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Pesiome

l'MnepocTo3 y B3pocsibix Ha GOHe ayTOCOMHO-AOMUHAHT-
Horo octeoneTpo3a (ALOIM) npeacTaBnaeT cob6oi peaKyto
naTonoruo ckeseTta, xapaktepusyemyio GopM1MpoBaHu-
€M 130bITOYHOW KOCTHOW TKaHW, BbICOKOW BEPOATHOCTbBIO
BO3HVKHOBEHNA NepenomoB U HEBPONOrMYeCKO CUMMTO-
MaTuKom. B nutepatype nmeloTca eguHNYHbIE CBeAEHMA
0 nepenomax no3BoHKoB Ha ¢oHe Ofl. MMpeacTaBneHsbl
KNMHMYeCKne cslyyan BTOPUYHOTO CTEHO3a NMO3BOHOYHOIO
KaHana 1 HeCcTabunbHOCTY MO3BOHOYHMKA Ha poHe ALIOTT.
B nccnepoBaHumn noguepKmnBaeTca BaXKHOCTb NpoBeAeHNA
CBOEBPEMEHHOIO MOPPONOTrMUYECKOrO 1 FEHETUYECKNX UC-
cnepoBaHnin ana BeprduKaLmmn anarHo3a. [MockonbKy 3Tno-
natoreHetnyeckoro nevernna ALOlN noka He cywiecTsyerT,
npu nepenomax naumeHTam NPoOBOAMTCA CUMMITOMaTUYe-
CKOE JIeYeHME Y BbIMOJTHAITCA XMPYPrmyeckme BMeLLaTeb-
CTBa Ha NO3BOHOYHMKE, NCXOAA 13 BedyLnX CUHAPOMOB.

KnioueBble cNoBa: reHeTYeckoe NcciefloBaHme, OCTeo-
neTpo3, 0CTe0apTPO3, UHPEKLNOHHbIE CMOHAWANTDI, MY-
Tauma reHa CLCNZ, xupyprumyeckoe neyeHme

Summary

Hyperostosis in adults against the background of
autosomal dominant osteopetrosis, ADOP) is a rare
skeletal pathology characterized by the formation of
excess bone tissue, a high probability of fractures and
neurological symptoms. There is isolated information in
the literature about vertebral fractures on the background
of OP. Clinical cases of secondary spinal canal stenosis and
spinal instability are presented. The study emphasizes
the importance of conducting timely morphological and
genetic studies to verify the diagnosis. Since there is no
etiopathogenetic treatment for ADOP yet, patients with
fractures undergo symptomatic treatment and syndromic
surgical interventions.

Keywords: genetic research, osteopetrosis, osteo-
arthritis, infectious spondylitis, CLCN7 gene mutation,
surgical treatment
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Xupyprus, TpaBmaTonorus u optroneaus

BBepeHmne

OcTeoneTpos (Ol), unu «<mpamopHas 6one3Hb» Nped-
CTaBnsieT cobON peaKyro NaToNorvo CKesleTa, KoTopbIn
XapaKTepu3yeTca rmnepocTo3om 1 HapylueHuem andode-
PEHLMPOBKM OCTEOKACTOB, Ha GOHE KOTOPOW C BbICOKOM
BEPOATHOCTbIO BCTPEYAIOTCA NepesioMbl PasfIMyHbIX KO-
CTel oceBOro ckeneta. bonesHb BnepBbie onucaHa B Ha-
yane XX B. Hemeukum xupyprom H.E. Albers-Schénberg,
MO3TOMY HepefKO ee Ha3blBalT «CcHAPOM Anbbepc-LLeH-
6epra» [1]. Ol ob6begnHAET MHOTOUMCIIEHHYIO TPynny
HaCNeACTBEHHbIX Y CMOPAAUYECKNX 3a00NeBaHNIA C pas-
JINYHBIMU KIIMHUYECKMMMW NPOSIBIEHUSAMU, B OCHOBE KO-
TOPbIX NIEXUT HAapyLIeHNe KOCTHOro PEMOAENNPOBaHUS,
npuBoAALLero K andpPysHomMy ocTeockneposy u ovaro-
BOW pe30opbumy KOCTHOW TKaHU. COrnacHO reHeTUYecKom
Knaccndurkaumm HapyLeHUn KOCTHO-CYCTaBHOW cucTe-
mbl, Classification of Genetic Skeletal Disorders, 2010)
0CTeoneTpo3 OTHOCUTCA K rpynne CKeneTHbIX ANCrnasmnn
(Skeletal dysplasias — SKD). Ix ocobeHHOCTbI0 fiBNsIeTCA
yBenmyeHne JeHCUTOMETPUYECKOW NOTHOCTH [2, 3].

