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B cratbe npeactaB/ieHbl COBPEMEHHbIE [laHHbIe O naToreHe3e, 0CO6EHHOCTAX KIMHUYECKMX MPOSBAEHUN U ANAarHOCTUKE
pPas/IMYHbIX BapMaHTOB XPOHMYECKOro HebaKTepnasabHOro («cTepuibHoro») octeomuenmta (XHO, aHm. chronic non-bacterial
osteomyelitis, CNO). [MpnBegeHo onucaHne HacaeACTBEHHbIX GOpPM 3abosieBaHusl, TaKNX KaK CMHAPOMbI Aepnuynta aHTa-
roHucta mHtepnaenkuHa 1 (DIRA), cTepu/ibHOro rHOMHOro apTpuTa B COYETaHUU C raHrPeHO3HOM MUOAEPMMUEN U aKHE
(PAPA-cuHApPOM), AM33PUTPONOITUHECKON aHEMUM B COYETAHMM C XPOHUYECKMM HebaKTepuasibHbiIM OCTEOMMWESTUTOM
(Majeed-cnHapom). B ocHoBe natoreHe3a XHO v poAcTBEHHbIX 3a6071€BaHN IEXUT rMNepripoAyKLmMs NpoBOCHaanTEIbHbIX
LMUTOKUHOB, B YACTHOCTU MHTEPJIENKMHA-1 3 u paKTopa HEKPO3a oryxou o. [puBeseHbl OCHOBaHHbIE Ha laHHbIX IMTeparty-
Pbl M COBCTBEHHbIX HABJIAEHUSIX PEKOMEHAAaLMU 110 AnarHocTuke v nedyeHmnio XHO.

KnroyeBble cnoBa: XpOHUYECKUI HEOAKTEPUAJIbHbIN OCTEOMMUESUT, ANarHOCTUYECKME KpuTepmmu, 6rucoceoHaTtbl, MIHTMOUTO-
Pbl paKTopa HEKPO3a OMNyxo/m .
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Chronic Non-Bacterial («Sterile») Osteomyelitis in the Practice
of Pediatric Rheumatologist, the Contemporary Diagnostic
and Treatment Approaches: Literature Review and Own

Data Analysis

The article presents the current data on the pathogenesis, features of clinical manifestations, and diagnostics of different variants
of chronic non-bacterial («sterile») osteomyelitis (CNO). The inherited forms of the disease, such as syndromes of deficiency
of the interleukin-1 receptor antagonist (DIRA), sterile pyarthrosis with pyoderma gangrenosum and acne (PAPA-syndrome),
dyserythropoietic anemia with chronic non-bacterial osteomyelitis (Majeed-syndrome) are described. The pathogenesis of CNO and
related diseases is based on hyperproduction of proinflammatory cytokines, particularly of interleukin-1p and tumor necrosis factor-c.
Based on the literature data and our own observations, the recommendations for diagnostics and treatment of CNO are presented.
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

Puc. 1. XpoHn4YecKni HebaKTepuanbHbit OCTEOMUENUT
1 POACTBEHHblE 3a60neBaHus

lMpumevarHmne. XHO — XpOHUYECKUI HEGaKTEpPUanbHbIV
octeomunenut; B3K — BocnanutenbHoe 3a6oneBaHue KUWeYHUKa;
MMM — nagoHHo-nogowBeHHbIM nycTynes; DIRA — cuHapoMm
neduvunTa aHTaroHncTa peuenTtopa MHTepnenkunta 1; SAPHO —
CMHAPOM COYEeTaHUs CUHOBUTA, akHe, NycTynes3a, rmnepocTosa,
octeuTa; PAPA — nycTynes, akHe, raHrpeHo3Has nuoaepmus,
apTpuTt. Onncaxme cuHapomoB SAPHO, DIRA, PAPA npuBeneHo

B pa3a. «<dacTtHble dopmbl XHO».

BBEAEHUE

XpoHHYyeckn HebaKTepuanbHbli ocTeomuennut (XHO;
aHrn. chronic non-bacterial osteomyelitis, CNO) — xpo-
HUYecKoe BocnanuTenbHoe 3aboneBaHWe CKeneTa HeWH-
PEKLMOHHOIo MPOUCXOXKAEHUS HEU3BECTHOM 3TUONMOMMKU C
MOHO- W My/IbTMOYAroBbIM MOPaKEHWEM, CKIIOHHOE K peLy-
avBupoBaHuio [1]. Beuay otHocutenbHomn peakoct XHO [2],
60MbNHCTBO Bpayer HeaocTaTo4HO OCBEAOMJIEHbI O AaH-
HoM natonorunun. CywecTBEHHOE ynydlleHMe 3HaHWi O narto-
reHe3e XHO B nocnefgHue roapl Npu BHO HEAOCTAaTOYHOM
yucne oTevecTBEHHbIX My6AMKaLUM, NPUHUMIWANbHOE CMe-
WeHWe OT XMPYPruyecKuUx NOoAXoAoB K anddepeHumpoBaH-
HbIM TepaneBTUYECKMM TpebyeT 4YeTKoro npeactaBiieHus
0 COBPEMEHHOM TaKTUKE €ro AMarHOCTUKU U NIeYeHMS.

Llenbto HacTosiuiero o63opa 6bi10 pacwUpUTb Npea-
CTaBfeHNE NPaKTUKYIOLWLMX Bpayen pasHbix cneunanbHOCTeN
0 XHO.

METOOJIOrUA

MCTOYHMKOM WHPOpMauuM ana ob63opa MNOCHyKH-
/1N MOMHOTEKCTOBbIE MyGAWKALMM B MHOCTPaHHbIX M OTe-
YeCTBEHHbIX XypHanax, OoTob6paHHble No 6a3e AaHHbIX
HauunoHanbHOM MeguuuHcKon 6ubnuotekn CLUA PubMED
(http://www.ncbi.nim.nih.gov/pubmed) 1 6a3e gaHHbIX pea-
Kunx (opdaHHbIX) 3ab6onesaHnin Orphanet (http://www.orpha.
net/consor/cgi-bin/index.php) ¢ rny6uHoW peTpocnexkTUB-
Horo noucka 10 net (2005-2015) npu MCNoib30BaHUK
KnoyeBbIx cnoB «chronic recurrent multifocal osteomyelitis»,
«non-bacterial osteomyelitis», «<SAPHO-syndrome», «DIRA-
syndrome», «Majeed syndrome», «Cherubism», «PAPA-

syndrome». Co6CTBEHHbIE AaHHble npeacTtaBfieHbl 37 Kiu-
HUYECKMUM HabNIOAEHUAMM, 2 U3 KOTOPbIX ONMUCaHbI B CTaTbe.

UCTOPUSA

Bnepsble XHO onucaH A. Giedion B 1972 1. Kak «nofo-
CTPbIA M XPOHUYECKUA CUMMETPUYHbBIN MPOLIECC» C MHOXe-
CTBEHHbIM CUMMETPUYHBIM JIU3UCOM B MeTadur3ax Tpyb4yaTbixX
KocTteln [3]. MaToreHe3 3a60/1ieBaHMA 00 KOHLA HE N3BECTEH,
OAHaKO BBMAY 4YacToW accouuauMu ¢ MMMyHoMaTonoruye-
CKMMMW 3a60/IeBaHUSIMMU ClefyeT NpeanonoXuTb Hanuuune
B €ro OCHOBE WMMMYHONOIMMYECKUX HapyleHun. Hanbonee
4yacTo BCTpevatloTcs accoumaumm XHO ¢ peBMaTUYeCKUMU
60NMe3HAMM, TaKUMW KaK MNafbMapHO-MOAOWBEHHbIA NYCTY-
nes, ncopuas, BocCManuTeNbHble 3a60NeBaHUS KULLIEYHU-
Ka (6one3Hb KpoHa, Hecneundpuyeckun A3BEHHbIN KOMUT),
LefMaKknsa, akHe, reHepannM30BaHHbIM MNycTyne3, CUHAPOM
CBuTa, AN33PUTPONOITUYECKA aHEMMUS, CKIEPO3UpPYIOLWMI
XOMaHIUT, 3HTE3UTACCOLIMMPOBAHHBIN apTPUT, OBEHWU/bHbIN
cnoHamMnoapTpuT, aptepunt Takascy, AHLUA-accoummpoBaH-
HbIM BackynuT [4]. B3anmocBasb XHO ¢ naTtoreHetuye-
CKM CXOXMMMW 3aboneBaHMAMM MpeacTaBneHa Ha puc. 1.
OnucaHa oTAroweHHasi HacneacTBEHHOCTb NO peBmaTuye-
CKMM M UMMYHOMNATONIOrMYEeCKUM 3ab60eBaHUAM cpean 6aum-
YaWlKUX POACTBEHHMKOB NaLMeHToB. Tak, No AaHHbIM OHOI0
13 Hanbonee penpeseHTaTUBHbIX UCCNef0BaHNUM, MOKa3aHo,
yto 50% petent ¢ XHO nmenu KoMopouaHble ayTOMMMYHHbIE
3aboneBaHuns, a 49% — OTArOLLEHHbIN CEMENHbIN aHaMHe3
no aTou nartonoruu [5].

MATOrFEHE3

B ocHoBe naTtoreHeda XHO nexuT aucbanaHc mexay
npo- ¥ NPOTUBOBOCMNANUTENbHLIMU LIMTOKMHAMMK, KOTOpbIE,
CBAI3bIBAsACb C PECMOHC-3EMEHTaMK psija reHoB, Crnoco6-
Hbl BUAOU3MEHATb MX PYHKLIMOHANbHYIO aKTMBHOCTb Yepes
CUCTEMY TPaHCKPUMNUMOHHBLIX dakTopoB [6]. Y nmauneHToB
¢ XHO no cpaBHeHWIO CO 340POBbLIMM AOHOPAMU BbiIBNleHa
CHWM)EHHas CNOHTaHHas W CTUMYIMPOBaHHasS MMNOMNOU-
caxapvaoM npoaykuus uHtepnevkuHa (MJ1) 10 moHouuTa-
MU nepudepmnyecKkon KpPoBM MpPU MOBLILEHUN OTHOLLEHUS
MHrMbuTopa daktopa Hekposza onyxonn (PHO) o K U1 10
(PHO a/WN1 10) [6, 7]. TakKe 06HaApPYKEHO BbICOKOE COAep-
*aHne ®HO a n WUJ1 6, 1 noKasaHa Koppensuus ypoBHS
®HO « co cTeneHblo KIMHUYECKOW aKTUBHOCTUM OCTEOMMUE-
nvta [4]. K BecbMa cyleCcTBEHHbIM JOKa3aTenbCTBaM posiu
LIMTOKMHOBOro ancbanaHca B natoreHede XHO cnegyeT oTHe-
CTW pe3ynbraTbl CEPUM KNTMHUYECKUX HabnoAeHUI, B KOTOPbIX
NPOAEMOHCTPUPOBAH MOMOXKUTENbHbIV KNTMHUKO-NabopaTop-
HbIM addeKT npumeHeHns 6aokatopoB WJ1 1 n 61oKaTtopoB
DHO « [8, 9].

