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METOAbI AYY4EBO AUATHOCTUKU B BbISBAEHUU BUCLLEPAABHBIX U
KOCTHO-CYCTABHbIX U3MEHEHUIA NPU BOAE3HU TOLLE | TUMA U OLLEHKE
OPPEKTUBHOCTU AEHEHUA

MeaeHukos A.A., BeiLLieakesuy E.A., LLUTeHueAb P.3., Edoumues AFO., MaLueHko N.A.,
be3pykmx B.A., Caaory6 I".H., Tpydoaros I'.E.

PI'BY «HarmoHaAbHBIN MEIULIMHCKUH HCCAEIOBATEABCKUH HIEHTP UM. B. A. AamazoBar Mun3apasa Poccum.
r. Canxr-ITlerepOypr, Poccust.

oae3Hb [o1rle gBAgeTca camMoil pacrpoCTpaHeHHOH IMeHEeTHYeCKH NeTePMUHHPOBAHHON AM30-

COMHOM OOA€3HBI0O HAKOIIA€HHs, 00ycAOBA€HHOI nedumuToM QepMeHTa [3-TAIOKO3UAA3bI,

Y4aCTBYIOLIETO BO BHYTPHAHM30COMHOM PaCHUIEIIACHUH T'AUKOAWIINMAOB. B pesyabrare mpouc-

XOOUT UX M30BITOYHOE HaKOIIAeHHe B Makpodarax c InmpeobpazoBaHUEM IIOCACOTHUX B TaK

Ha3bIBaeMble KAeTKHU [olle, KoTopble MH(PUALTPUPYIOT TKAHHU C PA3BUTOH PETUKYAOIHIOTE-
AVaABHOYM CHCTEMOM (KOCTHBIH MO3T, II€YeHb U CeAe3€HKa), BBI3bIBAS HX ITOPAKEHUS.

BripaskeHHBIE TATOMOP(OAOTHYECKHEe M3MEHEHUd IIPH JAHHOM 3a00A€BaHUHM 3a4acTylo Ilep-
BHYHO AHATHOCTHUPYIOTCS NIPU IPUMEHEHUH AYYEBBIX METONOB HCCAemOBaHUA. KpoMe TOro, AydueBble
METOMBI UCCACOOBAHUS HUTPAIOT KAIOUEBYIO POAB B OlleHKe 3((PEKTHBHOCTH ACYEHUd MAIlHeHTOB, II0-
AYYAIOIINX ITATOTEHETUIECKYIO TePAIIHIo.

lleApI0 maHHOM CTATBHU ABASETCS aHAAM3 U 0000IleHMe MPHUMEHAEMBIX METOLOB AydUeBOH maua-
THOCTHUKH BHYTPHOPraHHBIX U3MeHeHui npu 6oaesnu [omre I Tuma, BKAIOYAS COBPEMEHHBIE TEXHOAO-
THH, OIHCAHHE UX IIPEHMYIIIECTB U HEOOCTATKOB, a TAaKXKe OIpeleAcHUe Hauboasee YHHBEPCAALHOTO
METO/ia, IO3BOASIOIIEr0 IIPELOCTABUTE MaKCHMAABHO HCYEPIIBIBAIONIYI0 MH(OPMAIIHIO O COCTOSHUH
OpraHOB-MUIIIeHEeH KaK Ha 3Tale JUAarHOCTUKH, TaK U B OlleHKe 3(p(peKTUBHOCTH ACUEHUS. .
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RADIODIAGNOSTIC METHODS IN IDENTIFYING VISCERAL AND OSTEO-ARTICULAR
CHANGES IN GAUCHER DISEASE TYPE | AND IN EVALUATION OF TREATMENT
EFFECTIVENESS

Medenikov A.A., Vyshedkevich E.D., Shtentsel’ R.E., Efimtsev A.Yu.,
Maschenko ILA., Bezrukikh V.A., Salogub G.N., Trufanov G.E.

V.A. Almazov National medical research center. Saint-Petersburg, Russia.
aucher disease is the most common genetically determined lysosomal storage disease

caused by a deficiency of the B-glucosidase enzyme involved in the intra-lysosomal cleav-
age of glycolipids. As a result, they accumulate excessively in macrophages with the
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transformation of the latter into the so-called Gaucher cells, which infiltrate the tissues with a devel-
oped reticuloendothelial system (bone marrow, liver and spleen), causing their damage.

Severe pathomorphological changes in this disease are primarily diagnosed using radiation diagnos-
tic methods, which play one of the key roles in assessing the effectiveness of treatment of patients
receiving pathogenetic therapy.

The purpose of this review is to demonstrate the whole variety of methods of radiological di-
agnosis of intraorgan changes in Gaucher disease type I, including the most modern technologies, a
description of their advantages and disadvantages, and the determination of a universal method that
allows to provide the most comprehensive information about the state of target organs as at the stage

of primary diagnosis and at the stage of evaluating the effectiveness of treatment.

Keywords: Gaucher disease, radiology, magnetic resonance imaging, bone marrow, visceral

manifestations, enzyme replacement therapy.
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oare3Hb [omre - Hauboaee wacrad

dopMa HaCAEOCTBEHHBIX (PEePMEHTO-

natuii, oObEeIUHEHHbIX B TPYIIIY AH-

30COMHBIX 0OAe3Hel  HaKOIIACHUS.

Bo3HukHOBeHHe 3a00A€BaHUs CBs3a-
HO C HAaCAECTBEHHBIM AepUIINTOM (pepMeHTa
[-raroko3mmasel (B-raroxorepebpo3ngasnl),
Y4acCTBYIOUIETO B (PEPMEHTATHBHOM BHYTPHAH-
30COMHOM PaCIICIIACHHUHU TAHKOAUIIMAOB, YTO
IPUBOAUT K HAKOIAEHHUIO B Makpodarax peru-
KYAO9HIOTEAHMAABHON CHCTEMBI HepacCIIeIACH-
HBIX TAHKOAHUITUOB. ﬂaHHbIe aHOMaABHBIE MaK-
podaru HaswpIBarOTCdA KAaeTKaMu [oirre, HaubGo-
A€E€ MHOTI'OYHMCAE€HHBI OHHM B KOCTHOM MO3re, Iie-
4YeHU U ceaedeHke [1 — 3.

Boaesns lNome BecTpegaeTcsa ¢ 9acTOTOM OT
1:40000 mo 1:60000 y mpemcTraBUTEAE€H Bcex
OTHHUYCCKHUX TPYIIII, HO B IIOIIYAdITUH €BPECB
alllKeHa3u dYacToTa 3aboaeBaHHSA MOOCTHUrAET
1:450 - 1:1000 [1, 4].

3aboaeBaHNe HACAEAYETCS IO ayTOCOMHO-
peneccuBHOMy TuIly. CHHXXEHHE HAH OTCYT-
CTBUE AKTHBHOCTH TAIOKOILIEpPeOpO3uaa3bl CBsI-
3aHO ¢ MyTalell reHa MaHHOIO (pepMeHTa, AO-
KaAu3yIoLIerocd B peruoHe 21 Ha 1-#f XpoMo-
come. OGBIYHO OTMEYaEeTCs CHUXKEHHE aKTHUBHO-
ctu depmeHTa Ha 70-90% 10 CpaBHEHUIO C
HOpPMaAbHBIM 3HaudeHHeM [5]. B rene rarokoiie-
pebpo3umasel B HACTOsIEE BpeMd H3y4eHO 6o-
aee 300 BapuaHTOB MyTallui, IPUBOALIINX K
pasBuTHO 00AE€3HH, U3 KOTOPBIX Hamuboaee pac-
npocTpaHeHbl d4YeThlpe — N370S, IVS2 (+1),
84GG, L444P, cocraBagrolye HIpuUMepHO 96%
cpenu Bcex caydaeB 3aboaeBaHud [6].
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KamHnudeckue U IaTOMOP(OAOTHYIECKHE
nposiBAeHud npu 0Ooae3Hu [omre I Tuma o0y-
CAOBA€HBI HaKOIIAEHHEM aHOMAaAbHBIX MaKpo-
daroB, B IIEPBYIO O4YePEAb, B PETUKYAOIHIOTE-
AWAABHOM CHCTEME KOCTHOTO MOS3ra, CEA€3€HKHU
U mnedeHu. HaMHOro pexe mnopazkaeTcd A€TOY-
HbIM uHTepcTunui. Kaetku T'oie xapakTepH-
3YIOTCH PSIOM OCOOEHHOCTEH: HMMEIOT Tropasmio
GOABIIIYIO TIPOOAYKHUTEABHOCTh KH3HH U B He-
CKOABKO pa3 KpYIIHEe HOPMaAbHBIX KAETOK, a
TakK¥Ke o00AaIaloT MeTa00AMYECKONM AaKTHUBHO-
CTBI0O B BH/JIE€ aKTHUBAllUU I[IPOBOCIIAAUTEABHBIX
IUTOKHHOB, YTO ABASIETCH OAHUM H3 3BEHBEB
aToreHe3a IpPH MNOBPEXIAEHUAX TKaHEU U op-
raHos [7, 8].

B Hacrogiee BpeMsa BBIAEAFIOT TPHU KAU-
HUYeCKUX Tuna 6oae3nu [omre [9, 10]:

I Tun — HEeHEHPOHONIATHYECKHH, ABAAETCS
caMBbIM PACIPOCTPAaHEHHBIM BapHaHTOM 6o0ae3-
HU (94%). Yaime auarHOCTHpPyeTCcd B pPaHHEM
JETCTBE U XapaKTEPU3yeTCsd XPOHHUYECKHM Te-
YEeHHUEM, YBEAMYEHHEM II€YEHH M CEAE3€HKH,
reMaTOAOTMYECKHUMHU pPacCTpPoHCTBaMU (aHEMHUS
U TPOMOOIIUTOIIEHHUS), IIOPAaKEHHEM KOCTHOH
CHUCTE€MBI, U OTCYTCTBYEM IIPH3HAKOB IIOpazke-
HH4 LIeHTpaAbHOM HepBHOH cuctemsbl (LIHC) [11
— 13]. HecMoTpg Ha BBIPa*KEHHOCTbL BHUCILIEPaAb-
HBIX U T€MAaTOAOTHYECKHUX IIPOSIBACHHUH, 3KaA00bI
GOABHBIX, B IIEPBYIO O4Yepenb, CBA3aHbI C IIOpa-
JKEHHEM KOCTHOT'O MO3ra, BCTPEYAaIOIIEToCs B
cpenaeMm B 90% caydaeB [14].

