Ha npasax pykonucu

COJIOBBEBA AHACTACHUA AJIEKCAHAPOBHA

XapakTepuCTHKA U MOHUTOPUHT U3MEHEHUI KOCTHO-CYCTABHOM

CUCTEMbI Y B3POCJIbIX MALUEHTOB ¢ 00J1e3HbIO ['omie I Tuma

14.01.21 — remaToJiorusi M nepejTMBaHNue KPOBH

14.01.13 — sxy4yeBasi AMATHOCTHKA M JIyYeBasi Tepanus

ABTOPE®EPAT
JUCCEPTALMU HA COMCKAHHeE YYECHOH CTeleHH

KAHIUIATa MeIUIMHCKUX HAYK

MockBa — 2019



Pabota BrITiOTHEHA B (PeiepalIbHOM rOCyAapCTBEHHOM OFOJIPKETHOM YUPEXKICHUU
«HannoHanbHbI MEAUIIMHCKUI UCCIIEA0BATEIbCKUN HEHTP IreMaTOJIOTUH
MunucrepcTBa 3npaBooxpanenus Poccuiickon denepannn

Hay4yHble pykoBOAUTEIN:

JIOKTOp METUIIMHCKUX HayK, Tpodeccop Jlykuna Esnena AnexceeBHa
KaHIUJaT MeAUIIMHCKUX HayK Subik ['anuHa AslekcanapoBHa

O(I)I/IHI/IaJIbHLIe OIIITIOHCHTDbI:
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Benymas OpraHu3anus: MockoBCKHit HAaY4YHO-UCCJIEOBATEIIbCKUI
OHKOJIOTHUeCKnil uHCTUTYT uMeHu I[L.A. T'epuena - dunman ¢eaepanbHOTO
rOCYJIapCTBEHHOTO OIOJKETHOTO YyupexkacHus «HamumoHambHBIA MEIUITMHCKUN
WCCJIEI0OBATEIIbCKUA LIEHTP PaauoJIoTuW» MUHUCTEPCTBA 3APaBOOXPAHCHUS
Pocculickon ®@enepanuu

3almTa COCTOUTCS « » 2019 rona B JacoB

Ha 3acefgaHuu aucceptanonHoro coseta JI 208.135.01 npu denepanibHoM
roCyJJapCTBEHHOM OIOJIDKETHOM  yupekaeHun «HanuoHanbHbIH MEAUIIMHCKUN
MCCIICIOBATENIbCKUM LIEHTP TreMaToJorun» MMHUCTEPCTBA 3/IPaBOOXPAHEHUSA
Poccuiickon @enepannu 1o aapecy:

125167, r. MockBa, HoBblii 3bIKOBCKUI Npoe3, 4

C nucceprarnueit MOKHO O3HAKOMUTHLCS B OnOimoTeke peaepaibHOro
rOCyAapCTBEHHOTO OIOJIKETHOTO yupexkaeHus « HanmonanpHbIi MeTUIIMHCKUT
HCCJIEIOBATENLCKUI IIEHTP TeMaTOJIOTH» MUHUCTEPCTBA 3PABOOXPAHCHHUS
Poccuiickoit @enepanuu u Ha caiite www.blood.ru

ABTOpedepaT pa3ociaH « » 2019 rona

VYyeHslif cekpeTapb JUCCEPTALMOHHOTIO COBETA
KaHIUJAT MEAUIUHCKUX HAYK Cricoena E.II.



OBILIAA XAPAKTEPUCTHUKA PABOTbBI
AKTYaJIbHOCTBH MCCJICA0OBAHUSA

bonesns [N'ome (BI') — HacneacTBeHHas ¢epMeHTONATHs, B OCHOBE KOTOPOM
JexaT MyTalldd TeHa TIoKolepeOpo3uaa3bl — JIM30COMHOTO  (pepMeHTa,
OTBETCTBEHHOTO 3a KaTa®onm3M aunuaoB. [IpucyTcTBue AByX MyTaHTHBIX ajuleieH
reHa accoruupyercsi co 3HauuTelbHbIM (< 30% OT HOPMaIbHOTO YPOBHS)
CHI)KEHUEM KaTaJIMTUYECKOW aKTUBHOCTHU TIIIOKOIEpeOpO3uaa3bl, YTO MPUBOJIUT K
HAKOIUICHUIO B IIUTOIIA3ME aHTUTECHIIEpepadaThIBAIONIUX MaKpoharoB NpoyKTOB
paciierieHus: aerpagupyromux kiaetok [Grabowski G.A. et al., 1997; Futerman
A.H., 2004; Kpacnononsckas K. J., 2005]. CnaeactBuem  AaHHOIO
MeTa00IMYECKOro aedeKTa SBIAIOTCSA: XPOHUYECKAs aKTUBalM MakpodaraabHON
CUCTEMBI; ayTOKPUHHASA CTUMYJISILIAS MOHOIIUTOIIO93a U yBEJIMUEHHUE a0COIIOTHOTO
KoJuuecTBa Makpodaros/kierok ['ome B MecTax ux «(U3HOJOTHYECKOTO AOMAX
(cene3eHka,  TMEYeHb,  KOCTHBIM  MO3T); HapyIICHUE  PETYISATOPHBIX
(MeTabonmueckux) (QyHKIUMA MakpodaroB, B TOM 4YHCIE€ HapyIICHHUE
peMojaenupoBanuss koctHoW TkaHu [JIlykuna E.A., 2009; Futerman A.H. and
Zimran A., 2006].

CoBpemeHHOEe TIpejcCTaBlieHHe o TaroreHe3e bIT — kak 3aboneBaHuu
MakpodarajibHON CUCTEMBI, MO3BOJISIET JyUllle MOHIATh MEXaHU3MbI BOBJICUCHUS B
[IaTOJIOTUYECKUN MPOLECC KOCTHO-CYCTABHOW CHUCTEMBL. B KauecTBe Ba)HBIX
MaTOr€HETUYECKUX MEXAHU3MOB PAaCcCMATPUBAIOTCA: HMHQPUIBTPALUSI KOCTHOTO
Mo3ra Makpodaramu/kiaeTkamu ['ore; HapylieHHEe PEeMOJICTUPOBAHHS KOCTHOM
TKaHW; aceNTHYeCKHue HEKPO3bl KocTeh (ocrteoHekposnl) [Wenstrap R.J. et al.,
2002; Weinreb N.J., 2007; JIykuna E.A., 2011].

[TopaxkeHne KOCTHO-CYCTaBHOM CUCTEMBI SBJISIETCS TUIIMYHBIM MPOSBICHUEM
bI' u BapbupyeT OT OECCUMITOMHON OCTEONEHUH JI0 TSKEIEHUILIEro 0OCTE0Nnopo3a C
MHO>XECTBEHHBIMU  TaTOJOTUYECKUMU  TepesioMaMH M UIIEMHUYECKUMU
OCTEOHEKPO3aMH, BEIYUIMMU K PAa3BUTUI0 BTOPUYHBIX OCTEOAPTPO30B U, Kak

CJIeJICTBHE, HEOOpAaTUMBIX opToneandeckux nedextoB. [IpuunHa BapuabenbHOCTH
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XapakTepa M CTEIEHH NOPAXKEHHS KOCTHO-CYCTaBHOM cucTtembl mpu bI' 1o
HACTOSIIET0 BpeMeHH octaercs HescHor [Mikosch P., 2011; Jlykuna K. A., 2013].

AHanu3 TaHHBIX JUTEPATypbl U COOCTBEHHBIN OMBIT MOKA3aJU, YTO JIyYEeBbIC
METO/IbI HCCIEAOBAHUIN UTPAOT OCHOBHYIO POJIb B JUATHOCTHKE U OLIEHKE TSKECTH
MOPAXKEHUSI KOCTHO-CYCTaBHOM CHCTEMBI. B 4acTHOCTH, Ha CETOAHSAIIHUN JCHb
MPT sBnsieTcs eqUHCTBEHHBIM METOJAOM HEMHBAa3MBHOW AUATHOCTUKH MOPAKEHUS
KOCTHOTO MO3ra NP Pa3JIMYHBIX MNATOJIOTHUYECKUX COCTOSIHHUSX, B TOM YHUCIIEC MPU
BI' [Rosenthal D. I. et al., 1986; Moulopoulos L.A. et al, 1997; Tamburrini O. et
al., 2007].

