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Opnoit u3 HamboJee pPEIKO BCTPEYAIOMIUXCS HO30JOTMYECKUX (hopm
BPOXKICHHON TMAaTOJIOTUM  SIBIAETCS  CeMeiHbI  aud@y3HbI  OCTEeoneTpos
3HAYUTEJILHOM YacTH CKeJieTa, WM MpaMmopHas O0Je3Hb (CMHOHUM 00JIe3Hb
AnbOepc-lllenbepra). 3abosneBaHue BCTpeyaeTcsl B MOMYJSIIUM C YacTOTOM
1:100000. Albers-Schonberg B 1904 r. onucai nepBoro 0OJBLHOTO, CTPAJAABIICTO
ATON OOJE3HBIO; K HACTOSIIIEMY BpPEMEHHM B JHTeparype omnucaHo Ooimee 300
clly4aeB JIaHHOM matojoruu. MpamopHasi 60Jie3Hb BCTpEUAETCsl Y HACceJeHUs BCeX
KOHTUHEHTOB, MPUYEM MPEUMYIIECTBEHHOTO TMOPAXKEHUS JIUIl MY>KCKOTO WIIU
YKEHCKOT'O I0JIa HE BBISBICHO. AHaIM3 MyOJMKalUi, MOCBSIICHHBIX H3YYCHUIO
MpaMOpHO# 00JIE3HU, MTOKA3bIBAET, YTO HEKOTOPBIE aBTOPHI, MBITAsICh pa3o0paThCs
B I€He3e JaHHOro 3a00JIeBaHMs, CBS3BIBAIOT €r0 C CEMEWHO-(hepMEHTATUBHBIMU
aHoMamsiMu. Tak, B.B.OcunoB u b.B.KOHIOXOB Ha OCHOBaHMM pPE3YyJbTaTOB
DKCIICPUMEHTOB Ha MBIIIaX TOMO3WIOTHBIX 1O TeHy microphtolmia u ¢
HapyILIEHUEM MpOope3bIBaHMs 3yOOB, CIElaId BBIBOJ, YTO Pa3BUTHE OCTEOINETPO3a
0OyCJIOBJIEHO MOBBIIIEHHON HHAKTUBALIMEN MTapaT-TOPMOHA B KPOBH.

He numensl ocHOBaHMI W yKa3aHus Ha MPAMOPHYIO O0JIe3Hb Kak
HacnencTBeHHOe 3aboneBanue (Dick w Simpson). Ilpuuem Tspkensie (GopMbI
3a00JieBaHUsl O0YCJIOBJIMBAIOTCS ayTOCOMHBIMH, PELIECCUBHBIMU T€HAMH, a JJis
JeTKuX (GOopM XapaKTePeH TOMUHAHTHBIA THIT HACICTOBAHMSI.

Boigenstor 100pokauecTBEHHbIE M 3JI0KaU€CTBEHHBbIE (POPMBI OCTEONETPO3a
(Dux u coaBr.). 3n0KayecTBeHHBIC (POPMBI, KaK MPABHUJIO, XapaKTEPHBI IS JeTeH
TPYAHOTO M PaHHETO BO3pacTta, y Oojiee cTapiimx JIeTed W B3pOCIbIX MpaMOpHas
00JIe3Hb MPOTEKAET B JOOPOKAYECTBEHHOM opMme.

JlaHHbIC JNHUTEpPATyphl CBHUACTEIHCTBYIOT TAaKXKE, YTO B IOJOBUHE CIy4YacB
O6one3np mopaxkaer nuil u3 oxHoit cembpn (B.b. Cacaap). OO0buHO OOJIBHBIE W3
OJIHOW CeMbU CTpadaroT oJHOM ¢opmoit MpamopHoit 6one3nu (E.M. CemenoBa u
COaBT.). DTOT (PaKT HABOAUT HAa MbICIb, 4YTO (opma OOJIE3HH OIpeAeNsIeTCs
MOpaKCHUEM Pa3HBIX TEHOB.

JIOBOJILHO YacTo MpaMOpHasi 00JIe3Hb BCTPEUYAETCS PU KPOBHOPOIACTBEHHBIX
Opakax. 3a0oJyieBaHME BO3HUKAET BHYTPUYTPOOHO, a KIIMHMYECKUE MPU3HAKU €TO
MOTYT BBIIBUTHCS B J1r000M Bo3pacte (Fitsh u coasr.).

