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"KimmHuKabsIK sxargai'

Kupuwyy. Keipreizcrania yi-0yaeayk MeIUIMHAHBIH KCHUPH JKaUbLITbI-
IIbIHA OalIaHBIIITYy ara OalIaHBIIITYy HEBPOJOTHSUIBIK MATOJIOTHSICHI
KaHa KONTereH oopylapbl Oap OedTamTapiabl Oamikapyy macelnenepu
OYTYHKY KYHZ© aKkTyaiayy Ooiyn caHanar. bapIbik xepiae aTepocKiepos,
KaHT AuabeTH, THIIEPTOHMS KaHa KOPOHAP/BIK CHHAPOMY MEHEH KOIITOJITOH
00pYITyyJIap M3WIICHHUI jKaTca, CeHpeK Ke3Memyydy nartoiorusiap Hayap
W3WIJCHTEH KaHa AapbIrepiIepIuH KeHUPHU YoiipecyHe Oenrucus 00iaoH
Kanyyaa. Yiryra OailIaHbpIIITyy MEH HHTEPHUCTTEPIUH, SHJOKPUHOIOTAOP-
JIyH, PEBMATOJIOTIOPAYH, OPTOIEAASPINH jKaHa HEeBPOIIATOIOTIOPAYH THE
HIeNTyY IMaToJOTUsACH - [lareT 0opycyHYH OUp yIypyH KOOMIYK U3HIII06Te
CYHYII TarbIM KeJau.

Hzunooeonyn maxcamol - VIITUH MakcaThl OOPYHYH HETH3TH KIMHUKAJIBIK
aHa (QYyHKIIMOHAIIABIK KOPYHYIITOPYH 0asHI00, OCIMH jKaHa MyyHJap-
JIBIH OOPYIIIy MEHEH OOpyraH OeWTantap MEHEH KeHEIIYYIo, JapbirepanH
MPAKTUKAJIBIK UIIHHAE STHATTHIK MEHEH M3WIIT00 KYPTY3YY.
Mamepuanoap scana vikmanap. VIINTUH MaTepUaiapbl 0OPYHYH TapbIXbIH,
COMATHKAJBIK YKaHa HEBPOJIOTUSUIBIK CYPOTYH OmnaupeT. Herusru uncTpy-
MEHTAIJIBIK TUATHOCTHKAJIBIK BIKMAaChl pEHTTeHOTrpadusl )kaHa KaH/arsbl Iie-
no4TyK pocdarazaHblH aHATHU3H.

Hamuiuocanap. JKypry3yJireH HIITEPIUH JKBIABIHTBITBI KOPCOTKOHOM,
OOPYHYH HETH3TM KIMHHMKAJBIK KOPYHYLIY COOKTOPHO ’KaHa OMYypTKa
0OIOHIIa 00PYY, COOKTYH Je(hOpPMAIIHACH], NATOJOTHSIIBIK CBIHBIKTAp, Ol
COOKTYH COOKTOPYHYH JKaOBIpKaIIbIHAH ylIaM IYJIOMIYK XKaHa COKYPIOYK
Oourym caHanart, Oyl peHTIeH MEHEH TacThIKTalraH. [lareT oopycyHyH 1a0o-
PaTOPHUSUIBIK BIPACTOOCY MIENOYTYK (ocdaTaza akTUBAYYIYTYHYH JKOTOPY-
Janiel OOITYTI caHaar.

JKvitivinmuolewt. KbIprei3cTaHIbIH OYTYH10W KaJIKbIHBIH apachlHa MyYH/AD,
COOKTOp XKaHa OMYPTKAIapAarkl 00pyJIap/bIH KoM Tapaibinibl [laret oopy-
CYHYH T€3-Te3 TapaJIbIIIbl MYMKYH SKEHAUTUH alTMHEeNIeHT xkaHa Oy Ho30-
norust 6OIOHYA JaphIrepliepre MaaabIMI00 3aPbUIIBITBIH KOPCOTYIT TypaT.
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KLIpF bI3CTAHABIH CaJlaMaTTbIK CaKTOO

Knununuyecknii cayuaii 6os1e3uu Ileqkera ¢ mopaxkeHneM HepBHOM CUCTEMbI
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Knnnngeckuit ciyuait

