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PesioMe

MpeacraBneHHOe KAMHUYECKoe HabnogeHWe nauweHTta 41 roga ¢ ayTOCOMHO-AOMMHAHTHOM Gopmoll ocTeoneTposa
Il TMNA MHTEPECHO He TO/IbKO C TOYKM 3PEeHUA CNOKHOCTU AMArHOCTUKM PEAKOro reHeTuyeckoro 3aboseBaHus, OCN0XK-
HMBLLErocs CTEHO30M NO3BOHOYHOTO KaHaa, HO U ONpeAeNneHns TaKTUKK ledeHns. bonbHol npoxoaun obcneposaHme
1 neyveHue y GTmMsnaTpos. MMCTONOrMYECKoe UCCae0BaHNe MaTeprana, Noy4eHHOro Npu TpenaHobuoncuu, nokasano
OUCTpodUYEeCcKMe U3MEHEHMUA KOCTHOM TKaHU U CKYAHYI MHOUNBTPaLuMio AMMbOLMTaMK; AaHHbIX 32 Ty6epKynesHoe
nopakeHne NO3BOHOYHMKA BbIABEHO He 6blN10. YUUTbIBAA BblpaXKeHHbIe HEBPOOTMYECKME HapyLLEHUA Ha GOHe KOM-
Npeccum CNUHHOTO MO3ra, a TaKXKe HecTabubHOCTb NO3BOHOYHMKA, 60IbHOMY 6bI10 NPOBEAEHO NANNNATUBHOE ONepa-
TUBHOE BMeLLATeNbCTBO (OTKpbITas buoncua c gekomnpeccuein No3BOHOYHOTO KaHana, 3afiHAA NaMUHapHas duKcauma
Thy,_, ¥ nepeaHas dukcauma Thy ~ KOMBUHMPOBAHHBIM TUTAHOBbIM MMMNAHTOM). TMCTONOMMYECKOE UCCNea0BaHME
TKaHeW, NoMyYEHHbIX NPY OTKPbITOM 6MOMNCUK, MO3BOAUIO 3aNOA03PUTL pesiKoe 3aboseBaHMe Y OKOHYATENbHO BEpU-
duuUMpoBaTh AMarHo3 nocne NpPoBeAeHUs reHETUYECKOM IKCNEPTUSDI.
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STENOSIS OF THE SPINAL CANAL
OF THE THORACIC SPINE IN A PATIENT
WITH AUTOSOMAL DOMINANT OSTEOPETROSIS TYPE 2

A.A.Vishnevskiy

Saint-Petersburg State Research Institute of Phthisiopulmonology of the Ministry of Healthcare of the Russian Federation, 2-4 Ligovskii pr.,
St. Petersburg 191036, Russian Federation

Abstract

The presented clinical observation of a 41-year-old patient with an autosomal dominant form of osteopetrosis type Il is
interesting not only from the point of view of the complexity of diagnosis of a rare genetic disease complicated by spinal
stenosis, but also to determine the tactics of treatment. The patient was examined and treated by phthisiatricians. His-
tological examination of the material obtained with trepanobiopsy showed dystrophic changes in bone tissue and poor
infiltration with lymphocytes; data for tuberculosis of the spine was not revealed. Taking into account the pronounced
neurological disorders on the background of spinal cord compression, as well as the instability of the spine, the patient
was carried out palliative surgery (open biopsy with decompression of the spinal canal, posterior laminar fixation of
ThVIII—LIl and anterior fixation of ThVIII-XII combined titanium implant). Histological examination of tissues obtained
by open biopsy allowed to suspect a rare disease and finally verify the diagnosis after genetic examination.
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OcTeoneTpos (yTo/LEHME KOCTU 33 CYET yBesnYe-
HWA CNOSA KOMMAKTHOTO BELLeCcTBa) — rpynna Hacnes-
CTBEHHbIX M cnopaauyecknx 3abosesaHuii, B OCHOBe
KOTOPbIX JIEXUT HApYLUEHWE KOCTHOrO PeMOoLenvpo-
BaHMA, Np1BoaALLEro K auddpy3HOMY OCTEOCKNEPO3Y —
M3ObITOYHOM MWHEpPasbHOMW  MNIOTHOCTU  KOCTHOM
TKaHW, coyeTatlowenca ¢ oyaroBoh pesopbumei
HOCﬂe,ﬂ,HeVI. KnnHunyeckune npoAsBieHnA — NOBbIWEH-
HaA IOMKOCTb KOCTel M cBoeobpa3Has HeBpoormye-
CKaA CMMNTOMATUKa.