BHenpenue B KIMHUYECKYIO TMPAKTHKY 3aMECTUTENbHOW (HEPMEHTHOM
teparun (3PT), MHpOBOW OMBIT KOTOPOM cocTaBisieT He Oonee 20-25 Ier,
KapIMHAJIBHO W3MEHWIO TeueHue u nporno3 bl'. B Poccuiickon ®enepannn 3OT
ctana poctynHoit ¢ 2007-2008 r.r. (Omarogapsi rocy1lapCTBEHHOW mporpamme «7
BBICOKO3aTpaTHBIX Ho3ojorui»). B ®I'bY «HMMUL] remaronorun» MuH3apaBa
Poccnn HakomieH yHHMKaJbHBIMA ONBIT JUAarHOCTUKH U JedeHus bl y B3pocisix. K
HacTosimeMy BpeMeHH 316 B3pOCHbIX MMAIMEHTOB MPOIUIM OOCJIEIOBaHHE B
orneneHnr opdaHHBIX 3a0ojieBaHUN. boiee TMOJOBHHBI HMX 3THX OOJBHBIX
MOJIY4Yal0T MaTOTEHETHUYECKYIO TEpaluio0 B TEUEHUE JIUTEIbHOTO BpeMeHu (8-10
net). Ha done meuenust y Bcex OOJBHBIX HAOJIOIACTCS TMOTHBIN WM YaCTHYHBIN
perpecc OCHOBHBIX KIIMHUYECKUX MPOsiBIeHU bl' — nuronenun u opranomerainu
[Lukina E. et al., 2019]. Peructpanusi n”3MEeHEHMIA JTy4eBOW KaApTUHBI MTOPAKEHUN
KOCTHO-CYCTABHOW CHCTEMBI MPEACTABISIET COOOW aKTyallbHYIO 3ajady Kak s
OlleHKH 7((EKTUBHOCTU JIEUEHHUSA, TaK WU JJs pa3pabOTKU HMHAWBUAYaTbHOU
TaKTUKU BEJCHUSA TMAlMEHTOB, a HWMEHHO IUIAHUPOBAHUSI XHUPYPIHUYECKOIO
OPTOINEAUYECKOTO  JIEYEHUs, Koppekuun 1036l 3DT, JUArHOCTUKU
WHTEPKYPPEHTHBIX 3a00JIeBaHUM WK OcIokHeHuH bl

eab ucciaenoBanus

N3yunTh OCOOEHHOCTH Jy4y€BOW KapTHHBI MOPAKEHUS KOCTHO-CYCTaBHOM

CUCTEMBI y B3pOCHbIX mamueHTtoB ¢ bl' I Tmma nmo Hawana m B mponecce

[IaTOr€HETUYECKOU TEPAIIHH.



3agaum uccaeI0BaHUA
l. JlaTh XapakTEpUCTHUKY JTy4€BOM CEMHUOTUKH MU3MEHEHUN KOCTHO-CYCTAaBHOU
CHUCTEMBI y B3pOCIIbIX NTanueHToB ¢ bl I turma.
2. [Iposectun CPaBHUTEIIbHBIN aHAIN3 MOJIYKOJIMYECTBEHHOT'O u
KOJIMYECTBEHHOTO METOJ0B OLIEHKH JIYYEBBIX U3MEHEHN KOCTHOTO Mo3ra 1ipu bl
3. [Ipoananu3upoBaTh JUHAMHUKY OOPAaTUMBIX W3MEHEHHH KOCTHOTO MO3ra y
B3pociibix nanueHToB ¢ bl | Tuma Ha (oHe maToreHeTH4YeCKON Teparuu.
4. IIpennoxurs ydeBble KPUTEPUU U ILIKAILY CTCIEHU TSHKECTH IOPaKEHUS
KOCTHO-CYCTaBHOM CUCTEMBI IIpu bI'; 1aTh pexomMeHanuu 1o UxX MpakTHYECKOMY
IIPUMEHEHUIO.

HayuyHnast HOBU3HA

Bnepseie B Poccuiickonn ®enepannn oxapakrepu3zoBaHa MP-cemmoruka
KOCTHBIX TposiBieHuil BI' y 86 6onbHbIX 10 Havana u B npouecce 2-10 ser 3DT.
Y CTaHOBIIEHO, YTO Yy HEJICYEHBIX NMalUEHTOB ¢ bl yiydeBas kapTuHa mopaxkxeHus
KOCTHO-CYCTaBHOM CHCTEMBI MOXET HOCUTh OOpaTMMbld W HEOOpaTHUMbIN
xapaktep. [lokazano, yto MPT sBisieTcss BBICOKOMH()OPMATUBHBIM METOJIOM
JUArHOCTHUKU M KOHTPOJS 3a JMHAMHUKON OOpaTUMBIX H3MEHEHHH, a HUMEHHO
MH(UIBTpAMU KOCTHOIO MO3Tra KieTkamu [ ome.

IIpakTHYyeckasi 3HAYUMOCTD

Pa3paloTaHnbl J1ydeBble KPUTEPUM W IIKAJIA CTENEHH TSAKECTH MOPAKECHUS
KOCTHO-CYCTaBHOM cucteMsl Iipu bI'.

IToka3zaHo, YTO B COOTBETCTBHUM CO CTEIEHBIO TSHKECTH NMOPAKEHUSA KOCTHO-
CYyCTaBHOM cucTeMbl MauueHtbl ¢ Bl Moryt ObITh pa3neneHbl Ha 4 TPYIIbL: C
JIETKAM, YMEPEHHO TSKEIIBIM, TSKEIBIM U CBEPXTSDKENBIM MOPaKEHUEM KOCTHO-
CYCTaBHOM CHUCTEMBI.

[TokazaHo, 4yTO oOOpaTUMble H3MEHEHHUS B MPOLECCE MAaTOreHETHYECKOM
Tepanuu MOJABEPIratTCs YaCTUYHOMY WM IOJIHOMY perpeccy (IepBble N3MEHEHUS
3aperucTpUpoBaHbl yepe3 12 MmecsleB OT Hayajga TepanuM), 4TO JAaeT OCHOBAHHE
ucnosb3zoBaTe MPT B quHaMuKke B KauecTBe crioco0a KOHTPOJsl akTUBHOCTH bI' n

s dextuBHOCTH 3DT.



IToJ10:keHUs1, BLIHOCUMBbIE HA 3aLUUTY
I. XapakTtepHas Jy4eBas KapTHUHA MOPAXKECHUSI KOCTHO-CYCTaBHOM CHCTEMBI y
B3pOCJBIX HeJeyeHbIX ImamueHtoB ¢ bI' 1 Ttuna sBisgercs oTpaxkeHueM
NATOJIOTUYECKOW HMH(UIBTPALMKA KOCTHOTO MO3Ta W/WIM HapyIlIeHHUs Ipoliecca
HOPMAaJIbHOTO PEMOAECIUPOBAHUS KOCTHOU TKAHH.
2. [TopaxeHnne KOCTHO-CycTaBHOM crucTeMbl 1pu bI” MokeT HOCUTh 0OpaTUMBIN
U HeoOpatuMmblid Xapaktep. CTENeHb TSKECTH NOPAXKEHUS KOCTHO-CYCTaBHOM
CUCTEMBbI  OIpENEeNseTCsl, MPEUMYLIECTBEHHO,  HAJIWYMEM  HEOOpaTUMBIX
U3MEHEHUM, KOTOPBIE, B CBOIO 0YEPEb, ONPEACIAIOT KAYECTBO KU3HU MAl[MEHTOB
c bI'.
3. ITatorenernueckass Ttepanus IPUBOAUT K IIOJHOMY WM YaCTUYHOMY
perpeccy 0OpaTUMBIX U3MEHEHHM, MOKET IIPEIOTBPATUTh PAa3BUTHE HEOOPATUMBIX
U3MEHEHUH, OJAHAKO HE CHOCOOHA YCTPAaHUTh YK€ HMEIOIIHECS HEeoOpaThuMble
U3MEHEHUsT W  opToleauueckue  Je(eKTbl, KOTOpble HE  MOAJAITCA
KOHCEPBAaTUBHOM TEPANUU U MOTYT TPEOOBATH XUPYPIrUUECKOTO JICUEHUSI.
4. Perucrtpaursi ¥ MOHUTOPHUHI JIy4€BBIX HW3MEHEHUHW KOCTHO-CYCTaBHOU
cucteMbl Tpu BI' NO3BOJSAIOT OIEHUTH AaKTUBHOCTH 3a00JIEBaHUSA, MPOBECTU
aZeKBaTHYI0 Koppekuuio a03bl 3®PT w© JIMarHoCTUKYy HMHTEPKYPPEHTHBIX
3a00sieBaHUM (KOCTHO-CYCTaBHOM TyOepKyJie3) Uiu ociokHeHuit bI.
BHeapenue pe3yabTaToB HCCIACA0BAHUS

PesynbraTel uCCaenOBaHUA BHEAPEHbI B IPAKTHYECKYIO JIESTEIBHOCTH
oTheneHns  opQaHHbIX  3a00jeBaHMM, OTAENCHUS  MarHUTHO-PE30HAHCHOU
tomorpaduu W ynbTpa3BykoBoi auarHoctuku PI'BY «HMMUI remaronorum»
Munsznpasa Poccum.