Beedenue. B CBsI3M ¢ IIUPOKUM BHEIPEHUEM CEMEHHON MeauIuHbI B KbIp-
TBI3CTaHE CErO/IHsI AKTYaJ bHBI BOIPOCHI BEJICHHs OOIBHBIX CO CMEXKHOMN HEB-
POJIOTHYECKOM MATONIOTHEH MPU MHOTHX 3a00JIeBaHUsIX. ECIIH KOMOPOUIHBIX
OONIBHBIX MPU aTePOCKIIepo3e, caxapHoM auadere, ['b, KOpOHAPHOM CHH-
JIPOME UCCIIEITYIOT TOBCEMECTHO, TO PEIKUE TTATOJIOTHH OCTAIOTCSI MAJION3-
YUEHHBIMH U HEM3BECTHBI IMUPOKOMY KPYTy Bpadeil. B cBsi3u ¢ uem XoTe
JIOCh K ITyOIMYHOMY M3YUSHHUIO MPEACTABHUTH CITydail CMEXHOH MaTOJIOTHH
TeparneBTOB, YHAOKPHUHOIOTOB, PEBMATOJIOrOB, OPTOIEIOB U HEBPOJIOTOB —
6osne3nsb Ilemxera.

L]envio paboTHI SABISIETCS paccka3arh OCHOBHBIE KITMHUYECKO-(DYHKITMOHATb-
HBIe TIPOSIBIICHUSI OO0JI€3HU, [Tl HACTOPOYKEHHOTO MCCIEAOBAHUS ITPU KOH-
CYJbTAlUAX TAIHEHTOB ¢ OOIEBBIM CHHAPOMOM B TIOSICHHIIE M CYCTaBax, B
MPaKTHYECKOM paboTe Bpaya.

Mamepuanvt u memoowt uccredosanus. B marepuanax paboTbl J0JI0KEHA
UCTOpHsI OONE3HH, COMAaTHYecKasi U HEBPOJIOTHYeCKas KapThHa OONe3HH.
OCHOBHBIM HHCTPYMEHTAJIBHBIM METOJIOM THATHOCTHKH SIBIISICTCS PEHTIe-
Horpadus U aHaIKU3 MIEITOYHOH (Pocdarasbl B KPOBH.

Peszynomamul. B pesynbrarax pabOThI MOKa3aHO, YTO OCHOBHbBIC KITHHUYE-
CKH€ MPOsIBIEHHs O0JE€3HU — 3TO OOJIEBOM CHHAPOM B KOCTSIX H IO XOIY
MO3BOHOYHUKA, JehopMariys KOCTeH, MaToIoOrHIecKre MepeoMbl, IITyX0oTa
U CIIETIOTA BCIIENICTBUE TIOPAYKEHUH KOCTEH ueperia, TIOATBEPKICHHAsI PEHT-
renojorudecku. JlaboparopHoe monteepxaeHue o6onesnu Ilemxera sB-
JISICTCS TIOBBIIICHNE aKTUBHOCTH HIEIOYHOM (hocdarasbl.

Bb1600b1. BEIBOIOM pabOThI SIBHIOCH, YTO BBICOKAsT PACpPOCTPAHEHHOCTh
0O0JIeBOTO CHHIPOMa B CyCTaBaX, KOCTSX U IMIO3BOHOYHHKE CPEAN BCETO Ha-
cenenust KpIprei3cTana npeanoiaraeT BO3MOXKHYI0 00Jiee 4acTyIo pacipo-
CTpaHeHHOCTh Oone3Hu [le/pkeTa U AUKTYET HEOOXOIUMOCTh HH()OPMHPO
BaHUS CPEIU Bpadeil TaHHON HO30JI0THH.

A clinical case of Paget's disease with nervous system involvement

A.U. Toktomametova 1, B.B. Kadyrova 2
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2 Department of Special Clinical Disciplines of the International School of Medicine, Educational and Research and
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Introduction. Due to the widespread introduction of family medicine in Kyr-
gyzstan, the issues of management of patients with concomitant neurologic
pathology in many diseases are relevant today. While comorbid patients with
atherosclerosis, diabetes mellitus, GB, coronary syndrome are studied every
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“Clinical case"

where, rare pathologies remain poorly studied and unknown to a wide range
of physicians. In this regard, we wanted to present a case of related pathol-
ogy of internists, endocrinologists, rheumatologists, orthopedists and neu-
rologists - Paget's disease.

The purpose of the work is to tell the main clinical and functional manifes-
tations of the disease, for alert study in the consultation of patients with pain
syndrome in the lower back and joints, in the practical work of the doctor.
Materials and methods. In the materials of work the history of the disease,
somatic and neurological picture of the disease is reported. The main instru-
mental method of diagnostics is radiography and analysis of alkaline phos-
phatase in blood.

Results. The results show that the main clinical manifestations of the disease
are pain syndrome in the bones and along the spine, bone deformation,
pathologic fractures, deafness and blindness due to lesions of the bones of
the skull, confirmed radiologically. Laboratory confirmation of Paget's dis-
ease is an increase in alkaline phosphatase activity.

Conclusions. The conclusion of the work was that the high prevalence of
pain syndrome in joints, bones and spine among the entire population of
Kyrgyzstan suggests a possible more frequent prevalence of Paget's disease

and dictates the need to inform doctors of this nosology.