Ol MOXeT BbIABNATLCA Y XEHLWWH U MY>KUMH 1toboro
BO3pacTa — OT MJIaieHYeCKOro 10 cTapyeckoro. OgHako
Hanbonee ApamMaTMYHOM GOPMOW ABMSETCA «3/IoKaue-
CTBEHHbIW IOBEHUIIbHbI OCTEONEeTPO3», CUMNTOMbI KOTO-
pOoro nosABAAOTCA B AeTCKOM Bo3pacTe. PaHHAA dopma
ayTOCOMHO-peL,ecCMBHOro ocreoneTtposa (autosomal
recessive osteopetrosis — ARO) go 50-80% cnyuaes 06-
ycnoBneHa mytaumamu B reHax TCIRGT, SLC29A3, CLCN7
n ap. [3-8]. Obuwana 3ab6oneBaeMoCTb paHHeln dpopmoN
ocTeoneTposa oueHnsaeTca B 1:250 000 HaceneHwuA [6].

AyTOCOMHO-AOMUHAHTHbIN ocTeoneTpo3 (AAOM,
Autosomal dominant osteopetrosis — ADO) BcTpeuaeTtcsa
B 10 pa3 vawe — 1: 20 000 HaceneHuA [2, 9]. BonbWNHCTBO
ABTOPOB Npu 3Tol nosgHen popme Ol B3pOC/bIX ONUCHI-
BatoT myTaumm B reHe CLCN7 B nokycax V289L n A542V [3,
6, 9-11]. X-cuenneHHbin Ol (ocTeoneTpos ¢ SKToAepMasb-
HOW gucnnasven n MMyHHbIM fledektom — OLEDAID)
BCTpeyvaeTca KpaliHe peako [12]. 3ta popma O pa3smBa-
eTcs Ha GoHe myTauuii B reHe IKBKG [13]. Mpwr 3Tom 3a60-
NeBaHMm, MOMMMO OCTEOCKNEPO3a, UMEETCA OTEK TKaHEewN,
06yCNIOBNEeHHbIN Aucnnasnen cocyfos 1 numdenemon.
Kpome Toro, B 3TOI rpynne naynMeHTOB BCTPeYaeTca nep-
BUYHbIN UIMMYHOAEbULNT, TPU KOTOPOM BO3HMKAIOT TsKe-
nble peuyunansupyoLme nHbekumm.

3Tmnonorua n naroreHes. NponcxoxgeHune Ol go
KOHLA He AcHo. [peanonaraeTcs, YTo B OCHOBE AaHHOMN
MaTosIorm Nexat reHeTnyeckune pakTopbl (B HacToswee
BpeMs BbisiBIeHO 6onee 10 reHOB), KOTOpble CBA3aHbI C
YMeHbLUEHMEM KONIMYECTBa U HenpaBuibHbIM GyHKLMO-
HUPOBaHMEM OCTEOKNACTOB 2-ro TMMna Ha poHe Hacnen-
CTBEHHOro aeduunTa KapboaHrapassbi Il [14]. HekoTopbie
aBTOPbI CUMTAIOT, UTO GOPMMpPOBaHME OCTeope3opPOUNN
yepes onocpeioBaHHOE BIMAHME HA OCTEOKIACTbl TPAHC-

dopmupytoLero pakropa pocta knetku-31 (TGF-1) [15].
BcnepcTtBre gmcbanaHca KOCTHOTO peMofennpoBaHuA
TKaHb YIMJIOTHAETCA 1 CTAHOBUTCA M3ObITOYHOW, HO Mpu
3TOM KOCTb TepseT ynpyroctb, CTaHOBUTCA XPYNKom
[2, 16]. OcTeocKnepoTnyECKNe N3MEHEHNA Pa3BUBAOTCA
npPenMyLLecTBEHHO 3a CYeT SHAOCTanbHON TKaHwu. MNpu
3TOM MOTYT HabnoaaTbCA pa3pacTaHna NepuocTa, 13-3a
KOTOPbIX Ha MOBEPXHOCTU KOCTeN 06pa3ytoTcsa yyacTKu
He MJIOTHOTO, KaK B HOPME, a rybuyaToro KOCTHOTO Belle-
cTBa [4]. [loMnMo 3TOro, Npu OCTEOCKIepo3e OTMeYaeTca
3amelleHne BHYTPUKOCTHOW MONOCTY TpybuaTbix KOCTeln
1 ry6uyaToro BeLlecTBa MIOCKMX KOCTeN CoeiIHNTENbHON
TKaHbl0. Bcneacreme He3aBepLUEHHOrO OCTeoreHe3a KocTu
CTaHOBATCA HEMPOYHbIMM, YTO MPUBOAUT K BO3HMKHOBE-
HUIO NaTONOrMYeCcKnX NepenoMoB, KOTOPbIe HYXAaloTCA
B XMPYpPruyeckom neyeHun [15-18J.