II Tum - ocTpeIi HEWpPOHONATHUYECKHUH.
[IpoaBasieTcs B NEepBbIE MECALBI KHU3HHU TAXKe-
ABIM U ocTpbIM 1nopaxkeHueM LIHC, kotopoe
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OBICTPO IIPOrpeccHpyeT M OOBIYHO ITPUBOLUT K
AETaABHOMY HCXOLy B TedeHHe 2 aet [15, 16].

III Tun - TIOHOCTPBIM HeWpOHOIIATHYE-
ckuii. PazBuBaeTca TakK K€, KaK U OCTPBIHA
HeHWpOoHOIIaTUYEeCKUH TUII B AETCKOM BO3pacTe,
HO B 0Ooaee mo3mgHHe CPoKHU. OCOOEHHOCTH daH-
HOTI'0 BapHaHTa 3aKAIOYaeTcs B TOM, UTO BHada-
A€ TIPOHCXOAUT IIOpaskeHHe BHYTPEHHHUX opra-
HOB M KOCTHOI'O MoO3ra Kak IIpu HeHelpoHoIla-
TUYECKOM THIIE, HO B JaAbHEHIIIEM BOBAEKAETCS
[HHC c pa3BuUTHEM pPa3AMYHON HEBPOAOTHUE-
CKOH cuMnTOMaTHKH [15, 16].

[uarsocTrka 6oae3Hu ['oire OCHOBBIBAET-
Csl Ha KOMIIAEKCHOM OOCA€IOBAHUU, BKAIOYAIO-
IIeM OCMOTD, aHaAHU3 AabOPATOPHBIX ITOKa3aTe-
Aett c OLIEHKOM aKTUBHOCTH B-
TAIOKOIEpebpo3uaa3sl U (PEPMEHTOB, CEKPETHU-
pyeMbIX KaeTkaMmu [omre (pepMeHT XUTOTPHUO-
3ufa3a U TAIOKO3UAC(UHTO3UH), MOAEKYASPHO-
TeHETHYECKOE MCCAEIOBaHUE A BBIIBACHUA
THUIIA MyTallUd B I'eHEe TAIOKOIepeOpo3uaaskl, a
TaK>Ke ITPUMEHEHHE AYyYeBbIX METOMNO0B HCCAEIO0-
BaHug [17].

BrigaBaeHUe 3a6oaeBaHUS Ha paHHUX CTa-
OUAX 9acTO 3aTPYyAHEHO, 4TO OOyCAOBAEHO Ba-
prabeAbHOCTBI0O KAMHHUYECKUX IPOSIBACHHU, HX
HU3KOU CIIEIU(PUIHOCTBI0O AU OECCHMIITOMHO-
CcThIO TeuyeHHs Ooae3Hu [18]. Hecmorpsa Ha BbI-
PasKeHHOCTb BUCLIEPAABHBIX U TE€MaTOAOTHYe-
CKUX TPOSIBAECHUHM, 3KaA00bI OOABHBIX Yallle BCe-
ro CBSI3aHBI C IIOPa’KEHHEM KOCTHO-CYCTaBHOM
cucTteMsl [9].

[auHpI (akT CBUAETEABCTBYET O HEOO0-
XOAUMOCTU aHaAu3a U 000OIIEHUS POAU U 3HA-
YEeHHs COBPEMEHHBIX AYYEBBIX METOILOB MCCAE-
moBaHuga npu 6oae3uu lorre 1 Tuma, omnpenese-
HUU CTEIEeHU BBIPAKEHHOCTU BUCILIEPAABHBIX U
KOCTHO-CYCTaBHBIX IIPOSIBAEHUI, OIleHKe 3(-
(PEKTUBHOCTH A€YEHUs, a TaKKe BBIIBACHUU
OCAOXKHEHUMH.

JIydyepasa muUarHOCTHKA IIOPaKeHUI IIe-
4eHU.

[TaTosoTHUECKHE W3MEHEHUS II€YEeHH MO-
TYyT HOCUTBb AUM(PY3HBIN U 04aroBbIil XapakTep.
OCHOBHBIM ITPHU3HAKOM IATOAOTUYECKOH WH-
uabTpanu opraHa KaeTkamu [oie gBasgeTcsd
renatomerasusg. OOBEM II€YeHH IPH OSTOM
0OBIYHO B OBa pasa IIPEBBINIAET HOPMaAbHBIE
pasmeps! (puc. 1) [19].

A BBIIBAECHUS [OAaHHBIX W3MEHEHUH
OPUMEHSIOTCH YABTPA3BYKOBOE HCCAE€NOBAaHIE
(Y3H), xommnbioTepHag (KT) m wmar"guTHO-
pe3onancHas Tomorpadusa (MPT) [20, 21].

[TpeumyiiecrBamu Y3U aBageTcd OTHOCH-
TeAbHas IIPOCTOTa, HEUMHBA3WBHOCTHL KU OTCYT-
CTBHE MOHHU3UPYIOLIETO U3Ay4YeHHd. [lo JaHHBIM
HEKOTOPBIX HCCAEIOBaHUH, 3HAYEHUd OOBEMOB
IIeYeHU, IIoAydeHHbIe Ipu Y3U, oTAnyaroTcd oT
HCTHHHBIX Pa3MEpPOB, YTO IIOBHIIIAET POABL 0O-
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A€€ CAOXKHBIX MeTomoB, a mmeHHO KT u MPT,
IIPU KOTOPBIX HMeEEeTCHd BO3MOXKHOCTL IIOCTpPOE-
HUa o0peMHBIX 3D-m3o0paxkeHuii magd Ooaee
TOYHOH OIIEHKH pa3MepoB opraHa [22, 23].

OuaroBble TIOpPaskeHUs TIEUYEHH Yallle Xa-
PaAKTEPUIYIOTCH MHOKECTBEHHOCTBIO U THUIIEPd-
XOT€HHOCTBIO, HO MOTYT OBITH THIIO3XOT€HHBIMH
UAU CMEUIaHHOU 3XoreHHOCTU IIpu Y3U (puc. 2)
[24].

[Ipu MPT y3eAaKH OOBIYHO UMEIOT U30- HAU
TUIIOMHTEHCUBHBIY 110 T1-B3BeElIEeHHBIM H300-
packeHusaM (BU) mo oTHoOIIEHHIO K IIapeHXHUME
neyeHH MP-curHaa ¥ TUIEPUHTEHCUBHBIN Ha
T2-BU. Ilpu uccaefoBaHUH C BHYTPHUBEHHBIM
BBeIEHUEM KaK OJKCTPALlEAAIOASIPHBIX, TaK U
rernaTocreluPUYHbIX IapaMarHUTHBIX  KOH-
TPaCTHBIX IIPEernapaToB, Ha ITOCTKOHTPACTHBIX
T1-BU He oTMedaeTcCss HAKOIIAEHUS KOHTpacCTa
OYaroBbIMH CKOIIAEHUSMHU KAETOK [olne, dYTo
4acToO IIOMOTAeT OTAHYUTH HUX OT (POKAABHOU
HOAYASIPHOM THUIIEPIIAA3UU IT€YEHU U Pa3ANYHBIX
BH/IOB OIIyXOA€BOI'O IHopazkeHuda [21, 24 — 26]
(puc. 3).

[lo maHHBIM HCCAENOBAHUAM C IIPHUMEHE-
HHUeM MeTonuku MP-muddysun maga koaude-
CTBEHHOM OIIEHKU IIATOAOTUYECKOU WHQPHUAL-
Tpalu IeYeHU OblAa BBISIBA€HA KOPPEASITUS
MEXKIy CHHIKEHHEM H3MepPsSeMOoro Kod(uIiu-
eHTa AU(MP(Y3UN U TIXKECTbI0 TeYeHUS OOAC3HU
[27].

CkoriaeHUsT KAeTOK [omre B IIeYeHH 3a
cyeT OOBEMHOIO BO3MAEHACTBUS W ITPOBOCIIAAM-
TEeABHOH aKTHBHOCTH CIIOCOOCTBYIOT PAa3BUTHIO
UIIEMHUYECKUX U (PUOPO3HBIX UIMEHEHUM, a
TakyKe€ MOTYT IIPUBECTHM K IIOBBIIIEHHOMY
HaKOIIA€HHIO KeAe3a IedeHbio. [I0CKOABKY maH-
Hble H3MEHEHUsS SBASIIOTCS HU3BECTHBIMH (paK-
TOpaMH PHCKA PaA3BUTUS T'eIIaTOLIEAAIOASTPHOTO
paka, CKpUHUHT 3THX COCTOSIHHU HMeeT 0COoOyIo
BasKHOCTDH IIPU BEAEHUU ITAIlMEHTOB C OOAE3HBIO
Fome. OcobGeHHO 3TO KacaeTcd OOABHBIX CO
CIIACHAKTOMHUEH B aHaMHe3e, y KOTOPBIX (Pub-
pO3 medYeHUW U Ileperpy3ka Keae3oM HabAmaa-
IOTCA dalle U B Ooaee TsxkeAod crereHU [28,
29].

[TpuymHa ITOBBIILIEHHOTO YPOBHS (PeppH-
THHA B KPOBH, HAKOIIAEHUS Keae3a B II€YeHHU U
UX B3aUMOCBSI3b IIpU 6oae3HH [olre B HACTOsI-
miee BpeMda He ompeneseHa. OmHAKO HM3BECTHO,
YTO X IOBBINIEHHE OoAee BBIPAZKEHO y OOABHBIX
co crniaeHakToMHued [30]. OgHOM U3 IPUYUH ITO-
My MOIKET SIBAATBHCHA YaCTOE€ IIePEAMBaHUE KPO-
BU y OAHHOU T'PyIIIbI HanumeHTOB. lleperpyska
JKEAE30M HABAFETCH MOBOABHO PEIKHUM IIPOSBAE-
HHUeM 6oae3HH [ollle, U OAd €r0 JUATHOCTHUKU B
HACTOSIIle€ BPEMS HCIIOAB3YEeTCS METOOHKAa
MarHHUTHO-PE30HAHCHON T2*-peaakcoMeTpuu
I[IEYEHU C KOAMYECTBEHHOM OLIEHKON H30BITOY-
HOTO HaKOIAEHUS Keaesa. [laHHada MeToguKa
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Puc. 1 a (Fig. 1 a)

Puc. 16 (Fig. 1 b)

TaAuH.

termined.