B coBpeMeHHbIX MCCNefoBaHUsX YyKa3aHO Ha BaHYHO
posib UHbNammacom (6enKoBblX GEPMEHTHbIX KOMIMJEK-
COB, MPUCYTCTBYIOWMX B MOHOHYKNEapHbIX KIeTKax KpoBu
W NOJICErMEHTOSAEPHbIX HENTpodmaax) B GopmMUpoBaHmm
LMTOKMHOBOro ancbanarca [10]. UHOnammacombl cogepaT
6enok NLRP3 (Nucleotid-binding oligomerisation domain,
Leucine rich Repeat and Pyrin domain containing), npwu
MOMOLLM KOTOPOro MPOUCXOANT aKTMBaLMsA depmeHTa Kacna-
3bl 1 (KoHBepTasa WJ1 1B), npeBpallaloero HeaKTMBHYIO
mMonekyny npo-Ui 1B B aktusHyio ¢dopmy [10]. AKTMBaLMA
Kacna3sbl 1 nocpeactsom 6enka NLRP3 moxeT 6biTb Bbi3Ba-
Ha pas3nMyHbiMKM daKTopaMu, TaKUMU KakK GaKTepuabHble
TOKCWHbI, nNononancaxapuibl KNEeTOYHOM CTEHKM MUKPO-
OpraHnM3MoB, MUKPOKPWCTaN/bl MOHOypaTta HaTpus, MUpo-
docdara Kanbums U T.0. [11]. Mpu Hann4YMmn aKTUBUpPYLOLLEN
MyTaumn B reHe 6enka NLRP3 gaHHbIM NpOTEUMH HayuHaeT



o6nagatb M36bITOYHOW GEPMEHTATUBHON aKTMBHOCTbIO KaK
noj AEMCTBMEM BHELLIHMX CTUMY/OB, TaK M CMOHTAHHO, YTO
NPUBOAMT K runepnpofyKkumm U1 1B n 9BNSETCS OCHOBHbLIM
MexaHU3MOM B naToreHese LENoro Kiacca aytoBocnanu-
TeNbHbIX 3a6onesaHum [12].

lNokasaHo, 4To coaepraHue MPHK Kacnasbl 1, 6enKoB
NLRP3, ASC 1 UJ1 1B cyleCTBEHHO MNOBbLILEHO Y NaLMEHTOB
¢ XHO Kak B aKTMBHOWM CTaauu, Tak U B peMuccum 3abone-
BaHWSA NO CPaABHEHUIO C KOHTPONbHOM rpynnon [13]. Y nauyu-
€HTOB € aKTMBHbIM XHO Tak)ke onuncaHa n3bblTO4HAsA CMOH-
TaHHaa 1M CTUMYyNMpOBaHHas npoaykuma U1 13 1 6, a Takxke
rMNEePIKCNPECCHUss OCHOBHbIX KOMMOHEHTOB WMHdaMmacom
n NJ1 13 octeoknactaMu M3 30H BOCMNaneHns Koctu [13].

Pan ayroBocnanuTebHbIX CUMHAPOMOB, CBS3aHHbLIX C
MyTaLuAMK B reHax, onepupytowmx B U1 1B3-3aBUCMMOM
CUrHanbHOM MyTH, conpoBoXaaeTca Hanunynem XHO B Knu-
HUYECKOM KapTuHe. BaHylo ponb B pa3BUTUKM ayToBOCMNa-
NUTENIbHOTO 3ab0/eBaHUs C NMOpPaXeHWeM KOCTen OTBOAAT
aedununty aHtaroHucta peuentopa W1 1 (IL-1RA), npoayuu-
pyeMoro MoHouutTamu MOHOMEPHOMO MUMKO3UINMPOBAHHOIO
6enka, npuHagnexauero cemenctsy UJ1 1 n Kognupyemoro
reHom IL1RN [14]. CesA3biBasich ¢ peuentopom WUJT 1, aHTaro-
HUCT GNIOKMPYET CUIHANbHYIO LIEMOYKY, GUHANbHBIM 3P dEK-
TOM KOTOpPOM SIBNSIETCA KacKajHas aKkTvBauusa psga npo-
BOCMaNUTENbHbIX LMTOKMHOB, 3aBUCUMbIX OT UJT 13 (PHO «,
NI 6, nHtepdepoH vy). Y mMbiwen, nuweHHbix IL-1RA, Habto-
Jann 4Ype3MepHy0 BOCMaNMUTENbHYIO PEaKLMI0 U CMOHTaH-
Hoe BocnaneHuwe cyctaBoB [14]. Takum o6pa3om, IL-1RA
ABNAETCH MOLWHbIM GUINONOrMYECKMM MPOTMBOCNANUTENb-
HbIM UMTOKMHOM, Y4acTBYIOLWMM B MeExaHM3Max CaHoreHe-
3a, Tpebylwmnx KynupoBaHMA BOCMANUTENbHOM peaKLuu.
ABTOPbI, yCTAHOBUBLUME Y HOKAYTHbIX MO reHy WUJ1 10 mblluen
runepakcnpeccuto UJ1 1 B 30HaxX KOCTHbIX 9PO3UK, CHMUTAIOT,
4YTO OHM CBSI3aHbl CO Crnoco6HocTblo WJ1 1 akTuBMpoBaTb
OCTEOKNACTOreHes, a TaKXe aKTUBHOCTb OCTEOK1acToB [15].
Ha puc. 2 npeactaBneHa B3aMMOCBA3b OCHOBHbIX nmaTore-
HETUYECKMX NYTEN, MPUBOAALLMX K Pa3BUTUIO aCENTUYECKOro
BOCMNaNeHUs B KOCTH.

K/IMHUYECKASA KAPTUHA

BblpaX€HHOCTb KIMHUYECKOW KapTWUHbl 3aBUCUT OT
NoparKeHHOro oTaena cKefneTa (NoKanuM3aums, YUcno odva-
roB, AIMTENIbHOCTb MpoLecca), a TaKKe KIMHUYECKUX MPO-
ABNIEHWUIN COMYTCTBYIOLWEro MMMYHONATONOrMYEeCKOro 3a6o-
nesaHus. Mo xapaktepy TedyeHns XHO BblAENSOT MOHO- U
MynbTUdOKanbHble GOPMbI, Kaxaas M3 KOTOPbIX MOXKET
ObITb KaK peLnaMBUpYyIOLWEN, TaK U MOHOLMKINYECKOM [16].
C coBpeMeHHOW TOYKKM 3peHus, TepmuH XHO Gonee npa-
BW/IbHO OTpa*kaeT OCHOBHble NPob6eMbl 3ab6oneBaHus (Xpo-
HUYECKOEe, ANIUTENIbHOE), «CTEPUSIbHOE» (HeGaKTepuasnbHOE)
BOCMNajieHNe KOCTHU, YeM TPaAMLIMOHHO UCMONb30BaBLleecs
4O NocnejHero BpPeMEHU MOHATUE «XPOHUYECKUM peLu-
ONBUPYIOLWKMK MYNbTUPOKaNbHbIM OocTeomMunenuT» (chronic
recurrent multifocal osteomyelitis, CRMO). YctaHoBneHo,
4YTO YacTb MaLMEHTOB MMET MOHOGMOKaNbHOE Mnoparke-
HWe, a npucoeauvHeHWe MNocneaylolero o4yara, paBHO Kak
M peunavB MMeIoLWEerocs, MOXeT MPOU30WTU CNycTs rodbl
WY HE MPOM30M1TK BOBCe [16].

ABTOPbI, @aHanM3npyloWmne YacToTy MOpParKEHUa pasnuny-
HbIX cerMeHToB cKeneTa npu XHO, oTMeyvatoT npeobnagaHve
LECTPYKLMM METaaNUPUI3apHbIX OTAENOB AJIMHHbIX TPY6YaTbIX
KOCTEW, KNoYMLbl M TeN NO3BOHKOB, 3HAYUTENIbBHO pexe —
HUXHEN YentocTh, KOCTen Tasa, 3ansacTbs, GanaHr nanbLes
Kucten u crton [17]. Hawun cOBGCTBEHHbIE [aHHble JULb
YaCTUYHO NMOATBEPXKAAIOT 3TU cBeAeHus (puc. 3), 0 AHAKO Mbl

Puc. 2. OcHOBHble NaToreHeTM4ecKne MexaHu3Mbl Pa3BUTUA
acenTu4ecKoro socnaseHna B KOCTH

nnio

G o1

lMpumeyvarnme. NLRP — 3-Nucleotid-binding oligomerisation domain,
Leucine rich Repeat and Pyrin domain containing (3-Hykneotua,
COAEPKaLLMIA NENLMHOBBIE MOBTOPbLI, MTMPUHOBLIM IOMEH U JOMEH
onMromepusaLimu, opyroe HazsaHume — KpuonupuH); ASC —
Apoptosis associated speck-like protein containing (6enox,
yyacTByloLWMi B anontose, cogepxawmnin CARD-gomeH); IL1-RA —
aHTaroHucT peuentopa U1 1; npo-UJ1 18 — npouvHTepnenkuH 13;
NN 18 — uHTepnenkuH 13; U1 10 — nHTepnenkun 10.

Puc. 3. HYacToTa nopaxeHus pa3Hbix OTAE/0B CKeneTa
npv XPOHUYECKOM HebaKTepuanbHOM OCTeoOMUenuTe
(co6CTBEHHbIE AaHHble)
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2,7%
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Jlonatka
2,7%

[pyavHa
10,8%
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10,8% MneyeBas KOCTb
13,5%
M03BOHKM
32,4% JloKTeBas KocTb
5,4%
Jly4eBast KOCTb
13,5%
Tas
18,9%
BenpeHHast KocTb
29.7% BonbwebepuoBas

KoCTb: 48,6%

Mano6epLioBasi KOCTb
24,3%

Koctu cTonbl
43,2%

CYMTAEM BaXKHbIM aKLEHTUMPOoBaTb BHWUMaHWE Ha BO3MOX-
HOCTM MOpPa)KeHUs MNpaKTUYecKu Nboro oTaena cKeneta
(AaHHble NpeacTaBfeHbl Ha BbiIOOpKe 13 37 nauMeHToB).
KnuHnyeckne npusHakm XHO TuNMYHbI Ans Bocnanu-
TENbHbIX MOPaXXEHUN CKeNeTa U XapaKTepusytoTes, npexae
BCEro, MECTHbIMU U3MEHEHUAMKU. OCHOBHOM CMMMTOM 3a60-
neBaHunsi — 60/b PA3HOW CTEMEHW BblPaXEHHOCTH, OT MOCTO-
AHHOW HEWHTEHCUBHOW [0 Bblpa*KEHHOW, WMHOrga OCTPOMH,
«cTpensiouen». MetaanudusapHble nopaxeHus TpybyaTbix
KOCTEN MOryT NpoTeKaTb C KIMHUYECKOW KapTUHOW apTpu-
Ta M HapyweHnem GyHKuuMK cycTaBa. lNpu BepTebpanbHbIX
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

Puc. 4. Jly4eBble U3MEHEHUS Y NALMEHTOB C XPOHUYECKUM
HebGaKTepuanbHbIM OCTEOMUENUTOM (COGCTBEHHbIE [JaHHbIE,
M3MEHEHWS YKadaHbl CTPESIKOM)

lNpumevanme. A — KT gucTanbHbIX OTAENO0B rofieHen (3oHa
Cy6XOoHApPanbHOM 3p03MK M OCTEOCKIepo3a AMCTanbHOro Mmetadusa
6onblebeproBon KocTu); b — MPT rpygHoro otgena
NO3BOHOYHMKaA (MPOTPY3US KpaHWanbHOM U KayaanbHON
3aMblKaTeIbHON NNAaCTUHKKM Tenla No3BoHKa ThX);

B — peHTreHorpammMa nneyeBoro cycraBa (1oKanbHOe paclwmupeHme
3NnMdU3apHOM 30HbI POCTa C KOHTaKTHbIM cknepo3om); I, [, — MPT
ro/IeHOCTOMHOrO CycTaBa M KOCTeW CTOMbl (TPAaBGEKYyNSapHbIA OTEK
KOCTHOr0O MO3ra 3aJHero otaena AucTanbHoro anuousa
60nblIe6epLoBOn KOCTH); [ — KUCTOBMAHAs NepecTpomnKa
TapaHHOWM KOCTU, CUHOBWT rOIEHOCTOMHOrO CycTaBa.

nopaxKeHWsax B 3aBUCMMOCTU OT NOParKeHHoro otaena 60/b
NPOBOLIMPYETCS ABUraTENbHON aKTUBHOCTbIO, IMYGOKMM BAO-
XOM, NOBOPOTaMu rofIoBbl M TyN0BULLA M CBAI3aHa C Hapylle-
HUAMW OMOPHOCTK MOPaXKEHHOrO(bIX) NMO3BOHKA(0OB), Hepea-
KO MpOTEKalLWmMMK No TUMNY «NaToNOMMYECKUX NEPEoMOB».
[MoparKeHns MOSACHUYHbIX NMO3BOHKOB M KOCTEM Tas3a MOryT
HanoMuMHaTb KapTUHY cakpouneuta. O6wasa peakuus (npe-
Ae BCero, CUMNTOMbl MHTOKCKKauun) npu XHO BbiparkeHa
BeCbMa yMEpPEHHO, a TemnepaTtypHas peakuus, Jalle cyéde-
6punbHas, oTMevaeTcsa nvwb y 1/3 nauneHTtos [18].