KnuHnueckune nposasneHus. KnnHnyeckue npossne-
HuA Ol 3aBUCAT OT reHeTnyeckon Gopmbl 3aboneBaHUs
[16]. 3nokauecTBeHHasA popma (toBeHUNbHbIN Of1) nmeeT
TAXKENOe Nporpeccrpyiollee TeyeHne, KOTOPoe MOXKeT
NPOABAATLCA YXKe BHYTPUYTPOOHO. Y HOBOPOXKEHHbIX
W TPYZHbIX AeTeil HabMo4alTCA NPorpeccupyowasn aHe-
MUA, rernaTocrniieHomeranusa, rugpouedanmsa, a Takke
CAaBNieHMEe YeperHbIX HEPBOB, NPUBOAALLNE K ClenoTe
n Tyroyxoctu [3, 4, 17, 19]. leTn, cTpagatowime 3n0Kave-
cTBeHHON popmoit Ol, 06bIYHO He foXKKMBatoT o 5-10 neT
[2,14,17,20].

[lobpokayecTtBeHHbIN Ol AAMTEenbHoe Bpems npo-
TekaeT 6eCcCYMNTOMHO, U1 YMIOTHEHME KOCTE CTaHOBUTCSA
CIy4aiHOM HaXOAKOWN NPW NPOBEAEHNN PEHTIeHOoNormye-
CKOro 1CC/iefloBaHNUsA Mo noBoAdy ApYyroro 3aboneBaHus.
KocTHble nepenombl MOryT BO3HUKaTb Jake NPU He3Ha-
YMTENbHBIX TPAaBMaxX U HEPEAKO OblBAIOT €AVHCTBEHHbIM
nposBneHriem 3abonesaHunsa y B3pocibix. Kak npasuno,
OHW CpacTalTca MeasieHHo. Ha OCHOBaHMK PEeHTreHo-
NOTMYECKUX BUOXMMMYECKMX U KITMHUNYECKIMX NMPU3HAKOB
BbigenaAoT asa Tuna AJOIM [20]. Ana | Tuna AOOI xapak-
TEPHO yTOJILEeHVEe CBOAA Yepena, B TO BPeMA Kak Npu ero
[l Tvne o6HapyXMBatoT BKIOUYEHNA OCTEOCKIepO3a B TeNa
NO3BOHKOB M KPblibsA NOAB3AO0LLIHbIX KOCTEN, NOABNAETCA
«MPaMOPHOCTb» MO TUMY «KOCTb B KOCTU») U YMIIOTHEHNE
rybuaToro BelecTBa Koctei. /13-3a HepaBHOMepHOW ne-
PEeCTPOMKN KOPTUKANBbHOIO C/loA 1 06pa3oBaHNs Liepo-
XOBATOCTEN Ha BHYTPEHHEWN MOBEPXHOCTU yepena Mo-
ryT BO3HUMKaTb aNuAypasbHble, pexe — cybaypanbHbie
Kposousnuanua [20]. B HekoTopbix cnyyaax npu AAOl
B 06/1aCTV NepesioMa pa3BrBaeTcst octeommenut [21].

AunarHocTuKa. HebonbLuoe KonnuyecTso HabnogeHui
1 OTCYTCTBME MAaTOFHOMOHUYHbIX KpuTeprieB 3abonesa-
HUA CHKAIOT BO3MOXHOCTb pa3paboTaTb anropuTmbl
paHHero BbiaBneHna AJOI. BaxkHbiM ABnAeTCA nccneno-
BaHVe MUHepanbHoro obmeHa [21]. Y B3pocsibIx ypoBeHb
KanbUWsA 1 aKTMBHOCTb LWENoYHON dpocdaTasbl B Miasme
06bIYHO HOpManbHble. Y fieTell MOryT HabnohaTbCA rmmno-
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dochatemumsa n ymepeHHas runokanbumemus [2, 3, 19].
TeM He MeHee fjaxe NPU OTCYTCTBMMN XapaKTEPHbIX Ku-
HUKO-NabopaTOPHbIX KpuTeprieB 3a60neBaHUs B KIUHU-
Yecknx pekomeHpaumax 2017 r. npepnaraetca onnpartb-
CA Ha XapaKTepHble Ny4yeBble MeToAbl AnarHocTunku [20].
JlyueBble MeTOAbI NCCNENOBaHNA UFPAKOT BaXKHYO pPosib
B OL|€HKEe 30Hbl NOPaXXeHNA KOCTHO-CYCTaBHOW CMCTEMbI
[22]. CunHTUrpadua ckeneta ¢ Tc-99(m)-meTnneH gudoc-
¢$boHaTOM NoMoraeT BbIABUTb OYary NaTonornmyeckon ne-
pecTponkm KocTHo TkaHu npu AOT [23]. TeHeTnuyeckoe
TecTMpoBaHve fobaBnsAeT BaxHylo MHPopMaLmio 3a cyeTt
BblAiBNeHMA MyTauuin B reHax TCIRGI1, SLC29A3, CLCN7,
IKBKG [9, 11, 13, 16, 20]. Bbicoka BepOATHOCTb Hannunsa
npu3sHakoB ALIOMN n y poguTenen (fetn 60NbHbIX NMET
BbICOKYIO BEPOATHOCTb POXKAEHMA NOTOMKOB, CTpajato-
LMX OCTeoneTpo3om). Takum 06pa3om, Npr NOCTaHOBKE
AnarHosa Ol cnegyeT nonaratbCA Ha aHaMHeCTUYecCKme
JaHHble, KNMMHNYeCcKne ocobeHHoCTM 3aboneBaHus (nopa-
»KeHVe yepenHblX HEPBOB, aHEMUIO, IEMKOMEHUIO U CTO-
MaTosnornyeckume 3aboneBaHusn), xapakTepHble fiyyeBble
0COGEHHOCTY, A TaKXKe Ha FreHeTNYeCKoe TUMMpPOBaHUe
3aboneBaHus.