OcteoneTtpos BPOMAEHHbIN CUCTEMHbIN
(osteopetrosis congenital systemica), nan «mpamop-
Haa» 6onesHb (morbus marmoreus), — reTeporeHHas
rpynna peakux, reHeTuyeckn obycnoBEHHbIX KOCT-
HbIX gMCNAa3uii, npoasastowmxca anpdysHoim (¢ no-
pajkeHMeM MNPaKTUYECKM BCEro CKeNeTa) OCTeoCK/e-
pPO30M C McYe3HOBEHMEM TPabeKyNAPHON CTPYKTypbI
KOCTHOM TKaHW Ha peHTreHorpammax.

3aboneBaHue, MpU3HAKM KOTOPOro  BMepBble
6b1nM onucaHbl B 1904 1. HEMELKMM PEeHTreHON0rom
H.E.Albers—Schénberg, HepegKo Ha3biBalOT CUMHAPO-
mMom unun 6onesHbto Anbbepc—LUeHbepra [1].

B «Hosonormm mn KnaccuduKaumm reHeTU4ecKmx
HApYyLWeHU KOCTHO-CYCTaBHOM CUCTEMbI: MepecMmoTp
2010 r.» (Nosology and Classification of Genetic
Skeletal Disorders: 2010 revision) ocTeoneTpo3s
OTHOCAT K rpynne cKeneTHbix gucnnasuii (Skeletal
dysplasias — SKD), conpoBoaatowmxca yseanieHnem
OEeHCUTOMeTpUYeckom NnoTHocTu [2, 3]. 3abonesaHue
BbIABAAIOT U Y }KEHLWH, M MYXKYMNH B N1t06OM BO3pacTe —
OT MNaZLeHYECKOTO 10 CTapYECKOTO.

3/10KayecTBEHHOE TeyeHne «KMpamMmopHoi 6one3Hn»
Yy AeTel, NN «3/10Ka4yeCTBEHHbI AETCKMIN ocTeoneT-
po3», — paHHAA dpopma 3aboneBaHuA, HaceLyemas no
ayTOCOMHO-peLeccuBHomy Tuny (Autosomal recessive
osteopetrosis — ARO), noutn B 50% cnyyaeB o06y-
cnossieHa myTaumnamm B reHax TCIRG1 wn CLCN7 [4, 5].
Obuwan 3aboneBaemocTb paHHen popmoi octeonert-
po3a cocTasaseT 1 cayyan Ha 250 000 HaceneHus [6].

Mo3gHAaa dopma ocTeoneTposa, MMeloLas ayTo-
COMHO-ZOMMWHAHTHbLIX TN nepegayn (Autosomal
dominant osteopetrosis — ADO), BcTpevaeTcs yalle —
1 cnyyait Ha 20 000 HaceneHus [2, 7]. BonbWKUHCTBO
aBTOPOB ONMUCbIBAOT MyTaumn B reHe CLCN7 B noKycax
V289L u A542V [3, 8-11].

3TMonorva u natoreHes

3TnonormannaToreHes3aboneBaHUA 4,0 KOHLA OCTa-
tOTCA HEeACHbIMW. B 0OCHOBE ocTeoneTpo3a NeXunT Hapy-
weHue 6anaHca mexay obpasoBaHMem 1 pesopbume
KOCTHOM TKaHW BCAeACTBME YMEHbLUEHUA KONNYEeCTBa
WAN HenpaBubHOTrO GYHKLMOHUPOBAHUA OCTEOKAa-
ctoB Il TMna. BbiCKa3aHO TaKke npeanosioxeHue
0 HacneacTBeHHOM aeduumte KapboaHruapassl 11 [12].
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HeKoTopble aBTOpbl CYMTAOT peanusauuio ocTeo-
pe3opbumn 4yepes TpaHchoOpmMUpyOLWNMA  PaKTop
pocta-B1 (transforming growth factor-f1) [13].