M3MeHeHUs B KIIMHUYECKOM aHann3e KpPoBW Yy 60JbHbIX
XHO BapbMpyloT OT NpaKTUYECKU HOPMaNbHOM KapTUHbI
[0 BblpaXK€HHOW NabopaToOpHOM BOCNaIUTENIbHOM aKTUB-
HOCTU B BMAE aHEMMWM, NNENKOLIMTO3a, TPOMGOLIMTO3a, NOBbI-
LIEHUS CKOPOCTU ocefaHusa apuTpoumnToB (CO3) M KOHLEH-
Tpauuun C-peaktnBHoro 6enka (CPB). CneagyeT oTMETUTDL, YTO
OKO/O MOMOBMHbI NaLMEHTOB UMEOT MUHMMalbHbIE BOCMa-
NITENbHbIE UBMEHEHWUS B TEMOTrPaMMe, YTO CYLLECTBEHHbIM
06pa3oM OTAMYaeT Mx OT 60/bHbIX MHOEKLIMOHHBIM OCTEO-
MUENUTOM.

OAUATHOCTHUKA

JlyyeBas BU3yanusauns MMeeT Haubosbliee 3HavyeHue
B avarHoctuke XHO. MNpu nogosperHun Ha XHO HaubGonee
MHPOPMATUBHOM B HacToslee BpeMs CYMTaloT MarHUTHO-
pe3oHaHcHytlo Tomorpaduio (MPT) Bcero Tena (total body
MRI), KOTOpyto NPOBOAAT AN UAEHTUDUKALMM 04aroB M3me-
HeHHoro MP-curHana [19], 06bl4HO OMMCbIBAEMbIX KaK «OTeK
KOCTHOrO MO3ra B COYETaHMMU C AECTPYKTUBHbLIMU U3MEHE-
HuaMmK» [20]. CneagyeT NOMHUTb, YTO OTEK KOCTHOrO Mo3ra
MOXET BCTpevaTbCqd U MPU APYrMX COCTOSHWUSX, Hanpumep

npv apTpuTax (3HTE3UTACCOLMMPOBAHHOM, PEBMAaTOMAHOM,
ncopuaTM4ecKoMm), a TaKKe Npyu MHOEKLUMOHHOM Hecneundu-
4YECKOM OCTEOMMUENUTE, B TO BPEMSA KaK o4aroBble AECTPYK-
LMK KOCTEM WMMEIOT MEeCTO MNpu NepBUYHO-XPOHUYECKUX
ocTeoMuenuTax, B T.Y. crneuuPpuyeckunx (Ty6epKynesHbix),
n MeTactasax onyxonew [21]. Npu HEBO3MOXKHOCTU BbIMNOJI-
HeHus MPT B pexkume «total body» ans BoisBNEHUS y4acTKOB
MOBbILIEHHOr0 KOCTHOro MeTabonvMama BbINOAHAT paguo-
M30TOMHOE CKaHMpOBaHWE cKefeTa — OCTEOCUMHTUIPadUio
[3]. HepocTtaTKOM OCTEOCUMHTUTPADUM SBNSETCH HEBO3MOXK-
HOCTb OGHApPYXWTb TaK Ha3blBAEMbl€ KIIMHUYECKU HEMbIE
oYyarn — y4yacCTKM LeCTpyKLMK, HE CONPOBOXAaeMble NoBbl-
LeHWeM KOCTHOro MeTtabonunama, 4To onpegenser 6onee
BbICOKYIO YyBCTBUTENbHOCTL MPT B cpaBHEHMM C pagnonso-
TOMHbIM CKAHWMPOBaHWEM.

MeTtogom Bbi6opa AN AeTanbHOM OLEHKW AECTPYKTUB-
HbIX MBMEHEHWIM B KOCTAX CHMTAIOT MPULENbHYID KOMMbLO-
TepHyto Tomorpadmio (KT) noparKeHHbIX y4aCTKOB cKeneta
[22]. NMpu aHanu3e KT obpalialoT BHMUMaHWE Ha Hanuyue
Yy4aCTKOB WM3MEHEHHOM KOCTHOW MAOTHOCTU (pas3pexeHus,
OECTPYKLMKN), 30HY OCTEOCKIepo3a no nepudbepun odara,
rMNepnIacTM4ECKyo PeakLmMio HaAKOCTHMLLbI, CYyXEHME KOCT-
HOMO3roBOro KaHana [23]. YyBCTBUTENbHOCTb CTaHAapPTHOM
peHTreHorpadun AN1a OLEHKU KOCTHOM AECTPYKLUMUK B CpaB-
HeHun ¢ KT 3Ha4YnTeNbHO HUXKE, OAHAKO 3TOT MEeTOA Npoaon-
KaloT UCMONb30BaTh B CllyHae HEBO3MOXHOCTU MPUMEHEHMS
60siee COBPEMEHHbIX METOAOB Jly4EBON BU3yannsaLmu.

OCHOBHble BapuaHTbl ly4€BbIX UBMEHEHW Y NaLMEHTOB
¢ XHO npeactaBneHbl Ha puc. 4.

UMMyHoONOrM4ecKue uccnegoBaHusa

Cneunduyecknx mMapKepoB ayTOMMMYHHOro npoLecca
npu XHO He cyuectByeT, 0gHAaKO BO3MOXHO MOBbILEHNE
COlEPXKaHUsA aHTUHYKNeapHOro ¢aKktopa, OCOGEHHO Mnpwu
HalM4MM CONYTCTBYIOLWErNO0 peBMaTuyeckoro 3abonesa-
HUS, @ TaKKe MNO3UTUBHOCTb No HLA-B27-aHTUreHy y aetew
C COMyTCTBYIOWMM 3SHTE3UTACCOLMUPOBAHHLIM apTPUTOM,
ncopuaTtMyecKkMM apTpuTOM M BOCNanuTE/NbHbIM 3ab6one-
BaHMEM KMLleYyHUKa. KoHueHTpauua MMMYHOrnobynMHoB
(IgA, 1gM, 1gG), KomnoHeHTOB KommnemeHTta (C;, C,), Kak
npaBwWio, HaxXoAMWTCH B Mpedenax HopMbl MO0 MOBbIWEHA,
peBMaTOUAHbIN GaKToOp OTpMUATENbHbIM, BO3MOXHO MOBbI-
weHue ypoBHA PHO o B CbIBOPOTKE KPOBM.

Joka3aTtenbcTBO (BepuduKaLyumsa) XpOHUYECKOro

HeGaKTepuaibHOro ocTeoMuenuTa

OCHOBHbIM [0OKa3aTeNbCTBOM Hann4yusa y naumneHta XHO
ABNseTcs BepuduKaLmsa BocnanmMTeNbHOro xapakrepa nusme-
HEHWW B KOCTHOM TKaHW MNpW MOATBEPXKAEHMU OTCYTCTBUSA
JIOKaNbHOro MHGEKLMOHHOIO npouecca nyreM 6akTepuono-
rMYECKOro MccnegoBaHUs KPOBU M COAEPHMMOro M3 o4ara
necTpykuun [1]. MMeHHO noaTomy npoBefeHue 6uorncuu
KOCTHOW TKaHM ABASETCA HEeoOXOAUMbIM W AOMKHO ObiTb
BbIMOSIHEHO BCEM MalLMEHTaM C LENbl WCKIYEHUS KaK
OHKONOrnyeckoro 3abosieBaHusl, Tak U MHPEKUMOHHOrO,
Yalle cneunduyeckoro nopaxkeHuns (tydéepkynes, rppbrosas
MHOEKLUMS), UMUTUPYIOLLMX KITMHUYECKYD KapTuHy XHO [24].
[Mpy nnaHWMpoBaHWKM KOCTHOWM OGWOMNCWUKW Yy AeTen npeano-
YTEHWEe [OO/MKHO OTAaBaTbCH MaNOMHBA3UBHbIM METOAMKAM
(TpenaH6uoncun). B mopdonornyeckom KapTuHe Yaule onpe-
fensietcs 4e30opraHn3aLmsa KOCTHbIX 6anoK (YyMEHbLIEHUE KX
yucna), MHOUAbTPALUUS KOCTHOM TKaHU NMMOLMTaMM, UHO-
raa B cOYETaHUKU C NOAUMOPPHO-IAEPHBIMU HENTPODUIAMM.
Ha no3gHux ctagusax oTMevaeTcs 3aMeLleHne paspyLleHHbIX
KOCTHbIX 6afioOK COEAUHUTENbHON TKaHblo ¢ GOPMUPOBAHMU-



Ta6nuua 1. [lnarHocTM4ecKkne Kputepmm XpoHUYeCcKoro HebaKkTepranbHoro octeomumenuta (no A. Jansson u coaBT., 2007)

e PaspeeHune, 1eCTPYKLMUS KOCTHOM TKaHM, e QGlee camMo4yBCTBHE CTPaaeT HE3HAUYUTENBHO
0OCTEO/IN3UC, OCTEOCKIEPO3 KOCTEW, e HopmanbHble NoKa3aTenu KpoBU UNu He3HavuTenbHble n3meHeHuns CPB n CO3
nepuocTanbHas peakuus, BbiaBsSeMble e [InutenbHoCTb 3a6oneBaHus 6onee 6 mec
NpW PEHTFEHONOMMYECKMX UCCNIEA0BAHNUAX e [Unepocto3
e MynbTUdbOKaNbHbIE MOPAXKEHWUS CKeneTa e AccoLMMPOBaHHbIE ayTOMMMYHHbIE 3a60/1EBAHUS KpOME narnyno-nasbMapHoro
e [lanyno-nanbmapHbli NycTynes unu ncopuas nycTynesa wnv ncopvasa
e OTpuUUATENbHbLINA pe3yNnbTaT NOCEBOB KPOBMU e QTArouleHHas HacneACTBEHHOCTb MO ayTOMMMYHHbIM 3a60/1EBaHNUAM,
1 COAEPKMMOro, NONY4EHHOro Npr GUONCUN KOCTH ayToBocnanuTenbHbIM 3a6onesaHuam unn XHO
NB! insi noctaHoBKM agnarHosa XHO goctatoqyHo 2 60/1bLunX Koutepmes uan 1 60/1bL0oro B co4eTaHum ¢ 3 MasibiMuU KDUTEPHUSIMMU

Ta6nuua 2. bannbHas WKana AMarHOCTUKKM XPOHUYECKOro HebaKTepranbHOro octeomumenuta (no A. Jansson u coasrt., 2009)

e OTCYTCTBME U3MEHEHUIN B aHann3e KpoBu 13
¢ CUMMETPUYHOCTb NOPaXeHUs 10
e Quyaru c KpaeBblM CKNEepPoO30M 10
e OTCyTCTBUE NNXOPAAKM 9
e [lopaxkeHue NO3BOHKOB, KMOUULbI, FPYAUHbI 8
e Hanuyue He meHee 2 04aros, NOATBEPKAEHHbIX PEHTIEHONIOMMYECKN 7
e CPB=10wmr/n 6
MaKcrManbHbI NoKasaTtesb 63
Yucno 6annos, HEO6XOAUMbIX ANS AMarHoCTUKK XHO = 39

Puc. 5. Teno no3soHKa pebeHka 9 net ¢ XHO (matepunan CMI6HUND,
mopdonor T.A. HoBuuKas)

Ta6nuua 3. OCNOXKHEHUSA XPOHUYECKOr0 HeGaKTepuanbHOro
octeomunenuta (no S.H. Stern u coasrt., 2013)

T

MpumeyarHue. A — aUCTPODUYECKME N HEKPOTUYECKNE UBMEHEHUS
KOCTHOW TKaHW: OKpacKa reMaToKCUIMHOM M 303UHOM, X 100;

B — $n6po3npoBaHHbIN KOCTHBIA MO3T ¢ MHWUALTPALMEN: OKpPacKa
remMaToOKCUAMHOM M 3031HOM, X 10. B MEKKOCTHbIX A4ernKax
GUBPO3NPOBAHHbIN IMNONAHBINA KOCTHBIA MO3I C yMEPEHHOW 04aroBoi
numbonnasmMounTapHon MHOUALTPaLMEN, B KOTOPOW MPUCYTCTBYIOT
303UHODUBbHBIE U €AUHUYHBIE HENTPODUIIbHBIE NENKOLIUTDI;

B — coctaB KNeTo4HOro nHbunsTpata: IMMPoLUTLI, NnasdmaTuieckme
KIETKK, 303UHODUNbHbBIE NIENKOLMTBI, EAUHUYHBIE HEUTPOPUIbHBIE
NENKOLMTBI, OKpPacKa reMaToKCUIMHOM M 3031HOM, X400.

€M Yy4yaCTKOB KOCTHoro ¢ubpo3sa [25, 26]. lMcTonornyeckme
M3MEeHeHUs npefcTaBfeHbl Ha puc. 5.