B HayuHoOW nuTepaTtype onucaHbl cepuv HabnaeHN
nepenomMoB Tpy6uaTbix KocTewn npu Ol [24, 25] v umetoTcA
eNHNYHbIE CBefEeHUNA O NnepenomMax No3BOHKOB [17, 26—
30]. OnHako aBTOpbI NpeaJiaraoT pasnyHble NOAXOAbI B
OKa3aHUW cneuranm3npoBaHHON XUPYPruyeckon nomo-
LM 3TOW KaTeropum 6osbHbIX.

Llenb nccnegoBanus

MNpenctaBuUTb pesynbTaTbl KIMHUYECKOrO TEUYEHUA 1
ocobeHHOCTU gnarHocTnku AJOIM 1 cnctematmsnpoBaTb
JaHHble NUTepaTypbl MO TaKTUKE XUPYPruyeckoro neve-
HWA NOPaXKeHNI MO3BOHOYHMKA.

Ma'repwanbl n metoabl ncaiegoBaHunA

[n3ainH — manas KInHn4eckas cepua n o63op nu-
TepaTypsbl. B uccnegoBaHue BKIOUEHbI ABA KIMHNYECKNX
HabntoaeHus naymeHtos ¢ ALLOMN, npoxoAnBLUMX NieyeHne
B OIBY «CaHkT-lMNeTepbyprckuin HUW dTmsmonynbmoHo-
norumn» MuHsgpasa Poccuu, CM6 HUA®). KnnHuko-nabo-
paTopHas XapaKTePMUCTMKA NMaLMEHTOB C YUYETOM aHaM-
HeCTUYECKNX N KIMHUKO-TabopaToOpHbIX 0COGEHHOCTEN
npeacTassieHa B Taon. 1.
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B cTpyKTYype aHanu3mpyembix NapameTpoB U3yyanu:
ONUTENbHOCTb 3ab0neBaHUA U JUarHOCTUYeCKon nay-
3bl (BpemMsA OT MOMEeHTa MOABNEHNA NepPBbIX CUMMTOMOB
BBC po Bepudumkauum gnarHosa), nokasaresb CUCTEM-
HOro BOCnanuTenbHOro oTeeta B Kposu (yposeHb CO3 1
C-peakTrBHOrO 6€esKa), Wweno4yHon pocdaTtasbl, ypoBEeHb
Kanbumsa Kposu. Takxke nposogunu nsydyexme B6C no Bu-
3yanbHom aHanoroson wkane (BAL), dyHKUMOHanbHyo
OLeHKY NO3BOHOYHIKA C NCMNOJIb30BaHMEM ONPOCHNKOB
Oswestry Disability Index (ODI), HeBponornyeckne Ha-
pyweHua no wkane ASIA/ISIOP. MauneHTam BbINOAHANN
peHTreHorpapuyeckoe nccieoBaHne No3BOHOYHMKA U1
KOCTel Ta3a, CnpanbHy, KOMMNbOTEPHY0 ToMmorpaduio
(Aquilion Prime ¢pupmbl Toshiba) n MarHUTHO-pe3oHaHc-
Hyto Tomorpaduio (Magnetom Amira 1.5T KomnaHuu
Siemens).