BcnepcTteue gucbanaHca pemomennmpoBaHnA KocT-
HafA TKaHb YNIOTHAETCA U CTAHOBUTCA U3BbLITOYHOM, HO
TepAeT ynpyroctb U CTaHOBUTCA XPynKoW. Mpu passu-
™MK ANPPY3HOro ocTeocKnepo3a NPOUCXOANUT 3ame-
LeHMe BHYTPUKOCTHOM MosocTM TpybyaTbix KocTel
n rybyaToro BeLLecTBa NJAOCKMX KOCTEM COeANHUTENb-
HOM TKaHblo. OBbIWEHHAA MNAOTHOCTb XPYMKUX KO-
CTei Y4acTo NPMBOAMUT K MaATONIOTMYECKUM Mepesiomam
[2, 14].

OcCTeoCKNepoTMYeckMe W3MEHEHWA pPa3BMBAtOT-
€S MPEeMMYLLECTBEHHO 3@ CYET 3HAOCTA/IbHOM TKaHMU.
Mpv paspacTaHuy nepmocTa Ha NOBEPXHOCTU KOCTEN
06pasyoTca y4acTKM He NIOTHOro (Kak B Hopme),
a rybuyatoro KocTHoro BelectBa. Bcneacreue 3akpbl-
TUA KOCTHOMO3TOBbIX KaHA/I0B BO3HMKAET rMnoniacTu-
YyecKas aHeEMUS, TaKXKe pa3BMBAETCA KOMMNEHCATOpHOEe
yBennyeHve nMmMoaTUYECKUX y3/10B, NMeYeHU u cene-
3eHKU. TybyaTylo TKaHb MNOCKMX KOCTel (NO3BOHKM,
KNtOUMLbI, Yepen) 3ameLlaeT NI0THOe KOCTHOe Belle-
CTBO; BC/AeACTBME 3TOrO MpoLLecca BO3MOXKHbI yBENU-
YyeHWe pasmepos U gedopmauus yepena, YTO MOXKET
TaKXKe CTaTb NPUYMHOWN CAABEHNA B KOCTHbIX KaHanax
YyepenHbIX HEPBOB M, COOTBETCTBEHHO, MPOrpeccmpyto-
LWEero yxyALeHua 3peHns u cayxa.

KnuHuueckaa kaptuHa

KnnMHMYecKkaa KapTMHA ocTeoneTpos3a 3aBUCUMT OT
reHeTMyeckon popmbl 3abonesanHus [15, 16].

ARO umeeT TAXenoe nporpeccupyrouiee TeyeHue
N MOXKET MNPOABAATLCA Y¥Ke BHYTPUYTPOOHO. Y HOBOpO-
KAEHHbIX M TPYAHbIX AeTei HabaoaatoT nporpeccupy-
IOLLLYIO aHEMMUIO, renatocnieHomMeranumio, rugpoueda-
/M0, A TaKXKe CAaBAeHMe YepenHbiX HepBoB (cnenoTa,
Tyroyxoctb) [3, 16]. BonbHble ATV 06bIYHO HE [0XKM-
BatoT 40 10 neT; NnpUYMHON cMepTU HepeaKo bbiBaeT
nHoekums [2, 14-16].

ADO B page cnyvyaeB npoTekaeT H6ecCMMNTOMHO,
a YNNOTHEHWE KOCTEWN BbIABAAIOT NPU PEHTIEHON0MM-
YecKoM MccneaoBaHMM No MoBoAy Apyroro 3abone-
BaHMA («cnyyaliHasa Haxogka»). Mepenombl (Yawe —
6eapeHHON KOCTU) BO3HMKAIOT Aarke Mpu HesHauu-
TENbHbIX TPAaBMaXxX U HepeaKo OblBatOT €4MHCTBEHHbIM
npossaeHnem 3aboseBaHUsA; B HEKOTOPbIX Cay4vasx
npucoegmuHaetca octeomuenut [11, 17].

