUTHS KHCTH, KOriaa
He/IOpa3BHTHE KOCTHbIX CErMeHTOB COYeTaJoCh ¢
CHHAAKTHJHEH, NMepBbIM 3TarnoM MPOH3BOAKJH YAJIH-
HeHHe HeJOpa3BHTLIX (pasiaHr B anmnapare, a B rnocJe-
Aylolem pacTsKeHHe MeXNnaJbLeBoro mnpome-
MKYTKa H KOXHYIO MJIaCTHKY.

Y 6oablIMHCTBA GOJIbHBIX MOJyUYeHbl XOpPOLIHE H
YAOBNETBOPHTE/bHbIE pe3yabTaTbl. M3 Oc/oXHEHHH
OTMeuaJ/IiCb HArHOEHHWEe OMepalHOHHOH paHbl — Y
| GosbHOro, pacxo)KjeHue IWIBOB — Yy 2, OcTpoe
HapyuieHHe KpoBooOpauleHus — y 2, pyOuoBble
KOHTPaKTypbl — y 3.

Hy»HO OTMEeTHTb, 4TO y GOJIbHBIX, KOTOPbIM GblIO
MpOBeEeHO aHrHorpaduyeckoe Hccaef0BaHHe, COCY-
JIHCTBIX OCJIOKHEHHH He BbIABJEHO.

Takum o6pa3om, npuMeHeHHe MeToAd AWCTPAKLHH
MpH JeueHHH BPOXKAEHHbIX MOPOKOB Pa3BHUTHSA KHCTH
MO3BOJSIET CO3AaBaTh HEOOXOAHMbIH 3anac KOXH L/
KOXKHOH MJIAaCTHKH MeCTHbLIMH TKaHsIMH, a TakKkKe
MPOM3BOAHTH YJIMHEHHe (aaHr NajbleB H MACTHbIX
KOCTeH ¢ MOC/NeAYIOWHM yaydiieHHeM (QYHKLHH H
COXpaHeHHeM BCeX BHJIOB YYBCTBHTEJIbHOCTH.
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CONGENITAL HAND MALFORMATIONS IN CHILDREN.
PREOPERATIVE EXAMINATION AND SURGICAL TREAT-
MENT USING DISTRACTION DEVICES

0. A. Malakhov, A. A. Belyaeva, A. V. Blinov

66 children with various defects of hand were treated
surgically. Important significance of serial angiography of
hand and forearm was shown. Application of distraction
using the device worked out at chinic allowed to increase the
volume of local plastic sources in syndactylia and scarry hand
deformities as well as to lenthen the underdeveloped osseous
fragments in severe hand anomalies. Good and satisfactory
results were obtained in the most of patients.

© 0. JI. Heusosonosa, JI. K. Muxaiinosa, 1994

0. JI. Heusonodosa, JI. K. Muxaiinosa

K BOITPOCY O KJIACCU®UKAILIMHU CIIOHOU-
JJIOMETA®U3APHBIX AWUCIUIA3UA: CTIOHIU-
JIO-®PU3APHO-META®U3APHASA NHUCILUIA3UA

LleHTpaibHbiii  MHCTHTYT  TPaBMaTOJOTMH " opTomneanu

um. H. H. Mpuoposa, Mocksa

Mposenen KAMHHKO-pEHTreHoNOrHueckHii anaans 107 cayuaes
HACJEACTBEHHBIX CHCTEMHBIX 32001eBAHMA CKeleTa ¢ NpenMyuLecT-
BEHHbIM MOpakeHHeM pOCTKOBOH (du3apHoit) u metaduaapHoi
30HbI, KOTOpble OObEAHHEHb B rPYNNy «CNOHAHNO-(H3APHO-
merausapuan aucnaaszusi». HameHenus CKenera npocjexenbl B
AMHAMHKe, Bo3pact Habaopaswuxcs OoabHbIX OT | ropa a0
16 ser. B 3aBHCHMOCTH OT CTeneHH nopa)keHus Qu3apHoi M
MeTadM3apHON 30H H €ro NPEHMYLLECTBEHHOH JOKAJIH3ALUHH BbIe-
JIeHO TPH THNA CHoHAuJA0-(U3apHO-MeTapH3APHOH NHCTIA3HH:
A (¢ npenMylIeCTBeHHBIM MOPAKEHHEM Ta300eIPeHHBIX CYCTABOB),
B (c npeuMyuiecTBEHHBIM NOPAXKEHHEM N03BOHOYHHKA) H C (c pas-
HOMEPHBIM NOPAMEHHEM MO3BOHOYHHKA H AJHHHBIX KocTei ).

B 1983 r. na cocrosiBuemcsi B Ilapuxke Mexny-
HapoOAHOM CHMIO3HyMe MO HaC/eACTBEeHHbIM 3a-
6osieBaHHAM CKeJleTa BeAyIUHMH ClelHaJHCTaMH B