Anpobauus

OCHOBHBIE TOJIO)KEHUSI JUCCEPTALMM MPEACTABIEHB B Marepuagax u
JOKJIaJax Ha:

- [ u I HayuHo-nipakTHyeckux koHpepeHuusx «llomucucreMusie opdaHHbie
3a00JIeBaHUST Y B3POCIBIX, KaK MEXIUCIUIUTHHApHAsA mpooiema» (Mocksa, 2018,

2019 rr.);



- EBpomnetickom cammute no 6ose3nu 'ome «Gaucher Expert Summit VIID»
(Bena, 2018 r.);

- III Beepoccuiickoit XIV MexpernoHallbHON ¢ MEXKIYHAPOIHBIM Y4aCTUEM
HaydHoli ceccMM MOJOJBIX YYEHBIX M CTyAE€HTOB «COBPEMEHHOE pEIICHUE
aKTyaJIbHBIX Hay4YHBIX MpobaemM meauuuby (Huxauit HoBropon, 2017 r.);

- XI-XIII BcepoCCHCKUX HAIIMOHAJIBHBIX KOHI'PECCAaX JIYYEBBIX TUArHOCTOB
u TepaneBToB «Paauonorus — 2017, 2018, 2019» (Mocksa, 2017, 2018, 2019 rr.);

- Konrpecce Poccuiickoro o0mecTBa peHTI€HOJIOIOB W PaguoJIoroB
(Mockaa, 2018 1.);

- eXXeroaHou mkoje mo 6oae3nu I'ome (Mocksa, 2017, 2018 rr.).

ArnipoOaniust TuccepTaluy cocTosIach Ha 3aceJaHuu POOJIEMHOM KOMUCCUH
«KnuHuyeckue UCCleNoBaHUs B TIeMaToJorMu  (reMo0JiacTo3bl, JIENpPecCrun
kpoBeTrBopeHus; TKM; wmmeno- u aumdonponaudepaTUBHbIE 3a00JIC€BaHMUS;
onyxonu JuM@aTHYecKod CHCTEMBbI; TMarojiorus KpacHor kpoBu; MWTII;
nopbupuun), TpaHCPy3uOJOTMU, MATOJOTMM  TIEeMOCTa3a, XUPYPruyecKou
r€MAaToJIOTUH, AHECTE3UOJIOTUM U HUHTeHCHBHOM Tepamun» OI'BY «HMUL
remaroiorun» Munsgpasa Poccun 15 anpens 2019 r.

Hyonukanuu

[To Teme nmuccepramuu omybOnukoBaHo 13 pabor, W3 HuUX 3 cTaThu B
XKypHainax, pekomeHnoBaHHbIx BAK MunucrepctBa oopa3oBanus u Hayku PO, 10
TE3UCHBIX COOOIIEHUH.

O0bem u cTpyKTYpa padoTsl

PabGora uznoxxena Ha 146 cTpaHuIiax MalIMHOMKMCHOTO TEKCTA, COCTOUT M3
BBEJICHMsI, 0030pa JWTEpaTyphbl, KIMHUYECKOW XapaKTePUCTUKH OOJBHBIX U
METO/IOB HCCIIEOBaHUS, PE3yJbTaTOB W OOCYXACHHs, 3aK/IIOUEHMs, BBIBOJIOB,
CIUCKa JuTeparypbl. TekcT paboThl cojaepxut 53 pucyHka, 21 guarpammy, 7
tabnui. CIUCOK JHUTEepaTyphl BKIIOYaeT 16 oTedecTBEHHBIX U 135 3apyOeskHBIX
HMCTOYHUKOB.

PaGota BbInosiHeHa B oTAeNeHNHN op(daHHbIX 3a00neBanuii (3aB. OTH., 1.M.H.,

npodeccop Jlykuna E.A.), oTneneHMM MarHWTHO-PE30HAHCHOW ToMorpaduu u



yJIBTPa3ByKOBOM AMAarHOCTUKH (3aB. OTI., K.M.H. Supik [.A.) npu corpyaHuuecTse
c apyrumu otaeneHusmu u jaboparopusimu OPI'BY «HMMUI remaromorun»

Munsznpasa Poccuu (ren. aupexrop, akagemuk PAH, npodeccop CaBuenko B.I').

COIAEPKXAHUE PABOTHI
MarepuaJjibl 1 MeTOABI HCCAEAOBAHUS
Knunuueckan xapakmepucmuxa 6001bHbIX

B nccnenosanue BkioyeHo 86 namueHtoB ¢ bI' I tuma. ['pynmy coctaBuiu
39 myxunH u 47 )KEHIIMH B Bo3pacTte OT 25 10 84 yer; Mennana Bo3pacra 37 JerT.
[TarueHThl, BKJIIOYEHHBIE B JHWCCEPTALIMOHHOE WCCIEA0BAHUE, MPOLLIA JBE
KOHTPOJIbHBIE TOUKH 00CIICIOBAHMUS:

1) mepBasi rocnuTanu3alys — MPOBEICHO KOMIUIEKCHOE OO0CIEI0BaHUE B
OI'bY «<HMUILI rematonmorun» Munszapasa Poccun, BepuduimpoBaH I1Uar€o3 u
BIIEPBBIC HA3HAYEHA IATOTCHETUYECKAsl TEPATIHSL.

Anroput™m o0cnenoBanusi manueHToB ¢ bIT Bkirowan: cOop aHamHe3a,
KJIIMHUYECKUA OCMOTp, J1a0OpaTOpHbIE M HWHCTPYMEHTAJIbHBIE MCCIEIOBAHUS,
JOTIOJTHUTENbHBIE 00CIEA0BaHUS U KOHCYJIbTAllMU — M0 MOKa3aHusaM. JlJisg olleHKu
TSOKECTH TIOPAXKEHUSI KOCTHO-CYCTaBHOW CHCTEMbl OOJBHBIM  Ha3Havajlach
KOHCYJIbTALIMS OpTONEAa, TPOBOIUINCH JyUeBble UCCIEAOBaHUS (pEHTIeHOrpadus
u MPT) GeapeHHbIX KOCTEH C 3aXBaTOM Ta300€JAPEHHBIX U KOJICHHBIX CYCTaBOB.
Ha ocHOBaHMM TOJYYEHHBIX JaHHBIX KOHCHUJIMYMOM B COCTaB€ TI€MaToJiora,
TPaBMaTOJIOra-OpTONENa W PEHTIEHOJIOra OIPEAENSIACh CTEIEHb TAKECTH
MOPAKEHUSI KOCTHO-CYCTaBHOM CUCTEMBI y TALIMEHTOB.

2) BTOpas rOCIUTAIIM3ALMS — KOHTPOJIbHOE 00ciiefoBaHue yepe3 12 mecsiieB
MIOCJIE HAYaJIa MaTOT€HETUYECKON TEPAIUU.

VY Oonpmieir yactu OonbHBIX (92%) ObUTH TIPOBEACHBI JTOMOJIHUTEIHHBIC
KOHTPOJIbHBIE O00CHIEeOBaHUSI B KaXKIble TNocieayromue 12 mecsueB JedeHus

(Bcero ot 3 10 10 KOHTPOJIBHBIX TOYEK).