Bcnepcrteme HepaBHOMEPHOM NepPecTPOKN KOpPTH-
Ka/fibHOro cnoA M obpasoBaHMA LIEPOXOBATOCTEN Ha
BHYTPEHHEN MOBEPXHOCTM 4Yeperna MOryT BO3HWKATb
anuaypanbHble, pexe — cybaypanbHble KPOBOMU3AU-
AHUA. B nnTtepaTtype nmerotca efuMHUYHbIE CBeAEeHUA
O nepesiomax MO3BOHKOB Ha ¢OHe ocTeoneTposa
[18-22].
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Hacaeayemoro no ayTocCOMHO-40OMUHaHTHOMY TUNY

Ta6sauua. JlabopaTopHble U KAMHUYECKUE NPOABAEHUA TUNOB NO3AHelH pOopMbl OCTEONETPO3a,

Table. Laboratory and clinical manifestations of types of late form of osteopetrosis inherited by autosomal dominant type

MpoasneHne

Tun ocTteoneTposa

JloKanu3sauma o4aroB 0CTEOCK/IepPO3a Ha
peHTreHorpammasx,
B TOM ymncne:

KOCTU yepena (yTonuierne)

MpenmyLLecTBEHHO CBOZ Yepena

MpeumyLiecTBeHHO
OCHOBaHWe yepena

KoHueBble NAacTUHKM Ten nossoHkos*

NMO3BOHOYHUK Oyaru oTCyTCTBYIOT («nonocaTtblii», «CIHABUYHbINY»
NO3BOHOYHUK)

KOCTW Tasa Oyaru oTCyTCTBYIOT Kpbinbsa noaB3AoLWHbIX KocTen™®

PucK passutma nepenomos Huskui BbicoKui

YpoBeHb Kucnom pocdaTtasbl KpoBU He nameHeH MNosbiweH

MpumeyaHme: *MpamopHOCTb NO TUMY KKOCTb B KOCTUY.

Ha ocHoBaHuu HEKOTOPbIX PEHTreHO/I0Tn4YeCcKux,
6VIOXVIMVI“I€CKVIX N KINMHUYECKMX NPU3HAKOB Bblaena-
tOT ABa TMMa ayTOCOMHO-A0MMUHAHTHOIO OCTEONeTpo3a
(trabnunua) [16].

AunarHocTuka n neyeHue

PepkocTb 3aboneBaHuA U, Kak c1eacTBue, manoe Ko-
IMYecTBO HabntogeHu n onybaMKOBaHHbIX Uccieno-
BaHMIM YMeHbLIAIOT BO3MOXKHOCTb pa3paboTtaTb Hayu-
HO-060CHOBaAHHbIE PEKOMEHAALMM MO BEAEHUIO 3TUX
nauueHToB.

Tem He meHee B COMNIAaCOBaHHbIX PEKOMEHAALMNAX
MEXKAYHAPOAHON pabouelt rpynnbl NO OCTEONeTpo3y
oT 2017 r. Nnpu yCTaHOBNEHMWN AMArHO3a npeanaraertca
onupaTbCcA Ha KJAMHWYECKMe npoasBnaeHua 3abonesa-
HUA (NopakeHue YepenHbIX HEPBOB U YENOCTHO-IU-
LeBoi 0bnactv, aHemus, NEWKOMEHUs) U XapaKkTep-
HYIO KapTUHY NPV MCMNOIb30BAHUM JIy4EBLIX METOLOB
AmarHoctukm [16]. Tak, KomnbloTepHaa Tomorpadus
W cumHTUrpadua ckeneta ¢ *"Tc-MDP (paguounsoTon-
HbI/ AMArHOCTMYECKUIA NpenapaT TeXHeLMA C MONeKy-
nApHoM maccoit 99 meTtuneHgmdbochoHaT) nomoratoT
OLEHWUTb 30Hbl MOPAXKEHNA KOCTHO-CYCTaBHOW CUCTEMBI
[16, 23, 24].