BeepneHne

bonesns [lemxera nHTEpECYET MHUPOKUI KPYT Bpa-
4eif — peBMaToJIOr0B, SHJOKPUHOIOTOB, TPAaBMATOIOTOB-
OPTOIIE/IOB U HEBPOJIOTOB. [IMarHOCTHYIECKHE MEPOTIPHS
TUS TIPH JAaHHOM 3a00JIEBaHUM JAOCTYIHBI BO MHOTHX
KIIMHAKAX, HO TATOJIOTHSI OCTAETCS MaJOU3YICHHON 1
MaJlo JUarHOCTUPYEMOM B MEIULIMHCKON Cpeie, UTo UK
TyeT HeOOXOAMMOCTD aHaJIN3a TUITUIHONW KITMHAYIECKOH
CHUTYalNH C LIEJIBI0 MEAUIIMHCKOTO 00pa30BaHus Bpadeil.

Bonesns [lemxera - xpoHmdeckoe 3aboeBaHUE
BCJIC/ICTBHE HAPYIIEHHOTO KOCTHOTO PEMO/ICIIUPOBAHNS,
MIPHUBOJAIIEE K YBEIMUYCHUIO pazMepa u aedopmanun
KOCTEH, MPOSIBIISIOIIEECS, MATOJIOTHIECKIMH MEPeo-
MaMH M apTPUTAMH OIHM3IIKAIINX CyCTaBOB, MIOPOH C
pa3BUTUEM OCJIOKHEHUU CO CTOPOHBI HEPBHOM CUCTE
Mbl. PacnpocTpanennocts cocrasiser 1,5-8% B mo-
MYJANNH, TPEUMYIIECTBEHHO CTPAAaloT MYKUYHUHBI 1
nuua crapue 55 net. HeBponoruueckue oCiaoXHEHUS
MOTYT HACTYIaTh Yallle BCETO NP MOBPEKICHNUN I10-
3BOHKOB M IPHBECTH K YIIEMJICHHIO HEPBHBIX KOPEIIKOB
WM MuenonaTtuu. MHorga mopaXxeHUH KOCTeH Tasa |
KPYITHBIX KOCTEH KOHEYHOCTEH MOTYT TPOSBISATHCS
CHUMITTOMaMH BBITIAJICHUS WK PA3APaKCHNS OIHM3IIeKa-
LIUX HEPBOB. A NpU MOPAXKEHUU KOCTEH uepemna — B
BHUJIE TIOTEPH CITyXa/3pEHUS BCIEICTBIEC MEXaHNIECKOTO
HapyIIeHNs] KPOBOCHAOKEHUSI 1 HHHEPBAIMHN CITyXOBBIX
u 3putenbHBIX HepBoB [1,2]. Ilpu Gomesnn Ilemxera
MOXET OBITh MPOSIBISATHCS B MOHOOCCAJIBHON MM T10-
nmroccaabHol hopme. [loparkeHne KOCTe! Py MOIHOC-
caJpHOH (hopme garre acuMMeTpudHoO [3].

Lenvio pabomul s61semca pacckazaTb MIMPOKON
ayauTopuu Bpadeil KblpreiscTana OCHOBHBIE KIIMHUYE-
cKO-(pyHKIIMOHAJIbHbIEC POsABIEHHs Oone3nu [lemxera,
JUI HACTOPOXKEHHOTO HMCCIIEOBAHMSI ITPH KOHCYIJIBTa-
LUSIX TTAIMEHTOB ¢ 0OJIEBBIM CHHAPOMOM B IOSCHHILIE U

CyCTaBax, B €KEIHEBHOM MTPAKTUKE.
MaTepmanbl n MeToabl

OCHOBHBIM MHCTPYMEHTAJIBHBIM METOJIOM JHarHo-
CTHKH SIBIISICTCS peHTreHorpadus u menounoi pocda-
Ta3bl B CBIBOPOTKE KPOBH. THIIMYHBIMU PEHTTCHOJIOTH
YECKMMH MPU3HAKaMU SBJISIOTCSI OCTEOCKIIEPO3, Uepe-
JYIOIIUICS y4aCTKaMH OCTEOJIHN3a, yBEINYEHHE KOCTH U
nedopmarysi. Bo3MoXHO poBeieHHe CIIUHTHTPAPHH
KOCTEH, KOTOpast TIO3BOJIUT BBISIBUTH ACUMIITOMHBIE T10-
pakenus koctei [1,2]. Bermeonncanasie METOIBI J10-
CTAaTOYHO BBINIOJIHUMBI B KIMHUKaX KbIpreiscrana, 4to
TI03BOJISIET CBOEBPEMEHHO IMarHOCTHPOBATh 3a00JIeBa-
HHE.