B mnepuon c¢ centsops 2016r. mo despanp 2019r. B OI'BY «HMUIL]
remarojiorum» Munzapasa Poccun 86 manuentam ¢ bI' 66110 ipoBeieHO:
e 486 pentreHorpamm (Rg) OepeHHBIX KOCTEH ¢ 3aXBaTOM Ta300€IPEHHBIX U
KOJICHHBIX CyCTaBOB B MPSIMOI POEKIUU
e 246 MPT OenpeHHBIX KOCTEH C 3aXBaTOM Ta300€IpPEHHBIX W KOJCHHBIX
CyCTaBOB
Kpome Toro, y 92% mnarnueHToB ObUT MPOBEACH PETPOCIEKTUBHBIN aHANIN3
553 MP-uccnenoBanmii, BbIMOJHEHHBIX B KabmHere MPT OI'BY «HMMUI]
remaronorun» Munsapasa Poccun ¢ 2009 o 2015 r.r.
Jlu3ailH WccienoBaHus, MPEACTABICHHBIA HA PHUCYHKE |, WILIFOCTPUPYET

OCHOBHBIC OTaIlbl IPOCIICKTUBHOI'O UCCIICAOBAHMAA.

ceHTAbpL 2016 — peBpans 2019

JleyeHue He

nony4anm
n=3 (3%)
Rg=486
Hene4eHble /r O6cnegosanue 2
B3pocibie nayuenros 8 «<HMMUL,
nauueHTbl C

remarTonormm»
arkable 12 mecaues

6oneszHblo lNowe
n= 86 (100%)
MaTtoreHeTU4ecKan
Tepanua *
n=83 (97%)

* 3amecTutenbHan GpepmeHTHaA unu

cyGcTpatpepyumpylowan  Tepanua
No MecTy XuTe/lbCTBa

PucyHnok 1. /lu3zailH npOCIEKTUBHOTO UCCIENOBAHUS.
JIyueevie memoowl ucciedosanus
Penmeenocpagpus
[lepBUYHO, BBHINOJHSAIN PEHTreHOrpaguio OEIPEHHBIX KOCTEH ¢ 3aXBaToOM

Ta300€JPEHHBIX U KOJIEHHBIX CYCTaBOB B MPSIMOI MPOEKIINH.

HccnenoBanusi NpPOBOJWIMCH Ha PEHTICHOAMATHOCTUYECKUX CHUCTEMax
Prestige SI u Proteus XR/a ¢upmbl «General Electric» (mapameTpbl CheMKH:

HaIpsDKeHUE Ha PEHTIEHOBCKOW TpyOke — 65kB um skcmosumus — 125MAc mis
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MPOKCUMAJIBHBIX OTIEIOB OEAPEHHBIX KOCTEH; HampsHDKEHHWE Ha PEHTTEHOBCKOMU
TpyOke — 60kB m 3xcrosunus — 8OMAC I TUCTAIBHBIX OTIEIOB OCIPEHHBIX

KocTei, (pokycHoe paccTossHUE 1M.).
Maenummno-pezonancnas momozpaghusi

BropsiM 3Tanom BeimoaHsaan MPT O6epeHHBIX KOCTEN ¢ 3aXBaTOM

Ta306€I[pCHHI)IX " KOJICHHBIX CYCTaBOB.

HccnenoBanus MpoBOIMINCH HA ABYX MarHUTHO-PE30HAHCHBIX TOMOTpadax:
Signa Profile ¢upmer «General Electricy (CIIIA) ¢ uHAyKIMEH MarHUTHOTO TOJIS
0,23T c wucnonb3oBanueM katymek Body Flex Coil (M/L), Ingenia ¢upmbl
«Philips» (Hunepnanasl) ¢ uaaykuueit marautHoro noiia 1,5T ¢ ucnons3oBanuem

32-kananpHbix kaTymek dS FlexCoverage Anterior, dS FlexCoverage Posterior.

B kabunere MPT coBMecTHO ¢ COTpyAHHMKaMH OTAENEHUS Op(aHHBIX
3a0oneBaHuil ObUT pa3paboTaH U BHEIPEH B MPAKTUKY mpoTokon MP-
UCCIEeNOBAHMS OEAPEHHBIX KOCTEW C 3aXBaTOM Ta300€APEHHBIX U KOJEHHBIX

CyCTaBOB:
- TJTIOCKOCTh CKAHUPOBAHUS - KOPOHAIbHAS;

- TOJIIIIMHA CKAHUPYEMOTO CJI0S - 4 MM;

- UMITyJbCHBIE TTocaenoBarensHoctu: T1-BU, T2-BHU, STIR.

Bcem BKIIOUEHHBIM B MCCIIEJOBAaHUE MAI[MEHTaM CTaHAAPTHO BBIMOJIHSINCH
MPT B Tpex wumnyibcHbIX mnocienoBarenbHocTax: T1-BU, T2-BU, STIR.

[TapameTpsl UMITYJICHBIX TIOCTIEAOBATEIILHOCTEH TIpeicTaBlieHbl B Tabmuiie Nel.

N3 86 BrmrodeHHBIX B wuccienoBanue OonbHBIX 30 (35%) marmeHTam
MIPOBOAUJICS JOIOJHUTEIIbHBIA BBICOKOTEXHOJIOTUYHBIM MP-pexxnuM cCkaHUpOBaHUS
mDIXON; miockocTh CKaHUPOBaHUSI — KOPOHAJIbHAS, TOJIIMHA CKaHHUPYEMOIO

cios - 4 M.
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Tabmura 1.

[TapameTpbl U XapaKTEepUCTUKU UMITYJIbCHBIX MTOCJIEI0BATEILHOCTEN B POTOKOJIE
MPT GenpeHHBIX KOCTEH € 3aXBaTOM Ta300€APEHHBIX U KOJIEHHBIX CYCTaBOB

IMapamerpbi HMIYJbCHBIX | TeXHHYeCKHEe XapaKTePUCTHKH HMIYJIbCHBIX
nocJie0oBaTeJLHOCTEH NOCJIeA0BATEeILHOCTEH
T1-BH T2-BAU STIR

1. Signa Profile «GE», katymku Body Flex Coil (M/L)

FOV (Field of view / mone 0630pa), mm | 410x350x100 | 410x350x100 410x350x100
TE (Echo time / Bpemst 3X0), MC 20 110 90

TR  (Repetition time /  Bpems | 700 2700 2700
MIOBTOPEHMUS ), MC

2. Ingenia «Philips», katymku dS FlexCoverage Anterior, Posterior

FOV (Field of view / mone 0630pa), mm | 430x383x114 | 430x383x114 430x383x114
TE (Echo time / Bpemst 3x0), Mc 18 100 80

TR  (Repetition time /  Bpems | 920 5180 4112
MIOBTOPEHUSI ), MC

PE?;y.]IbTaTLI HCCJIeJ0OBaAHUA

Xapakmepucmuka iyueeoil ceMuomuKu UsMeHeHuil KOCMHO-CyCmaeHoll
cucmemul npu bI' I muna

AHnanuz MIPOBEJICHHBIX HaMHU UCCIIeIOBAHUM JEMOHCTPUPYET
UCKJIIOYUTEILHOE MHOT000pa3ue JIydeBOM CEMHUOTHUKHM TMOpPaXeHUs KOCTHO-
cycraBHoi cuctembl npu BI'. Tlo xapaktepy u3MEHEHHI, BBISIBICHHBIX Yy 86
HEJICYEHBbIX B3pOCIBIX ManueHToB ¢ BI' I Tuma, ObUIM BBIACICHBI 2 TPYIIBI
Jy4eBBIX M3MEHEHM: oOpaTumbie W HeoOpaTtumbie. K 0OpaTHMbIM HM3MEHEHUSIM
OTHECITM MHPUIBTPAIMIO KOCTHOTO MO3Tra KjieTKaMu [ o1ie, pa3BUTHE OCTEOTICHUH
U/WIM OCTEOIopo3a, OTeK KOCTHOro mo3ra. K HeoOpaTHMbBIM - OCTEOHEKPO3bI,
OYaru OCTEOJIM3HCA, OCTEOCKIIEPO3, MATOJOTHYECKHE MEPENOMbl U JAePopMaliu
KocTel (B TOM uuciie, Mo TUMY Koib DprieHmeiiepa), BTOPUYHBIE OCTEOAPTPO3bI.

O6paTI/IMBI€ HN3MCHCHUA OTpAXKAIOT BOBJICUCHHC KOCTHOTI'O MoO3ra B
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NaTOJIOTMYECKU Mpouecc, HeoOpaTUMble — TOCIEICTBUS  COCTOSIBLIETOCA
opakeHus KOCTHOTO Mo3ra. [Toutn Bce manuenTs! (95-97%) nmenu oOpatumpie 1
HeoOpaTUMbIE U3MEHEHHUS KOCTHO-CYCTaBHOM cucTeMbl. CTPYKTYpHBbIE U3MEHEHUS
KOCTEU BCTpEHAINCh KaK U30JMPOBAHHO, TaK U B PA3JIMYHBIX COUCTAHUSAX.
JIyueBbie IpU3HAKU OOPATUMOIO MOPAKEHUSI KOCTHOTO MO3Ta BBISBUIN Y 82
(95%) uccnenoBaHHBIX HeNEYEHBIX ManueHToB. llpu 3ToM y Bcex 95% Obina

oOHapykeHa crenududeckas HHOUIBTPAIHS KOCTHOTO MO3Ta Pa3InYHON CTEIIEHU

Pucynoxk 2. MPT Genpennbix kocTell B KopoHanbHOM nipoekuuu (a: T1-BU, 6: T2-
BU pexumsl). BreipakeHHas ToMoreHHas WHOWIbTpAIUsi KOCTHOTO MO3Ta
OenpeHHBIX KOCTeM H KocTell Ta3za. PacmpoctpanenHocts — 4 o0iactd 10
MoaudumpoBanHoi mkane Jroccenpaopda.