leHeTUYecKoe TecTUpoBaHWe [06aBNAET BaXKHYHO
MHOOPMALMIO 3@ CYET BbIABNEHWA MyTaUWUWA B reHe
CLCN7. Tpwn ayTOCOMHO-OOMWHAHTHOM TWUNe Hacne-
[OBaHMA BbICOKA BEPOATHOCTb Ha/MYMA MPU3HAKOB
ocTeoneTposa u y poautenei 6onbHoro (Mx Lenecoob-
pa3Ho obcnenoBaTb KAMHUYECKM M PEHTreHoNornye-
CKM). et 60nbHbIX MOTYT UMETb MOTOMKOB, CTpagato-
LLMX OCTEONEeTPO30M, C BEPOATHOCTbIO A0 50%.

Mpu  BMOXMMMYECKOM  UCCNEOBaHWUM  KPOBM
Y B3pOC/bIX NALMEHTOB YPOBEHb KabLMA M aKTUBHOCTb

wenoyHou ¢ocdartasbl B Naasme 0bbIYHO HE U3MEHEe-
Hbl; y AeTel BcTpeyatoTes runodochateMmns n ymepeH-
HaA rMnokKaabumeMms. AKTUBHOCTb Knucion ¢ocdaTtasbl
B Naa3me 06blYHO NOBbIWEHA.

MOCKONbKY 3TMONOrMYECKOTO JIeYEHUA He cylie-
CTBYET, NpW nepesiomax naumeHTam BbIMOAHAOT Man-
NIMaTMBHbIE onepauun. B KayecTBe KOHCEpPBaTMBHOW
Tepanuu NpeaiaratoTcs ne4yeHne NHrMbuTopamm KocT-
HOM pe3opbuumn (yrHeTeHMe aKTUBHOCTM OCTEOKNa-
cToB), runepbapuyeckas okcureHauma [20, 25].

MpuBoAaMM KAMHUYECKOe HabnlogeHue.

NauwueHt ., 41 r., noctynun B PegepanbHoe rocy-
JapcTBeHHoe 6roakeTHoe y4ypexaeHune «CaHKT-Me-
Tepbyprckuin  HAM  dTmusmonynsmoHonorum» (Orey
«CMé HUW dTusnmonynbmoHonorum») ¢ kanobamu Ha
ymepeHHyto 60nb B rpyaHOM OTAene MO3BOHOYHMKA
(no BM3yanbHOM aHanorosow wkane (BALW) — go 3—4
6an10B), YCUNUBAIOLLYIOCSA NPU NepeMeHe NoOXKeHUs,
€nabocTb B HUKHUX KOHEYHOCTAX.

Anamnesis morbi: cunTtaet ceba 60nbHbIM C UIOHA
2016 r., Koraa Ha ¢oHe OTHOCUTENbHOIO BaarononyyYns
nosieunacb 60nb B cnNuHe. B TeyeHne roga nepnoguye-
CKM OTMeYan NpexoaALLyto cabocTb B HUMKHUX KOHEY-
HOCTAX, HO K Bpa4yam He 06paLancsa u npoaoKan pabo-
TaTb. B utone 2017 r. noABMAaCk BbiparkeHHas cnaboctb
B HOrax, nepectan CamoCTOATENbHO NepenBMraThbCA.
JNleunnca ambynaTtopHO MO MeCTy KUTeNbCTBa; AMa-
rHO3: JereHepaTMBHO-AUCTPOdUYecKoe 3abonesBaHue
No3BOHOYHMKaA. MPMU MarHUTHO-PE30HAHCHOM ToMOorpa-
¢um nossoHouHMKa oT 10.09.2017 BbiABNEHA AECTPYK-
uma Ten ThXI_XH, cnoHAunonncres Thxv OC/IOMHEHHbIM
napaseptebpanbHbIM M 3NUAYPANbHBIM 06 BEMHbLIM
npoueccom. [lpu TUCTONOINMYECKOM UCCAEA0BaAHUMU
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MaTepuana, Mosy4YeHHOro npu TpenaHobuoncuu ot
15.09.2017, obHapyxeHbl AUCTPOPUYECKME M3MEHE-
HUA KOCTHOM TKAHW, CKyAHaAa MHPUAbTpauuna ammaoo-
umMtamum. [aHHbIX 3a cneyuduyeckoe TybepKynesHoe
NopakeHue He BbIABIEHO.