Puc. 1. MPT opraHoB GpIOLLHOM MOAOCTU B AKCUAABHOM MAOCKOCTM.

Ha T2-BU (a) u T1-BHU (0) cTpyKTypa II€YeHU OTHOPOOHA, OIPEAEATIOTCH IIPU3HAKN BBIPAXKEHHOM reraToMe-

Fig. 1. MR images of the abdominal organs in the axial plane.

On T2-WI (a) and T1-WI (b), the structure of the liver is homogeneous, signs of severe hepatomegaly are de-

Puc. 2 (Fig. 2)

Puc. 2. ¥Y3U ne4veHum.

HBIM auameTpoM 20 MM [24].

Fig. 2. Ultrasound of the liver.

mate diameter of 20 mm [24].

HapeHXI/IMa IIEYEHHU HEOOHOPOAHAad 3a CYET HaANIHUA
MHOTOYHCACHHBIX THUIIEPOXOI'€HHBIX OYaroB IIPHUMEP-

Liver parenchyma is heterogeneous due to the pres-
ence of numerous hyperechoic foci with an approxi-

OCHOBaHa HAa PETUCTPAUU CHUIKEHUS HHTEH-
cuBHOCTU MP-curHasa TKaHU, HAaCBIIIEHHOH
HMOHAMH TPEXBaA€HTHOTO Keae3a. [lag aToro
OLIEHHUBAaeTCsd IapaMeTp BpeMd peasakcauuu T2*
IIPH HCIOAB30BAHHH HMIIyABCHOHU IIOCA€OOBA-
TEABHOCTH TpafueHTHOro sxa. Ilo pesyapTratam
IIPOBEAEHHBIX MHCCAECNOBAHHU  OIpPEeAcAEHHOE
BpeMeHH peaakcaru T2* cOOTBETCTBYET KOH-
KPETHBIM KOHIIEHTPAILUSAM ZKeAe3a, YTO II03BO-

| wwwe.rejr.ru | REJR. 2021; 11 (2):46-67

AIET BBIIBUTH IIEPErpPy3Ky zKeae3a II€YEeHBIO
rmarueHToB ¢ 6oae3nbio [omre [29, 31, 32] (puc.
4).

[as oueHku Qubpo3a medeHH Hamboasee
JgacTo npumeHdercda Y3U ¢ DpUMEHEHHEM Me-
TOAUKHU 3AacTorpaduy, OCHOBAHHOM Ha 3aBH-
CHMOCTH CKOPOCTH PAaCIPOCTPAHEHHS CIABHUIO-
BOM BOAHBI B TKAHAX OT HUX JKECTKOCTHU — YeM
IIAOTHee II€YeHb, TeM OBICTpee PaCIpPOCTpPaHsI-
eTcd B Hell caABUroBad BoAHaA (puc. 5) [33].

Taxkske mad BbIIBA€HUSA (PpUOpo3a MHedeHU
aKTHBHO CTasa HCIIOAB30BATLCH COBPEMEHHAdd
meronuka MPT - MP-asaacrorpacdusa. Ilpu ee
BBIIIOAHEHHH BIIAOTHYIO K OOKOBOH OpIOIIHOMH
CTEHKe B 00AaCTH II€YE€HH IIPHUCOEANHAETCH
YCTPOMCTBO, TE€HEPHUPYIOIIEe MEXaHHUYEeCKHE
BOAHBI 3aJaHHOM, (PUKCHUPOBAaHHOH YacTOThI
(o6praHO Mexay 40 u 120 I'm). [IpoBomuTcs 1mo-
AydUEeHHE T'PaIHeHT-9X0 ITOCAEIOBATEABHOCTH IIO
Mepe IIPOXOXKAEHHS MEXaHHIeCKOH BOAHBI dUe-
pe3 TKaHU IIeYeHU, IPU ITOM T'PaaHUEHTHI CHUH-
XPOHHU3HPOBAHBI C TeHepalyell MeXaHHYeCKHX
KoaeOanmii. IloaydeHHbIEe (pa30-KOHTPACTHBIE
M300paskeHNsd, OTpazKalollye IIPOXOXKICHHE Me-
XaHUYECKHUX BOAH, 00pabaThIBAIOTCS CIEIUAAB-
HBIMH MaTEMATHYECKHMU aATOPUTMAaMHU [OAs
reHepalliu IIBETOBBIX KapT KECTKOCTH TKaHeH
(?aacTorpamm) (puc. 6) [33, 34].

B mocaennune rombl [Ag OIEHKH CTEIECHHU
¢prbpo3a aKTUBHO HU3y4aeTCsl OTHOCHUTEABHO HO-
BbIH METOJ KapTUPOBAHHS MaKPOMOAEKYATP-
HOM mpoToHHOH dpaknuu (MII®) mpu MPT. B
OCHOBe MeToma AeXUT 2¢PdeKT IepeHoca
HaMarHH4YeHHOCTH MEKIy IIPOTOHAMH CBOOOI-
HOH BOABI M IIPOTOHAMH, CBA3aHHBIMU C MakK-
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Puc. 3 a (Fig. 3 a) Puc. 3 6 (Fig. 3 b) Puc. 3 B (Fig. 3 ¢)

Puc. 3. MPT opraHoB GpPIOLLIHON NOAOCTU B OKCUMAABHOM MAOCKOCTU C MPUMEHEHUEM renaTtocne-
LMPUYHOrO KOHTPACTHOrO BELLLEeCTBA.

Ha mpenkontpactHoM T1-BU B S8 cermeHTe ImedyeHH BH3yaAHM3UPYIOTCS THUIIOMHTEHCHUBHBIE yYaCTKH HeIpa-
BHABHOM (DOPMBI C HEPOBHBIMH HEYETKHMH KOHTYPaMH (a), IPEACTABAMIOIINE OYAarOBble CKOIIAEHHS KAETOK
Tomre (xeaTas crpeaka). Ha moctkorTpacTHBIX T1-BU (6) ouaroBbie M3MEHEHUS II€YE€HU HE HAKATIAMBAIOT KOH-
TPaCTHBIM mpemapat. B orcrpodyeHHO0 ha3y CKaHUPOBAHUS (B) HEH3MEHEHHAs ITapeHXHMAa II€YEeHU aKTHBHO
HaKaIlAWBAET MenaToCHenuduyHoe KOHTPACTHOE BEIIECTBO (0eaasd CTpeAKa), O4aroBble M3MEHEHHUS IIeYeHU He
HaKaIlAWBAIOT KOHTPACTHBIN IIpenapar [25].

Fig. 3. MR images of the abdominal organs in the axial plane using hepatospecific contrast agent.

Hypointense areas of irregular shape with fuzzy contours are visualized on pre-Gd T1 in S8 segment of the
liver (a), representing focal clusters of Gaucher cells (yellow arrow). There is no focal liver enhancement on
post-Gd T1 images (b). Unchanged liver parenchyma (white arrow) enhances on the delayed scanning phase
images (c), with unenhanced foci [25].

Puc. 4 (Fig. 4) Puc. 5 (Fig. 5)

Puc. 4. MPT opraHoB 6ploLLHOM NOAOCTU B | Puc. 5. Y3U neyeHU ¢ npuUMEeHEeHMEeM METOAMUKH
OKCMAABHOW MAOCKOCTU C MPUMEHEHUEM MUM- | SAACTOrpacoMm CABUrOBOM BOAHbI.
NYAbCHOW MOCA€AOBATEAbBHOCTU FPAAUEHTHOrO

axa CKOpPOCTBH PaCIIpOCTPaHEeHUs] BOAHBI B 30HE HHTeEpeca

1,1 M/c, 9TO COOTBETCTBYET (hUOPO3y IMEYECHU CTEIIEHHU
Ha T2* GRE-BU B meyeHu orMmeyarorcd mnpusHaru | F2 [33].

IIEPErPy3KH KEAE30M, IIPOSABASIOIIHNECT PE3KHM CHH-
JKEHHEM HHTEHCHUBHOCTH MP-curHasa oT ee mapeH-
XUMBI [32].

Fig. 4. GRE T2*-weighted MR images.

Fig. 5. US of the liver using quantitative shear
wave ultrasound elastography.

Wave propagation speed in the zone of interest is 1.1
m/s, which corresponds to liver fibrosis of the F2
Axial image of a patient with severe iron overload | degree [33].
demonstrates abrupt decrease in the liver signal in-
tensity [32].
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Puc. 6 a (Fig. 6 a)

Puc. 6 6 (Fig. 6 b)

on the MR elastogram (b) [35].

Puc. 6. MPT opraHoB GpIOLLIHOI NOAOCTU B AKCUAABHOM NAOCKOCTHU (a) u MP-aAacTorpamma (6).

Ha T2-BU c nocaemoBaTeABHOCTBHIO TPAAUEHTHOrO 3Xa (a) CTPYKTypa NapeHXHUMbI [I€Y€HH OJHOPOAHAs, OdYaro-
BBIX 0Opa3oBaHuY He ompeneadgercsa. Ha MP-aaacTorpaMmme (6) B CTPYKType IE€UEHM MMEIOTCS YIaCTKH IIOBbI-
IIEHHOH >KE€CTKOCTH (KPACHBIH IIBET II0 IIKaA€ 3KECTKOCTH) [35].

Fig. 6. MR images of the abdomen, axial plane, and MR-elastogram.