HeoOpatnMbie n3MEHEHHSI KOCTHO-CYCTaBHON CUCTEMBI 3aPETUCTPUPOBAIIN Y
83 (97%) marmuenToB. Ilpu stom y 97% omnpenensiuiace nedopmarus KocTen 1o
Tanmy koo Opnenmeiepa. Y 49 (57%) mnauueHTOB OOHAPYXWJIM COUYETAHHE
pasTUYHBIX BUJOB HEOOpaTHUMBIX HW3MeHeHWil. Haumbonee dwacto BcTpedaiuch

cdIeayromue COUCTaHMUA:
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a) nedopmanus o TUIily Koiabd DpieHMmeriepa + MEAYUISIPHBIA OCTEOHEKPO3

— 46 (53%) manueHToB (PUCYHOK 3);

7

Pucynoxk 3. MPT Genpennsix kocTel B kKopoHaibHOM mipoekiuu (a: T1-BU, 6: T2-
BU, 6: STIR pexumbl). MenymisapHbiii ocTeoHEKpo3 B auaduzax OeIpeHHBIX
KOCTEM.

0) nedopmarus o Tuny koyud OpieHmerepa + MemXyJUISPHBIN/KOPTHKO-
MEIYJUISIPHBIA OCTEOHEKPO3 + BTOPUYHBIN ocTeoapTpo3 — 22 (26%) marueHTa

(pucyHOK 4).

Pucynok 4. MPT Genpennbix kocTell B KopoHalbHOUM nipoekiuu (a: T1-BU, 6: T2-
BU, 6: STIR pexumbl). CodyeTaHue MERYJUIIPHOTO U KOPTHUKO-MEAYUISIPHOTO
OCTEOHEKPO30B B OEJPEHHBIX KOCTSIX. BTOpuYHBIA oOCTE0apTpo3 MpaBoOTo
Ta300€PEHHOr0 CyCTaBa.
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Ouenka cmenenu maxcecmu nROPAMHCeHUs KOCHHO-CYCMAGHOU CUCHIEMbl NPU
ooneznu I'owe

I[JDI OLCHKHU CTCIICHU TAKCCTU ITOPAKCHUA KOCTHO-CYCTaBHOﬁ CHUCTCMBI 1IpU

BI" MBI MciOJIB30BANIN CICAYIOIIHC JIYUYCBBIC KPUTCPHUU:

- ”HQUIbTPALIUSI KOCTHOTO MO3Ta;

- YYaCTKU MEIYJUISPHOTO OCTEOHEKpO3a OEAPEHHBIX U OO0JbIICOEPIIOBBIX
KOCTEH, KOCTEH Tas3a;

- YYaCTKH KOPTHKO-MEIYJUIAPHOTO  OCTCOHEKpO3a OCJAPECHHBIX U
00JIb111€0EPIIOBBIX KOCTEN, KOCTEH Ta3a;

- BTOPHUYHBIN OCTE0APTPO3 Ta300eAPEHHBIX, KOJEHHBIX CYCTABOB;

- OCTEOCKJIEPO3;

- OCTCOJIN3HC;

- BHYTPUKOCTHBIE TOIIIEPOMBI;

- HIaTOJJOTNYCCKHC IICPCIIOMBIL.

Ha ocHoBanun ananusa ayd4eBOWM KAapTUHBI MOPAXEHHUS KOCTHO-CYCTaBHOMU
CUCTEMBI Y 86 HCCIIeIOBaHHBIX B3pOCIbIX 00ybHBIX ¢ BI' I THNa Hamu nipeaioxkeHa
mIKana, KoTopas BKJIOYAeT 4 CTENEHU TKECTH MOPAKEHUS KOCTHO-CYCTaBHOM

CUCTEMBI: JIETKast, YMEPEHHO TsKeNasi, TshKenas U CBepXTshkenas (Tadbnuua 2).
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Ta0muna 2.

[IIxana CTENneHN TSHKECTH NOPAKEHUS KOCTHO-CYCTaBHOM CUCTEMBI Y B3POCIIBIX
nanureHToB ¢ bI' I tTuna

1 cTeneHs - 2 cTeneHp — 3 cTremneHnnb — 4 cTeneHp —

JerKkoe YMEpPEHHO THAKeJI0€ CBEpPXTsKeJI0e

MopakeHue TAKeJI0€e NnopaskeHue NnopaskeHue

NnopakeHue
NupuabTpanms + + + +
KOCTHOT'0 MO3Ta
MenyisipHbIi + + +
OCTEOHEKPO3
Koptuko-
MeayJISIPHbIT
+ +
OCTEOHEKPO3
Bropu4nblii + +
0CTE0aApPTPO3
OcTteockiiepo3 + + +
OcTeosnsuc + + +
BuyrpukocrHbie +
rolepoMbl
ITaTonornueckne + +
nepeaomMbl
CANHUYHBIC MHOKECTBEHHEIC

B cootBercTBUU C Hpe)lHO)KeHHOﬁ IIKAJIOM CTEICHU TSKECTH IMMOpaXCHUA

KOCTHO-CyCTaBHOUM cucTeMbl 83 (97%) wuccnenoBaHHbIX Hamu nanueHToB ¢ BIT

ObLIM paznenensl Ha 4 rpynnbl (quarpamMma 1). ¥V 3 (3%) mauueHToB ¢ BIiepBbIE

YCTaHOBJIEHHBIM JAUarHo3oM bI' I Thna mpu3HakoB MOpaxeHUs: KOCTHO-CYCTaBHOM

CHUCTCMbI HC BBIsIBUIIN.
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0 cteneHb - Her
3%
nopaxeHus

1 cteneHb - Jlerkoe
nopaxeHuwe

Obpatumbie
M3MeHeHUA

40%

3 ey

2 creneHb - YMepeHHo
TAXKE/I0e NopaKeHne

31%

Obpatumbie +
HeobpaTumbie
U3MeHeHMUn

< 3 creneHb - TAXKenoe
nopaxeHue

24%

4 creneHb - CBepxraXkenoe 0
2%

nopakeHue
g P

Hunarpamma 1. PacnpeneneHnne naiueHToB MO CTENEHH TSKECTH MOPAKEHUS
KOCTHO-CYCTaBHOW CHCTEMBI.

AHanu3 Ty4eBOM KapTUHBI OCAPEHHBIX KOCTEH C 3aXBaTOM Ta300€JApEHHBIX
Y KOJIEHHBIX CYCTAaBOB y HUCCIIEIOBAaHHBIX 86 HEJIEUECHBIX MAlMEHTOB MOKAa3aJl, YTO
CTEMEHb TSKECTH TMOPAXEHUS KOCTHO-CYCTaBHOM CHCTEMBI OIpeAesseTcs, B
OCHOBHOM, HAaJMYMEM HEOOpPAaTHUMBIX H3MEHEHHI, KOTOphIE, B CBOIO OuEpE/b,
OMPENENAIOT Kad4eCTBO KU3HM OOJIbHBIX. Takke, B KadeCTBE BaXHOTO
npeapacnoiaraloniero  (aktopa TKECTH MOPAXKEHUs, CIEAyeT YYUTHIBAThH
BBIPQKEHHBIA OCTEONOpPO3, NPU KOTOPOM TOBBIIIAETCS PUCK BO3HUKHOBEHUS

MaTOJIOTUYECKUX MEPEIOMOB y TauneHToB ¢ bl' I tuna.