CBoeoOpa3ue mopakeHusi KOCTE NMpu MpaMOpHOM OOJIE3HH 3aKI0YaeTcs B
PE3KOM YTOJIIIEHUHU KOPKOBOTO CJIOS W CYKEHHH KOCTHOMO3TOBBIX KaHAJIOB



BIUIOTh JI0 WX TOJHOW »0ypHeanuu. [Iporecc maTosormuecKoro OKOCTEHEHUS
pacipoCTpaHseTCs CO CTOPOHBI HJI00CTA, IPUBOJI B KOHEUHOM CUETE K MOJTHOMY
MCYE3HOBEHHUIO CIIOHTHO3HOTO BemecTBa. Ha pacnuie KocTh O0IbHBIX CUCTEMHBIM
OCTEOINETPO30M HUMEET IOBEPXHOCTh HANOMHHAIOUIYI0 Mpamop. JlIuHHBIE
TpyOUaThie KOCTU AePOPMUPYIOTCS, B 30HAX UX POCTA MOSBISIOTCS KOJIOOBUAHBIC
B3aAyTusi. KocTH CTaHOBSTCS TUIOTHBIMH W OYeHb JOMKUMHU. [loBbIlIeHHas
JIOMKOCTh KOCTEH CBsI3aHa C yMEHBIIIEHHEM B HUX KOJUlareHa occerHa. Benencraue
YIUIOTHEHHUST KOCTEM depena KOCTHBbIE OTBEPCTHUSI CYXKMBAIOTCA M MPOXOJSIINE
4yepe3 HUX YeperHO-MO3TOBbIE HEPBBI, YIIEMIISSCh, TOCTEIIEHHO aTpogupytoTcs. B
pE3yNbTaTe CHHXKAIOTCS 3pEHUE U CIIyX. BeieacTBue yTONIEHNsT CTEHOK TJIa3HMIL
BO3HHMKAET BBIPAXKEHHOE Iyderiazue. HapyiieHne mnporecca OKOCTEHEHHS
OPUBOJUT K HEMPABWIBHOMY pa3BUTHIO U Kapuecy 3yOOB € MOCIEAYIOUIUM
OCJIO)KHEHHEM B BHJE ocTeomuenutra U Hekpo3a 4emocTd (K.@. Oukun u E.IL
[TankuHa). 3aboneBaHue COMPOBOKAAETCS MPOrPECCUPYIONIEN TUIIOIUIACTUYECKON
aHeMHEH U reMopparu4eckuM CUHAPOMOM. B neuenu, ceneszeHke, TMMQPpaTHUECKUX
y371ax, II0YKaX KOMIIEHCATOPHO O0Opa3yloTCs 3KCTpaMedyJUIApHbIE OYaru
KpoBeTBOopeHUsl. (OJHAKO CTENEHb BBIPAXKEHHOCTHM aHEMHUM HE  Bcerna
COOTBETCTBYET TSDKECTH  MPOSIBIEHHMS  ocTeomnerposa. llpuumHy  Takoro
HECOOTBETCTBUSI MOXHO MOHSTh, €CJIHU JOMYCTUTh, YTO B I'€HE3e aHEMHUH WUIPAET
poJib  HE TOJBKO YMEHBLICHHBIM IUIAIIapM T[EMONO33a, HO U TeMOJIU3
cruteHorenHoro npoucxoxacHus (Engfeldt u coasr.).

Coneprxanue reMorfnoOnHa B nepudepruyeckoi KpoBU y OOJbHBIX MPaMOPHOU
6omne3npio cHmKaeTcs 10 80 — 40 1/, gucio sputporuTo — 3 000 000 — 1 500 000
B | MKy KpoBu. XapakTepeH JEHMKOLUHUTO3 CO CABUIOM IO METAMHUEIIOLUTOB, a
MHOTJa u 10 MUEN00JIacTOB. Kpome TOTO, OTMEYarTCs
IPUTPOHOPMOOTIACTHYECKAS PEAKIMsI, aHW30- U TOWKUJIOLUTO3 IPUTPOLUTOB M
tpomboruTonierus (30 000 — 20 000 B 01HOM MKJI KPOBH).

B psne cinydaeB y OOMBHBIX MpaMOPHOW OOJIE3HBIO MOKET HAOIIOIATHCA
runokaneiuemuyeckas teranus (B.I. Kosanes u A.M. JlurBuHOBA),
BO3HUKAIOIIAss OOBIYHO Ha (OHE HOPMAIBHOIO COJEP)KAHUS HWOHOB KajlbLMs U
docdopa B chrIBOpoTKE KpoBU. [IpHumMHa 3TOro OCIOXKHEHMS 3aKIOYaeTcs B
3aTPYJHEHUH MOOMIIM3ALINY KaJIbIUs U3 KOCTEH MPHU OCTEOIETPO3E.