Knunuueckuii npumep.

MykunHa, KbIprbl3 57 J€T, He CTpaJaloUuInil comaTu-
YEeCKOW IaToJOTHell oOparmics ¢ jkamodaMu Ha pac-
CTPONCTBO pa3ruOAHUsI CTOIBI U TTAJIbLIEB MIPABON HOTH,
HapylIeHHE YyBCTBUTEILHOCTH Ha THUIE CTOMBI U B 1-
OM MEXXITaJILIIEBOM ITPOMEXYTKE IPaBOi HOTH, MOXY/Ie-
HUE MBIIII] TIPaBOH TOJICHH. A Taxoke 00 BO BCEX KOC
TSIX, B OSICHUYHOM OTJIEJIE TI03BOHOYHUKA, HE KyIHpYye
bl mpuemom HIIBC. Kpome Toro, oTmedaeT oTcyT-
CTBHE CIIyXa Ha IIPABOE yXO.

Anamnes 6onesnu: J|BuratenbHBIC pacCTPOUCTBA B
IIPaBOil HOTe BO3ZHMKIIHU B PE3yJbTaTe NEPEHECEHHOTO
TIepesioMa CpeIHeTO CerMeHTa Mao0epIIoBON KOCTH —
JIMHUS TIOBPEXXJCHUS IIPOXOAUT B 00JIACTH Tela KOCTH.
Ilepenom nomyumi B anpene 2023 1 nocie HEITOBKOTO
MIPBDK Ka Ha HeOoJbIIoe paccTosare okoio 20 -30 can-
TUMETPOB. B Teduennn 67 qHE ToneHb OblIa pUKCHPO-
BaHa THUIICOBOM mMHOM. [Tocite CHATHS THIICOBOM IITUHEL,
Ha PEHTICH BBISABIICH HEIPABUIBHO KOHCOIUINPOBAH-
HbI niepesoM. Kpome Toro, cienyer OTMETHTb, YTO C
2014 romga y 6016HOTO OBLTO HECKOIBKO STIH30/I0B ITepe
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noma xocteit. Tak B 2014 — mepenom mpaBoil KITFOYHIIET
BCJIEZICTBUE TPSIMOTO yZapa B IUIEYO NPHU CIIOPTHBHON
TpaBMe. Tak Kak KOCTh ObLTa pa30uTa Ha HECKOJIBKO Ya-
CTeii ObLTa TIpoBeIeHa ONepaIys ¢ pa3MEeIIeHHEM (PHK-
CAITMOHHBIX YCTPOMCTB - CTEPIKHEH, KOTOpBIE HE0OX0AN
MBI 7SI IOAJEP KAHNS TIPABUIIBHOTO TTOJIOKEHHS KOCTH
BO BpeMms 3akuBieHus. B 2015 roxgy momyqmn nepenom
JFICTAIEHO TO MeTasr(u3a JIydeBOi KOCTH CleBa («IIyd
B TUIIMYHOM MECTE)) IIPU MPSIMOM T1aJICHUH Ha BBITSIHY-
Tyto pyKy. KoHCOMmaanus KocTu JOCTUTHYTa HaJIoXKe-
HHEM TUTICOBOW TOBS3KHM Ha 46 muer. B 2017 momyunn
3aKPBITHIA, KOCOW TIEPEIIOM JIy9eBOH KOCTH 6e3 cMmere-
Husl. BHOBB OblIa HaJO)KEHa TUIICOBAs MOBs3Ka Ha 54
nHA. Bee nepenombl ObIIH paclieHEHBI KaK TpaBMaTHIC-
CKHE, IIPH 3TOM MEXaHWIECKOE BO3JEHCTBHE OBIIO MU-
HUMaJIbHBIM. A CPOK KOHCOIUAAINH OBLT 4y Th OOIBIIIE,
YeM NP TPaBMaTHUECKUX Meperaomax. Hukakux momo-
3pEHUI Ha NaTOJIOTMYECKUN XapaKTep MEepeIoMOB y Ia-
LMEHTa MOH KOJUIETH He 3arono3puin. Cienyer oTMeTn
Th, YTO CHIDKEHHE CITyXa MosiBIIoCch B 2018 roxmy, 66110
mposeneHo MPT romosHoro mo3ra 0,5 Tecn, rae opra-
HUYECKHUX M3MEHEHHH BEIECTBA MO3Ta HE OOHAPYKEHO.
A B TedyeHuu 1 roga HacTynuiIa MoJiHas NIyXoTa Ha rpa-
Boe yxo. b ocmotpen nop Bpagom I'CB, Bocmamnm-
TENBHBIX M3MEHEHUH CPETHETO YXO HE BBISBICHO.