Cpaenumeﬂbubtﬁ AHAIU3 ROJIYKOJIUUECMBEHHO20 U KOJIUUECMBEHHO020

Memoooe OUECHKU U3BMEHEHUU KOCIHO020 M0324 npu oonesnu I'owe

MPT mo3BoJiseT 0OOBEKTUBHO OIICHMBATh BOBJIEUYCHHE KOCTHOI'O MO3ra B
MaTOJOTUUECKUH MPOIeCC U 001a1aeT BHICOKOW YyBCTBUTEILHOCTBIO B BBISIBJICHUU
o0OpaTUMBIX  M3MEHEHUHW  KOCTHOM  CHCTEMBI, KOTOpPBIE  HEBO3MOXKHO
BU3YalIM3UPOBATh C TIOMOIIBIO KjIaccuueckoil peHtreHorpadguu. OreHka
oOpaTUMBIX H3MEHEHUM KOCTHOro Mmosra npu bl ocyiecTBisyiack HamMH C

MMOMOMIBIO IMOJYKOJIMYCCTBECHHOI'O U KOJIMYCCTBCHHOT'O MCTOAOB.
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[lIkana «Harpy3ku» KocTHoro mosra, wiu BMB-S (bone marrow burden
SCOre) TPEICTaBIsACT COOOW TOJYKOIMYECTBEHHBIA METOJl OIEHKH BOBJICYCHUS
KOCTHOT'O MO3ra B TaTOJIOTHYecKuil mporiecc mo MP-kaptune. B pesynbrare
repecyera  MarojJoru4eckoro  MP-curHala mo  €ro  HMHTEHCUBHOCTH U
pPacupoCTPaHEHHOCTH MBI OMNpPEACIsIId  CyMMy OajuioB, KOTOpas OTpaxana
aKTUBHOCTH 3a0oyieBaHMs. BBICOKHMI 0OmuUi mMoKa3aTelb IIKAJIbl «HATPy3KW»
yKa3bIBaJI Ha 00Jiee CEephe3HOE BOBJICYCHHE KOCTHOTO MO3ra B IMATOJIOTHYCCKUN
npouecc. [lpy MOTYKONUYECTBEHHON OILIEHKE CYMMapHbIE 3HAYCHHS IIKaJIbI
«HArpy3KW» KOCTHOTO MO3Ta y HaIlluX MalueHTOB BapeupoBaid oT 0 mo 11

O0ayu1oB; MeauaHa — 5.3 Oaia.

KonnyecTBeHHBI METOJ OLIEHKHM M3MEHEHWW KOCTHOTO MO3Ta, WJIM METOJ
JInKCcoHa, MO3BOJISIET C BBICOKOW TOYHOCTBIO ONPEAEIATH MPOLEHTHOE COAEPKAHNE
KUpa B KOCTHOM Mo3re y marueHToB ¢ bI'. Huskuii npoueHT xxupoBoit ¢hpakuuu
yKa3bIBaeT Ha 00Jiee BBIPAXKECHHOE BOBJICUEHUE KOCTHOI'O MO3ra 3a CUET HaJuyus
cnenuduyecko wHGUIbTpauu. [Ipr KOTMYECTBEHHONW OILICHKE CIeru(UIecKoit
WHOUIBTPAIIUU Y UCCIICIOBAHHBIX HAMH MAIIMEHTOB 3HAYCHMSI KUPOBOU (Ppakiuu
(Fat fraction, Ff) koctHOro mosra Haxonunuce B auamnaszone ot 14% mo 93%;

MeauaHa — 48.5%.

[Ipn ananu3e pe3ynbTAaTOB, MOJIYYEHHBIX IPU MCHOJb30BAaHUM OOOMX
METO/IOB, OBUIO YCTAaHOBJEHO, YTO BeJIMYMHA CyMMbl OamioB mo BMB-S
KOppEIUpPYyeT CO 3HAUEHUEM >KMPOBOHM (ppakuuu mo merony Jlukcona (quarpamma
2). Boicokas BenmunHa cymmbl 0amioB mo BMB-S u Hu3koe 3HaueHue xupoBoi
dpakuy KOCTHOIO MoO3ra y manmueHToB ¢ bl yka3pIBalOT Ha BBIPAKEHHYIO
UHOUIBTPAIMIO KOCTHOTO Mo3ra. I Hao00poT, HU3Kas BEIMYMHA CYMMBbI OaJlioB
no BMB-S u BeicOKOe 3HaUeHHE XHUPOBOH (PpaKIIMy KOCTHOTO MO3Ta y MAIMEHTOB

¢ bI' yka3piBaroT Ha c1a00BBIPAXKEHHYIO HHPUIBTPALIUIO KOCTHOTO MO3Ta.
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Hunarpamma 2. CpaBHHUTENBHBIN aHaJIu3 MOJIYKOJIMYECTBEHHOTO u
KOJIMYECTBEHHOTO MeTo/0B. Koadduiment xoppensiuuu Ilupcona = -0,95; p
<.0001

Takum o00pa3oM, CpaBHUTEIbHBIH aHAINW3 MOJYKOJIWYECTBEHHOTO U
KOJIMYECTBEHHOTO METOJIOB OIEHKH JTYYEBbIX M3MEHEHUI KOCTHOrO Mo3ra npu bI'
CBUJIETEIILCTBYET O BBICOKOM WH(MOOPMATUBHOCTH U B3aUMOJOMOIHSIEMOCTH
YKa3aHHBIX MeTOJI0B MP- nccnenoBanus.

B cooTBercTBMM C [aHHBIMU TOJTYKOJUYECTBEHHOTO W KOJUYECTBEHHOTO
METOJOB, MBI  ONPEICIMJIA  CTCICHb  BBIPAKCHHOCTH  CHEIU(UUECKON
WHOUWIBTPAIMM KOCTHOTO MO3Ta Yy B3POCHBIX TarueHToB ¢ bl ucmomb3ys
cienytonue 3HaueHuss BMB-S u sxupoBoit dpakuuu (Fat fraction, Ff) mo merony
JlnkcoHna:

- BMB-S: 9-11; Ff <40% — BeipaxeHHass "HOUIBTpAITHS;

- BMB-S: 4-8; 70%> Ff >40% — ymepeHHO BhIpa)keHHass UH)UIbTpAIus;

- BMB-S: 1-3; 85%> Ff >70% — ciiaboBbIpakeHHast UHQUIbTPALUS;

- BMB-S: 0; 85%> Ff — undunbtpaius oTCyTCTBYET.

[To creneHW BBIPAXCHHOCTH WH(QHIBTPAIMA KOCTHOTO MO3Ta TAIlMCHTHI
(n=30) pa3zneneHsl HA 3 TPYMIIBI:

1) BeipakeHHast uHGUILTparus — 6(20%) nanueHToB (PUCYHOK S);

2) yMepeHHO BbIpaxeHHass uHuiabTpamms — 13(43%) nanueHToB

(pucyHOKO);

3) cnaboBbipaxkeHHass HHGUIbTpaLus — 8(27%) nanueHToB (pUCyHOK 7).
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Pucynok 5. MP-tomorpammel (a: T1-BU u 6: T2-BU pexumsl), Ff-kapra (8)
MALMCHTA C BRIPKCHHOM HHQUIbTpaLuei kocTHoro mosra. BMB-S =9, Ff = 14%

Pucynox 6. MP-tomorpammel (a: T1-BU u 6: T2-BU pexumsl), Ff-kapra (8)

NalMEHTa ¢ YMEPEHHO BBIPAXEHHOW MHPUIbTpalUed KOCcTHOro mo3ra. BMB-S =

4, Ff=44%
PO

Pucynox 7. MP-tomorpammer (a: T1-BU u 6: T2-BU pexumsi), Ff-kapra (8)
NaeHTa co ciaa0OBBIPAKEHHON MHUIbTpanuend KOCTHOro mosra. BMB-S = 2,
Ff=73%
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Y 3 (10%) nanueHTOB MAaTOJOTMYECKUE HM3MEHEHUSI KOCTHOTO MO3ra

OTCYTCTBOBAJIH (PUCYHOK ).
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Pucynok 8. MP-tomorpammer (a: T1-BU u 6: T2-BU pexumsi), Ff-kapra (8)
naiueHTa 6e3 Mpu3HakoB MHPWIbTpalui KocTHOTO Mo3ra. BMB-S =0, Ff = 94%
Takum 00pa3oM, UCIIOJIb30BAaHUE 00OMX METOJIOB B KIIMHUYECKON MPAKTUKE
MO3BOJISIET MPOBOJIUTh HEWHBA3WBHYIO MOJYKOJIMYECTBEHHYIO/KOIUYECTBEHHYIO
OIICHKY HaJW4Msl W CTENEHU BBIPAKCHHOCTH CrHEnu(UUecKod WHOUILTPAINH
KOCTHOro Mo3ra mnpu bI', yTo pacummpser AMarHOCTHYECKHE BO3MOKHOCTU H
SBJIICTCSI MHCTPYMEHTOM  HEWHBA3WBHOTO  MOHHUTOpWHTa  A(PPeKTUBHOCTH

MIPOBOJIUMOM MATOT€HETUYECKOMN TEpaInH.

