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P. A. 3yakapuees (Kasanp). Osteogenesis incompleta npasoii GeapenHoii koctu
B COYETAaHWM C CHHAAKTW/IMEH NajblUeB MPaBoOi KHUCTH

VcnpaBs/ieHite XUPYPrHYECKHM ITYTeM y B3POCJBIX TeX MOCJAENCTBHH, K KOTOPHLIM MpHBe-
JI0 He0pA3BHTHE KOCTH HA [0YBE HEMOJHOIO OCTEOreHe3a, HMeeT INPAKTHYECKHil HHTepec.

1, 20 ner, oGparuics 1/XI-61 r. ¢ xanoGaMu Ha yKOpPOUEHHE MPaBOil HOTM M XPOMO-
7y. bosen ¢ MOMeHTa poxaenus. B mociennee BpeMsi  BBINMOJHSAA PaGoTy rpysunka. [of
Hasajy npu MOJHSATHH TAXKECTH «UTO-TO XPYCTHYJIO B MPABOM KOJIEHE», M C TeX MOp MOSBH-
Juch 60 B MPaBOM KOJIGHHOM CYCTaBe, HCKDHMBJEHHE B HEM CTaJo yBEJHUHBaThCsl. Ha-
CJIEACTBEHHOCTb 310poBasi. B cembe ewre ueTBepo faereil; y 6paTbeB U cecTep HHMKAKHX OT-
KJIOHEHMH OT HOPMAa.IbHOTO Ppa3BUTHS, MO CJOBaM GOJbLHOrO, HET.

Co cTOpOHbl BHYTPEHHHX OPraHoB NATOJOTHM HE HaiigeHo.

[IpaBas mosoBuHA Ta3a ony:uera, Geapo mnpuseaeHo Ha 40° roseHb oTBenena na 30°.
MpIWubl 3TOH KOHEUHOCTH cierxa arpoduunbl. IlpaBbiii KosieHHBIH CcycTaB aedopMUpORaH
338 CUeT PE3KOro BLICTYNAHHA W YBEJUYEHHAS BHYTPEHHENO MbIleJKa. AHATOMHMUYECKOE YKO-
pCueHHe PABOHl HMIKHEH KOHEMHCCTH 3a cueT Geapa na 12 cm, (pyHKUMOHAIbHOE yKOpOye-
uue pasHo 20 cm. Jlsukenua B Ta306e/PeHHOM CyCTaBe OFPAHHUCHBI B CTOPOHY OTBEJEH!S,
B KOJIEHHOM JIBHXKEHHA COBEPLIAIOTCH B MOJNHOM OObeMe, HG C XapakTepPHBIM AJs MOABbLIBH-
Xa roJieHH Iejykom. B o6smactu npasoit kuctu orcyrerByer V nadsen, II—III—IV nagbus
crasiHpl APYT € JAPYroM («AByXMaJjas KHCTb»).

Ilpasasi GeapeHHass KOCTb B NPOKCUMaJbHOM 3mHMeTadH3e HA PEHTreHOrpaMMe aTpo-
¢uyna u gedopMupoBaHAa MO THMY COXSa vara; KOCTHas CTPYKTypa rpy6o mnepecTpoesa,
B MOABEPTEJbHONH 00/1aCTH € MeAHaJbHONl CTOPOHBI KOPKOBOE BEIUEeCTBO YTOJLIEHO, TAM XKe
OTMEUAEeTCsl MONepeyHo MAYLas CBeTJas I0/10Ca, CycTaBHAas BMNaJHHA HeLOPa3BUTA; MPaBblil
KOJIEHHbIIl cycTaB JedopMHPOBaH, KOHTYPbl KOCTeil HepOBHbIE, HO YeTKHe, KOCTHasl CTPYKTY-
pa MectaMH Trpy6o MepecTpoeHa.

24/X1-61 r. cnenaHa noaBepTeJbHAs OCTEOTOMHsI ¢ (pUKcAlMell OTJIOMKOB MeTaJliHue-
CKHM WITH()TOM, BBEAEHHbIM HHTepMeayJaspHo. KoHcosmnmauus Hactynusia yepes 4 mecsna.
20/IV-62 r. cpenana HaaMBbILEJKOBasi OCTEOTOMHsl MpaBoro Geipa. KOHCONMAAUHsST HacTy-
nuaa yepes 3 mecsuna. [loc/ae CHATHSA THICOBLIX MOBA30K GOJbHOH NOJyYasd Kype (u3HoMexa-
goTepanui. CoxpaHHBIIEeCs aHATAMHUYECKOE YKOPOUeHMEe KOHEYHOCTH MOYKHG KOMIEHCHPO-
BaTh! HOIIEHHEM OpTOoNeJHYecKol OOyBH.
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H. T. Maabue (Owmck). INaabnatopHas AMArdHOCTHKA XPOHHYECKOro KOJMTA