JluarHocTuka MpaMOpHOM OOJIE3HM OCHOBaHa Ha PEHTTEHOJIOTUYECKOM
uccienoBannu kocteit (B.®. baknanosa u B.JI. 3yOkoBa; Albers-Schonberg). ¥V
JIeTed  TPyIHOTO BO3pacTa Ha  pEHTreHOrpaMMax  OTYETJIMBO  BHJHA
Pa3IOXMau€HHOCTh POCTKOBBIX 30H. Y 0ojiee cTapmmx JAeTe B 30HaX pocTa
MOXHO  HAONIOAaTh  TOMEPEYHbIE TMOJOCHI W KOJOOBHJIHBIE  B3AYTHS,
KOCTHOMO3TOBBIE KaHaJbl CY>)KeHBI WJIM BOBCE HE MPOCIEKHUBAIOTCA. MpaMOpHYIO
O0oNe3Hb y JeTeid TpPyAHOr0O M paHHEro JEeTCKOTO BO3pacTta HEOO0XO0IUMO
muddepeHIUpoBaTh C OCTPHIM JIEHKO30M — 3pUTpoMHeNno30M. OTpHlaTeIbHbIe
pPE3yNbTaThl KOCTHOMO3TOBOM MYHKITUH («CyXasi MyHKIIHs ) TIO3BOJITIOT YOS IUThCS
B JAMarHo3e MpamopHoil Oosne3Hu. OJHAKO JOCTOBEPHBIM MOJITBEPXKICHUEM
JIMarHo3a JOJDKHBI CIYXUTh PE3yJlbTaThl PEHTICHOJIOTMYECKOTO HCCIEI0BAHUS
CKeJeTa.



Jleuenne Oonesnn Anpbepc-lllenbepra cumnromaTudeckoe (TepervBaHUE
SPUTPOIMTHOM MacCChl, KpPOBH, CTEPOMJHbIE TOPMOHBI, a TpPU THOHUHBIX
OCJIOKHEHUSIX — AaHTUOMOTUKOTEPAIIUs ).

[TIporso3 nmpu mMpamopHOU 0o0jie3HH HeOJaronpusATHBIN. boiabHBIE MOrHOaOT
OT aHEMHUHU JIMOO CENTUKONMMEMUU, UCTOYHUKOM KOTOPOW Yallle BCEro SBISETCS
OCTHOMHUEIUT JIMIIEBOTO CKEJIETa.

Mp1 Habmro1amu citydail MpaMOpHO# 00JIe3HU B COYETAHUHM C OCMAaTUYECKUM
WH(AHTETU3MOM, KOT/a MAaTOJOTUYECKUN MPOIECC OCIOKHUIICS OCTCOMHEIUTOM

BEPXHEHU YEIIOCTH U BBIPAKEHHOW AHEMUEH.

bonsnoit b., 16 mer, poctr 112 cm, macca Ttenma 27 kr. [ocnuranusupoBaH B
TepaneBTuueckoe otaenenue 1/VI 1978 r. ¢ xxanobamu Ha 0o011yI0 €1ab0CTbh, OJBILIKY, THOIHOE
OT/IeJIEHHWE U3 PaHKU MOJI MpaBbiM ria3oM. bonen ¢ 1968 r., koraa poauTenu CTajlil OTMEYaTh
oTcTaBaHue pebdeHka B (U3HMYECKOM pa3BUTHHU. Torja ke IMpH METUIIMHCKOM O00CIIeIOBaHUU
MOCTAaBJICH IMarHO3 MPaMOPHOW OOJIC3HH.

PeHTl‘eHOl‘paM.\la Kocreit neqoro njieya H npex-
naeybsi GoabHoro B.
O6bachenne B TeKcre.*

B cBsA3u ¢ BbIpakeHHON aHEMHEN O0IBHOMY ObUI IPOBEACH KypC JIEYEHUS NTPETHU30JI0OHOM
U remoTpaHc@y3usMu. OJHAKO TOJOXKUTENbHBIA 3(dexkr »7Toil Tepamuu  okazaics



He3HaYnTeNbHBIM. B 1974 1. 3a0071€BaHme OCI0KHWIOCH TPUCOSTMHUBIIUMUCS OCTHOMHUEIUTOM
BEPXHEW YEIIOCTH CIIpaBa.

Popurenu GonpHOTO HE SIBISIOTCS POJACTBEHHHKaMH. B cemMbe e€CTh emie JBoe JETeH,
KOTOPBIE 3/I0POBBI.

[Ipu mocrymieHuu cocrosinue Tskeaoe. KoxKHble MOKpOBBI OJieHBIC, € KEJITYIIHBIM
OTTEHKOM, OTMEUAIOTC «KYIIMHTOMUIl», SK30(TallbM TMPaABOro TJia3a, CKOJHO3, BBICOKOE
rotuueckoe He6o. 3yObl pa3BUTHI aHOMAaJbHO, peakHe. B obmacTu HapyKHOTO yria NpaBoOro
rJla3a MMeeTcs CBUIL, 4Yepe3 KOTOPbIM OTHeNseTs THOM KOpPUYHEBATOro IBETa, C PE3KUM
HENPUSTHBIM 3amaxoM. ViMeercss BBIpQXKCHHOE OTCTaBaHHWE B (PU3UYCCKOM DPa3BUTHH. BOIBHOI
BBITJISLAUT S—6-11eTHUM peOeHKoM. BTopuyHbIe 10JI0BbIE MPU3HAKA OTCYTCTBYIOT; KPUIITOPXHU3M.