KnuHnyecknn cnyvanm

MaunenTka K., 68 net, noctynuna ¢ xanobamu Ha Bbl-
pakeHHble 6onu B cniuHe (8 6annos no BALL), cnabocTb B
HOrax, HapyLUeHVe NMOXOAKMU.

Anamnesis morbi: cuntaet cebss 6ONbHON OKONO
1 roga, Koraa Ha ¢oHe oTHOCUTENBHOrO Gnarononyyuns
noAsunUcb 6011 B cnuHe. B aHamHese 3a 5 neT 6bino ATT,
rnocsne KOTOPOro y NauueHTKy fosroe Bpems 6onena cnu-
Ha. OgHaKo nyyeBble NCCeAOBaHUA NO3BOHOYHMKA He
nposoaunnce. Yepes 8 mec ot nosiBneHns BeptedporeH-
Horo 6oneBoro cuHapoma (5 6annos no BALL) oHa oTme-
Tuna cabocTb B HUXKHMX KOHEYHOCTAX, 13-3a KOTOPOW
He CMOr/la CaMOCTOSTeNIbHO nepeaBuratbea. Fflocnutanu-
3MpoBaHa B HEBPOJIOTMYECKOe OTAENIeHNe NO MeCTy »Ku-
TenbCTBa, rae npu MPT BbifABneHa gecTpykuma Ten Thy.,
CTEHO3 MO3BOHOYHOrO KaHana 1 NpU3Haku muenonaTuu.
MNpu TpenaHobMoNcUn N rMCToNoOrMYeCcKomM ncciefoBa-
HUWN O6HAPYXKEHbI ANCTPOPUYECKME N3MEHEHNS KOCTHOM
TKaHW, KOTOPble TPAKTOBaNNCh KaK «NOCNeACcTBUS KPOBO-
U3MINSIHUA B KOCTHYIO TKaHb». C AUArHo30om «Hecneundu-
yeckuin cnoHgunut Th . ,» HanpaeneH B CM6 HUNO gna
onepaTMBHOrO fleYeHN .

MNMpoBefeHo obcnepoBaHne. O6WMIA aHANN3 KPOBMU:
Hb 128 r/n, nenkouutbl 3,6x10°/n, spuTpounTbl 4,1x10%,
TpomboumnTbl 210%x10%n; CO3 28 Mm/u4. Brioxnmnyeckme
aHanu3bl KPOBU: GUNUPY6MH 06WMIN 16,2 MKMOSb/N, MO-
yeBVrHa 4,9 MMONb/N, caxap KPoBU 5,5 MMosb/n, 06Lwmnin

Tabnuya 1

KmnHano-naﬁopa'ropHaﬂ XapaKTepucTuka nauneHToB C naronorvienn ckenerta

Ne  Bospact/non  Jlokanu3aums AN, mec X0, mec CPb, mr/n C03, mm/y LD, en/n (1)]| ASIA / ISIOP
1 39/m Thy.x 24 14 8,7 35 128 66 78/86
2 68/ Th 12 4 12,0 28 122 78 86/62

Mpumeyanne. 1 — guarHoctnyeckas nay3a; 03 — ckopocTb 0cefaHus apuTpountos; XM — xupyprideckas naysa; LL® — wenoyHas docdarasa; CPb — C-pe-

akTuBHbIN 6enok; ODI — onpocHuk Oswestry Disability Index.
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r A

Puc. 1. CaruttanbHeie (a, 6) n dpoHTanbHas (8) MPT nauuentkn K., 68 net, go onepauuun. Mimetotcs ABYCTOPOHHME napaBepTedpanbHble
06pa3oBaHns, cofepxalline CEKBECTPbI, KOMMPECCUOHHBIA nepenom 1 cy6ToTanbHas aectpykuus ten Thy u Thy CO CHUXKEHWEM WX BbICOTbI
Ha 2/3 1 popMmUpOBaHEM KOCTHO-(OMOPO3HOI0 6J10Ka, CTEHO3 NO3BOHOYHOIO KaHasna 4o 2—3 MM, NPU3HAKK Muenonatinm




6enok 62 r/n, ACT 21, AJTT 16 E[l, wenoyHasa ¢ocdaTtasa
122 en/n, kucnaa ¢ocoartaza 13,4 ME/n, CPBb 12 mr/n,
KOK — oTpuLaTtenibHbI pe3ynbTar.

Mpwn nocTynneHnn y nauneHTKu Obina BbiABieHa 60-
Ne3HEHHOCTb B 06/1aCTV OCTUCTBIX OTPOCTKOB HUKHErpY -
HbIX TeJ1 NO3BOHKOB Ty, . Harpy3ka no ocn no3BoHOYHMKa
6one3HeHHan. Co ctopoHbl YH 6e3 ocobeHHocTel. Crm-
nTombl JlTacera otpuruaTenbHble. MbllleyHas cunia B MPOK-
CUMAsbHbBIX OTAENAX HUXKHUX KOHeYHocTel 3 6anna, 605b-
LUe CHMXXeHa CnpaBa, MPOBOAHVKOBbIE HAPYLIEHVAMY C
ypoBHs Thy. imenncb natonornyeckre CTonHble 3HaKU 1
cnactuka no AwdopTty 3 6anna (tabn. 2).