ANroput™M JMarHoCTUKMU XPOHUYECKOro

HeGaKTepuasibHOro ocTeoMuenuTa

HecKkonbKMMK rpynnaMyv aBTOPOB NpPeoXKeHbl KpuTe-
pUN M anropuTMbl, CPEAU KOTOPbIX OMTUMAasbHbIA, Ha Hal
B3rna4, cbopmynmpoBaH A.Jansson v coaBT. [4], onpeae-
JIMBLUMI chnegylowine KpUTepUU K pellatollee npasuno ans
noctaHoBKM anarHo3a XHO (tabn. 1).

JTUMK Ke aBTOpPaMM HECKONbKO MO3Xe MNpeasoxeHa
6annbHas oLeHKa CMMNTOMOB, NMO3BONSAOLLIAA AMArHOCTUPO-
BaTb XHO (1abn. 2) [27].

OcnoxHeHusa XHO 3aBucAT OT Bo3pacTa aebloTa, yucna
W NIOKaNM3aLnm o4aroB, HaanM4ms COnyTCTBYIOWEro MMMYHO-
naTofiorMyeckoro 3a6oneBaHns, BPEMEHU NOCTAaHOBKM Ana-
rHO3a, NPaBWIbHOCTU TepaneBTUYECKON TaKTUKK, a TaKKe
OTBETa NnauuMeHTa Ha NpoBoAUMYIO Tepanuto (Tabn. 3) [28].

e [laTofnorMyecKue nepenombl

e [ledopmaLmsa KOHEYHOCTEN

e [lebopmaLmm NO3BOHOYHMKA: KUDO3, CKOMMO3, KNPOCKONNO3

e KocCTHble pa3pacTaHus/rmnepocTos

e 3ajepXKa 0CeBOro pocTa, Befyliasa K YyKopoyeHuio otaena
(cermeHTa) cKkeneta

e JloKanbHasa 3afepKa (aCMMMETpUs) pocTa, BeayLlas
K Aedbopmaumm otaena (cermeHTa) ckeneta

AnddepeHumnanbHaa pUarHoCTUKa XpOHUYECKOro

HeGaKTepuaabHOro ocTeoMHuenuTa

MockonbKy XHO aBnsieTc AMarHo30M UCKIOYEHUS, Tpe-
6yeTcs LUIMPOKMIM KPYr AMArHOCTUYECKMX TECTOB Y MHCTPYMEH-
TaNbHbIX METOA0B UCC/IeA0BaHUS, MO3BONSAIOWMNX UCKTIOYNUTD
CXOXMe cocTosfHuA. 3aboneBaHusd, Tpebyowme aubdepeH-
umaumm ¢ XHO, npeacraBneHsl B Tabn. 4.

YacTHble popMbl XPOHUHECKOrO HEGAKTEepUaibHOro

ocTeomuenurta

SAPHO-cuHgpom (Synovitis, Ache, Pustulosis,

Hyperostosis, Osteitis)

SAPHO-cuMHAPOM — GnUMKaWLLMM aHanor, a no MHEHUIo
HEKOTOPbIX aBTOPOB, — 3KBMBaneHT XHO y B3pochbix [29].
3710 3aboneBaHWe HEU3BECTHOM 3TMOJIOMMKM C ayToBOCMa-
NIUTENbHBIM MEXaHU3MOM, Moparkalollee KOXKy W KOCTW.
MpenmyliecTBEHHO HabnogaeTcs y B3POC/blX, HO MOXeT
BCTpeYaTbC M B AETCKOM Bo3pacTe. KOoXHbIMW MpU3Ha-
Kamu cuHapoma SAPHO gBnstoTcs nanbmapHO-MOAOLLBEH-
HbIA NycTynes3, akHe, Ncopuas. Pexe BCTPevaloTCs KOXHoe
Nopa*KeHne B BUOE FAHTPEHO3HON MMOAEPMWUU U THOMHOrO
ruapagerHuTta. KoctHble uameHeHus npu SAPHO-cuHapome
xapakTtepHbl ang CRMO, ga n cam XHO yacto accouumnpoBaH
C NaTo/IoOrM4eCKMMMU COCTOSIHUAIMM, BXOASLUMMU B CTPYKTYPY

i
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

Ta6nuua 4. nddepeHLanbHas AnarHocTUKa XPOHUYECKOro HebaKTepuanbHOro ocTeoMuennTa

MoHodoKanbHble popMbl

MynbTudokanbHbie popMbl

*  HEKUMOHHBIN HecneundUYecKnit oOCTeEOMUENUT

e Cneunburyeckuin (Ty6epKynesHblit) OCTEOMUENUT (OCTUT)

e [106pOKayYeCTBEHHbIE U 3N10KaYECTBEHHbIE KOCTHbIE
HOBOOGPa30BaHMA

e [lepenoMmbl KOCTeW U UX NOCNEACTBUA

o DOUOPO3HO-KOPTUKANBHBIV AedeKT

e KOCTHble KUCTbI

e OcTeoxoHAponaTuu

e HOBEHUNbHBIN apTpUT

[eHepanu3oBaHHble cneunbuyeckme MHOEKLMU C KOCTHbIMU
nopaxeHusmu (6pyLennes, cubunuc, Tybepkynes)

Nenkos

MeTacTasbl onyxonew B KOCTb

MctnounTo3s

Mnodocdatasus

OcTeoneTpos

AcenTuyeckne HeEKpo3bl

HOBEHWNbHLIN apTpUT

CKeneTHble aucnnasuu

SAPHO-cuHapoma [28]. KocTHO-cycTaBHble CUMMTOMbI CHH-
apoma SAPHO moryT npejluecTBoBaTb 4€PMaToNOrM4eCKnMm:
yalle B NaTofIOrMYECKUM MPOLLeCC BOBJIEKAETCH MepeaHss
rpyaHasi CTeEHKa M MO3BOHKW, MPEUMYLIECTBEHHO TPYyAHO-
ro OoTAena; Hepeako BCTPeYaeTcsi CaKpPOWSIEWT, YTO POAHUT
SAPHO-cMHAPOM C TaKMMKW pPEeBMaTUYECKUMWU GONE3HAMMU,
KaK aHKWUI03UPYIOLWNIN CNOHAMNO0APTPUT U NCOpUaTUYECKUM
apTpuT. Y B3POC/bIX BOBNEYEHWE B NATONOMMYECKNUIA NpoLIece
[UIMHHbIX TPyGYaTbiX KOCTEW BCTpPeYaeTcs pefKko, Toraa Kak
y AeTer 4acTo OTMevaloT U3MeHeHUs B 6onbliebepLoBbiX
N 6edpeHHbIX KOCTAX [29]. [lnarHoCTUYECKME KPUTEPUUN CUH-
apoma SAPHO npepactaBneHbl B Tabn. 5 [29], a ero gepmaro-
JIOrMYecKue NposiBNeHns — Ha puc. 6.

B nutepaType BCTpeyaloTcs JaHHble O BO3MOXHOM pas-
BUTUM BOCNANUTENbHbIX 3a60/1€BaHMI KMLWIEYHMKA Y NaLMEH-
TOB ¢ cuHapomom SAPHO [30].

B neyeHun cuHapoma SAPHO ncnonb3yoT HECTEPOUAHbIE
npoTuBoBoOCnanuTenbHble npenapatbl (HMBI1), meToTpeKcaT
(MT), rnoKoKopTukouapl (MK), KonxuuwuH, cynbdacanasuH
(CC3), nHrnbutopbl ®PHO « [31], a Takke 6uchocdOHaTbI
(BP) [32]. OgHaKo B nuTepaType TaKXKe BCTpevaloTcs Onu-
CaHua napafoKcaNibHOrO0 Pa3BUTUS KOXKHbIX MPOSIBAEHUMN
cuHapoma SAPHO y naumeHToB, NonyvatoLmx Tepanuio UHIMu-
6utopamu PHO « (aTaHepuenT, MHOAMKcmab) [33].

HacnepgctBeHHble pOpMbl XPOHUHECKOIO

He6GaKTepuaabHOro ocTeoMuenuTa

XHO MOeT 6blTb KOMMOHEHTOM HECKOJIbKMX Hacnemn-
CTBEHHbIX ayToBOCManUTeNbHbIX 3ab0fieBaHWUI, TaKMX Kak
cuHapombl DIRA, PAPA, Majeed, B ocHOBe naTtoreHesa KOTo-
PbIX NEXUT HEKOHTPONMpPYEMaAs TMNepnpoayKLUsa npoBocna-
NINTENbHbIX LMTOKMHOB, B YacTHocTh MUJT 1.

CuHapom Magxunga (Majeed syndrome)

Cungpom Mapxuga (OMIM 609628) — MOHOreHHoe
3a6oneBaHne C ayTOCOMHO-PELIECCUBHbBIM TUMOM Hacneno-
BaHMs, cBA3aHHOe ¢ MyTauuen B reHe LPIN2. OCHOBHbIMM

Ta6nuuya 5. JuarHoctnyeckue Kputepmum SAPHO-cuHapoma

Puc. 6. lepmaTonornyeckue
nposiBneHns SAPHO-cuHgpoma
(Synovitis, Acne, Pustulosis,
Hyperostosis, Osteitis;
CO6CTBEHHbIe HabtoaeH )

npu3Hakamu 60ne3HU SB-
NA0TCA  BOcnanuTenbHoe
nopaxeHue KocTten (Xxpo-
HUYECKUI MYNbTUPOKaNb-
HbIW OCTEOMMENUT) U AU3-
3PUTPONOITUYECKAA aHe-
MUS, KOTOpblE 4acTo cove-
TalTca C JMxopagkon u
HENTPODUNBHBIM  Aepma-
TO30M (cuHapom CswuTa).
XapaKTepHO paHHee Hauva-
10 3aboneBaHus, Kak npa-
BWJIO, B BO3pacTe oT 3 Hej,
no 19 mec. KnuHuyeckue
NPW3HaKKM — 3MNM304bl INXO-
pagKu, MHTEHCMBHOWM GONM B KOCTAX, OTEKA MOParKEHHOro
oTtaena ckeneta. O6bIMHO NopaxKatoTcs MeTadu3bl AIMHHbBIX
Tpy6yaTbiX KOCTEN, PEHTFEHONOMMYECKUE NMPU3HAKKN NOSBAS-
l0TCA He paHee YyeM 4vepeld 3—-5 mec oT Ha4vana 3abonesa-
HUSA. ATakn 3aboneBaHus anatcs 2—4 cyT U peumanBupyloT
Kaxkable 2—4 Hefl. BblpaXeHHOCTb 3TUX CUMMNTOMOB MOXET
BapbMpoBaTh y padHbIx NauneHToB. 1M33pnUTponoaTuiecKas
aHeMUsl MOXET MMETb Pa3Hyld CTeneHb THKECTU (KOHLIEH-
Tpauus remornobuHa Konebnetca ot 40 go 105 r/n), ogHaKo
HabnoaaeTcs y Bcex NaumeHToB. [emMatonornyeckme npmnaHa-
Kn 3a60neBaHUs NPOSBAAIOTCA Ha NEPBOM rofly XusHu [34].
[narHos, B nepByto o4yepeab, yCTaHaBANBAOT KIMHUYECKMU;
C uenbio BepudrKaLmMmM MOXKET GbiTb UCMONb30BAHO MoJie-
KYNSipHO-reHeTUYecKoe uccneoBaHne Aas novMcKa mytauum
B reHe LPIN2, ogHaKO oTpuLaTeNbHbIA pe3ynbTaT reHeTuye-
CKOro TUMMPOBAHUS HE MOXKET BbITb KPUTEPUEM, UCKIIOYAIO-
MM 3abosieBaHMe.

lNpumevaHne. Ha pucyHKe BUAHO
aKHe.