Mocne npoBefeHUA [AMArHOCTUYECKOW MaHunMy-
nAuMM cnabocTb B HUMKHUX KOHEYHOCTAX MPOrpeccu-
poBana. [na panbHeMwWwero snevyeHus nauueHT 6bin
HanpaB/ieH B MPOTUBOTYOEpKyNe3HbI AMChaHcep
C AuarHo3om: Tyb6epKynesHbli CNOHAMAWUT, CTEHO3
Ha ypoBHe ThXI_X”. B aHanu3ax KpoBWM Q[aHHbIX 33
CUCTEMHbIW BOCMA/NUTENIbHbI OTBET HEe BbIAB/IEHO:
C-peaktuBHbit 6enok (CPB) — oTpuuaTenbHbliA, CKO-
pocTb ocegaHus sputpoumntos (CO3) — 13 mm/u.
Peakuus Ha BBefeHWe annepreHa TybepKynesHoro
PEKOMBUHAHTHOTO B CTaHAAPTHOM pa3BeaeHun (dua-
CKMHTECT) oTpuuaTtenbHana. Tem He MeHee MauueHTy
6blna HasHayeHa MNPOTMBOTYOEpKy/ne3Haa XMMMO-
Tepanua (I pexunm), Ha doHe KOTOpOI cuia B MPOK-
CUMA/bHbIX OTAENAX HUMNKHUX KOHEYHOCTeW BO3poc/a
00 2-3 6annos. C anarHo3om «TybepKy/e3HbI CNoH-
anant Th _ » HanpaeseH B ®IBY «CMN6 HUN $Trsmo-
NY1bMOHONOTUNY» ONA XUPYPTUYECKOTrO NeYeHUA.

Anamnesis vitae. KOHTaKT ¢ UHPEKLMOHHbIMM 6O/b-
HbiMK oTpuuan. OKono 9 neT Hasag b6bln yaaneHbl Bce
3y6bl (CbemHble 3ybHble NpoTesbl). 3 roaa Hasaz 6bin

onepuposaH B JIOP-kAKMHMKE NO NOBOAY OCTEO/M3a
KOCTOYEK CpefHero yxa.

St. praesens: XoAWT C TMNOMOLLbI KOCTbIIEN.
Bbipa)keHHasa CyTynocTb: KWUGO3 HUNKHErpyaHoro
oTAena MO3BOHOYHMKA. BOnesHeHHOCTb Npu nanb-
naumm OCTUCTbIX OTPOCTKOB Th, v npu Harpyske
Nno oCM N03BOHOYHMKaA (oueHKa no BALL -4 6anna). Mo-
pakeHbl ABa NO3BOHOYHO-ABUIATE/IbHbIX CETMEHTa —
Th, .. YHAEKC ¢YyHKUMOHanbHOM peecnocobHo-
CTW MOACHWYHOTO OTAEeNa MO3BOHOYHWMKA (Oswestry
disability index — ODI) — 86. HectabunbHOCTb NO3BO-
HOYHMKa Nno WwKane SINS (Spine Instability Neoplastic
Score) — 15 6annos.

Hesposnozuveckuli cmamyc. O4yaroBble CMMMTOMbI
CO CTOPOHbI YepernHbIX HEPBOB OTCYTCTBYHOT. M3me-
HEHUA B HEBPOJIOFMYECKOM CTaTyce Mo wkane Frankel
[Frankel C.] — kaTteropua C; no knaccudpuraumm ASIA
(American Spinal Injury Association) — asuratenbHble
byHKUMKM — 78, uyBcTBUTENbHble — 86. CMMNTOMBI
Nacera (Lasegue E.C.) oTpuuaTenbHble. MblweyHas
CUa B MPOKCMMAIbHBIX OTAENAaX HUXKHUX KOHEYHOCTEN
2-3 6anna (bonblle CHUMKEHa cnpasa), MPOBOAHU-
KOBble HapyLlleHnA C YpOBHA ThX”. MmetoT mecTto nato-
JIOTMYECKUE CTOMHbIE 3HAKW; CNacTUYECKUIt CUHOPOM
no wkane dwoopta (Ashford S.) — 2 6anna. HapyweHnit
bYHKLUMIA Ta30BbIX OPraHOB HeT.