T2, gradient echo pulse sequence (a): the structure of the liver parenchyma is homogeneous, no focal for-
mations are detected. There are areas of increased rigidity in the liver structure (red on the color scale map)

POMOAEKyAQMH KOAAAr€Ha, IOBBIINIEHUE IIPO-
OYKIUU KOTOPOTO IBASIETCA OCHOBHBIM THCTO-
aTOAOTHYECKHM HOpPH3HAKOM (PUbpo3a IIEeYEeHH.
To ecTh, CUTHAA IIPU CKAHUPOBAHUH PETHUCTPU-
pyerca ot obeux Qpakiuii, 3aTeM IOOAETCH
IIPEAHACHIIIAONINN UMIIYABC, KOTOPBIM BBIKAIO-
4yaeT MPOTOHbBI MaKpPOMOAEKYA U BIOCAEACTBUH
perucrpupyetrcd yucrad Bona. CyTe MeTona 3a-
KAIO49aeTcd B noctpoeHun KapT MIIP Ha ocHOBe
CBIPBIX [JAHHBIX CKAHUPOBAHHA C HCIIOAB30Ba-
HHEM CIEIHaAbHBIX AATOPHUTMOB M IIPOTPaMM-
Horo obecnedeHus. Pe3yApTaThl HMCCAEOOBaHUMU
IIOKa3aAu BBICOKYIO KOPPEAdIIUI0 C AaHHBIMH
THUCTOAOTHMYECKOTO MCCAENOBAHUA. OTO [OEAaeT
MmeTon OpicTporo KaptupoBauusa MIID oguum u3
TIIEPCIEKTHUBHBIX B IIAQHE€ HEWHBA3WBHOH OIEH-
K1 Gubposza medeHH U TpebyeT masbHEUIIEro
H3y4YEeHHUd OAS BO3MOIKHOTO BHEIPEHUS B IIpak-
TUKY [30].

JIydyepasa OuarHOCTHKA IIOPa’KEHUN ce-
JIe3eHKH.

[TaTosoTHMYeCcKHE HN3MEHEHHS B CEAE3E€HKE
Tak e, KaK U B II€YEHU, MOTYT IMIPOSBASTHCS
nupPy3HBIM [IOpasKeHUEM OpraHa B BH/IE TOAb-
KO yBEAMYEHUSI Pa3MEPOB HAH K€ O4YaroBbIM
mopazkeHueM. B rocaegHeM caydae B CEA€3€HKE,
IOMHMO €€ yBEAHYeHHs, OOHapyKUBAIOTCS
pasHokaaubepHble (POKYCHI CKOIAEHUS KAETOK
lFomre m/mAM 3KCTPaMEOyAATPHOTO TIeMOII033a,
KOTOPbIe MOKHO BBISIBUTE C ITOMOIIBI0 Y3,

| wwwe.rejr.ru | REJR. 2021; 11 (2):46-67

MPT wnan KT [37]. Pasmepsl opraHa Ipu 3TOM
MOTYT OBITH YBEAMYEHBI B 5-15 pas3, B pearux
cAydasX BO3MOXKHO yBeamdeHune B 50 pas, 4To
aBadgeTcd (PaKTOPOM pPHCKa BO3HUKHOBEHUS
uH(papKTOB ceae3eHKHU [38] (puc. 7).

I[Tpu Y3U oyaroBble U3MEHEHHS B CeAe-
3€HKE, KaK U B IE€YEHU MOTYT OBITH THUIIO-, TH-
II€POXOTE€HHBIMH HAM CMEIIaHHOM 3XOT€HHOCTU
[39].

IIpu KT ouaru MMeIOT HHU3KYIO IIAOTHOCTD,
MeHee MHTEHCHBHO MAM BOBCE HE HaKallAUBAaIOT
KOHTPACTHOE BEIIECTBO, IO CPaBHEHHUIO C
HEN3MEHHOM TKaHBIO ceAe3eHKH. HWHorma 1o
nepudepun o0pa3oBaHUA MOTYT BH3YaAU3HUPO-
BaThCd KaapltHATEI [9, 37| (puc. §).

Hauboaee mocToBepHasi OIlEHKA 0YaroBBIX
IIOPasKEHUH B CEAE3€HKE IIPOU3BOAUTCH IIPU
MPT. HMurencuBHOCT, MP-curHasa Ha pasand-
HBIX HMIIYABCHBIX IIOCAE€IOBATEABHOCTSIX 3aBH-
CUT OT ITaTOMOP(OAOTHYECKOH CTPYKTYPHI OaH-
HBIX 04YaroB. BOABIIMHCTBO M3 HUX XapaKTepH-
3yeTcd U30MHTEHCUBHBIM curHaaom Ha T1-BU n
THUIIOMHTEHCUBHBIM Ha T2-BU, HO Takke oTMe-
4aloTCsd y3€AKH THIEePUHTEHCHUBHBIE U Ha T1-
BU, u va T2-BU [24, 38] (puc. 9).

Kpome Toro, 3agacTyr odaroBbl€ IIOpa-
JKEeHHUS XapaKTepU3yITCsS HEOMHOPOXHBIM MP-
CHUTHaAOM 3a CYET I'e€TE€POTe€HHOU CTPYKTYPhI AU
TUIIOMHTEHCUBHBIM CUTHAAOM B IIEHTPE U THUIIe-
PUHTEHCUBHBIM II0 Iepudepun Ha T2-BU n
HaobopoT. 'nnepunTeHcuBHBIN Ha T2-BU MP-
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Puc. 7 a (Fig. 7 a) Puc. 7 6 (Fig. 7 b)

Puc.7. MPT opraHoB 6pIoLLIHOM NOAOCTHM.

Ha T2-BU B KOpOHaABHO# IMAOCKOCTH (a) 1 T2-BU B akCHAABHON MAOCKOCTH (0) CTPYKTypa MIeYeHH U CeAe3eH-
KM He N3MeHeHa, OTMEeYaloTCd IIPU3HAKH PEe3K0 BBIPAKEHHOH CIIACHOMETAANH.

Fig. 7. MR images of the abdomen.

T2, coronal plane (a) and T2, axial plane (b): the structure of the liver and spleen is unchanged, there are
signs of the splenomegaly.

Puc. 8 a (Fig. 8 a) Puc. 8 6 (Fig. 8 b)

Puc. 8. KT opraHos 6p|OLLIHOi:1 NOAOCTU B AKCUAABHOM MAOCKOCTU B MAFKOTKOHHOM OKHe.

Ha uzobpazkenusx 6e3 BBeAEHHsS KOHTPACTHOTO BEIIECTBA (4) ONPENEASIOTCS Pa3HOKAAMOEPHBIE THIIOAEHC-
HBIE OYaroBble mopazkeHusa ceae3eHKH [38]. Ha moCTKOHTpaCTHBIX H300pazkeHuax (0) B CTPYKType YBEAUUEH-
HOM CeAe3eHKH OIIPENEASIOTCS O4aroBble 00pa30BaHusd, He HaKallAMBAIOIIHe KOHTPACTHEIN mpenapar [37].

Fig. 8. CT scans of abdominen, axial plane, soft tissue window.

Various-sized hypodense focal lesions of the spleen are determined on non-contrast images without contrast
enhancement (a) [38]. On post-contrast images (b), there are non-enhancing focal lesions in the structure of
the enlarged spleen [37].
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Puc. 9 a (Fig. 9 a)

Puc. 9 6 (Fig. 9 b)

Puc. 9. MPT opraHoB 6pIOLLHON MOAOCTM.

CTPYKTYpHI [21].
Fig. 9. MR images of the abdomen.

geneous structure in a spleen tissue [21].

Ha T2-BU B KopoHaABHO# mAoCKOCTH (a) U T1-BU B akcHaAbHOM IAOCKOCTHU (6) B CTPYKTYPE PE3KO YBEAMYEH-
HOM CeA€3€HKHU OIIPENEAdIOTCH MHOXKECTBEHHBIE PAa3HOKAAHMOEPHBIE OYaru OKPYTAOM (pOpPMBI, HEOIHOPOIHOMN

T2, coronal plane (a) and T1, axial plane (b): there are multiple lesions of different size, round shape, hetero-

CHUTHaA dYallle COOTBETCTBYET «KPAaCHBIM» y3AaM
CKOIIA€HHH KAeTOK [olle ¢ HaaW4ymeM pacIu-
PEHHBIX CHHYCOHJOB, OOHAPYKHWBaE€MbIX IIPH
THCTOAOTHYECKOM MCCA€NOBaHHWHU. [HUIIOMHTEH-
cuBHBIH curHaa Ha T2-BU coorBercTByeT «Oe-
ABIM» y3AaM, B KOTOPBIX IIPU [1ATOAOTOAHATOMH-
YEeCKOM HCCAEIOBAHUM OOHAPYKUBAIOTCH TOAb-
KO KaeTKU [omre [37].

JlyueBaa  muarmoctuka
JIETKHX.

Penkum mnpoaBaeHueM 0Ooae3Hu [oire I
TUIIA SBASETCH IIOPaKE€HHE AETKUX, KOTOpoe
BcTpedyaerca y 1-2% OOABHBIX IIpEeHMYIIe-
CTBEHHO C BBIPa’KEHHBIMH BUCILEPAABHBIMU U
KOCTHO-CYCTaBHBIMH ITPOSIBAEHUSMH, H  CO
CIIA€HOKTOMUEHN B aHaMHese [24].

[TaToaoTHUECKHE W3MEHEHHs HE CIEeIlH-
(pUYHBI, XapaKTEePU3YIOTCH TOPAIKEHUEM AETOU-
HOTO WHTEPCTHIMS MW COCyOOB C pPa3BUTHEM
CUMIITOMOB A€TOYHOH THUIIEPTEH3UN, W MOTYT
HaOAIOOATbCS IIPHU COIyTCTBYIOLUIUX 3aboAeBa-
HUSX, HE CBSI3aHHBIX C 6oae3Hbio [omre [9, 24,
38].

mopasKeHun

[Tpu raaccuyeckodl UQPPOBOH PEHTTEHO-
rpapuy OpraHoB TPYAHONU KAETKH HW3MEHEHUS
BBIABAFIOTCA peako. boaee wHMOpMaTHBHO
npumeHeHne KT BbicoKoro paspemrenus. Ha
TOMOTPaMMax OIPENECAdETCS YTOAIIEHHE MeEXK-
JOOABKOBOT'O M BHYTPHIOOABKOBOIO MHTEPCTHUIINA,
CTEHOK OpOHXOB, @ TaKKe MOTYT BBIIBAATHCS
POKyChI yIIAOTHEHUS ACTOYHOH TKaHHU II0 THILY
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«MaToOBOI'0 cTeKAar. CyHuTaeTcs, YTO U3MEHEHUs
B AETKHUX SBAFIOTCH BTOPHUYHBIMH IIO OTHOIIE-
HHUIO K IIPSIMO¥ MH(PHUABTPAIINU KAeTKaMHu [omre
aerouHoro uHTepctuiuda [40] (puc. 10).