Monumopune nyuesvix npoaenenuii 6one3nu I'oue ¢ npoyecce

namozeHemuueckKou mepanuu

MoOHUTOPUHT Jy4eBBIX MNposBiIeHUM bI' B mpolecce naTroreHeTH4ecKOou
Tepanmuu OcCymecTBisuicas mnyreM MP-koHTponst 3a JuHAMHUKOW 0OpaTUMBIX
U3MEHEHUH KOCTHOro wmosra. C 1enblo M3yuyeHus JAUHAMHUKH OOpaTUMBIX
W3MEHEHUM KOCTHOTO Mo3ra y 86 OonsHbiXx ¢ bBI' mpoBeaeH petpo- u
IPOCIEKTUBHBIN aHamu3 553 u 246 MP-toMorpaMMm  COOTBETCTBEHHO,

BBINIOJIHCHHEBIX HA Pa3HbBIX CPOKaXx MaTOT€HETUYECKOU TCpalinu. VY Bcex MNannucHTOB
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OBLJIO 00513aTENbHBIM HAJIMUKE JIBYX KOHTPOJIBHBIX TOUEK — JI0 U mociie 12 MecsiieB
MAaTOTCHETUYECKOW Tepamuu. Y OoJbleil dactu mnanueHtoB (92%) wmenuch
JIOTIOJIHUTENIbHBIE KOHTPOJIBHBIE TOYKH B KaKIple mocienyroomue 12 mecsues
neyenusa — Bcero ot 3 no 10. Ilomumo ananmza MP-kapTuHBl, HAMU NPOBENEH
aHaIM3 KJIMHUKO-IA00pATOPHBIX, HHCTPYMEHTAJIBbHBIX [OKa3aTelel y Bcex
OOJILHBIX B TEX )K€ KOHTPOJIbHBIX TOUKAX.

Y 3 (3%) uz 86 wuccienoBaHHBIX HAMH OOJBHBIX TPU TEPBUYHOM
UCCIICOBAHUY HE BBISIBUJIM OpPraHOMETrajud, IUTONEHUH U KIWHUYECKHU
3HAYMMOT'0 TTOPAYKEHUsI KOCTHO-CYCTaBHOW CHUCTEMBI, B TOM YUCJIE UHPWIbTPALIUU
KOCTHOTO MO3ra. B COOTBETCTBHM C 3THM, MAaTOT€HETUYECKOE JICUCHHE JTaHHBIM
nalMeHTaM He Ha3zHadauoch. Y ocTaibHbIX 83 (97%) manueHToB MpociieKeHa
JIMHAMUKA JIY4EBbIX U OCHOBHBIX KJIMHUYECKUX MposiBieHui Bl Ha poHe Tepanumu.
N3 nux, y 28 (34%) OonpHbIX panee (3a 1-30 jeT 10 MOCTYIUICHUS IOJ| HAaIle
HaOroIeHe) OblIa MPOBEJICHA CIUICHIKTOMHUS. B CBsI3U ¢ TeM, 4TO KIIMHUYECKas U
naboparopHas kaptuHa bI' cyliecTBEHHO OTIMYAETCS y CIUICHIKTOMUPOBAHHBIX U
HECIUJICHOKTOMUPOBAHHBIX OOJIBHBIX, OIICHKA JUHAMUKH OCHOBHBIX KIIMHUYECKUX U
MP-nokazateneii 3Tux 2 rpynn 00JIbHBIX OblIa MpOoaHAIN3UPOBaHa OTIAEIBHHO.

JUIsi OUEHKH OWHAMUKH ObUIM HKCIOJb30BAaHBI METOJbI MHOTO(AKTOPHOIO
PErpECCMOHHOTO aHajiu3a Ha MOBTOPHBIX H3MepeHusx. [loaxon mo3Boiama Ham
BKJIFOYHUTH B aHAJIM3 BCEX MALMEHTOB, KOTOPHIE UMEU Pa3HbIE CPOKU HAOIIOACHUS
OT Hauaja matoreHernyeckor tepanuu (ot 2 go 10 net). Ha nuarpammax 3a, 36
MPE/ICTABIICHBl WHIWBUIyAIbHBIC TPEHIbl JIUHAMUKA OOpPATUMBIX HM3MEHEHUU
KOCTHOTO MO3ra 83 MalMeHTOB M YCPETHEHHBbIE JIMHUM PErpecCHH ABYX TPYIIIL:

CINICHOKTOMHUPOBAHHBIC 1 HCCIINICHOKTOMHWPOBAHHBIC OOJILHBIE.
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— CnAeHIKTOMUPOBaHHbIE NALMEHTbI — HecnneHaKTOMMpOBaHHbIE NALUEHTbI

BuipaksesocTs, Bann
PacnpocTpaese«0cTy, Sannst
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Bipetn o1 MEMana Tepaimg, MECHLL 6 Bpomn oT Ha4ana TEpanuM, MeCALL

Huarpamma 3. JluHaMuKa CTENEHU BBIPAKEHHOCTH (@) U pacpoCTpaHEHHOCTH (6)
oOpaTUMBIX  M3MEHEHMM  KOCTHOTO  MO3ra B  Ipollecce  Teparuu,
MOJIYKOJIMYECTBEHHBIN MeTog — BMB-S.

Kak npoaemoHcTpupoBaiu pe3yiabTaThl aHannza MP-nokaszateneit, Ha ¢poHe
JICYEHMSI B TPYIIAX CIUIEHIKTOMUPOBAHHBIX M HECIUIEHIKTOMUPOBAHHBIX OOJBHBIX
OTMEYAJIOCh  IIOCTEINIEHHOE  YMEHBLIEHHWE  CTEIEHH  BBIPAKEHHOCTH U
pacnpoCTpaHEHHOCTH OOPATHUMBIX M3MEHEHHUH KOCTHOTO MO3ra, HE3aBHCHMO OT
VCXOIHOW CTENEHH TSHKECTU TOPAXEHUs KOCTHO-CYCTaBHOW cucremsbl. [lepBbie
IPU3HAKK  TOJOXKUTEIBHOM JMHAMUKM B  BHJE YaCTUYHOIO  perpecca
MaTOJIOTMYECKUX U3MEHEHUH KOCTHOTO MO3ra ObUIM BBISABJICHBI Yepe3 12 mecsuen
OT Hayaja mnaroreHernueckor tepanuu. Y 11% OonpHBIX uYepe3 36 MecsieB
JIeUEHUsl ONpPEIesICS MOJIHBIM perpecc crnenupuyeckol MHPUIbTPALUU U OTeKa
KOCTHOT'O MO3ra.

Ba)XHO OTMETHUTBH, YTO Yy CIUIEHOKTOMUPOBAHHBIX IMAIIMEHTOB JO JIEUYCHHUS
3aperucTpupoBaHa OoJiee BBbIpaKEHHAss W pacHpoCTpaHEHHas creuuduueckas
uHOUIBTpAUS C  OTEKOM  KOCTHOTO  MO3ra, 4eM B  TpyIIe
HECIUIEHPKTOMUPOBAHHBIX OOJIbHBIX. BBIsIBIEHO, UTO TeMIIbl BoccTaHOBIIeHUST MP-
IIOKa3aTesled KOCTHOIO MO3ra B JABYX TPYINIIAX 3HAYUTEIBHO OTJIMYAKOTCA WU Y

HCCIVICHOKTOMHUPOBAHHBIX ITAIIMCHTOB BOCCTAHOBJIICHHUC HACT 6BICTpee. Takum
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o0paszom, IPOJIEMOHCTPUPOBAHBl  PA3ITUYUS B KJINPEHCE bI' vy
CIUICHAKTOMHPOBAHHBIX U HECTUICHIKTOMUPOBAHHBIX MAIUEHTOB.

Jlanee HamMu OBIT MPOBENCH CpPAaBHUTEIBHBIN aHaIu3 JauHaMuku MP-
[IOKA3aTeJled M3MEHEHUH KOCTHOIO MO3ra C OJHOM CTOpPOHBI, M OCHOBHBIX
KJIIMHUYECKUX TOKa3aresiel (LIUTOMEHUH, OpraHoMerainm), ¢ apyroi. B mponecce
MaTOr€HETUYECKOW Tepanuy OTMEYAJIOCh MOCTEIEHHOE IMOBBINIEHUE TOKa3aTelen
reMoTrJIo0NHA, SPUTPOIIMTOB U TPOMOOIIUTOB B TPYIIIAX CIICHIKTOMUPOBAHHBIX U
HECIUUICHOKTOMUPOBAHHBIX OOJIbHBIX 0€3 CTATUCTUYECKH JOCTOBEPHBIX Pa3JIMYUM.
Taxke B 0o0eux rpynmax OMNpPeNesioch MOCTEIIEHHOE YMEHbBIICHHE DPa3MEpoB
neyeHu. Y HECIUICHIKTOMHUPOBAHHBIX OOJBHBIX OTMEUAJOCh 3HAYUTEIIBHOE
YMEHBIIIEHUE PAa3MEPOB CEJIC3EHKHU.