CunHapom DIRA (Deficiency of Interleukine-1

Receptor Antagonist syndrone)

CuHgpom DIRA (OMIM 612852) — 3a6oneBaHue € ayTo-
COMHO-PELLECCUBHbLIM TUMNOM HacneLoBaHUs, Bbl3BaHHOE

Kputepuu .
COOTBETCTBUSA

e KOCTHO-CyCTaBHble NPOSBAEHUS (CUHOBWT, TMNEPOCTO3 WU OCTEUT NEePeaHEN rpyaHON CTEHKMU, TMNepoCcTo3

WNIN OCTEUT ApYrnx obnacten, CNOHAUAWUT UAK CMIOHAUNOAUCLMT), COYETaOWMECS C aKHE, THOMHBIM TMAPaAEHUTOM
KoCTHO-CcycTaBHble NPOSIBNAEHUS (CUHOBUT, TMNEPOCTO3 UK OCTEUT, CMIOHAWANUT UAW CMOHANNOANUCLMT),
coyeTatolunecs ¢ nanbMapHo-NAaHTapHbIM NycTyne3om

e [MnepocTo3 (NnepefHen rpyaHOM CTEHKM, KOHEYHOCTEN, MO3BOHOYHUKA) B COYETaHMU UK 6e3 gepmartosa

e XHO oceBoro unun nepucdepuryeckoro ckeneta c/6e3 gepmaTosa

e [emaToreHHbIM OCTEOMUENUT

e ApTPUT UHDEKLMOHHOM ITUONOMUK
Kputepuun pTD bexu

NUCKOYEHUA
e [lanbmMapHO-NOAOLWBEHHAsA KepaToaepmus

o [Inddy3HbIN noMonaTM4ecKUi rmnepocTos

e [lanbmMapHO-NOAOLIBEHHbIV NyCTyNe3 UHOEKLMOHHON ITUONOrUK

NB! Ansi noctaHoBKn anarHo3a SAPHO-crnHApOMa JOCTATOYHO Hain4yme Kak MUHUMYM 1 AnarHoCTUYECKOro Kputepusi 3 4
Mpn OTCYTCTBUN KPUTEPHUEB UCKITIOYEHMNS




neduunTom aHTaroHucta peuentopa WUJT 1. 3abonesaHue
AeOBI0TUPYET yXKe B HeOHaTallbHOM MEpPUOAE C KIIMHUYECKOMN
KapTUHbI FeHepanrM30BaHHOro nycrynesa, octenta ¢ nepuo-
CTUTOM, A3BEHHOr0 MOpPa*KeHUs CNU3UCTbIX 060/104EK MONO-
CTU pTa U cCUCTEMHbIM BocnaneHuem. feHe3 3aboneBaHus
CBfi3aH C MyTauuen B reHe IL1RN, KOTOpPbIA KOAUPYET aHTa-
roHuct peuentopoB U 1 (o ero ponu 6onee noapo6HO
HanucaHo Bbllwe B pasfd. «[atoreHes»). Mpu nabopaTopHbIX
nceneaoBaHMsx oTMeYatoT rMnepienkoumnTos, TPOMOOLMTO3,
noBbiweHne COJ n BeCbMa 3HAYMMOE MOBbIWEHWNE KOHLEH-
Tpauun CPB. Jluxopaaka sBASETCA TUMUYHBIM KIMHUYECKUM
CMMMNTOMOM, OJIHAKO B HEKOTOPbIX ClydYasx MOXET pa3BuTb-
cs no3aHee. MoparkeHne onopHoO-ABMraTeNbHOro annapara
B BU/JE OCTenTa MHOXECTBEHHON NoKanM3alumu npucoeanHs-
eTCsl Yepe3 HECKONbKO Hedesnb nocie MaHudecTaunn Kox-
HOrO MOpaXKeHUs U nNpeacTaBieHo 60/bl0 B KOCTAX NPU ABK-
XeHuu. lopaxeHne KocTen BblparKeHOo MyNbTUhOKaNbHbIM
OCTEOMMWENUTOM, OCTEOSIM3UCOM, MepuocTuTtoM. Haunbonee
4acTo B MaTosIOrMYeCcKUM MpOoLLEeCcC BOBMEKAlTCA AJIMHHbIE
TpybyaTble KOCTW, Tena MNO3BOHKOB, KIOYMLbI, nepeaHue
KOHLUbI pebep. oceBbl, B3SiTble C KOXMU, U3 KOCTEN U KPO-
BUW, CTEPUSIbHbBI, @ aHTMOGaKTep1anbHasa Tepanua oKkaslanach
HEaPDEKTUBHOM, KaK U MCMONb30BaHME B NEeYEeHUU [aH-
Horo cuHapoma MK n MT. MimeloTcsl AaHHble O MPUMEHEHUM
WCKYCCTBEHHO CUMHTE3MPOBAHHOIO aHTaroHUCTa pelenTtopa
UJ1 1 — npenapaTa aHakuHpa [34].

XepyBusm

XepyBM3M — ayTOCOMHO-A4OMUHAHTHOE ayToBOCMnanu-
TenbHOE 3ab0neBaHUE KOCTEM BEPXHEW W HUXKHEW Yento-
cTW. KNnMHMYECKMM NPU3HAKOM xepyBU3ma SABASETCS oTey-
HOCTb LWEeK, BO3HMKalowas B pesynbrate [ABYCTOPOHHEro
CMMMETPUYHOIO YTOJILLEHUS TOSIbKO HUXKHEW YentocTn uau
obeunx yentocten. HassaHue 3aboneBaHune MNosy4ymno mM3-3a
CXOACTBa 6OMbHbIX C XepyBMMaMW, KOTOPbIX M306parkanu
Ha nonoTHax B 3anoxy PeHeccaHca. B ocHoBe natoreHesa
3abo0eBaHns Nexar 2 mMexaHu3ma: BblCOKas aKTMBHOCTb
MakpodaroB, MNpPUBOASLLAS K MOBbIWEHWIO COAEPKaAHMUSA
®HO « ¢ nocneayloWmMm pa3BUTUEM BOCMNANEHUS, U aKTUBa-
LIMS OCTEOKNACTOB, MPUBOASALLANA K pe30pOLmm KocTen ¢ dop-
MUPOBaHWEM 6OMbLIMX MHOTOKaMEPHbIX KWUCT, COAEPIKaLLmX
OCTEOKNACTbl U OKPY)KEHHbIX PEaKTMBHOW runepniasven
KOCTHOM TKaHu. B 2001 r. o6HapyxeHo 3 MyTaLuun B retepo-
3UFOTHOM COCTOSIHUM B reHe SH3BP2, KoTopble OTBETCTBEH-
Hbl 3a pa3BuTHe xepyBmama. Mytauns B reHe SH3BP2 npu-
BOAMT K YBENMYEHUIO CKOPOCTU dochopunnpoBaHus 6enKos
OCTEOK/1aCTOB, YTO BEAET K POCTY MX Yncna, yHKLMOHATbHON
aKTUMBHOCTU U B pe3y/bTaTe K HEKOHTPOIMPYEMON pe3opo6-
LI KOCTHOM TKAHW BEPXHEN U HMKHEN YeNtoCTU. XepyBU3M
TPyAHO nogaaeTcs neyeHuto. OnuMcaHbl eAMHUYHbBIE MOMbITKK
nevyeHuns nepopasibHbiM BP n nurméutopamun ®PHO o (aga-
nmmyma0) [35].

PAPA-cuHgpom (Pustulosis, Acne, Pyoderma

gangrenosum, Arthritis)

PAPA-CcMHOPOM, WKW CUHOPOM CTEPWUIIBHOIO THOMHOIO
apTpuTa, raHrpPeHO3HON MUOAEPMMM U aKHEe, OTHOCUTCS K
peaKMM ayTOCOMHO-AOMMHAHTHO HacneayembliM ayToBO-
cnanutenbHbiM 3aboneBaHnsM, 00YCMOBNEHHbIM MyTalu-
en B reHe PSTPIP1. ®yHKUMS 3TOro reHa Mano M3y4yeHa,
HO NMOKa3aHa ero crnoco6HOCTb y4acTBOBaTb B pPerynsuuu
M1 1B n cBa3bIBaTbCs C 6€JIKOM MUPUHOM (AaHHbIV 6ENoK,
OTBETCTBEHEH 3a pa3BuUTME APYroro ayroBoCnasuTe/IbHOro
3aboneBaHnUd — CEMEWHOW Cpeau3eMHOMOPCKOW JIMXO-
paaku) [36].

Puc. 7. KoxHble nposiBneHns
PAPA-cuHapoma

KnnHn4yeckn cuHApoM
XapaKTepusyeTcss acenTu-
YECKMM BOCMaNEeHNEM KOXM
W CycTaBOB, 0ObI4HO Ae6io-
TMpPYeT B pPaHHEM AETCKOM
BO3pacTe M OCNOXKHSAETCH
BblIPaXKEHHbIMW  KOCMETH-
yeckumu pedexktamu noc-
Nle NepeHeceHHbIX o4aros
FHOMHOro BOCMNaneHus, a
Takke  dopmMmnpoBaHueM
nocneonepaumoHHbIX pyo6-
L0B, 3a)MBawlmMx 4Yepes
BTOPUYHOE HaTsKeHne. Kox-
Hble MposiBNEHMA Bapua-
6eNbHbl ¥ MOryT OblTb MPeACTaB/EeHbl MyCTyle3HbIMU 3ne-
MEHTaMMU C MOCNefylLWUM U3bA3BIEHNEM, PELIUANBUPYIOLLM-
MW CTEPU/bHbIMU abcLeccaMn, raHrPEHO3HOM MUOAEPMUEN.
BO3HMKHOBEHME 3N1EMEHTOB MOMXET OblTb CMOHTAHHLIM WK
NPOBOLMPOBATLCS BaKUMHALMEN MM MUHUMaNbHON TPaBMOW.
AKHE M raHrpeHo3Has nuoaepMusi BO3HUKALIOT, KaK MmpaBuio,
B npeny6epTaTHOM NEPUOAE M NEPCUCTUPYIOT B CTapLIEM BO3-
pacte. Ocob6eHHOCTbI0 3abonieBaHusa ABNSETCA Hanuuue TaKk
Ha3blBaeMbIX HEMOMHbIX GOPM, a TaKkKe TO, 4TO MonHas Kap-
TMHa PAPA-cMHOpOMa MOXET pa3BopayvyMBaTbCs CNyCTd rofbl
nocne MmaHudecTaLmm NnepBoro cumnrtoma. Hecmotps Ha To, 4To
BOCMa/UTENIbHOE MOpPaXKeHWEe CKeneTa (OCTeUT/OCTeOMMENHT)
He BXoAWT B ab6peBunaTypy 3aboneBaHus, OHO ONMUCcaHo y 60/1b-
LIOro YMcna NaumMeHToB No Mepe U3y4yeHust JaHHOro CMHAPOMA.
CycTaBHOW CMHAPOM MpOTEKaeT B BWUAE PeLMAVBUPYIOLLErO
apTpuTa C BbICOKUM YPOBHEM HENUTPOPUIIbHBLIX NIENKOLMTOB
B CMHOBMANbHOM XMAKOCTW (TaK Ha3blBaemas NnceBhoCEeNnTU-
YyecKasi CUHOBManbHas XWAKOCTb). 3anogo3puTb 3aboneBaHue
MOXHO He TONbKO MO KIMHMYECKOM KapTuHe (peuunaupyrollee
TeyeHne o4aroB rHOMHOro BOCNaneHus) B COHEeTaHnmM C oTpuLa-
TeNbHbIMK pe3ynbTataMy 6aKTEPUONOrMYECKOro nccnefoBaHms
OTAENSEMOro, HO M Mo GaKTy OTCyTCTBUSA adpdeKTa oT aHTUOaK-
TepuanbHoW Tepanuu. BbickoaddekTMBHbI K 1 GnokaTopbl
M1 1, NnpMMeEHeHMe KOTOPbIX MOXET TaKXe paccMaTpuBaTbCs
B Ka4yeCcTBe [AMarHOCTMYECKOro Tecta. 3aboneBaHue Takke
MOXHO MOATBEPANTb METOAAMMU MONEKYNSPHO-TEHETUHECKOrO
TUNMPOBAHMWS, HanpaBfeHHbIMW Ha MOWCK MyTauuh B reHe
PSTPIP1. NabopaTopHo y NaumeHToB ¢ PAPA-cMHAPOMOM peru-
CTPUPYIOT NENKOLMTO3, NOBLIWEHWE OCTPODA30BbIX MapKEPOB
BocnaneHus (CO3 u CPB), npoaykumn U1 1 n ®HO o [29].
B tepanun PAPA-cuHapoma ncnonb3ytoT MK, B T.4. Ux BBeaeHne
B CyCTaB MpwW CyCTaBHbIX NPOSBAEHMSAX NOCAE MyHKLUMKU C 9Ba-
KyaLMen CMHOBMaNbHOro Bbinota. Mpu 3ToM NpejBapuTenbHO
06a3aTelbHO JoMIKHa OblTb AOKa3aHa CTePWUSIbHOCTb CMHOBM-
aNbHOM XXUOKOCTH.