y
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370H 06aacTH ObUia NPHHATA KiacCH(pHKAUHsS CcKe-
JeTHBIX JAMCIJIA3HH, B TOM uucae MeTapusaphbix,
KOTOpasi BIOCJENCTBHH ToJayuuia Hadsanue [la-
puxckod. Cnycra 5 JseT nocjie ee  NPHHATHA
R. Lachman, D. Rimoin, J. Spranger ony6aukosaau
pa6oty [3], B KOTOpO# yKa3a/ju Ha reTeporeHHoCTh
crionaxaometadusaphbix aucnaasui (CMJI). Perpo-
CMIeKTHBHBIH aHadu3 JHTepaTypbl MO3BOJIHIA HM Clie-
JaTh BbIBOJ, UTO GOJIbIUIHHCTBO 3a00J€BaHH#, auar-
HOCTHPOBaHHbIX Kak Gosesub llImuna [6], na camom
geje OTHOCATCA K APYroH Tpynne CcKeJeTHbIX
aucnaasuii. Tpemsi rogamu nosxe P. Maroteaux u
J. Spranger [5] BbiCKa3a/iu COMHEHHE B TOYHOCTH
[TapukcKo# KaacCHQUKALHK W TPEMJIOXKHIH CBOIO,
06belHHHB paHee pa3po3HeHHble (GOPMbl MeTadu-
3apHbIX OCTEOXOHIPOJAHCIJIA3H| B OAHY IPYNMNY U Bbi-
nenuB B Hed 3 Tuma. Takum o06pa3om, KIWHH-
yecKHil NoOJMMOPGHH3M OCTEOXOHAPOJAHCIIA3HHA, OCO-
GeHHOCTH TMpOfBJIEHHA W TedyeHHsl 3abosieBaHuii y
jeTell B pa3Hble BO3PACTHbie MEPHOAbI 3aCTaBJAIOT
yceaenoBaTe/ed BHOBb BO3BpalllaThCss K BOMpocam
KAacCH(pHKALHH HaCJe[CTBEHHbIX 3a00/eBaHuii cKe-
nera, B uactHoctu CM]L.

Lleabio HacTosiLleH PabOThl GbIIO H3YYEHHe KIHHHU-
YeCKHX M PEHTTeHOJIOTHUeCKHX XxapakTepucTHk CMJI
W onpeje/eHHe KIMHHKO-DEHTIeHOJIOTHYECKHX 0Co-
GeHHOCTEeH MPOsiBJeHUs 3THX 3a00/eBaHUH y neTei
B 3aBMCHMOCTH OT BO3pacTa.

C 1975 no 1993 r. B LleHTpaibHOM HHCTHTY-
Te TpaBMaToJorkH u optoneaunn um. H. H. TIpuopo-
pa Habmoaaauch 138 Goabhbix ¢ CMI (71 manb-
yuk ¥ 67 neBouek). Bo3pacT nauHeHTOB Npu neperom
o6pallleHHH B HHCTHTYT kosebGancs oT | roma no
8 net. [IpenBapuTesbHOE H3YYeHHE HCTOPHH Gosie3HH
BLIIBHJO, uTO B 3| cayuae peHTreHoJornueckoe
obcaeloBaHWe KOCTHOH CHCTeMbl OblJIO HEMNOJIHbIM,
MO3TOMY 3TH WCTOPHH O6OJ€3HH H3 JaJjibHeHlero
aHaau3a HCKJaloueHbl. Takum 06pas’oMm, B OCHOBY
paboThl MOJIOXKEeHbl 1aHHbIE KIHHHUECKOrO W pEHTre-
Hosiornueckoro obcnenosanus 107 GoabHbix ¢ CM]I.
30 % GoabHbiXx HabalOAANHCh B AMHAMHKE, CPeAHHH
cpok Habaionenusa 12 jer. [Juarto3sl npu mocrymnie-
HUM ObIIH CJIEAYIOIHMHA: y 42 6ONbHBIX — BPOXK/EH-
Hasg cnoHaunosnudusapHas aucnaasus, y 10 —
metadusapHasi xouapoaucnaasua lmuaa, y 16 —
cnonauaomeradusapuas aucnnasus Kosnosckoro, y
6 — cnonaHJ03MHMeTadU3apHas AMCIIa3us 1y 33
HeaHu(ddepeHLHpOBaHHas pOpMa CHCTEMHOTO HaCe-
cTBeHHOro 3aboJieBaHHA CKeJera.

H3yyeHne DPEHTreHOJOrHYECKOH KapTHHbI KOCTHOM
CHCTeMbl y 3THX OOJbHbIX B [JHHAMHKE MO3BOJIHJIO
HaM cJenaTh BbIBOA, uUTO OGLIHM [Js BCeX CJay-
yaep SBJSIETCS HaJH4yHe BPOXKAEHHOro Jedexra
pocTkoBOH (¢usapnoit) u , metadusapHo# 30H. I10
MPHBOAHT K TMOPaKeHHIO BCeX KOCTeH cKenera, B
TOM 4HcJe MW Mo3BOHOYHHKA. OnHAaKO cTenmeHb H
MpeuMylleCTBeHHAs JIOKAJH3alHsA MOPaXKeHHs 3THX
JBYX 30H MOXeT ObiTb Pa3JHUHOH, YTO O6YCJIOB-
JIMBaeT pas3JiM4yHe KJIHHHYeCKHX NpOsiBJeHHH 3a6oJe-
pauus. O6beIHHHB BceX GOJNBbHBIX B OJHY rpynny —
«CMOHANHI0-(H3apHO-MeTau3apHas JIHCTIa3HA»
(COM]I), Mbl Ha OCHOBaHHH OCOGEHHOCTeH KJIHHH-
4yeCKOH KapTHHBI H PEHTIeHOJIOTHUECKHX MPOSIBJIEHHH
Boigenuau 3 tuna Gonesun: A, B, C. Kuunuko-
PEHTTeHOJIOTHYEeCKasi XapaKTepPHCTHKA H3yyajach B
JAMHaAMHKe B TpeX BO3pacTHbIX TIpynnax: A0 3 Jer
(nepBas rpynna), 4—8 uaer (BTopasi) u 9—
16 net (TpeTbs).