Tabnuua 2

KnuHunueckne oco6eHHocTu naumneHTKu K., 68 nert, c octeo-
neTposom

Moka3zatenb [lo onepauuu 0&%‘;’5“
BuayanbHo-aHanorosas Lkana 8 2
oDl 78 36
SINS 15 0
Frankel D D
ASIA/ISIOP 86/92 96/108

a
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MNpwn nyyeBOW ANArHOCTMKE OPraHOB rPyAHON KNeTKN
1 No3BOHOYHMKA, MPT (puc. 1, a-8), KT (puc. 1, 2—e). MPT,
pexnmbl T2 W) BbiABNEHO OBYCTOPOHHee napaBepTe-
6panbHoe obpa3oBaHue, copeprKallee cekBecTpbl. Mme-
eTca cybToTanbHaa gectpykuma ten Thyn Thy Ha 1/3 nx
BbICOTbI, CTEHO3 MO3BOHOYHOIO KaHana Thy 3 ¢T. n npu-
3HaK1 MUenionaTny Ha STOM YPOBHeE. DMUKOHYC CY>KeH O
2-3 MMm.

B KnvHWKe BbINOMHEHA AEKOMMpPeCccnBHO-CTabunu-
3upytoLaa onepauma Ha NO3BOHOYHUKE: TAMUHIKTOMMA
Thyyx AEKOMMPECCUA TBEPAON MO3roBOIN 060I0UKM N Me-
HuHronus, TN® Ha yposHe Thy,-L,, 8 onopHbIMK 3nemeH-
Tamu (puc. 2).

MNMocneonepauroHHoe TeueHne 6e3 0CcoBeHHOCTEN.
locTaBneHa B KopceTe Ha 2-e CyTKM Mmocsie onepauuu.
Ha ¢oHe npoBefeHHOro neveHna oTMeyanocb yBenu-
YyeHue Cunbl B HUKHUX KOHEYHOoCTAX Ao 3-4 6annos,
ASIA 96/108). MNauneHTKa BbiNMcCaHa 13 KIVHWKN B YAO-
BneTBoputenbHoM coctosaHun, ODI=36). B ganbHenwem
nposogunacb JIOK, nayneHTka nonyyana 6ucdocdoHaTbl.

Mpn npoBefeHNV 2UuCMoOJI02UYECKO20 UCC/1e00-
8aHUA BbLIABNIEHO YBeNMYEeHMe MacCbl U HapyleHue
APXUTEKTOHUKM KOCTHOTO BelecTBa. KoCTHble KneTkn
6ecnopsAafoYHO HarpoMoXAeHbl 1 06pa3yoT Xapak-
TEepPHble OKPYrble CIOUCTblE CTPYKTYPbl, HEPaBHOMEP-
HO pacronaratwowmeca B 061acTAX dHXOHAPaNbHOroO

6

Puc. 2. CaruttanbHas (a) n akcuanbHas (6) KT nauuenTkm K., 68 net, nocne [eKOMNPecCUBHO-CTabUIU3NPYLoLLein onepaumn. CoxpaHaTcs ABy-
CTOPOHHWe napasepTebpasnbHble paspacTaHus KOCTHON TKaHW, KOCTHO-(hMOPO3HbIA 610K Ten Thy, 1 Thy,
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a

6

Puc. 3. Tuctonoruyeckoe nccneposanue naumenta ¢ ALOMM Il Tna: @a — ynnoTHEHMe KOCTHOW TKaHW, 04aroBas NeTpudnkaums; 6 — 0CcTeoneTpos:
KOCTHas TKaHb YNNOTHEHA, AUCTPOGNYECKNE MBMEHEHMS OCTEOLUTOB, oMOPO3 NMNOUAHOIO KOCTHOrO MO3ra, rpynmnbl 0CTE0KNAcToB 63 hopmu-
pOBaHUs Pe30pOLNOHHBIX NaKyH. OKpacka reMaToKCUIMHOM 1 3031MHOM, X200

pocTa. OcTeoKnacTbl UMET 06bIYHYI0 GOPMY, NPU3HAKNK
pe3opbummn KocTu (nakyHbl Xaylumna) He onpeaensaoTcs.
B octeouuTax onpegenaTca guctpoduryeckme n HeKpo-
TUYeckune nameHeHusa (puc. 3).