Nmetotcs cooblieHns 06 ycnewHoM NpUMEHEHUN UHTUOK-
TopoB PHO « 1 aHTaroHucTa peuentopa U1 1 aHakuHpbl [37].

KnuHnyeckne npusHaku PAPA-cMHapOomMa npuBeeHbI
Ha puc. 7.

lNpumeyaHue. A, b —
peunansupytoLme abeLecchl
(CTpenku) Ha pasHblx CTagusax
dopmupoBaHus (COGCTBEHHbIE
HaboaeHns).

JIEYEHUE XPOHU4YECKOIo HEBAKTEPUAJIbBHOIO

OCTEOMMEJ/IUTA

Pa3paboTka TepaneBTUYECKMX NOAXOA0B K edeHuto XHO
COXpaHsAeT NOCTOSHHYIO aKTyallbHOCTb B CBSI3M C paclIMnpsto-
WMMUCA JaHHbIMKM O naToreHesde 3aboneBaHus. Hanbonee
NPUMEHUMbIA MPOTOKO/, KOTOPbIA MOr 6bl OblTb PEKOMEH-
[0BaH, npeacTaBneH Ha puc. 8. Cxembl BbiGOpa Tepanuu
3aBMCAT OT BOBJ/IEYEHUS B NATONOrMYECKUIM NPOLLECC NO3BO-
HOYHWKa W CTENEHU BblPaXXEHHOCTU CBA3aHHOI0 C HUM 6one-
BOro CMHApOMa.
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

Puc. 8. AMroput™ Tepanuu naLmeHToB € XPOHUYECKUM
He6aKTepuasbHbIM OCTEOMUENTUTOM

| Mepudepuyeckuii ckenert | | OceBoii ckenet (M0O3BOHOYHUK) |

l

Hanuune pectpykumm |

'K (kopoTkuii Kypc)

lMpumeyvaHue. HMNBIT — HecTepouaHble MPOTMBOBOCNANUTENbHbIE
npenapatbl; F'K — rniokokopTukounabl; CC3 — cynbdacanasuh;
MT — meToTpeKcart (MyHKTUPOM NoKa3aHbl anbTepHaTUBHbIE
TepaneBTUyeckune nyTun); ? — acbGEKTUBHOCTb HE AOKa3aHa.

O6wWwKe NPUHLMNbI Tepanuu XpOHUYECKOro

HeGaKTepuaabHOro ocTeoMuenuTa

HecTtepougHbie npoTuBOBOCNa/IUTE/IbHbIE npenaparbl

HIMBI aBnstoTCS He TOSIbKO NpenapaTaMu NepBon IMHUK
Tepanuu, Ho U HEOTbEMJIEMOM COCTaB/ISAIOLLEN MPU UCNONb-
30BaHUMM B KOMOGMHMPOBAHHOM JleyeHuW. Yalle B neve-
HUM XHO npumeHsatoT HanpokceH B fose 10-15 mr/Kr
B CYT B Te4eHue NPOAOIKUTENbHOIO nepuoja, B cpeaHeM
ot 12 o 25 mec [38].

Mo paHHbIM HemeuKkoro permctpa CRMO, Tepanusa Ha-
NPOKCEHOM B Ao3e 15 Mr/Kr B TeyeHue roga ymMeHbluana
B 2,5-4 pasa YnCNo KIMHUYECKUX U PagMONOrM4ecKnux ova-
roB, OCHOBHbIE€ NOKa3aTenu aKTMBHOCTU 3aboneBaHus [39].
Mo aaHHbIM A. BorzutzKky n coaBT. [5], oxxngaemas adpdeKTuB-
HocTb HIMBI coctaBuna 57%, 4TO OKa3anocb CyLECTBEHHO
Bbllle, YEM HallK AaHHble, cocTaBmBLUME ToNbKO 39% [40].

MHaoomeTaumH Ha3HavalT B go3e 1,5-2,5 Mr/Kr B CyT.
Hanuuve y nHgometaumHa Takux adPeKToB, KaK nopasne-
HWE OCTeOCK/epo3a W BOCMNaneHWs 3a cYeT MHrMbMpoBa-
HUS CHHTE3a npocTarnaHiMHOB, NO3BONMNO 3IPDEKTUBHO
nmcnonb3oBaTtb ero B nedyeHun XHO u 3avacTtyio genaet
npenapaTtom Bbi6opa MMEHHO €ro, 0CO6EHHO MPU HaIU4Mm
BepTebpanbHOro nopaxeHus [41].

BO3MOXHO Mcnonb3oBaHWe W Apyrux npenapaToB w3
Knacca HIMBI, Takux Kak OWKnodeHak, Humecynua, uoy-
npodeH, 0cCO6EeHHO B Ciyyasax HeBepTebpanbHOro (nepude-
PUYECKOr0) MOPaXKEeHUs MNPU Haluynun COAPYKECTBEHHOIO
apTpuTa, OAHAKO NPUOPUTET BCE PaBHO OCTaeTCs 3a UHAOMeE-
TaUMHOM W HaMPOKCEHOM.

rnioKoKopTUKONAbI

'K B BMe KOPOTKOro, Npoo/MIKMTENbHOCTbIO 2—3 Hef,
Kypca B CTapTOBOM A03€e 2 MI/KI COCO6GHbI BbICTPO KyMu-
poBaTb BOCMajeHWe B KOCTW, GONIEBOM CUHAPOM, JINXO-
padKy, HOpMan1M3oBaTb MOKa3aTenu akTMBHOCTKU. Mo AaH-
HbIM A. Borzutzky u coaBT., oxungaemasa 3pPeKTUBHOCTb
K coctaBuna 95%, oAHaKO Hall OMbIT MOKa3blBaeT, 4TO
BCKOpEe Mocfle OKOHYaHMA KOPOTKOro Kypca BO3MOXEH
oyepeaHon peunauB. [Ons npumeHenuss K Heobxoauma

MaKCuMManbHas YBEPEHHOCTb B AuarHose, T.K. B ciyyae
OWWBKK, OCOBEHHO MPM OMNYXOJIEBOM MpoLecce, UX MNpu-
MEHEHWE YpeBaTO BUAOU3MEHEHWEM HE TOSIbKO KIMHWUYe-
CKOM, HO U MOP®dONOrMYeCKOM KapTUHbI (TEKapCTBEHHbIN
natomMopdo3), 4TOo NPUBOAMUT K NO3AHEN ANArHOCTUKE 3a60-
NeBaHus, OWMOOYHO pacueHeHHoro Kak XHO. B cBasu
C BbllIENEPEYUCNIEHHBIM Mbl HE PEKOMEHAyEM LWMPOKoe
npumeHeHue 'K B Tepanuun XHO.

Bone3Hbmogupuumpyrowne

npoTuBOBOpPEeBMaTHYeCKMUe npenapartbl:

mMeToTpeKcaTt U cyabgacanasmH

CC3 — npenapar, ¢ ycnexom npuMeHsiowmnincsa B Tepa-
NMUU NaTOreHETUYECKM GU3KMX MaTOIOMMYECKUX COCTOS-
HUN, TaKUX KaK aHKWUI03WUPYIOLWMA CNOHANN0APTPUT, MNCo-
puaTtM4YeCcKU apTpuUT, IHTE3UTACCOLMMPOBAHHBIN BapuaHT
IOBEHUIBHOIO uManonatuyeckoro aptputa (KOWA), Bocna-
nuTenbHoe 3a6ofieBaHMe KuleyHnKa. Mo gaHHbIM Hemell-
Koro peructpa CRMO (H. Girschick), Tepanna CC3 Becb-
Ma 3abPeKTUBHA, MOXKET UCMONb30BATLCA MPU HETAMKENbIX
BapuaHTax XHO, npoTeKatowmnx 6e3 nopaxeHns no3BOHOY-
HWKa, 0CO6EHHO B cny4vasx accoumnaumm XHO ¢ Bbiweonu-
CaHHbIMW 3aboneBaHnsiMu, noagatoummucs Tepanun CC3
[42]. B nccnepgoBaHmn A. Borzutzky n coaBT. oxuaaemas
adpodeKTnBHocTb CC3 coctaBuna 66% [5]. MT ¢ ycnexom
NMPUMEHSIOT A5 NIeYeHNsa peBmatomaHoro aptputa, HOUA,
rncopuasa M NCopuaTM4yeCcKoro apTpmTa y B3pOCblX U AeTew,
OAHaKO naToreHe3 peBMaTOMAHOr0 apTpuTa M CyCTaBHbIX
dopm HOMA HeckonbKo oTnmMyaetcs oT naTtoreHesa XHO,
B CBSI3M C YEM, MO HaLlEMY MHEHMIO, @ TaKXKe MO MHEHMIO
npod. H. Girschick, Tepanug MT o4eHb W36UpaTenbHa.
YacTb nauMeHTOB MpU HalMyuKM COMYTCTBYIOLWEro apTputa
XOpOowWo OoTBeYaloT Ha npumMeHeHne MT, Torga Kak apyrue,
nofo6HO MNauMeHTaM C 3HTE3UTACCOLMMPOBAHHbLIM Bapu-
aHtoM HOMA, He pearupyloT Ha 3Ty Tepanuio. Havny4ywun
adpdeKT oT npumeHeHusas MT nokasaH B €4UHCTBEHHOM
uccnegosaHmnn A. Borzutzky u coaBT., rge oxkupgaemas
addekTnBHOCTb MT coctaBuna 91% [5]. Mbl pekoMeHayem
npumeHeHne MT y nauneHToB ¢ XHO B coyYeTaHuu ¢ apTpu-
TOM, a TaKe Npu NpoBeAEHNN KOMOUHUPOBAHHON Tepanuu
¢ uHrnéutopamm PHO «.

BucoocgpoHatbl

b® — rpynna npenapaTtoB, NpUMEHSEMbIX A1 nede-
HMS OCTeornopo3a W psaa Apyrux MetabonnyvyecKux 3abo-
NIEBaHUM CKeneTa, a TakXKe O/1s NpeaoTBpalleHns KOCTHOM
[ECTPYKUMM MPU KOCTHbIX MeTacTa3dax 3/10Ka4yeCTBEHHbIX
onyxonen. OCHOBHOM MexaHU3M paenctBus bP — nopa-
B/IEHME MpPOoLEeCcCoB Pe30pOuuM KOCTHOM TKaHW OCTEOKNa-
ctamu [43]. Takke M3BecTHO, 4To b® o6nagatoT NPOTUBO-
BOCNanUTeNbHbIM 3QPEKTOM (MEXaHU3M He YCTaHOBJIEH).
lNoKkazaHa 3addeKTUBHOCTL BP B Tepanuu aHKUI03UpYyLo-
wero cnoHaunnuta [44]. Hanbonee nadyyeHHbIM nNpenapaTtomM
u3 rpynnel 6®, ncnonbdyembim B Tepanun XHO, sBnsetcs
namuMapoHoBas KucnoTa. B nmocnegHue roabl Hametunachb
TEHOAEHUMS K YMEHbLIEHUIO CPOKOB W KyMYNATMBHbLIX A03
namMuapoHOBOW Kucnotbl B sedveHun XHO. lNpu HeBepTe-
6panbHOM NopaxKeHUN 60JIbLLIMHCTBO 3KCNEPTOB Nnpeanaraet
OrpaHN4YUTb €€ NPUMEHEHME CXeMOM «3—3—3», YTO O3HAYaeT
ee UCnonb30oBaHue B TedeHne 3 AHeEN B J0o3e 1 Mr/Kr B CyT
(He 6onee 60 mr Ha BBefeHMe) 3 KypcaMu, NOBTOPSIOLLN-
mMucs Yyeped 3 Mec (Bcero 9 uHoy3un). MNMpu BeptebpanbHOM
nopaXeHnn peKoMeHayeTcsi NpoBefeHMe TaKUX TPexgHeB-
HbIX KYpPCOB Kakable 3 MeC Ha npoTsaxeHun 12-18 mec.
B 60/blIMHCTBE Cy4aeB Tepanus nammapoHOBOM KUCIOTOM