JIygeBasg nmarHoCTHKa  IOpPasKeHUH
KOCTHO-CYCTABHOMH CHCTEMBI.

[TopazkeHre KOCTHOH CHCTEMBl SIBASIETCS
ONHUM H3 OCHOBHBIX (PAKTOPOB, yXYIIIAIOITNX
Ka4deCTBO JKHU3HHU MAIlMEHTOB Hpu Goae3Hu [o-
Ire, ¥ XapakTepu3yeTcs pa3HooOpa3sueM IIPOsiB-
aeHult [41]. OnpeneseHue nNaToU3UOAOTHYE-
CKHX MEXaHH3MOB €€ IIOPasK€HHS A0 CHUX IIOp
SABASIETCS AUCKyTaOEAbHBIM BOIIPOCOM.

Hauboaee M3y4EeHHBIMH SIBASIOTCS CAELY-
IOITEe MEeXaHU3Mbl M3MEHEHHS KOCTHOU CHCTe-
MBI: O0BEMHOE BO3OEeHCTBHE UHQPUABTPAIIUU
KOCTHOH TKaHU KAeTKaMHu [oIllle U uX Crocob-
HOCTb HHAYIIUPOBATH ITPOBOCIIAAHUTEABHYIO aK-
THUBHOCTBH OKPYZKAaIOIINX KAETOK. B pesyabrare
9THUX TIPOIIECCOB IIPOUCXOAUT HapyIIEeHUE
OCTeoreHes3a, pPa3BUTHE OCTEOIIEHHM, HCTOHYe-
HUE KOPTUKAABHOTO CAOSI KOCTH U (pOopMHpPOBa-
HUE OCTEOAHTHYecKHx odaroB [12, 42]. Kpome
TOTO, K IIpeApaclioraramluM dakropaM pas-
BUTHA OCTEOHEKpPO3a OTHOCAT IIOBpEKIalolIee
JelcTBUE IIUTOKUHOB M XEMOKHHOB Ha 3HIOTE-
AWM COCYZIOB C Pa3BUTHEM TUIIEPKOATYALIIHH, a
TaKXKe HIIEMHIO B pPE3yAbTATE IIOBBIIIIEHHOIO
BHYTPHKOCTHOI'O JaBA€HHUS IIPU HMH(MPUABTpAIIUU
KocTHOTO Mo3ra [43].

[asa 6oae3nu Tomie xapakTepHa oIpene-
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Puc. 10 (Fig. 10)

Puc. 10. KT BbICOKOro paspelleHus OpraHoB
rPYAHOW KAETKU B AErOYHOM OKHE B OKCUAABHOM
NAOCKOCTH.

OmpeneAsdeTcss YTOAIEHHEe BHYTPHUIOABKOBOTO M MeEXK-
JOABKOBOTO MHTEPCTHIIMSA 0DOMX ACTKHX, a TaK¥Ke MeA-
KHe IeHTPUAODYAIpHBIE Y3eAKH [24].

Fig. 10. High-resolution CT images of the chest
organs, aortopulmonary window, axial plane.

Thickening of the intralobular and interlobular inter-
stitium of both lungs, as well as small centrilobular
nodules are determined [24].

A€HHasI AUHAMHUKa ITOPa’keHUs KOCTHOM CHCTe-
MBI: Ha PaAHHHUX CTaAHIX dallle IopazKaeTcsd
OCEBOH CKeAeT, a 3aTeM yxKe H3MEHEHHs II0sIB-
ASIIOTCH B OAWHHBIX TPyOYaThIX KOCTHIX, e OHHU
PaCIpOCTPaHSAIOTCS B MAUCTAABHOM HaIIpaBAe-
HUHW, OUCTAABHBIE 3TTHU(U3LI IPU ITOM MOTYT HeE
BOBAEKAaThCH B IIporiecc [12].

A TIOAHOLIEHHOM OILIEHKU IIOPasKeHUS
KOCTHO-CYCTaBHOH  CHCTEMBI  IIPUMEHSIIOTCS
peurrerHorpacdusa, MPT, aByxsHepreTudeckad
peHTreHoBcKad geHcuromerpus (DEXA) m pa-
JOUOHYKAUHBIE MeToAb! [41].

Kaaccuueckada peHTreHorpadusa o-
IPEXXHEMY SIBASETCS OQHUM U3 IEPBUYHBIX Me-
TOMOB BHU3YaAH3AIIUH, II03BOASIOININM 3aII0f0-
3puTh 60Ae3HB ['ollle U COpHeHTHPOBATH APYTHE,
6oaee MHMOPMATHBHBIE METOABI AyYE€BOM maua-
THOCTUKH A CKaHUPOBAHUHA OIPEICACHHOH
obaacTu KoCTHOM cuctemsbl [38].

HenmocraTkoM maHHOTO MeTodA SIBASETCS
TO, UTO OH BBICOKOMH(POPMATHUBEH [IAS BBISIBAE-
HUS yKe IpyObIX M3MEHEeHHH KOCTHOH TKaHu. K
HUM OTHOCATCA KoaGooOpasHas medopmaiivd
OHUCTAABHBIX OTHAEAOB OEAPEHHBIX U IIPOKCH-
MaABHBIX OTZEAOB OOABLIEOEPIIOBBIX KOCTEH
(koaba OpaeHMeliepa); HEOAHOPOIHOCTH KOCT-
HOM TKaHH, OOyCAOBAEHHAs ydacTKaMH OCTe-
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OIIEHUH, OKPYKEHHBIMH CKAEPO30M; aceIlThye-
CKHUM HEKpO3, BO3HUKAIOIIUM yallle B IOAOBKax
OeIpeHHBIX KOCTEH (peke IopasKaroTCd TeAa
II03BOHKOB M T'OAOBKH IIA€YE€BBIX KOCTel); Ha-
TOAOTHYECKHE IIEPEAOMBI, BCAEICTBHE HCTOHYE-
HUY KOPTHUKAABHOTIO caod [9, 41] (puc. 11, 12).

[IByxaHepreTuyeckas PEeHTreHOBCKas
JEHCHUTOMETPHUSI (dual-energy X-
rayabsorptiometry, DEXA) gaBagercsa MeTOmoOM
BbIOOpa AT OLIEHKH OCTEOIIEHHH M MHHEePAaAb-
HOM IIAOTHOCTH KocTeH. [38, 41].

KT cAyKUT DOIIOAHEHHEM K KAACCHYECKOU
peHTreHorpaduy Ipu HEOOXOAUMOCTH OIEHUTH
CAOZKHEBIE IIEPEAOMBI KOoCcTeld mpu 6oae3Hu [orrre
[9, 38, 41].

PamuonykanHasa AuarHOCTHKA Hapsny C
MPT Tak e MOIKET HCIIOAB30BaThCS IAS OIlEH-
KU COCTOSHHUS KOCTHOro Mosra. CrmHTHrpadus
c 99m Tc-KoAarOHUIOM cepbl IPUMEHSIAACH [IAS
KOCBEHHOM OIIEHKH HHMUALTPAIMU KOCTHOIO
Mo3ra [44]. [HauHbBId paguocgapMIpenapat
(PPII) MHTEHCHUBHO IIOTAOLIAETCS HEU3MEHEH-
HBIM KOCTHBIM MO3IOM, TOTJa KaK Yy4YacTKH
KOCTHOI'0 MO03ra, MH(PUABETPHUPOBAHHBIE KAETKA-
Mu lomre, OTHOCHUTEABHO cAab00 HaKAIIAUBAAU
P®IT (puc. 13).

CoumaTurpadgua ¢ npuMeHesueM 99m Tc-
sestamibi paccMmaTpuBaeTcd KakK METOM IIPIMOH
OLIEHKU HWH(PHUABTPAIIUU KOCTHOT'O MO3Ta, KOTO-
pBI OCHOBaH Ha HWHTEHCHBHOM IIOTAOIIEHUH
P®IT kaeTkamu lomre, B TO BpeMd KakK HUHTAKT-
HBIM KOCTHBIM MOS3T IIOTAOIIIAET €I0 OTHOCUTEABL-
HO caabo [45, 46].

B macroglee BpeMsl gazke IIPU HAAUYUU
MPT paHHBIHE MeTOn MOXKET OBITH ITOAE€3HBIM
IIPY HCCAENOBAHUU NETEH [AS pasrpaHUdYeHUd
IIATOAOTHYECKOH MH(MUABTPAIIMY U HEU3MEHEH-
HOT'O KpacHOTo KOCTHOro mosra. OgHaKo B IIe-
OUATPUYECKON MPaKTHUKE, B CBA3HU C HAAUYHUEM
HOHU3UPYIOIIET0 H3AYYEHHs, €ro IIPHUMEHEHUe
CHUABHO OTpaHu4eHo [47].

CruHTHrpadUs CKEeAeTa C UCIIOAB30BaHU-
eM 99m Tc-meruaennudocdoHaTa U ACHKOIHU-
TOB, MeYeHHbIX mHAueM-111, mpu Goaesnu lo-
IIIe MOXKET OBITH MOAE3HA IIPU JUATHOCTHUKE TaK
Ha3bIBa€MbIX «KOCTHBIX Kpu3oB». [locaemaue
BO3HHKAIOT IIPEUMYVIIIECTBEHHO B [JETCKOM U
IIOAPOCTKOBOM BO3PAaCTE U IMPOIABATIOTCS B BUE
IIPHUCTYIIOB CHUABHEHIIIe#l 00AM B KOCTAX C AHXO-
pPaaKoM U AEMKOLIUTO30M, YTO MOZXKET UMHUTHUPO-
BaTh KapTHUHY OCTEOMHEAWTAa. DBbIIToAHEeHHe
cuuHTUrpaduu B TedeHue 1-3 gHeM oT Hadaaa
KpH3a MIPOAEMOHCTPUPYET HU3KOE IIOTAOIIEHIE
P®IT mopazkeHHBIM y4acTKOM B KOCTH B OTAH-
YHe OT OCTEOMHEeANTa, Korma HabAlomaeTcs TH-
nepmeraboansM P®Il uHPUIIMPOBAHHOM KOCT-
HOHM TKaHbMo (9, 41].