Anamnes ocuznu: MyKanHa eANHCTBEHHbIH peOEHOK
B ceMbe. Poc 1 pa3BuBascs, HE OTCTaBasi OT CBOMX CBEP
ctHukoB. J{o 2014 rona, To ecTh 10 47 1T, BEJl aKTHUB-
HBI 00pa3 KWU3HU, 3aHUMAJICS CTIOPTOM, (HyTOOIHUCT-
moburens, pabotan B opuce. Kypun oxomo 5 met B
Bo3pacte ¢ 20 mo 25 net. M3-3a 60omeBoro cuHApOMA B
KOCTSIX ¥ HEOZHOKPATHBIX TIEPETIOMOB MEPECTAIl 3aHH-
Matbcs criopToM B 50 JieT, a mocie yTpaTsl ciryxa B 52
rozia BEIHYKAEH ObLT yBONMUTHCA. Pogurenn ymepnu B
BO3pacTe 74 neT, ManueHT He 3HAeT, YeM OHU MOINH
cTpazarb. Y OJM3KUX POICTBEHHHUKOB YAaCTBIX TEPENO-
MOB Wi Aedopmanuu kocTei HeT. FimeeT Tpex modepeit
21, 17 u 11 net. JleBouku Ha cBOE 3I0pOBHE HE XKa-
nytorcsi. Takum 0Opa3om, He 0OHAPYKEH OTATOIICHHBIH
HACJIEZICTBEHHBIH (pakTop.

Knunurxo-gpynkyuonansnas ouaznocmuxa.

Poct 176 cm, Bec 72 kr. 'emogunaMuka cTaOMIbHAs.
Comarndeckoii maTonorun HeT. HeBponorngeckuii oc
MOTP BBISIBIJI IIPOSIBIICHUS] TOPAKEHHST MaJIoOEpIIOBOTO
HEpBa B BUJIE TIO3UIINH ITOJOIIBEHHOTO CTHOAHUS CTOITBI
W pOTAIUs CTOIBI BHYTPH C aTPOPHUE METKOH MYCKY-
JaTyphl Ha THUIE CTOMBI, YTO MPOSIBIISETCS 3aIlaficHUEM
MEXKOCTHBIX ITPOMEXYTKOB M 00JI€Basi THIIOCTE3HS HA
TBUJIE CTOITBI ¥ B 1-OM MEKIAIBIIEBOM ITPOMEXKYTKE CTO
bl ¥ yTHETEHHE axmmioBa pediexca cmpasa. ToHyc
MBIIII] PABO CTOIBI CHUKEH, MBIIIIEYHAsI CUJIA B CTOTIE
4,0 6amn. Jedopmanus mpaBoii HOTH HIUKE YPOBHS KO
neH. KoxHble TOKPOBBI IPABOM HOTU OTEYHBIE, C LHMa-
HO30M U THuneprepmuceii. [lopaxxenne mamo0epIoBoro
HepBa nmoaTBepxaeHo DMI. Kpome Toro, otmedaercs
60J1eBOI CHHAPOM BO BCEX KPYITHBIX KOCTAX H B IIO-
SICHUYIHOM OT/IeJIe TTO3BOHOYHMKA, Oe3 uppanuamu 60-

aeBoro cuHApoMa. CyXO)KMIIbHBIE W TIEPHOCTAIbHBIC
pedIeKcH ¢ pyK CpenHeH JKHBOCTH, paBHOMEPHEIE C 00€
UX CTOPOH, KOJECHHBIH, aXUIIOB pedIieKc paBHOMEPHO
C JIBYX CTOPOH O>KMBIICHBI. [1aTOIIOrHUECKIX KHCTEBBIX
U CTOITHBIX pediexcoB He 00Hapy)eHO. UyBCTBUTEIh-
HBIX HapyIIEHUH He 00HapykeHo. Jledopmarimii MemKkux
CyCTaBOB He BBIABICHO. OTMedaeTcst Ku(OCKOIN3 HIK
HE-TPYIHOTO U MOSICHUYHOTO OT/IeJa TO3BOHOYHHKA.

CranmapTHOC OHOXMMHYECKOE NCCIICAOBAaHHE TTOKa-
3aJI0 TTOBBIIICHUE aKTHBHOCTH IIEIOYHOH (hocaTaszsl
1o 702 En/n (HopMma y B3pocibix MyxkdauH 116-468 en/
a).