Puc. 1, A-F. PeHTreHorpammbl (A, B), KomnbtoTepHble Tomorpammsi (C, D) u MarHUTHO-pe3oHaHCHble Tomorpammsl (E, F) naumenTa M., 41
roaa. A, C, E — ppoHTanbHble npoekuuu, B, D, F — caruttanbHble. O6bACHEHUA B TEKCTE.

Fig. 1, A—F. Radiographs (A, B), computer tomograms (C, D) and magnetic resonance tomograms (E, F) of patient P., 41 years old. A, C, E—
frontal projections, B, D, F — sagittal. Explanations in the text.
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Ha peHTtreHorpammax (puc. 1 A, B), KomnbtoTepHbIX
Tomorpammax (puc. 1 C, D) 1 MarHMTHO-pe30HaHCHbIX
Tomorpammax (puc. 1 E, F) no3BoHOYHMKA 0BHapy:Ke-
Hbl: TOTanbHaA gecTpykunaten Th, 1 1/3 Th; 8 3To
obnactu pacnonoxeHo obpasosaHue (abcuecc?), pac-
npocTpaHsatolLeeca napaseptebpasbHoO B 06€ CTOPOHbI
M cofeprKawee ceksectpbl. CnoHgunonucres Thxn 1
cTeneHun. AnuaypanbHoe obpasoBaHMe MOBbILEHHOW
naoTHocTu (abcuecc?), caaBAnBatoLLEe CIMHHOW MO3T.
DNMKOHYC CY*KeH 40 3 MM.

OnddepeHumanbHyto  AMArHOCTMKY  NPOBOAMAM
MeXay MHOEKLMOHHbIMU CNOHANUAUTAMU, OOMEHHbI-
MW HapyLLUEHUAMM U ONYyXONEBbIM NOPaXKeHWeM No3BO-
HOYHMKA. MI3meHeHuMsA B aHa/M3e KPOBW: MOBbIWEHMWE
yposHsa CPB g0 8,6 mr/n, numdonerusa (8%), HeiTpo-
dunes — 13,2 x 10°; CO3 — 30 mm/y cBMAETENLCTBOBA-
/1 B NONb3Y MHPEKLMOHHOTO npoLiecca.

BmecTe c Tem, NporpagMeHTHOe NoA0CTPOE TeYeHe
3aboneBaHuA (bonee 2 neT), BbiABNAEHHbIN 3K30DUTHbIN

POCT MoK B6bITb NPU3HAKamMK A0BPOKa4YeCTBEHHOTO
HOBOO6pPa30BaHWA MO3BOHOUYHMKA.

C y4yeToM BbIpa*KEHHbIX HEBPOIOTUYECKUX HapyLUe-
HUI (ryBOKMIN HUXKHWMIA napanapes, Tun C) Ha ¢oHe
KOMMpPeCcMmn CNMHHOMO MO3ra, a TaKXKe HecTabuabHo-
CTU NO3BOHOYHWKA 60MbHOMY ObIIM OAHOMOMEHTHO
npoBeAeHbl OTKpbITaa buoncua ¢ gekomnpeccuen no-
3BOHOYHOrO KaHana, 3aAHAA NaMmuMHapHasa ¢ouKcauma
Th,,_, Y nepeaHas ¢ukcauma Th, . Kom6uHMPO-
BaHHbIM TUTAHOBbIM MMMNAaHTOM Pyramesh c¢ nacToi
ReproBone (Medtronic, CLLA).

Mpu ructonorMyeckom uccnefoBaHum 6buonTtata
BbISIB/IEHO YBE/IMYEHME MACChl U HapyLUEHWE apXUTEK-
TOHMKWM KOCTHOTO BellecTBa. KoCTHble KneTku Becno-
PALOYHO HArpPOMOXKAEHbl U 06pPa3yloT XapaKTepHble
OKpYI/ble CNOUCTbIe CTPYKTYpbl, HEPAaBHOMEPHO pac-
nonaratowmeca B 0b6nacTax 3HXOHAPASIbHOTO PoOCTa
(puc. 2 A=C).