O6cyxpaeHne

AyTOCOMHO-AOMWHAHTHbIN TWUM OCTEeOorneTpo3a fAB-
NAeTCA pefKUM reHeTnyeckum 3aboneBaHuem, KOTopoe
Jonroe Bpems npoTeKaeT oCTaToYyHO bnaronpuAaTHo. Ku-
dockonnotnueckme gedopmauiv NO3BOHOYHUKA MOTYT
NPOABNATLCA faXe NPU He3HAUNTENIbHbIX TPaBMax onop-
HO-ZBMraTeNbHOW CMCTEMbI U ABAAETCA NO 6onbluel mepe
CNyyariHOWM HaxO4KOM.

B KNMMHMUECKMX NprmMepax «anmarHOCTUYECKas» U «Xi-
pypruueckas» nay3bl coctaBnanu 6onee 1 roga. Boias-
neHHble y naymeHta N2 1 npy MPT n KT gecTpyKTuBHbIe
M3MeHeH/A B MO3BOHKaX C 3K30PUTHbIM POCTOM 1 CTEHO-
3MpOBaHeM MNO3BOHOYHOIO KaHana B rpyaHOM oTAene
6blIM TPaKTOBaHbl Bpayamu B MOJIb3y «MHPEKLNOHHOIO
CMOHAWNKTAY, B OLHOM CJ/lyyae nauueHTy Gbina HasHaye-
Ha NpoTMBOTYbepKyne3Hasa Tepanus ex uvantibus. Mopo6-
Hble nyyeBble 1 KIUHUYECKNE NPOoABEeHUA MOrnn ObiTb
He TONbKO MpY MHOEKUMOHHbIX CMOHAUANTAX, HO U NpU
OMNyXONEBbIX 1 OMyX0s1enofobHbIX 3aboneBaHusax. B gnuo-
depeHumpyemyto rpynny 3aboneBaHuin Takxe cnegyet
BKJIOUATb 1 ApYyrve BapuaHTbl rMnepocTo3a: OCcTeockKne-
poTnyeckue metactasbl, 6onesHb Mepxeta, muenodu-
6po03, bonesHb Iparenima-Yecrtepa (HenaHrepraHCoBbI
TUMN TUCTUOLNTO3a), CePrNOBUAHOKIETOUYHaA 6one3Hb, rv-
nepsutamnHo3s D, runonapatupeos n 1.4. [17].

MpoBeneHre TpenaHOOKONCUN, NOCTE BbIABIEHHON
npu MPT gecTpyKuuu rpyfHbIX NO3BOHKOB, HE NMO3BO-
nuno Bpayam BoBpemsa BepuduLMpoBaTh 3aboneBaHue.
Tem He MeHee OTKa3biBaTbCA OT 3aKPbITOM UM OTKPbITON

rMCTONOrMYeckon BepudnkaLmm He ctouT. [OBTOpHbIe
rMCToNornyeckne nccnefoBaHNAa B paccMaTpUBaeMbixX
KIMHNYECKNX CITyYasax MOMOTN UCKIYNTb OMyXOseByto
M BOCMAnuTeNbHy0 npupogy 3abonesaHus. MNpu mop-
donormyeckom nccnenoBaHumM 6binn BbliBNEHbI GpUOPO3
KOCTHOrO MO3ra, 3aMeLLeHne ero »>KMPOBOW TKaHbIo, 0Yaru
paccacbiBaHNA KOCTHOW TKaHW U TMraHTCKME OCTEOKIIaCTbl.
B nnaH Bo3MOXHOro foobcniefoBaHMA CieoBasio BKIIO-
ynTb cumMHTUrpaduio ckeneta ¢ TexHeunem-99 nnu ra-
NMem-65, NO3UTPOHHO-IMUCCUOHHYIO TOMOTpaduio, UTo
NMo3BONNIO Obl BbIABUTb AOMOSHNUTESIbHbIE JIOKYCbl KOCT-
HbIX NnoparkeHunn [20, 23].