[To3UTPOHHO-3MHUCCHOHHAa ToMorpadusa
(IT9T) crana Goaee MOCTYITHOM B IIOCAEIHHE T'O-

DOI: 10.21569/2222-7415-2021-11-2-46-67 54


http://www.rejr.ru/

RUSSIAN ELECTRONIC JOURNAL OF RADIOLOGY

Puc. 11 a (Fig. 11 a) Puc. 11 6 (Fig. 11 b)

Puc.11. PeHTreHorpammbl 6€ APEHHbIX KOCTEN B MPAMOI NPOEKLMUU.

ByaaBoBuzHaa medopMalusg AUCTAABHBIX MeTaauadui3oB OeIpeHHBIX KOCTeH C pacIIHpeHHeM KOCTHOMOS3IO-
BBIX KaHAAOB IIO0 THUILy KOAG OpaeHmeiiepa (a) [38]. HeomHOPOAHOCTE KOCTHOM TKAHU B AHUCTAABHBIX OTIEAAX
GeapeHHBIX B BHE YePEIOBAHUS YIaCTKOB pa3peReHNd U ckaepo3sa (0) [12].

Fig. 11. Femur X-ray, anteroposterior projection.

Deformation of the distal metadiaphysis of the femur with the expansion of the bone marrow canals, like Er-
lenmeyer flasks, is detected (a) [38]. Heterogeneity of bone tissue in the distal femoral regions in the form of
alternating sections of rarefaction and sclerosis (b) [12].

\

Puc. 12 a (Fig. 12 a) Puc. 12 6 (Fig. 12 b)

Puc. 12. PeHTreHorpammbl Ta306eAPEHHbIX CYCTABOB B MPAMOM MPOEKLLMM.

IIpu3Haku AePOPMHUPYIOLIETO OCTE0apTPO3a AEBOrO TAa300€APEHHOTO CyCcTaBa B PE3yABTATE ACEIITHYECKOro
HEKpOo3a F'OAOBKH A€BOH GempeHHOM KocTH (a) [38]. [TaToAOrMYecKUi MOABEPTEABHBIH IepeAoM OeqpeHHO# KO-
CTH CO CMELIEHHEM M BKAMHEHHEM OTAOMKOB, AedopMallus IPOKCHMaABHOTO OTAeAa auacdusa 6eapeHHOH Ko-
CTH 3a CYET PaCIIMPEHHNsT KOCTHOMO3TOBOro KaHaaa (0) [12].

Fig. 12. Hip joints X-ray in anteroposterior projection.

Osteoarthritis of the left hip joint, as a result of aseptic necrosis of the right femoral head (a) [38]. Pathologi-
cal subtrochanteric fracture of the femur with displacement and wedging of fragments, deformation of the
proximal part of the femoral diaphysis due to the expansion of the medullary canal (b) [12].
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ANT POST

Puc. 13 (Fig. 13)

TC-KOAAOUAOM cepbl.
BeipakeHHas  cCIIA€EHOMeraausa C

Mo3roM obenx GeapeHHBIX KocTel [24].

of a é-year-old child.

There is splenomegaly with abnormal increased up-
take in the liver and spleen along with the decrease
in marrow activity with areas of total absence of ac-
tivity of both femurs [24].

Puc. 13. CumHTUrpammbl pebeHka é Aet ¢ 99m

TIOBBIIIEHHBIM
HaroriAeHueM P®PII rmedyeHbI0 M CEAE3EHKOM, a TaK¥Ke
ompenesseTcss CHHXKeHHe 3axBara P®PII kKocTHBIM

Fig. 13. ?9mTc-sulfur colloid bone marrow scan

Obl, HO IIIMPOKOTO IIPHUMEHEHUS [IAS OIIEHKH
KOCTHBIX HU3MEHEHU# mpu Goae3Hu [oie 3TOT
MeTon He HamleAa. CBg3aHO 3TO C HU3KOH clIie-
IMU(PUIHOCTBIO BBIIBAEHHBIX U3MEHEHUMH, TakK
kak P®II, ucnoassyemble npu I[19T, akTHBHO
IIOTAOIIIAIOTCS KaK 30HaMH OCTEOHEKpPOo3a, TakK U
y49acTKaMHU OITyXOA€BOTO ITOPaskKeHUsS W BoOCIa-
AeHud [38].

B Hacrosiiee BpeMs OOHUM U3 Hamboaee
nHPOPMATHUBHBIX  METOAOB  HEWHBA3WBHOU
OIIEHKU COCTOSHHUSI KOCTHOTO MO3Ta SIBASIETCS
MPT. [daHHBIH METOH IIO3BOASIET OIIPEIEAUTH
COOTHOIIIEHHE JKHPOBOI'O ¥ KPOBETBOPHOTO
KOMITOHEHTa B KOCTHOM MO3T€, AOKAAM3aIIHIO0 U
PacIpoCTPaHEHHOCTh TaKUX IIaTOAOTHYECKUX
U3MeHeHUuM, KakK WHQUABTPAIIUS, HIIEeMHUST
KOCTHOTO MO3Ta (OTE€K, OCTEOHEKPO3), OCTEOAU-
3UC, TOCTHH(APKTHBIM OCTEOCKAEPO3, IIaTOAO-
THYEeCKHUH IepeAOM M BHYTPHUKOCTHBIE T'OLIEPO-
MEI [48].

Crienndmyeckass MHPUABTPAIIUA KOCTHO-
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ro Mosra KAeTKaMHu ['oile MOXKeT HOCHTH Kak
0o4aroBbIH, Tak U Aup@y3HBIH Xapakrep. Y
B3POCABIX 3TU H3MeHeHud Ha MP-Tomorpammax
IIPOSIBASIIOTCSI CHUXKEHHEM HHTEHCHUBHOCTH CHUT-
Haaa OT XKeAToro KocTHoro mosra Ha T1-BU u
T2-BU, Torma Kak B HOpPME OH IIOBBIIIEH. Ha
UMIIYABCHOM IIOCA€IOBATEABHOCTH HHBEPCHUU —
BOCCTAHOBAEHUSI C KOPOTKUM BpeMsi—oxo (STIR-
short time inversion recovery). MP-curmaa ot
Y4acCTKOB HH(PHABTpAIIMH MOXKeT ObITh He3Ha-
YHUTEABHO IIOBBIIIEH. IIpu BbIpasKeHHOM crele-
HU WH(UABTPAIIMH HHTEHCHUBHOCTE CHTHAAA OT
IIOPaKEHHOI'0 KEATOT'O KOCTHOI'0O MO3Ta MOXKET
OBITH HHIKE, YEM OT MBIIIEYHbIX CTPYKTYp [41,
48, 49] (puc. 14).

OneHKa HHPUABTPAIIMY KOCTHOIO MO3ra y
nerell OCAOXKHSETCS TeM, 4YTO HOPMAaAbHBIM
KpacCHBIM KOCTHBIM MO3r TakK K€, KaK U 30HBbI
HH(UABTPALINH, 00AaaeT HU3KOH HHTEHCHUBHO-
cTbio curHasa Ha T1-BU u T2-BU. B Ttakux cay-
Jasgx, II0 AaHHBIM HEKOTOPBIX HCCAENOBaHUH,
MO3KeT ObITb Ioae3Ha MP-muddysus, npu mpo-
BEIEHUN KOTOpPOH OIIpenieAsdeTcsl HCTHHHOE
orpaHudeHue AUMPE@PY3UHN OT 30H BBIPAKEHHOU
uH(puabTpauu [S0].

HNimemMuyeckue U3MEHEHHUS KOCTHOTO MO3-
ra OT CTEIeHH O0paTHUMOro TpPabeKyAIpPHOIO
oTeKa [0 HeoOpPaTHMOI0 OCTEOHEKPO3a HMEIOT
xapakTepHblii Bua Ha MP-tomorpammax. OTek
XapaKTepHu3yeTcsa IHNOHUKEHHBIM MP-curHaaom
Ha T1-BU u noswnnenasiM Ha STIR, T2-BU u
PD c xuponogaBaeHueM [12, 48] (puc. 15).

[Tpu OTCYyTCTBHUHU A€YEHUS HAU €TO HU3KOHU
3 (PEKTUBHOCTHU OAHHBIHA IIPOIIECC MOIKET IIe-
pepacTaTrb B KapTHHY OCTEOHEKPO3a, ITPOSBAS-
IOIIErocsd y4JacTKaMM HEIPaBUABHOM (QOPMBI C
HEYETKUMH M HEPOBHBIMH «IeorpadUdeCcKUMI»
KOHTypaMH, THIEPHUHTeHCUBHbIMU Ha T2-BU c
nporpaMmoii xkuporonaBaeHud, STIR, u rurmo-
uHTeHCcuBHBIMH Ha T1-BU. HMmemundeckue us-
MEHEHUS KOCTHOTO MO3Ta B 00AaCTH 3HU(HU30B
IIPUHATO HA3bIBATb KOPTUKO-MEIYAATPHBIM
(acenTUuecKUM) OCTEOHEKPO30M, a B obaacTu
auadusa U MeTau3oB — MEAYAAIPHBIM OCTEO0-
HEKpPO30M HAH KOCTHBIM HHMpapKToM [48, 49]
(pmc. 16).

[MocTrH(papKTHEIN ocTeockaepo3 Ha MP-
TOMOTPaMMaxX OITPENEASeTCsI KaK 30Ha HU3KOTO
CHUTHaAa BO BCEX HUMIIYABCHBIX ITOCAE€IOBATEAD-
HOCTSIX B 30HE paHEe pPa3BUBIIETOCSI OCTEO-
Hekpo3a [41, 48, 49] (puc. 17).

IIpn BRIpasKEHHOM NEPECTPONKE U HCTOH-
YEeHUHW KOCTHOM TKaHH MOTYT (POPMHUPOBATBHCH
Y49aCTKH OCTEOAUTHYECKHX HN3MEHEHHM, KOTO-
pple Ha MP-ToMorpamMmax BHU3YaAU3UPYIOTCH
KaK OIHO- HAW MHOTOKaMEpPHBIE KHCTOBHIHBIE
IIOAOCTH OKPYTAOH (POPMBI, C POBHBIMH YE€TKH-
MH KOHTYpaMH, S3allOAHEHHBIE IKHUIAKOCTHBIM
COAEPKHUMBIM H OTTPAHHUYEHHBIE OT OKPYZKalo
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Puc. 14 a (Fig. 14 a)

Puc. 14 6 (Fig. 14 b)

Puc. 14. MPT 6eApeHHbIX KOCTEN B KOPOHAABHOU MAOCKOCTMH.