OCHOBHBIM HHCTPYMEHTAIbHBIM METO/IOM JIMarHO-
CTHKH SIBISIETCS peHTreHorpadus. Y OOIbHOTO BBISBIIE
HBI TUIINYHBIMH PEHTTCHOJIOTNYECKUE IPU3HAKH OCTEO-
CKJIEPO3a, YEPEAYIOIINICS yIaCTKaMH OCTEO0IN3a B T10-
SICHUYHBIX TI03BOHKaX. Ha peHTren uepena oOHapyxeH
OCTEOCKJIEPO3 BUCOYHON KOCTH, YTO BBI3BAJIO CIABIIE-
HUE CIIyXOBOI'O HepBa U MIyXoTy. Ha peHtren kocrei ro-
J€HN BBISBICH HENPAaBWIBHO KOHCOIMIUPOBAHHBINA
TIEPEJIOM CPEIHETr0 CETMEHTa MaloOepIOBOIl KOCTH.

IIpenBapurenbublil quarno3. [lpu nono3penun Ha
6omne3nb [lemkeTa aHAM3UPYIOTCS TIPEXKIE BCETO aHAM-
HE3 U pe3ynbTaThl ocMoTpa nanuenTa [1,2]. [lpu cbope
aHaMHe3a 00palaroT BHUMaHNE Ha Hann4ue 3a0oeBa-
HUH ¢ TOZOOHBIMU cHMIITOMaMu Ooje3Hu [lemxkera y
POZICTBEHHHKOB, HAJIMYME B aHAMHE3€ y MAlMeHTa MO-
Jlarpel, ICEBIONIOAATPBI, APTPUTOB, 7KaI00 Ha yBEIUe-
HHUE Pa3MEpOB TOJOBBI, TOJIOBHBIX OOJIeH, CHMKEHUS
ciryxa u 3penust. [Ipu ocMoTpe oOpamaoT BHUMaHHE Ha
THIIEPTEPMUIO, OONIE3HEHHOCTD, MPHUITYXJIOCTh WIIH JIe-
(hopmanmu B 061acTH iepuepruIeckux KOCTeH Min de-
pera, mo3BoHOUHHKA [3]. CTaHmapTHOE OMOXMMHUYIECKOE
HCCIIeIOBaHNe 00Ta1aeT OTPOMHON THATHOCTHYECKOM
LIEHHOCTBHIO, TaKk Kak Ooiyee deM B 80 % cirydaeB BEI-
SIBIIICTCS TTOBBIIIICHNE aKTUBHOCTH IEIOYHON (ocda-
Ta3bl. IHCTpyMEHTAIBHBII METO/l AMATHOCTUKH PYTHH
Hasl peHTTeHOTpa(us.

YuureiBas ne6roT 3a060eBaHus B 47 JIET, HATHIUE y
6o1pHOTO: 00K B KOCTSX, Ae(opMannu KocTel, BTo-
PUYHOTO OCTE0apTPO3 CYyCTaBOB, MATOJIOTMIECKUX IIe-
PEIOMOB KOCTEH, opaskeHne 00bI1e0epIioBoii KOCTH,
TI03BOHKOB M BUCOYHOM KOCTH Yepera, OATBEPKICHHAs
Ha peHTreHorpaduu, MOpPaXKEHNE CIyXOBOTO HEpBA U
MTOBBIIIICHIE aKTHBHOCTH INEJIOYHON (ocdarassl MBI
MPEAIoNIoKMWIN y naurenta bonesns Ilemxera.

CornmacHo knaccudukarnmu 6onesneir MKB10 6o-
ne3us [lemkera OTHOCHTCS K Kaccy O0e3Hel KOCTHO-
MBIIIEYHON CHCTEMbI U COCAMHUTEIBHON TKaHHU, OJIO0K
«apyrue 6one3Hm», kog M8S. Pazmmuaror: M88.0 Ilo-
pakenne yepera npu 6omne3nn Ilemxera; M88.8 [Topa-
JKeHHE IPYTHUX KocTel mpu Oone3nu [lemkera.

[TaneHT KOHCYNBTHPOBAH PEBMATOJIOTOM U CO-
BMECTHO C HEBPOJIOTOM YCTAHOBIIEH OKOHYAME1bHblil
ouazno3z: bonesns [lemxera momunoccanpHas Gopma ¢
mopa)keHNe Yepera u JPYTruxX KocTel (TT03BOHOYHHKA) -
M388.8
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bonesns [lemxera ¢ mopakeHuEeM HEPBHOU CUCTEMBI

Hunamuxa, ucxoowvt u npoznos.

ITaTorenernyeckoi Tepanuei sBIseTCs JJIUTEIBHOE
NpUMEHEHNEe aHTHPE30pOTUBHBIX Ipenaparos. [Tpena-
paramu HepBoi JMHUM 151 JiedeHust Oonesnu [lemxera
B HACTOsIII[EEe BPEMSI SIBJISIFOTCS a30TOCoIepIKarine Ouc-
(ochoHarsl: aNeHIPOHAT, PU3EIPOHAT, TAMUJIPOHAT, 30-
nenpoHat [4,5]. 30101poHOBasT KUCIOTA B HACTOSAIIEE
BpeMsi —caMblil 5 QEeKTUBHBINA Npernapar Jyis JIeUeHHs
6onesnu [lemkera.