npu HeBepTebpanbHOM MOpParKEHUU NPOBOAUTCS MPU HEIDh-
dekTnBHOCTM nedveHus HMBIM, K, 6one3Hbmoandunumnpyto-
LWMMM NPOTUBOBOPEBMATUYECKMMU NpenapaTtamMu, Toraa Kak
npu nopaxeHnn no3BoHOYHWKa BP B coyetaHuun ¢ HIMBI
ABNSAIOTCA Tepanuen nepBon NUHUK. JledyeHne bBP umeer
psSiA NPEeUMYLLECTB: CPaBHUTENIbHO He6OoMblIas CTOMMOCTb,
ObICTpOTa HacTynieHus adpdeKTa, BbipaKeHHOe aHanbre-
TUYECKOE W MNpPOTMBOBOCMNanUTeNbHoe fAencteue. OaHako,
KaK W y noboro nexkapcTBeHHoOro cpeactBa, y bd ectb
CBOM HEeOOCTaTKW, YTO OrpaHUYMBAET UX LIMPOKOE Npume-
HEeHWe B neauaTpuyecKor npakTnke. K OCHOBHbIM Heno-
cTtaTkam b® cneayet oTHecTn anutenbHyto (MHoraa > 10 ner)
nepcucteHuutio b B KocTu, HanuMuyme TPaH3UTOPHOM TUMO-
KanbLUMEeMUU, pPa3BUTUE BTOPWMYHOM XPYMKOCTM KOCTWU MpH
[IMTENbHOM MPUMEHEHUN, TOPMOXKEHNE JIMHEMHOIO pPOCTa
npu MCNofib30BaHWW B GOMbLUMX [03ax, OTCYTCTBUE neauna-
TPUYECKMX NOKa3aHui. B cBA3KM ¢ Tem, 4To BP coxpaHsatoTcs
B KOCTU rofbl U B HEGOMbLUMX [03axX ANUTENIbHO MOCTynatoT
B CUCTEMHbIN KPOBOTOK, 06CYyXAaeTcs Bonpoc o 6e3onac-
HOCTU NpUMeHeHns BP y AeBOYEK-NOAPOCTKOB B OTHOLWEHUK
BO3MOHbIX PUCKOB MPOHUKHOBEHMS Yepes NnaLeHTy U BO3-
[ENCTBUS Ha CKeNeT naoja Npu HacTynneHnn 6epeMeHHOCTH.
HeratnusHoe BnvaHne bP Ha dopmupoBaHue cKkeneta nioga
NOKa3aHO B MCCNEefOBaHMAX Ha YKMBOTHbLIX, B OTHOLWWEHUK
YyesloBeKa B [OCTYMHOW nuTepaType WMMeloTcs pesynbTaTbl
2 MeTaaHann30B, CBUAETENbCTBYIOWMX O ero 6€30MacHOCTU:
B MeTaaHanu3e 1950-2008 rr. onucaH 51 cnyyan [45],
a B MeTaaHanuse 1945-2014 rr.— 65 cny4yaeB npumeHe-
HUA B® BoO Bpemsa 6epemeHHocTH [46]. HUM B ogHOM M3 chny-
YaeB He OMNUCaHO CKEeNEeTHbIX aHOMasuK, 0O4HaKo 3To TpebyeT
JanbHENLWero NpMcTanbHOro BHUMaHMKS.

B cBS131 C BO3MOXHbIM Pa3BUTUEM TPAH3UTOPHOW MUMO-
KanbuneMuun nocne nHhysnm nammapoHOBOK KUCNOTbl PEKO-
MeHAyeTcsl BBeAEHWE NpenapaToB KajbluMs, a TakKe aoTa-
UMa Kanbums n BuTamuHa D B BO3pacCTHbIX JO3MPOBKax Ans
npeoTBpaLleHns pa3BUTUS oCcTeoMansaLmMn.

UHrnéumtopsl ®HO «

MpumeHeHne uHrméutopo PHO o« — aTaHepuenTa,
aganumymaba, uHbankeumaba — npu XHO aBnsetcs cpaB-
HUTENbHO HOBbLIM W, MO BCEN BMAMMOCTH, YCMELHbIM Tepa-
NeBTUYECKMM HanpaBieHneM. [NoCKONbKY M3BECTHO O MOJ0-
MUTENbHOM 3dPEKTE WMHIMOULMKM 3TOro LMTOKMHA, Obinu
chenaHbl NONbITKU NpUMeEHeHns nHrnéutopos PHO «, KoTo-
pble OKazanucb 3PpPEKTUBHbIMK TaKKe B OTHowWweHun XHO
[47]. B HacToslllee BpeMs UX 4acTO paccMaTpuMBaloT Kak
nocnegHiolo cryneHb B Tepanun XHO, oAHaKoO CylecTBYyiOT
npeanoxeHua no 6onee paHHeMy UX MPUMEHEHWUIO, HaMpPwU-
Mep, MuUHya a3y npumeHenuns bP. UHrubutopbl PHO «
B nevyeHmn XHO moryT 6biTb CKOMOGMHMpOBaHbl ¢ HIBI,
K, 60ne3HbmMoandULMPYIOWUMY MPOTUBOPEBMATUHECKUMU
npenapatamu u Jaxe b® (npu TaKeNoM AECTPYKTUBHOM
Nnopa*eHWM MO3BOHOYHUKA). B HacTosiuiee BpeMs OOHUM
13 aKTyalibHbIX BONpocoB B Tepanuu XHO sBnsieTca Bonpoc
3TanHOCTU NpuMeHeHus b® u nurubutopos PHO «, a Tak-
€ BO3MOXHOIo npuMeHeHns uHrnéutopos ®HO o BMecCTo
B®d. Npu cpaBHeHun bD u uHrnbmutopos PdHO o cneay-
€T OTMETUTb TaKWUEe MONOXKMUTENbHbIE 3PDEKTbI MOCAEAHMX,
KaK MOLLHbIA NPOTUBOBOCNANUTESNbHBIM U aHabreTUHeCKUn
3ddEKT, OTCYTCTBME KOCTHOM pe30opbLnn, onocpesoBaHHOro
YrHETEHUS OCTEOCUHTE3a M BTOPWMYHOWM XPYMKOCTU KOCTW.
NHrnéutopbl PHO o opuULIManbHO paspeLleHo UCrnosib30BaThb
B neguatpuu y nauumentos ¢ tOMA, ncopuasom u ncopua-
TUYECKUM apTPUTOM, MPU KOTOPbIX BO3MOXHO COYeTaHHoe
nopakeHue ckeneta, B T.4. XHO. N3 MMHYCOB NIe4EHNUS UHTU-

6utopamn ®HO « cneagyet OTMETUTb BbICOKYHD CTOMMOCTb
NIe4EHUs, a TaKKe PUCK Pa3BUTUS MHDEKLIMOHHbBIX OCIOXKHE-
HWI, B T. 4. TY6epKynesa. He 10 KOHLLa peLleH BOnpoc 0 pUcKe
OHKO/I0rM4ecKon 6e30MacHOCTH.

Mo HawwmM AaHHbIM, pe3ynbraTbl NPUMeHeHUs B n nHru-
6utopoB PHO « o6GnapatoT NPUMEPHO OAUHAKOBOW 3addeK-
TUBHOCTbIO (83% ans bP n 89% — ans nHrnéutopos PHO «),
OHaKoO cnefyeT OTMETUTb, H4TO MHIrMGuTopbl PHO o Mcnonb-
30Ba/inCb He TOJIbKO BMecTo Bb®P, HO 1 B cnyvasx HeaddpeK-
TUBHOCTK IMGO HEeAOoCTaTO4HON apdEKTUBHOCTU BPD: Takum
o6pasoM, Tepanug nHruéutopamm ®PHO o npeacraBngeTcs
6onee addpekTnBHON [5]. Mo gaHHbIM A. Borzutzky, oxuaae-
Mas 3pEKTUBHOCTb AN1s HMX cocTaBnsieT 91% [5].

Xupypruueckue acneKkrbl JIe4eHUsA XPOHUYECKOro

HeGaKTepuasibHOro ocTeoMuenuTa

Xupypruyeckne meTodbl OOMKHbI 06593aTeNlbHO npume-
HAaTbcs npu XHO Ha cTaguun AnarHoCTMKKM 3aboneBaHuns [48]
W 3HAYUTENIbHO peXxe — B Clly4ae pa3BuTUS ero optoneaunye-
CKMX OCIOXKHEHWH.

B KayecTBe AMArHOCTMHECKON MaHUNySLMK NPK BblsiBNE-
HWW IECTPYKTMBHOIO 04ara B KOCTM MPOBOAST GUONCHIO, OTAa-
Bas MNpeanoyTeHMe HaumeHee WHBA3WMBHOMY BapWaHTy —
YPECKOXKHOWM 3aKpbITOM TpenaHBMOoNCKUm KOCTH, UCNONb3ys Ans
3TOro crneumanbHble KOCTHble UMbl Tuna Yamshidi. Buoncuio
BbINO/IHAOT NOA PEHTrEHOI0rMYecKUM KoHTponem (C-gyra),
onTUManbHbIM SBASETCS Ucrnonb3oBaHue KT-HaBurauuu.
KOpPpPEKTHbIN Ny4eBOM KOHTPOSIb U YETKOe NMOHMMaHWe aHa-
TOMWYECKMX OCOGEHHOCTEM 30HbI MOpPaXKEHUA MO3BONSIOT
Nony4nTb MHOOPMATUBHBIMN MaTepMan NpPaKTUYECKN U3 BCEX
TPYAHOAOCTYMNHbIX OTAENOB CKefeTa, B T.Y. M3 MO3BOHKOB.
BuoncuiHbln MaTtepuan noaBepralT KOMMJIEKCHOMY GaKTe-
PUONOrMYECKOMY (KyNbTypanbHOMY M MONEKYNSPHO-TEHETH-
4eCKOMY) M MOpPONOrnyeckomy (LUTONOrMYECKOMY, TUCTO-
JIOTMYECKOMY M MMMYHOTMCTOXMMUYECKOMY) MCCiefoBaHMIo
ANa UCKIOYEHUS MHOEKLMOHHOM M ONyxoieBow 3TUONOMUK
3a6oneBaHus. Mpn HeMHDOPMATUBHbLIX pe3ynbTaTax Mopdo-
JIOTMYECKOro MUCCnefoBaHus MolyYHeHHOM MpU YPECKOMKHOWM
TpenaH6MOoMNCMn KOCTHOM TKaHWU BbIMOMHAOT OTKPbITYIO 61on-
CUIO O4ara nopaxeHus ¢ nocnegyowmm GaKkrepuonoruye-
CKMM U MOpPdONOrnYyecKMm uccneaoBaHnem matepuana [49].

Xvpypruyeckoe neyeHre nokasaHo Mpu TSKEeNbIX OpTo-
neanyeckmx ocnoxkHenuax XHO: npu nopaxeHun no3Bo-
HOYHMKa OHW MOrYT CONPOBOXAaTbCs pa3ButTuem gedopma-
LMW MO0 CTOMKUM 6ONEBLIM CUHAPOMOM, 06YCN0BAEHHbIM
He TO/IbKO COBCTBEHHO AECTPYKLMEN, CKOIbKO maTtofiornye-
CKMM NepesioMoM C CErMeHTapHOM HeCTabUbHOCTbIO MO3BO-
HOYHMKa. Onepauus B aTOM Ciyyae ABnseTcs nevyebHo-amar-
HOCTMYECKOW W HanpaB/ieHa Ha yaaneHwe pas3pyweHHOro
Tena Nno3BOHKa, BOCCTAHOB/IEHWE OMOPHOCTM NMO3BOHOYHMKA
N KOppeKLum1io agedopmaumu.

Mpu OTCYTCTBUM MPU3HAKOB CErmMeHTapHOM HecTabuib-
HOCTK 1 gedopmMaL MM NO3BOHOYHUKA BedeHUe BepTebpasb-
HOMO CMHAPOMa MOMET OrpaHM4YMBaTbCH WMCMONb30BaHM-
eM opTe3a, Mpu 3TOM CUMMTOMaTUKa KynupyeTcs Ha doHe
obuien Tepanuun 3abonesaHus [42].

COBCTBEHHBLIE KJIMHUYECKMUE HABJIIOQEHUSA
B KadyecTBe HarnggHoro npumepa npusoamm 2 u3 37 cob-
CTBEHHbIX KIMHUYECKNX HabntoaeHun geten ¢ XHO.