Ha T1-BU (a) u T2-BU (6) BU3yaAH3HUPYyeTCS BBIPAsKEHHOE FTOMOT€HHOE CHHIKEHHME HHTEHCHUBHOCTH MP-curaHasa
oT OeApEHHBIX KOCTEH M KOCTeH Ta3a 3a CueT MH(MUABTPAIIMM KOCTHOTO MO3Ta, He PaCIpPOCTpaHdIoIeicd Ha

OUCTaAbHBIE 3IHU(U3LI 6€IPEHHBIX KOCTel [12].

Fig. 14. MR images of the femurs, coronal plane.

T1 (a) and T2 (b): a pronounced homogeneous decrease of MR signal intensity of femurs and pelvic bones due
to the infiltration of the bone marrow, which does not extend to the distal epiphyses of the femurs [12].

Puc. 15 (Fig. 15)

Puc. 15. MPT Ta3o6eApeHHbIX CYCTABOB B KO-
POHAALHOM MNAOCKOCTU C MPUMEHEHUEM UM-
nyAbCHOM nocAeaoBaTeAbHocTH STIR.

B CcTpyKType TOAOBKH M IIIEHKU IIPaBOH OeapeHHOM
KOCTH BH3YaAH3HUPYETCS 30HA BBIPAKEHHOTO TPabeKy-
ASIPHOTO OT€Ka KOCTHOro moara [12].

Fig. 15. MR images of the hip joints in the coro-
nal plane, STIR.

An area of trabecular bone marrow edema is visual-
ized in the structure of the head and neck of the right
femur [12].
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Puc. 16 a (Fig. 16 a) Puc. 16 6 (Fig. 16 b) Puc. 16 B (Fig. 16 ¢)

Puc. 16. MPT 6eApeHHbIX KOCTEN B KOPOHAABHOW MAOCKOCTH.

BusyaansupyeTcsa oOIIHpHAas 30HA MEOYAATPHOTO OCTEOHEKPO3a A€BOHM OeIpEeHHOM KOCTH, IIPOSBAAIOIIASCST
ydacTKaMH C HEYETKHMH H HEPOBHBIMH TeorpadHuecKHMH KOHTYPaMH, HEIIPAaBHABLHOM (DOPMBI, THIIOMHTEH-
cuBHble Ha T1-BU (a), runepunTeHcHuBHBIE Ha T2-BU ¢ xxuponozasaesueMm (6) u STIR-BU (B).

Fig. 16. MR images of the femur in the coronal plane.

A large area of medullary osteonecrosis of the left femur is seen, manifested by areas with fuzzy and uneven
geographic contours, irregular shape, hypointense on T1 (a), hyperintense on T2 with fat saturation (b) and
STIR (c).

Puc. 17 a (Fig. 17 a) Puc. 17 6 (Fig. 17 b)

Puc. 17. MPT 6eApeHHbIX KOCTEN B KOPOHAABHOU MAOCKOCTM.

BuayaAn3upyoTcsa 30HBI HOCTHH(APKTHOTO OCTEOCKAEPO3a B auaduidax obernx OeApeHHBIX KOCTEH, IPOSIBASI-
IoIMecs CHUKEHHEM MHTeHcHBHOCTH MP-curtasa Ha T1-BU (a) u STIR -BU (6).

Fig. 17. MR images of the femur, coronal plane.

Areas of postinfarction osteosclerosis in the diaphysis of both femurs, manifested by a decrease MR signal
intensity on T1 (a) and STIR (c).
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e KOCTHOM TKaHW HU3KOUHTEHCUBHOM 30HOM
occudukanmu [41, 48, 49] (puc. 18).

BHyTpPHUKOCTHBIE T'OIIEPOMBI — OILyXOAEIIO-
nOOHBIE MAaCCHUBHBIE YYACTKH OECTPYKLIUH KO-
CTH, IPENCTaBASIONIHE COO0OH CKOIIA€HHE KAETOK
l'omre u kpoBu. Ha MP-toMorpammax omnpene-
ASIFOTCSI KaK MHOTOY3AOBBIE 30HBI AECTPYKIIHUH
KOCTH CAMBHOI'O XapaKTepa, HelIpaBUABHOU
¢OopMBI, C HEPOBHBIMH HEYETKUMH KOHTYpPaMH,
3aIll0OAHEHHBIE COAEPKUMBIM C I'eMOpparudeKku-
MU BKAIOYEHUSMM (M30MHTEHCHBHbIEe Ha T1-BU
U HErOMOTEeHHBIE H30-/THIIEpUHTEHCUBHbBIE Ha
T2-BY) u comnpoBoxKaarolIlecs HepaBHOMED-
HBIM HCTOHYEHHEM KOPTHKAABHOT'O CAOS KOCTHU
C BO3MOXKHBIM Pa3BUTHEM I1aTOAOTHMYECKUX IIe-
peaoMoB [12, 48] (puc. 19).

[To xapakTepy Hu3MeHEHUMH KocTell IIpu
AYYEBOM QUATHOCTUKE BBILEASIOT OOpaTHMbIEe U
HeoOpaTuMmele [12].

K mepBoi#i rpymnme OTHOCAT CcIrielucude-
CKYIO0 HH(PUABTPAIIMI0O KOCTHOI'O MoO3ra, Tpabde-
KYASIPHBIH OT€K, OCTEOIIEHUIO U ocTeoIlopos. Bo
BTOPYIO T'PYIILy BXOAAT OCTEOHEKPO3, BTOPHU-
HBIII OCTE0apTPO3, OCTEOCKAEPO3, OCTEOAM3HUC,
BHYTPHUKOCTHBIE TOIIEPOMBI, IIATOAOTHYECKHE
nepeAoMbl U AepOopMaIluu KOCTEH (B TOM YHCAE,
o Tumy Koab Opaenmetiepa) [12, 38].

[ToMHuMO BBIIIIEOIIUCAHHBIX METOOHK Ka-
YEeCTBEHHOM OII€HKH ITOPa’KeHHsS KOCTHOT'O MO3-
ra no MP-tomorpaMMmam CyYILECTBYIOT TaK¥XKe
CIIOCOOBI [IASI ITOAYKOAMYECTBEHHOM U KOAWYE-
CTBEHHOH oIleHKH. K HHUM OTHOCHTCS CHUCTeMa
cragupoBaHug PoseHTaad, KaacCUUKaIlus
Tepka, mkasa [Jrocceabnopda, IIKasa «HATPY3-
KI» KocTHoro Mosra (BMB-S - bone marrow
burden score), meron [IWKCOHA U IIPOTOHHAS
MP-cnekrpockonus [9, 38].

[IIxasa [Jrocceapmopda 6biaa pazpaborana
M. Maas coaBTopamu B 2002 r. u mipeacTaBASIET
cobo#f cuCcTeMy OLIEHKH CTEIIeHU TSXKECTH IIO-
paskeHHs KOCTHO-CYCTaBHOM CHCTEMBbI IpH 0o-
Ae3Hm [omre Ha OCHOBAHUM KOAWYECTBa IIOpa-
JKEHHBIX CETMEHTOB HIKHUX KOHEYHOCTEH, BbI-
ABA€HHBIX ITpu MPT [48].

CoraacHO JaHHOU METOOHMKE, KOHEYHOCTHU
pas3zmeaeHbl HA 8 CErMEHTOB, IIPH 9TOM CETrMEHT
CUHUTAETCd IIOPa’kKeHHBIM, KOTIa HN3MEHEHHBIN
MP-cursHaa oxBaTkIBaeT 0oAee TPETH CErMEHTA.
TaxxecTh 3aboaeBaHUS OIIpefeAsdeTcs OarAbHOM
cucremoii, rme 1 Gaan cooTrBeTcTByeT 1 mopa-
JKEHHOMY CErMEHTY (MaKCHMaAbHO = 8 6aAA0B).
[Ipn wmcooab3oBaHWM IKaAbl [lrocceabmopda
OblAa BBISIBACHA IIPSIMO IIPOIOPIIMOHAABHAA 3a-
BUCHUMOCTb MEXAYy CYMMO# 6asAOB M 4aCTOTOH
BBIIBACHUS HEOOPATUMBIX U3MEHEHUH KOCTHOTO
mo3ra [40].

[IIkasa «HaArpy3KH» KOCTHOTO Mo3ra -
BMB-S aBaseTcd HauboAee IIHUPOKO UCIIOAB3Y-
€MOM U IIPOBEPEHHOM [Ad ITOAYKOAWYECTBEHHOU
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OLIEHKH ITOpaskeHUs KOCTHoro mosra [46]. [lox-
cueT 6aanroB npoBonuTcd 1o T1-BU u T2-BU Ha
CaruTTaABHBIX H300pasKEHHUSIX I[TOSCHHUYHOIO
oTAeAa TIO3BOHOYHHKA M KOPOHAABHOH ITAOCKO-
cTu OeqpEeHHBIX KOCTEH Ha OCHOBAHWU OIIpere-
A€HUS OTHOIIIEHHS WHTeHCUBHOCTH MP-curnasa
OT KOCTHOro Moara K MP-curHaay OT MeXKIIO-
3BOHKOBOTO [MCKAa, ITPECAaKPaAbHOTO KHUpa (oA
IIOSICHUYHOI'O OT/ZeAa II03BOHOYHHKA) M IOMA-
KOXKHOI0 XXupa (mas 6enpeHHBIX KocTeli). Kpome
TOro, 0asAbl HAYHUCAFIOTCH B 3aBHCHMOCTH OT
XapakTepa IIOpaskeHHs U ero AoKasuzaruu [S1].

JAsl TIOSICHUYHOTO OTZeAa II03BOHOYHHKA!
or 0 mo 3 6GaammoB maa T1-BU (0 -
CAADOOTUIIEPUHTEHCUBHBIN, 1 — HM30MHTEHCHUB-
HbBIM, 2 — CAAQOOTUIIOMHTEHCHUBHBINM, 3 — TUIIe-
pUHTEeHCUBHGLIH), oT 0 no 2 6aanoB nag T2-BU (O
— H30UHTEHCUBHBIM, 1 — CAADOTHIIOMHTEHCUB-
HBIHM, 2 — THIIOWHTEHCHUBHGIH), oT 1 mo 3 GaaaoB
B 3aBUCHMOCTH OT XapakTrepa IopaxeHus (1 —
o4aroBbl#i, 2 — mauddys3HBIE, 3 - OTCYyTCTBHE
JKHUpa BOKPYT LIEHTPaAbHOM BEHBI [I03BOHKA).