Hamemy nanuenTy npenapar BBOAWICS 10 4 Mr B
100 mu1 pacTBOpa U151 UH(Y3HA, NTUTEIBHOCTH HH(Y3UH
30muH. MIHTEpBanbl MEXy BBEICHUSIMU — 4 HEJIeNu, TO
€CTb MAIUEHT MOJIy4YHI 6 HH(Y3UI 3010IpOHOBOIT KUC-
70Tbl. OTMEYaeTcs MOJIOKUTENIbHAs JUHAMHUKA B BUJIE
MOJIHOTO perpecca 00JIeBOro CHHApPOMaA, 0e3 mpUMeEHe-
Hus npenapatoB HIIBC u aHanbreTHKOB, HE BBISIBICHBI
HOBBIE OYark OCTEOCKIepo3a u aeopmMannu KocTed. A
TaKoKe a0COJIOTHAS! HOpMaJIM3alius ToKa3aTeliel 1mesod-
HOU ¢ocdarazer 422 en/n (kak Mbl IOMHUM HOpMa Y
B3pocCIbIX MykuuH 116-468 en/in). Koneuno, He Hacty-
nuJia HOpMaM3alys ciyxa, nape3 B CTOIe OCTajcs Ha
NpEeXHEM YPOBHE, HO MaleHT COOMPAETCsI BEPHYTHCS
Ha O(HUCHYIO padoTy.

[MTannenTty pekoMeH/10BaHO KIMHUYECKOe HaOIroIe-
HHUE, KOHTPOJIb MIeJI0YHOM (ocdarassl B kKpoH 1 pa3 B
3 Mecsila, peHTIeHOJIOTMYEeCKHI KOHTPOJIb 1 pa3 B o,
a B MOCJIEAYIOIEM NpHU CTOiKo# pemuccuu | pa3 B 3
roja. YUHUThIBas MOJOKUTEIbHYIO AMHAMUKY JajbHEi-
1Iee Ha3HaYeHUe 30JI0JPOHOBOI KHCIOTHI B BOZMOKHO
1 pa3 B 3 mecsina B npexxHen go3e 4 Mr B TeueHun |
roga. [Ipu oTcyTcTBHMUM penuauBa MojHas OTMEHA Ipe-
napara, a Ipu peuuanBe 3a00JieBaHNsl — ITOBTOPHBIE
KYpCBI JICYCHHUSL.

Creyer OTMETUTD IPUBEPKEHHOCTD MMalUeHTa K
NPOBOAMMOMY JICYEHHIO W HAJIUYUU TOOOYHOTrO 3(h-
(exTa B BHJIE T'PUIIIIONOI00HOTO COCTOSIHUSI BOBPEMSI
uH(]y3un 1 B TeUEHUHU 2-3 4acoB I10CJIE HETO.

O6cyxaeHne

[Ipupona 3aboneBanus HeusBecTHa. [1o muTepatyp-
HBIM JIAHHBIM PE/III0NIAraeTcs POJib TeHETHYECKUX (haK-
TOPOB, a TaKKe HAJMYKE BO3MOKHON MapaMUKCOBUPYC
Hoit uHdekmu [6]. Cpenu BUPYCHBIX TCOPHI PUIAAIOT
3HAa4YE€HHE BUPYCaM KOpH, SMUAEMUIECKOTO apOoTUTa U
cobaubeii 9yMeI [7].

I'enernueckne GakTOPHI UIPAIOT KIIOYEBYIO POJIH B
narorenese 0one3nu Ilemkera, u 3a mocienuue 20 et
B MUpE OBIIH JOCTUTHYTHI OTPOMHBIE YCTIEXH B BBISABIIC-
HUH T€HEeTHYECKUX BapUAHTOB, IIPEAPACIONArafonuX K
3a00JIeBaHUIO, 1 MEXaHU3MOB, C TOMOIIBIO0 KOTOPBIX
OHM BIUSAIOT Ha META0OIU3M KOCTHOW Tkanu. Hampu-
Mep, psaa oOmUX BapuaHTOB ObLT MIACHTU(DHUITUPOBAH
BHYTPHU WM PSAAOM C TAKUMH T'€éHaMH, KaK BapUAHTBHI JIO-
Kyca KosioHrectumynupyroiero ¢akropa 1 (CSF1) Ha
xpomocome 1pl3, rer Hykneonopuna 205 (NUP205) Ha