KnuHu4yeckuit npuvep N2 1

MauneHT T., 1999 r.p. boneH ¢ axBapsa 2009 r., Korga
BMepBble MOC/ie He3Ha4YUTeNbHOW TpaBMbl HWXHEN Tpe-
TW FONEHU MNOSABUANCH XKanobbl Ha 601b B 3TOM o6nacTu
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npu xoabbe, OTEYHOCTb B 061ACTM FOMIEHOCTOMHOrO CycTa-
Ba. O6cnefoBaH B XMPYPrMyecKoOM OTAeNIeHMU CTalMnoHapa
no MEeCTY XXWUTeNbCTBa, rae noctaBneH gnarHos: «[logoctpbin
0CTeOMMENUT npaBoil 60/bliebepLOBOM KOCTU». Ha peHT-
reHorpamMme: o4aru pJecTpykumu B MeTaanuduse npa-
BoM 6GonbliebepuoBon Koctu. Ha MCKT o6nactu npa-
BOr0 TrO/IEHOCTOMHOrO CycTaBa: o4aru AecTpyKkuun B
nepegHenatepanbHblX OTgenax AucTanbHOro meTadusa
60/bliebepLLOBON KOCTHU, ovarn 7X7X11 MM CO CKNepoTu-
YeCKMM 060KOM, 10X13X12 MM — C KOCTHbIM CEKBECTPOM
[0 4 MM (cM. puc. 4, A). MNpu npoBeaeHnr GUOMNCUM NONYHEHbI
[aHHble O Te4YEHMN XPOHMYECKOrO BOCMANUTENbHOrO npoLec-
ca HebaKTepuanbHon npupoabl. UcKntoyeH cneunduryecknm
npouecc, remMaToreHHbIi OCTEOMMWENUT, OHKOMaToNorus.
BnepBble ana yTouHeHus auarHo3a obcneqoBaH B peBMaTo-
nornyeckom otaeneHmu Cri6IrMIMA (CankT-lNetep6ypr) B MapTe
2009 r. AHan13bl KpoBU — 6€3 BOCNannTeIbHOM aKTUBHOCTHU.
AHTUHYKNIeapHbIM GaKTop oTpuuaTtenbHbln. Mapkep pe3op6-
UMW KOCTHOM TKaHu (B-cross-laps) 0,8 Hr/mn (Hopma 0,2—
1,2 Hr/mn). Ha ocHOBaHMKM AaHHbIX aHamMHe3a W pe3ynbLTaToB
o6cnefoBaHMs MOCTaBeH AMarHo3: «XpPOHWYECKMM Hecneu-
NOUYECKMI OCTEOMMENUT NPaBON 60/bLLIEOEPLIOBON KOCTU».
MauuneHT nonyyan guknodeHak B fo3e 50 mr 2 pasa/cyT
(3 mec), Kanbuma Kap6oHat (500 Mr) B KOMGMHaALMKU C Kone-
Kanbumdeposnom (200 ME) no 1 tabnetke 2 pasa/cyT. [pu
NpoBeAEHUN MYNIBTUCMIMPANIbHON KOMMbIOTEPHOM TOMOrpadum
nocne Kypca HIBI onpepensnacb nNonoXutenbHas AWHa-
MUKa B BWAE BOCCTAHOBMEHWS KOPTUKaNbHOro Cnosl, OTCyT-
CTBUS CeKBecTpa 60nblebepLoBOr KOCTU. B TeyeHne 2 net
rnocne OKOH4YaHusA Kypca nedeHus HIBI1 3apeructpupoBa-
Ha 6e3mMeanMKaMeHTo3Has pemuccusd. O60CTpeHne npolecca
npou3owno 4Yepeld 2 roga oT aebioTta, B anpene 2011 r,
XxapaKkTepu3oBanocb 60/bl0 M OTEYHOCTbIO TONEHOCTOMHbIX
CYCTaBOB M MO KIMHWYECKON KApPTUMHE HaMoOMMWHaA0 apTpwT.
Mo paHHbIM peHTreHorpadum onpenensnach 30Ha paspexe-
HUS KOCTW B MeTaanudusax 60/blebepuoBbIX KOCTEN, OKPY-
YXEHHas 30HOM cKneposa. Ha Y3W roneHocTonHbIX CycTaBoB:
YTONWEHNE MATKMUX TKaHen npaBon roneHu. NMoBTOPHbIN Kypc

nponoHruposaHHon HIBI-Tepanuu (okono 1 roga) npusen
K pa3BUTWIO PEMUCCUM, KOTOPas coxpaHsieTcs yxke 4 roga.

KnuHnuyeckum npumep N2 2

MauneHnTKa I, 1994 r.p. 3abonena B mae 2009 r., Kor-
[la nocne nepeoxiaxKaeHus nosiBMaachb CUabHasg HOYHas u
YTPEHHAS 60/b B HUXKHEW YaCTW CMUHbI, KOTOpas YMEeHb-
Wwanacb nocne auxeHus. OTMeyvanacb BbiICOKas Bocnanu-
TenbHas aKTMBHOCTb B aHanun3dax KpoBu. 1o pesynbratam
peHTreHorpadmn nm MPT o6HapyXeHbl gereHepaTUBHO-
ancTtpoduyeckme M3MEeHeHUss B MOSCHUYHO-KPECTLOBOM
oTAeNe MO3BOHOYHMKA, a TaKKe OTeK KOCTHOro Mo3ra,
HOCSILLMIM MO3anYHbIM XapaKTep (KpecTLoBO-NoAB3A0LWHbIE
couneHenus, KIMC, He wuccnepgoBanu). B aMHamuke npu-
coefMHunacb 60/b B KONEHHbIX cycTaBax. Jletom 2009 r.
nocsne TpaBMbl FPYAHON KIETKU NosiBMAAcb NPUNyXnoCTb
B 06nactu rpyamHbl. Peb6eHoK 6bi1 rocnutann3vpoBaH
B XMPYpruyeckoe otaeneHune, BbinoiHeHa GMONCKUS KOCTHO-
ro MO3ra, UCK/IloYEHbl OHKOremaTonormieckme 3abonesa-
HUS, NnpoBeaeHa 6MONCUA TPYAUHbBI (YHaCTKU HOpPManbHOWM
KOCTHOM U GUOBPO3HOM TKaHWU), UCKIIOYEH cneLnPruyecKum
MHOEKUMOHHBIM npouecc. B Hoa6pe 2009 r. npoBeaeHa
OCTEOCUMHTUIrpadus, Npu KOTOPOM yCTaHOBNEHa runep-
duKcauma paguodapmaueBTUHECKOrO npenapata B rpy-
onHe (puc. 9), pebpax, N1eBOM Mie4yeBOM cycTaBe, Mpa-
BOM KOJIEHHOM CyCTaBe, LWEeMHOM OTAene MO3BOHOYHMKA.
BnepBble o6¢cnefoBaHa B peBMaTO/IONTMYECKOM OTAENEeHUN
CMNBIMMY (Cankt-lNetepbypr) B agekabpe 2009 r. Mpn Knu-
HUYECKOM MccnefoBaHuu: 60/b NPU ABMKEHUW B KOJMEH-
HOM cycTaBe 6e3 OTYEeTIMBbIX MPU3HAKOB apTpuTa, 60/b
B npoeKkumn KIMC ¢ 2 CTOpOH, OTEK MATKMX TKaHen Hapn
KIMC, pe3Kko nonoxuTenbHbl BCE CUMMNTOMbI CakpouneuTa,
NpaKTUYECKM OTCYTCTBYET CrnbaHne B NMOSICHUYHOM oTaene
NO3BOHOYHMKA.

B KAMHWYECKOM aHann3e KpoBM OTMEYasoch JinLlb NOBbI-
weHne CO3 go 22 mm/y (npu Hopme 0-15), B GUoxnummnye-
CKOM aHannae KPoBM — He3HaYMTebHas TMNepnpoTEMHEMUS:
obuwmr 6enok 86 r/n (npy Hopme 64-83), oTpuLUaTENbHbIN

Puc. 9. Jly4eBble NpOsiBAEHUS XPOHUYECKOrO HEGAKTEPHANbHOrO OCTEOMMUENNTA Y NAUMEHTKHM . (YKa3aHbl CTpeNKamu)

lNpumeyvaHume. A (peHTreHorpaMma KOJleHHbIX CYCTaBOB) — KpaeBas AeCTPYKLMSA laTepanbHOro MbllenKa npaBon 6e4peHHO KOCTH;
b (carutranbHbln KT-cpes rpyanHbl) — NoancerMeHTapHas A4eCcTpyKLUMa Tena rpyavibl; B, ' (KopoHapHbIv 1 caruTTanbHbli KT-cpes
NMO3BOHOYHMKA) — AECTPYKLMA Tena no3soHKa Cy; [ (ocTeocunHTUrpadmm ¢ T099) — MHOXECTBEHHbIE 04Yaru HaKoMIeHuUs

pagnodapmnpenapara B pasinyHbIX OTAeNax cKenera.



CPBE. B “MMyHONIOrMY4e€CKOM aHanmMae KpoBu — oTpuuaTesb-
Hbl€ aHTUHYKNIeapHbIn daKTop 1 aHTMreH HLA-B27.

Y3W opraHoB 6piOLWIHOM NOMOCTU: OPraHn4YecKom nato-
normn He BbisBneHo. MCKT rpyauHbl: KT-npu3Haku octe-
omuenuta Tena rpyauHbl. MPT KIC: npu3Haku apTpuTa
KPEeCTLO0BO-NMOAB3AO0LHbIX COYIEHEHUW. Ha ocHOoBaHuM
anob, aHaMHesa, JaHHbIX UCccnefoBaHWI NOCTaBEH anar-
HO3: «HOBEHUNbHbIN apTPUT. XPOHUYECKUI MyNbTUdOKaNb-
Hbl ocTeoMuenuT». Havyata tepanus HIBI, nynbc-Tepanus
Cony-Megponom ¢ nonoxutenbHbiM 3ddEKTOM (Kynuposa-
HMe 601eBOro CMHAPOMa, BOCCTaHOBNEHMEe 06bema [BUKe-
HWM B MO3BOHOYHUKE), a TaKKe MT B gose 15 Mr/M2 B Hepa.
Yepes 3 mec BHOBb nosiBunacb 60ib B chnuHe (nosic-
HWYHO-KPECTLIOBbLIM OTAEN MO3BOHOYHMKA), 3aPUKCUpPOBa-
HO HapacTaHuMe BOCMaNMTENbHOW aKTMBHOCTU Mpouecca.
PekomeHaoBaHO 6bi10 106aBUTL K cxeme neveHus CC3,
HO OT Tepanuu poauTenu oTKalanucb. B gMHamuKe npuco-
eJnHUNacb MHTEHCMBHAas 60/b B LWWEMHOM OTaeNne Mo3BO-
HOYHWKa C Mppaguaumen B 3aTbloK. [JeBOo4YKa He Morna
cnatb, NPaKTUYEeCKU OTCYTCTBOBaU [ABUMKEHUSA B LIEMHOM
oTAene NO03BOHOYHMKA, HE MOrfia XO0AUTb (Nto6ble ABUMKEHMS
BbI3blBan pe3Kyto 60/b B rofioBe U wee). [leBoYKa pe3Ko
acTeHM3upoBaHa, noxyaena Ha 8 Kr, NPaKTUYeCKK He Xoau-
na, OblI0 OrpaHU4YeHO XeBaHue (6onb C Mppagualmen
B 3aTblNI0K). B TaKoM COCTOSIHMM NMauMeHTKa 6blna rocnura-
nnM3npoBaHa B peBMaTonorndyeckoe otaenexHune Cr6rmmMy.
Mpn o6cnegoBaHMM OTMEYEHa BbICOKas BoOcMnanutesnbHas
aKkTMBHOCTb: CO3 42 mm/4, CPBb 160 mr/an (npu HopMme
[0 6). Ha MCKT: pectpykuusa Tena Cy,, Cy, C,, nonepe4yHoro
oTpocTka Th,. Ha peHTreHorpaduu KONEHHbIX CyCTaBOB:
W3MEHEHWUS NnaTepanbHOro Mblllenka npaBoro 6eapa, yya-
CTOK AECTPYKLIMKN C 30HOK CKepo3a (CM. puc. 9).

B cBfI3W C TAXKECTblO COCTOSIHWMS, Pa3BUTUEM AECTPYK-
LMK B NO3BOHKe Cy, C NpUCOELUHEHNEM HEBPOJSIOrMYECKON
CUMMNTOMATUKKN, YrPO30M KOMMPECCUU CMMHHOIO MO3ra Ha
YPOBHE LWENHOro OTAena CNUHHOro mMoara, HeaddbeKTnBHO-
CTblo npeawecTsytolen tepanuun HIBI n MT 6bl1a MHULK-
MpoBaHa Tepanusl NamuapoHOBOM KUcnoton B go3e 30 mr

UCTOYHUK ®PUHAHCUPOBAHUSA
He ykasaH.
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