leHeTnuecKoe TecTMpoBaHMe faeT BaXKHY0 MHOOP-
Mauuio Bpayam npu nocTaHOBKe AMarHo3a, MOCKObKY
No3BONAET UCKNIOYNTb HaCcNeACTBEHHbIE OCTEOCKepo-
3vpylowme gucnnasmm (Takme Kak HemponaTtuyeckumi
MHGAHTUNBbHBIV OCTEoNeTpPo3, MHGaHTUNBHbBIN OCTeone-
TPO3 C NOYEYHO-KaHasbLieBbIM aLMA030M, OCTEOMONKM-
nuu, cuHppom byuwke-OnneHgopdd), nMkHoAM30CTO3,
MHGAHTUNbBHBIN OCTEeoNneTpo3 ¢ MMMyHoAedULUTOM
(MHbaHTUNBHBIN ocTeoneTpo3 C AedULUTOM agresun
nenkountoB — cuHgpom JIAL-1l), nporpeccupyto-
wue gradmsapHolie gucnnasum (bonesHb Kamypattm-
DHreflbMaHHa), BPOXAEHHOE HapyLUeHNe pa3BUTMA KO-
cTen (osteopathia striata with cranial sclerosis — OSCS)
[26]. Ba>kHOCTb NpoOBefeHns 3TOro nccyiefoBaHusa ooy-
CcnoBreHa HeoO6XoAUMOCTbIO BbIABNIEHUA «TPYMMbl PU-
cka» n npodunaktuku AOMN y poaCTBEHHMKOB NaLeH-
Ta, MOCKOMNbKY BEPOATHOCTb €ro NpoABNEeHNA MMeeTcA
y 25-50% peten.

Hebonblwoe KonmuyectBo HabnogeHnn n onybnu-
KOBaHHbIX nccnegosaHuin no AJOI ymeHbliaeT BO3-
MOXHOCTb pa3paboTaTtb Hay4yHO 0O6OCHOBaHHbIE peKo-
MeHJauuy nNo BeAeHUto 3TUX nauuneHToB. MayneHTam
BbIMOJIHAIOTCA Pa3finyHble NasInaTMBHbIE XUpYypruye-
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CKMne BMeLaTenbCTBa C CUHAPOMHbBIM noaxogom [27-31].
B cooTBeTCTBUM C BEAyLW MMM CUHAPOMaMy 3aboneBaHunA
B pacCMaTprBaeMblX KNMHMUYECKUX CiyYasx Obiin BbINOSI-
HeHbl AEKOMMNPECCMBHO-CTabUNM3NpPYIoLLVie BMELIATE b-
CTBa, KOTOpble MNO3BONUIM B ONMXKalliem nocneonepa-
LMOHHOM MepuroAe NOAYUNTb Perpecc HeBPOJIOrMYECKON
CMMNTOMATUKN. [TOCKOSIbKY 3TUONOMMYECKOro fleYeHns B
HacTofLlee BpeMs He CyLecTByeT B KauecTBe BCNoMOora-
TeNIbHOW KOHCEPBATMBHONM Tepanuu, NpegnaratTca ne-
YyeHne UHIIMOUTOPAMN KOCTHOW pe3opbLmm, yrHeTeHre
AKTMBHOCTM OCTEOKNIACTOB, rnnepbapnyeckan okCuMreHa-
Lus, Tepanns Me3eHX1MabHbIMU CTBOJIOBBIMU KIIETKaMM
[20, 25, 32].

3aknouyeHve

Takum 06pa3om, OCTeoneTpo3 MpefcTaBaAeT Co-
60l peaKylo MaToNoOrMio CKeneTa, Xapakrepusyemyio

Xupyprus, TpaBmaTonorus u opronegus

M36bITOYHON MUHEPATbHON MAIOTHOCTbIO KOCTHOW TKaHM,
BbICOKOW BEPOATHOCTbIO BO3HWKHOBEHWA NEPeioMOB U
CBOEOOPa3HOWN HEBPOSIOrMYECKON CMMNTOMaTMKoN. Pac-
CMaTpuBaeMmble KITMHUYECKME ClyYan NPeacTaBiaoT UHTe-
pec He TONbKO C TOUKU 3peHA CNOXKHOCTY ANArHOCTUKM, HO
1 onpepeneHnsa TakTUKK ledeHnA. [oCKosbKy aTronormye-
CKOrO JleYeHMsl He CyLLecTByeT Npu nepenomMax Tesl No3BOH-
KOB, MaLMeHTaM BbIMOMHAIT CUMMTOMAaTUYeCKOe NleYeHne
N «NannuaTrBHbIE» XMPYPrYecKre BMeLlaTeNbCTBa.

OrpaHuueHue. Hebonbloe KonmyecTBo Habnoge-
HUI 1 onybnMKoBaHHbIX nccnepgoBaHuin no Ol cHuKatoT
BO3MOXHOCTb pa3paboTaTb HayYHO OOOCHOBAHHbIE PEKO-
MeHAALMM No BEAEHWIO 3TUX NaLUEHTOB.

KoHGnuKT nHTepecoB. ABTOPbI 3aABNAT 06 OTCYT-
CTBUMN KOHNIMKTa MHTepecoB. ViccnenoBaHme npoBoau-
nocb 6e3 BHewHero pMHaHCMPOBaHMA

Bce yuyacTHuMKM nccnepgoBaHmna nognucbiBanyu MHGop-
MUWPOBAHHOE cornacue.
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