Takum 00pa3zoM, Ha (¢oHE MATOreHETUYECKOW Tepanuu HaOIogaeTCs
perpecc 4YacTh JIy4eBbIX NposiBICHUNA bI' — yMEHbIIEHHE W HCUYE3HOBCHHUE
WHQUIBTpAIMU KOCTHOTO MO3ra, a Takxke TpabekylnsapHoro oreka. Perpecc
0o0paTUMBIX W3MEHEHHI KOCTHOIO MO3ra B MPOIIECCE MAaTOT€HETUYECKOU Teparuu
aCCOLMUPYETCS C TMOJOXKUTEIbHON JMHAMHKONW OCHOBHBIX TI€MaTOJIOTMYECKHUX
nposiienud bl —  nwmrTomenmn < w cruteHoMeranmu.  MPT,  kak
BBICOKOMH(OPMATUBHBIM ~ METOJT OLEHKH cHelupuyeckod HHPUIbTpauuu
KocTHOTO Mo3ra mnpu bI', HeoOxomum ayis ompeneneHus] CTENeHW AKTUBHOCTHU
3a0oneBaHus, TMOA0Opa  aJeKBaTHOM 03l W OLEHKU dA(PEGEKTUBHOCTU

MMATOTE€HETUYECKOU TEPaITH.
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BoiBOABI

l. BnepBele mnpoBeneHa cucTeMaTHYecKas OLEHKA JAUHAMHAKU JIy4EBOU
KAPTUHBI IOPAXKEHUSI KOCTHO-CYCTABHOM CUCTEMBI Y 86 B3pOCIbIX NAaMEHTOB ¢ BI’
I Tuna. YcranosneHo, 4To 97% OO0JBHBIX 1O HAayala MaTOr€HETUYECKON Tepanuu
MMEIOT TIOPAaXEHHE KOCTHO-CYCTAaBHOM CHCTEMBI, KOTOPOE€ BKJIIOYAET CIIEKTP
OoOpaTUMbIX U HEOOpaTUMBIX W3MEHEHUM, BU3YaJU3UPYEMbIX METOJAMH Jy4EBOU
JUArHOCTHKH.

2. IIo COBOKYNMHOCTH M3MEHEHHUM BBIJAEIEHBI 4 CTEIEHU TSHKECTU MOPAKEHUS
KOCTHO-CYCTaBHOH CHUCTEMBI: Jierkasi — yctaHoBieHa y 40% OOJIbHBIX, YMEPEHHO
Tsokenast — y 31%, tsokenast — y 24% u cBepxtsbkenas — y 2% OonbHBIX. Y 3%
IIAIKEHTOB C BIEPBBIE YCTAHOBJIEHHBIM JuarHo3oM bI' I tuna npusHakoB
[IOPaKEHUSI KOCTHO-CYCTaBHOM CUCTEMBI HE BBIBUIIM.

3. [lokazano, uro y 95% OOJNbHBIX, MOJYYAIOUIUX MNATOT€HETUYECKYIO
Tepanuio, HabJoAaeTcs MOJHBIA WM YaCTUYHBIA perpecc 0OpaTUMBIX U3MEHEHUN
KOCTHO-CYCTaBHOM CHCTEMBI, HE3aBUCUMO OT UCXOIAHOM TSKECTU NMOPAKEHUS, YTO
aCCOLMUPYETCS C TMOJOKUTENBHOM JUHAMUKOM OCHOBHBIX TI'€MaTOJOTHYECKHUX
nposiBieHur bl — uToneHnu u CruieHoMeraauu.

4. HeoOpatuMble H3MEHEHUSI KOCTHO-CYCTaBHOM CHCTEMBbI, OOYCIIOBJIEHHBIE
bI', a UMEHHO: OCTEOHEKPO3bl, BTOPUYHBIE OCTEOAPTPO3bl, YUACTKA OCTEOJIM3HUCA,
NaTOJIOTUYECKHE TepeaoMbl W JaedopMaluu  KOCTEH, PpEe3UCTEHTHBl K
NAaTOr€HETUYECKOW Tepanuu W TOAJekKaT JUHAMUYECKOMY HAOIOIECHUIO IS
CBOEBPEMEHHOTO ITPOBEJCHUs OPTONEANYECKOTO JICUEHHUS.

5. CpaBHUTENBHBIN aHau3 MOJIYKOJINYECTBEHHOTO (BMB-S) 17§
KOJIM4YeCTBEHHOro (Meros JIMKCOHa) METOIOB OIEHKM JIYy4YEBbIX HW3MEHEHUU
KOCTHOI'O MO3Ta TMOKa3aJl BBICOKYIO, COMOCTaBHUMYIO HH(POPMATUBHOCTH OOOMX
METO/IOB /IJI BBISIBJICHUS U XapaKTEPUCTUKU MHQUIBTPALMM KOCTHOTO MO3ra y

B3pOCJbIX ManueHToB ¢ bI' I Tuma.
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IIpakTHyeckue peKoMeHIAIUU

I. JIns1 BBIABJICHUS] U OLICHKH CTENEHU TSXKECTH MOPAXKEHUSI KOCTHO-CYCTaBHOM
CUCTEMBI y B3pocibiXx manueHToB ¢ bI' 1 Tmma HeoOXommmo mpoBencHHE
KOMILJIEKCHOTO JIy4€BOI0o 00CNEeIOBaHUS, KOTOPOE BKIIIOYAET pEeHTreHorpaduio u
MPT OenpeHHBIX KOCTEH ¢ 3aXBaTOM Ta300€IPEHHBIX U KOJICHHBIX CYCTaBOB.

2. Jst oneHku 3((PEKTUBHOCTU MMATOIC€HETHUECKOW Tepanuu B3POCIBIM
nanpedTaM ¢ bI' I Tuma cnemyer mpoBoauTh KOHTposbHYHO MPT OGempeHHBIX
KOCTEH C 3aXBaTOM Ta300€/IPEHHBIX U KOJICHHBIX CYCTaBOB 1 pa3 B 12 MecsIieB.

3. Kontpons 3(h(eKTHBHOCTH MAaTOTEHETUYECKOW Tepanuu Oa3upyercs Ha
OIICHKE JUHAMHKHU CIIeU(PUUECKON MHPUIbTPAIMU KOCTHOIO MO3Ta, BBISBIISIEMOI
¢ nomoibo MPT.

4. HeoOpatuMble WM3MEHEHUSI KOCTHO-CYCTaBHOM  CHUCTEMBI  MOJJIEKAT
JETATBHOMY OIMCAHUIO TEPE] HAadyallOM MaTOr€HETHYECKOW TEparnu, OTPa)KaroT
cTerneHb TsokecTH BI', HO He MOTYT MCIONIB30BATHCA ISl OLICHKU () (PEKTUBHOCTH

JICUCHU, TaK KaK HC ITIOABCPIrar0TCA 06paTHOMy PAa3BUTHIO B IIPOICCCC JICUHCHUA.
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Cnucok cokpameHniu
BI" — 6one3nb [Nomie
BU — B3BemeHHOE N300paxeHme
3®T — 3amectuTenbHast pepMeHTHas Tepanus
MP — MarHuUTHO-pe30HaHCHasl (-bIii)
MPT — MarHUTHO-pe30HaHCHAasi TOMOTpadus
BMB-S — bone marrow burden score / 6aymipHas 1IKaga «Harpy3Ku» KOCTHOTO MO3Ta
mDIXON — MarHUTHO-PE30HAHCHBIN PEXKUM
Ff — fat fraction / >xupoBast ppaxius
FOV — field of view / mone o630pa
Rg — pentrenorpamma
STIR — short time inversion recovery / ”HBEpPCUS-BOCCTAHOBJIEHHE C KOPOTKUM BpEMEHEM
WHBEpCUU (MMITYJIbCHAS TTOCIICIOBATEILHOCTD )
TE — echo time / Bpems 35x0
TR — repetition time / BpeMsi TOBTOPECHHUS