Puc. 2. A-C. Tuctonornyeckue npenapatbl buontata

(oKpacka remaToOKCUAIMHOM U 303UHOM) nauuenTa M., 41 r.

A (x100) — ynioTHeHWe KOCTHOW TKaHW, o4arosas netpudukaumsa.
B (x200) — oyaru paccacbiBaHWA KOCTHOM TKaHWU, OCTEOKNACTbI.

C (x200) — ancTpoduyeckme n3aMeHeHns KOCTHOW TKaHu, Gubpo3
KOCTHOrO MO3ra, 3aMEeLLLeHME Ero }KUPOBOW TKaHbIO, OCTEOKNACTHI.

Fig. 2. A—C. Histological preparations of bioptate

(coloring with hematoxylin and eosin) of patient P., 41 g.

A (x100) — densification of bone tissue, focal petrification.

B (x200) — foci of bone resorption, osteoclasts.

C (x200) — dystrophic changes in bone tissue, bone marrow fibrosis,
replacement with its adipose tissue, osteoclasts.
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Ha ¢poHe npoBeseHHOro neyeHns oTMeYanoch yse-
NIMYEHMEe MbILLIEYHOM CUAbI B HUMKHUX KOHEYHOCTAX A0
3-4 6annos; no Knaccudpukaumm ASIA gsuraTenbHble
byHKUMK — 88, yyBCTBUTENbHbIE — 101.

leHeTUYeckoe uccnefoBaHWE BbIABWUIO MyTaLMIO
B reHe CLCN7. BbinucaH U3 KAWHWUKKU B yAOBNETBOPU-
TE€/IbHOM COCTOAHUMN.

OBCYXAEHUE

BblfABAEHHbIM Y NauMeHTa OCTeONeTpo3 B 3Hauu-
TE/IbHOM Mepe MOXKHO CYMUTATb CIy4alHOM HAaXO4KOM.

[ake cobnogeHue ctaHaapTa obcnegosaHua (Tpe-
naHobuoncus npu BbIABNEHUU AECTPYKLMUU TPYAHbIX
NO3BOHKOB) He MNO3BOAM/IO Bpayam BOBpems Bepudu-
uMpoBaTb 3aboneBaHne. Tem He MeHee OTKa3blBaTb-
CA OT TUCTO/NIOTMYECKON BEpPUOUKALMM He CTOUT; Kak
aNbTePHATUBY HEOBXO4MMO MPOBOAWUTL  OTKPLITYHO
b6uoncuio.

B nnaH o6cnefoBaHMA TaKkKe C1ef0Bano BKAYNUTD
CUMHTUrpaduIo cKeneTta ¢ P°TexHeumnem nam rannvem,
NO3UTPOHHO-3IMUCCUOHHYIO TOMOrpaduio, YTo MO3BO-
NMno 6bl BbIABUTL AONONHUTENbHbIE NIOKYCbl KOCTHbIX
nopakeHu [24, 25].

TpenaHoOBMOMNCUA HE TONBKO He NMO3BO/IMAA YCTaHO-
BWTb 3TMO/IOTUIO 3a60N1EBaHUA, HO U NPUBENA K YXy4-
LWEHUIO HEBPONOTMYECKOro CTaTyca.

«Xupypruyeckaa naysa» coctaBuia bonee roga ot
Hauyana 3abonesaHus.

BbiaBneHHble npu MPT aecTpyKTMBHbIE U3MEHEeHUA
NO3BOHKOB C 3K30PUTHBIM POCTOM U CTEHO30M MO3BO-
HOYHOrO KaHajia B rpyA4HOM OTAe/ie BpayM TPaKToBanu
KaK Ty6epKynesHblit CNOHAUAWT, U NauUeHTy bbina Ha-
3HayeHa NpPoTMBOTYbEepKyne3Han Tepanus.
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