xpomocome 7q33, ren ontuneBpuna (OPTN ) Ha xpo-
mocome 10p13, B rene npodpuimna 1 (PFN1), ren B3au-
mogeiicteus Ras u Rab (RIN3) va xpomocome 14q33 u
HECKOJIbKO BAPMAHTOB PA3HbIX MyTalUil KOTOPBIX 10 OT-
JIeJIbHOCTH HEJO0CTaTOYHO, YTOOBI BHI3BATh 3a00JeBa-
HUE, HO KOTOPbIE ACUCTBYIOT KyMYJIITUBHO, 3HAUUTEIIb
HO yBEJIMUYMBasl pUCK pa3BuTus Oonesnu [lemkera [6].
Baxnoctb renetndeckux (paxropos mnpu oonesnu [len-
JKE€Ta NOBBIMIACT BEPOATHOCTL TOT'O, YTO I'CHECTUYECKOEC
npoGUITMPOBAHUE MOXKET UMETh KIIMHUYECKOE 3HAYCHHE
JJTA BBIABJICHUS JIML, TOABEPIKCHHBIX PUCKY 3360]1333-
HUSI, @ TaKkKe JUIsS ONpeJiesIeHUs] MapKepoB OTBETa Ha
JIeYeHHe.

BbIsIBIIsSIEMOCTh M pacIpOCTPAHEHHOCTh 0OJIE3HU
[emxera B Kbipreizcrane noka HenspectHa. Cucrema
MIOMOIIH OOJBHBIM OTCYTCTBYET. J[aXke moCcTaHOBKA JIH-
arHo3a He BCer/a BieYeT 3a co00i Ha3HaueHHe raTore-
HETHYCCKOTO JICUCHUS, TIOCKOJIBKY BpadH II0X0 HHAOP
MHPOBaHbI 0 BOBMOKHOCTSIX COBPEMEHHOTO KOHCEpBa-
TUBHOTO JieueHus 3abonieBanus. B nemnom 3adosneBanue
IUIOXO TUAarHOCTUPYETCsI, OOJIbHBIE 3a4acTyI0 HE MOIY-
YaloT a/IeKBaTHOTO JieueHust. OcoOeHHOe BHUMaHHE pe-
KOMCHAYCTCA YACIATD IMOXKXUIIBIM 6OH])H]JIM C HeO6’bﬂCHI/I
MbIMH 60J'I§IMI/I B KOCTAX U CyCTaBax. I[J'IH UCKIHOYCHUS
6onesnu [lempkera B 3TUX CiIydasx PEKOMEHIYETCsl Bbl-
HOJIHATH PEHTreHOrpaduIo KOCTeH U HCCIIeJOBAHUE I1ie-
J04HOH (hocdarasbl CHIBOPOTKH KPOBH, YTO PEKOMEH
Iy1oT 3apy0esxHblie kosuiern [1,2]. Y koneyHo, Hemaso-
BaXXHBIM BONPOCOM OyIeT '€HOTHIHPOBAHKUE TaHHOU
I1aTOJIOT'UH B K])lpFl:I3CTaHe.

3akntoveHne

bonesnn Ilemxera - XpoHudeckoe 3a0ojieBaHHE
BCJIC/ICTBHE HAPYIIICHHOTO KOCTHOTO PEMOJICTUPOBAHHS,
C pacmpoCTpaHeHHOCTHIO 1,5-8% mpenMyIiecTBeHHO B
€BpOINEHUCKON MOIMYJISIIIUU CPEU MYKUUHBI cTapuie 55
JeT ¥ mo3ToMy Ut KeIpreI3cTana sBIseTcst peaKoit ma-
tonoruei. OJJHaKO PacIpOCTPAaHEHHOCTh OOJIEBOTO CUH-
JpoMa B CyCTaBaxX, KOCTSIX U MO3BOHOYHUKE CPEIN BCETO
HaceJCeHHs MPEanoIaraeT BO3MOKHYIO OoJiee 4acTyio
pPacpoCTPaHEHHOCTh 3a00JIEBaHUS U JUKTYET HE00X0-
JUMOCTH HH(GOPMHUPOBAHKSI CPEAN Bpadcii JaHHOW HO-
30JIOTHH.

Hugpopmuposannoe coenacue. Ionyyeno noonucannoe
nayuenmom UHGOpMUposanHoe coznacue Ha nyonuKa-
YUio ONUCAHUSL KIUHUYECKO20 CIyyast, Oe3 YKa3aHue nuy-
HBIX OAHHBIX U PomoO.

Asmopul gvipasicaiom 01a200apHOCb C8OeMy Nayu-
enmy 3a 10be3Hoe compyOHULecmeo U co2nacue.

7Kazyyuynap ap KaHIaii KbI3bIKYbLIBIKTAPABIH YbIP KOKTY-
T'YH KapbIsJIaNT.
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