KuBoT pe3ko yBelWYeH, TMOJKOXHAs BEHO3Has CEeTh JKUBOTAa paciuupeHa. llpu
ayCKyJbTAIlMK JIETKUX BBICIYIIUBAETCS BE3UKYJAPHOE JbIXaHue. ['paHHIIbI cepila OObIYHbIE,
MpU ayCKYJIbTAlIMK BO BCEX BBICIYIIMBAEMBIX TOYKAX IYIOMIMH cUCTOJIOrHYecKuid mym. [lynbe
106 B 1 muH, puTMUuHBIA. ApTepuanbHoe nasiaeHue 110/60 mm pt. cT. [leuyeHnb BbIcTymaeT u3-
nox kpasi pebepHoit nyru Ha 5 cMm. Cere3eHka OOJBIIUX Pa3MEPOB, 3aHUMAET MPAKTUYECKU BCIO
JIEBYIO TIOJIOBUHY OpIOUIHOW mojocTu. HukHMI mooc cene3eHKH Ha ypOBHE BXOJla B Majlbli
Ta3.

Amnamus kposu: ot 3/ VI: sp. 1 100 000, Hb 34 r/n, us. ITokaszarens 0,9, 1. 23 000, 3. 3%,
muenon. 7%, meramuenomn. 11%, n. 12%, c. 35%, mamd. 27%, 6macter 3%, perukynomn. 25%,
tpoMmbort. 22 000; CO3 81 mm/u, HopMouuThl 30 : 100; aHU30MOMKUIOIUTO3 SPUTPOLIUTOB +++.
Ha pentrenorpamme uepna B OOKOBOM MPOCKIUHA OTMEYACTCS 3HAYUTENBHOE YIUIOTHEHUE
KOCTHOU CTPYKTYpBI, OCOOCHHO B 0OJAacTH OCHOBAHUS 4epera; TYPEIKOe CEAN0 HEOOIBIINX
pa3MepoB, OCHOBHAs IMa3yxa HE MpociexuBaeTcs. Ha peHTreHorpammax IUI€UeBBIX KOCTEH U
KOCTeH mpeAmiedbss (CM. PHUCYHOK), a TaKXe KOCTed Ta3a OTMEYAIOTCS 3HAYUTEIIbHOE
VIUIOTHEHUE KOCTHOM CTPYKTyphl H nedopmaruu  Kocteidl. KoOCTHOMO3roBble —KaHaJbI
MPAKTUYECKH OTCYTCTBYIOT.

VY4uuThiBas pe3K0 BHIPAKECHHYIO aHEMHUIO, OOJIbHOMY Ha3HAu€HA TpaHC(Py3MOHHAsS Teparus:
nepenuBanus ApuTporuTHoii Maccel u omuorpymmHod [0 (1) Rh (+)] kpoBu, a Tak xe
npenHu3oioH no 30 mr/cyt. OgHaKko B OTBET Ha MPOBEACHHYIO TEPANUIO PA3BUIIMCh PEAKIUU B
BUJIE 03HOOA, MOBHIIIEHUs TeMmepatypsl Tena A0 40°C Ha KaKIyro MOMBITKY MepenuTs 6omee 50
MJI SPUTPOIIUTHOM MACChl MU KPOBH.

[To xareropuueckoMy TpeOOBaHHIO OOJBHOTO M POJCTBEHHHWKOB OH OBLI BBIMHCAH W3
cranmoHapa. [lanpHelmas cyap0a ero Hen3BecTHa.

Hab6nronaBmasics y 607I5HOTO BBIpOKEHHAsE HOPMOXPOMHAsI aHEMUS, 10 BCer
BEPOSITHOCTH,  OOYCJIOBJIEHa  TATOJIOTUYECKHM  TPOIIECCOM  OKOCTEHEHUS,
MPUBEMIINM K HMCUYE3HOBEHHUIO KPOBETBOPHOM TKaHUW KOCTHOTO Mo3ra. TskecTb
COCTOSIHUSI TIalIMEHTa M HEMPOJOKUTEIbHOE MPeObIBaHUE €ro B CTAIlMOHApE HE
MO3BOJWIM, K COXKaJEHUIO0, TPOBECTU OoJjiee JUIMTENbHOE O0O0CIeOBaHUE U
pazo0paThCs, B YaCTHOCTH, MPUUYMHAX BBICOKOTO PETHKYJIOLMTO3A.
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