Mbl Ha TPOTAMKEHHH MHOTHX JIeT BeAeM MOXCKH MPOCTBIX, JIETKO BBIMOJHAMBIX, IHPOKO
JOCTYNHbIX METOAOB KJWHMYECKOH AMArHOCTHKH XPOHUYECKHX KOJIHTOB. YUYHTBLIBAJOCh H TO,
uyToObl OHHM MOTJIH OBITb BMOJHE HAJEXHBIMU B KJIHHHUECKCH IPAKTHUKE. DTH METOAbl MbI
DNPOBEpSJIM HAa CBOMX OGOJbHBIX.

[Ton Hawum HabGuofeHdeM Obwio 1200 GOJBIBIX XPONHUECKHM KOJHTOM.

M3 1200 60abHBIX KOJMHT MpOTEKasJ MOJ BWAOM APVrHX 3aboJjieBaHUil M He GbLI CBOE-
‘BpeMeHHO pacmno3Han y 791 (66%).

Y13 MeCTHbIX CHMNTOMOB AJs [AUACHOCTHKM KOJUTOB HauboJiee BaXKHOe 3HAYeHHE
#MeeT GOJIE3HEHHOCTb MpPH FAYGOKOH H CcpeiHeil majbNalMi MO XOAY TOJICTOTO KHILEYHHKA.
1ot cuMmnToM oTMeued y Bcex 100% Oo/ibHBIX XPOHHUECKHM KOJUTOM. flajbnauus &xe
LPYTHX OpraHoB OpIOWIHOH MNOJOCTH OOJIE3HEHHOCTH He JaeT gaxe B TOM Cijaydae, KoOraa
GoJbHbIe omywaay 604b B MPOEKUHH 3STHX OPraHoB A0 MaJbMalid  (KOHEUHO, €CJ/IH HeT
HaToOJMOIHH 3THX OpraHoB). Huke Mbl mpeajaraeM TpH NaJbNAaTOPHBIX TMpHeMa [Jia JHar-
HOCTMKH XDOHHUYECKHX KOJIHMTOB.

Cumnrom nosopota. CyTb 3TOTO CHUMITOMAa COCTOHT B CJEAVIOIIEM.

[1pu nosoxkeHuHn OGOJALHOTO Ha CIHHE C HECKOJbKO COTHYTBIMH B KOJIEHHBIX CycTaBax
HOraMH NpU HaJAuYuH AUDEOY3HOTO H CErMEHTAapHOTO JIEEOCTOPOHHETO HJH MPaBOCTOPOHHErO
KOJIHTa MaJblallis COOTBETCTBYICGILEH 06JacTU MO HAPYXKHOMVY KpPalo MPSIMOIl MBIIILL KH-
BOTa BLI3biBaeT 0OJIE3HEHHOCTb, OCOGEHHO Ha YpOBHe MyNKa KakK ¢ TOH, Tak W ¢ ApYro
CTOPOHBI KuBOTA. [lox MasibuaMH, NPU HAJKYUM KOJIMTA, YacTO OLLYIlaeTcsl OIJIOTHeBLlas,
6oJe3HerHds KHIIKa, OCOGEHHG OT4eTIMBO 3TO ObIB2eT cJeBa, UYTE HHUKE H KHADYXKHU
0T MyMnKa.

[Ipu nosoxkenun GosbHOro Ha GOKy na/jblauus TOH »Ke Tomorpaduueckoil o06./1acTH
B CTPOro CaruTTa/jbHOM HanpaBJeHHU MaJjbleB PYKH HCCIEAYIOIEro K OCH Tesa GOJbHOrc
B abCOJIIOTHOM GOJBLIMHCTBE CJyuaeB He Bbi3biBaeT OCJE3HEHHOCIH, HEeT OLIYLIeHHs MO
majbllaMH OMJOTHEBLWEH M 60JEe3HEeHHON KHIUKH, KaK 3TO HMeJ0 MeCTO A0 MOBOpoTa 60iib-
HOro Ha GOK. DTOT CUMNTOM npu AM((Y3HbIX U CErMEHTAapPHBIX KOJHTax oTMeuaeTcst B 77 %,
.a TpH JNeBOCTOPOHHHMX KOJMTaxXx — y Bcex OoJbHBIX. Pasymeercs, cmasm KHUIKH NpH MOBO-
PoTe GoJbHOrO Ha GOK He Hcue3aeT, a JHlIb CMellaeTcss Me[uaJbHO Cama M[OopaKeHHas
KUIIKa M NOJ NaJjblibl PyKH najbiupyoliero GoJsee He monajaercs. CHMITOM CUHTaeTcs
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