Ias 6enpenHHbIx KocTei: 0-3 6asroB mas
T1-BU (0 — cAaOOTHIIEpUHTEHCUBHBIH HAH H30-
HUHTEHCUBHBIH, 1 — CAQOOTHIIOMHTEHCUBHBIMN, 2 —
TUIIOMHTEHCUBHBIN, 3 — cMmelllaHHBIH Tum), ot O
no 2 6aasoB o T2-BU (0O — M30UHTEHCUBHEIH, 1
— nuddy3HBIH CcAaOOTUIIEPUHTEHCUBHBIH, 1 —
HeOOABIIIHEe TUIIEPUHTEHCHUBHBIE (OKYCBHI, 2 —
OOIIHpPHBIE THUIIEPHUHTEHCUBHBIE (POKYCHI) U 1-3
fasra B 3aBHCHMOCTH OT AOKaAH3AIIUU IIOpAa-
xkeHuda (1 — nmadusbl OeapeHHBIX KOCTeH, 2 —
IIPOKCUMaAbHbIe ONHU(PU3bI, 3 — [AHUCTAABHBbIE
3NN(U3BI).

CyMMapHOe KOAMYECTBO 6asr0oB paBHO 16
(8 — mosicHmuHEBIH oTmeA U 8 — mad obeux Oemd-
PEHHBIX KOcTei). Bricokuil obummii 6aaa cooT-
BETCTBYeT 0OoAee TAKEAOMY IIOPa’KEHHIO KOCT-
HOT'O MO3ra.

Meton /IMKCoOHA MAM KOAWYECTBEHHAd BH-
gyaamsanug xummudeckoro casura (QCSI -
Quantitative chemicall shift imaging) paspato-
TaH W. Thomas Dixon B 1984 romy. dusuue-
CKOI OCHOBOM ABASIETCA Pa3eA€HHE CHUTHAAOB
OT pas3HbIX TKAHEH 10 UX PaA3AHYHUAM B XUMHUUeE-
CKHUX CIABUTAX, HCIIOAB3ySd pasHble ITapaMeTpbl
BpeMa-9xX0. lcrmoab3oBaTh pas3Hble 3HAYEHUS
BPEMS—3X0 HEOOXOOUMO OASl IIOAYYEHUs CUTHA-
AOB OT BOABI U XKHpa B MOMEHT, KOTla UX IIOIIe-
peYHble HaMarHUYEHHOCTH HAXOAATCH AUOO B
daze, anbo B mpoTuBodasze, B pe3yabTaTe Yero
CHUTHaABI OyAyT PEerHCTPHUPOBATHCH AMOO OT BO-
apl, Au60 oT xkupa [48]. IloayueHHBIE GKHPOBBIE
U300paskeHUss» C IIOMOIIBI0 ITOCTOOPAGOTKH C
HCIIOAB30BAHUEM CIIEIIMAABHOI'O IIPOTPaMMHOI0
obecrieyeHUs MOXKHO IIpeobpasoBaTh B KapThl
KUPOBOH (DpaKIUM, BBIAEAUTH HAa HUX 30HY HH-
Tepeca U OLIEHUTh COAEp:KaHMUS XKHUpa B IIPO-
neHrax (puc. 20).
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Puc. 18 a (Fig. 18 a) Puc. 18 6 (Fig. 18 b)

Puc. 18. MPT GeAp€eHHbIX KOCTEN B KOPOHAAbHON NAOCKOCTM.

B meTannaduse AeBoii OeAPEHHOM KOCTH, OIPEAEeAdeTCs MHOTOKaMepHOe KHCTOBHIAHOE 0OpasoBaHMe, 3aIlOA-
HEHHOE KHUIKOCTHBIM COAEPKHUMBIM, THIIOMHTeHCHBHOe Ha T1-BU (a) u runepuHTeHCcHBHOE Ha T2-BU ¢ xupo-
noxaBAeHHEM (0), OKpYKEHHOe 30HOM OCTEOCKAEpOo3a. B AHCTaABHBIX OoTHeAax auadmusa MIpaBoi GenpeHHOMH
KOCTH OIIPENEATIETCS yIaCTOK ITIOCTHH(MAPKTHOrO OCcTeocKaepo3sa [12].

Fig. 18. MR images of the femur in the coronal plane.

Multilocular cystic in the metadiaphysis of the left femur, surrounded by an area of osteclerosis, hypointense
on T1 (a), hyperintense on T2 with fat saturation (b). The site of postinfarction osteosclerosis is determined in
the distal diaphysis of the right femur [12].

Puc. 19 a (Fig. 19 a) Puc. 19 6 (Fig. 19 b)

Puc. 19. MPT 6eApPEHHbIX KOCTEN C 3AXBATOM TA306EAPEHHbIX U KOAEHHbIX CYCTABOB B KOPOHAAbD-
HOM NMAOCKOCTM.

Ha T1-BU (a) u T2-BU (6) BU3yaAH3UPYIOTCHE MHOI'OY3A0BBIe 00pa30BaHUA CAMBHOIO XapaKTepa, IIPeACTaBAsI-
foIlpe co00H BHYTPHUKOCTHBIE TOIIEPOMBI, HEIIPABHUABHOM (hOPMBI, C HEPOBHBIMH HEYETKHMHU KOHTYPaMH, BbI-
3LIBAIOIIHE B3AyTHE, Ae(DOPMAIIHIO 1 MHOXKECTBEHHBIE IATOAOTHUECKHE IIEPEAOMBI OeAPEHHBIX KOCTeH (GoAbIITe
npaBoi). Takzke nmMeeTcd BbIpaxKeHHas AedopMaliis oA0OBOK OenpeHHBIX Kocreil [CoaoBbeBa A.A. XapakTe-
PHCTHKA M MOHUTOPHHT H3MEHEHHH KOCTHO-CYCTaBHOH CHCTEMBI y B3POCABIX ITAIIHEHTOB C Ooae3HBIO [orrre I
THUIIA: JUCC. ... KaHMA. Mea. HayK/Mocksa, 2019. 93 c.].

Fig. 19. MR images of the femur, hip and knee joints, coronal plane.

T1 (a) and T2 (b) show multinodular lesions of a confluent nature, which are intraosseous gosheromas, of
irregular shape, with uneven fuzzy contours, causing swelling, deformity and multiple pathological fractures
of the femur (basically of the right). They cause swelling, deformation and multiple pathological fractures of
the femur. There is also a deformation of the femoral heads. [Solovyova A.A. Characterization and monitoring
of changes in the osteoarticular system in adults with type I Gaucher disease: diss. ... Candidate of Medical
Sciences / Moscow, 2019. 93 p.].

| www.rejr.ru | REJR. 2021; 11 (2):46-67 DOI: 10.21569/2222-7415-2021-11-2-46-67 60


http://www.rejr.ru/

RUSSIAN ELECTRONIC JOURNAL OF RADIOLOGY

Puc. 20 6 (Fig. 20 b) Puc. 20 B (Fig. 20 c)

p. W %
i 3 |

Puc. 20 A (Fig. 20 e)

e

Puc. 20 r (Fig. 20 d)

Puc. 20. MPT 6eApeHHbIX KOCTENU C UCNOAb3OBAHUEM pexuma mDIXON.

ITpu IIOCTIIPOIIECCHHOTOBOM 06paboTKe IoAyUeHbI HabOphI M300pazkeHui ¢ Budyasn3amueii MP-curaasa TOABKO
OT BOZEI (a), TOABKO OT kupa (0), cuH(pa3HbIe n300pazkeHus (B), aHTU(A3HbIE H300pazkeHus (B) U [IBETHBIE Kap-
TBI (I), Ha KOTOPBIX B KOCTHOM MO3T€ OHUCTAABHBIX OTIEAOB OE€IPEHHBIX KOCTeH oIpenessieTcss CHHUKeHHe (hpak-
nuu xkupa a0 36% B Ipenesax 30HBI HHTepeca (KpacHble oBaabl) [CoaoBbeBa A.A. XapaKTEePHUCTHKA U MOHHUTO-
PHHT M3MEHEHUH KOCTHO-CYCTABHOM CHCTEMBI ¥ B3POCABIX ITAIIMEHTOB C 6oae3Hbio [omre I THma: mgucc. ... KaHMI.
Men. HayK/MockBa, 2019. 49 c.].

Fig. 20. MR images of the femurs, mDIXON mode.

The After postprocessing, the sets of images of the MR signal only from water (a), only from fat (b), in-phase
images (c), antiphase images (c) and color maps (e) were obtained, on which in the bone marrow of the distal
regions femoral bones are determined by a decrease in the fraction of fat up to 36% within the zone of interest
(red ovals) [Solovyova A.A. Characterization and monitoring of changes in the osteoarticular system in adults
with type I Gaucher disease: diss. ... Candidate of Medical Sciences / Moscow, 2019. 49 p.].
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fat fraction at this level in spectrograms (b) [54].

MPT 6GeApeHHbIX KOCTEeM B KOPOHAABHOM MNAOCKOCTU C NpuMeHeHuem MP-

Ha T1-BU (a) oupeneaseTcd BhIpasKeHHAs ITATOAOTHYECKAasd MH(MUABTPAIUS IIPOKCHUMAaABLHBIX OTAEAOB IIPABOH
6enpeHHOM KOCTH U Pe3KO CHHKEHHad (PpaKIyd KHUpa Ha 3TOM yPOBHE Ha CIieKTporpammax (6) [54].

Fig. 21. MR images of the femurs, coronal plane, MR spectrometry.

T1 (a) demonstrate certain pathological infiltration of the proximal parts of the right femur and a well reduced

HccaemoBanuss IIOKa3aAW, dYTO HH3KAas
dpakiyg Kupa B KOCTHOM MO3Te, U3MepeHHas
C TIOMOIIBI0O MeToda [IMKCOHa, COOTBETCTBYET
GoAee BBIPAKEHHBIM KAUHUYECKHM ITPOSBACHU-
aM Goae3HU U 0oAee 4acTOMy Pa3BUTHIO HEOO-
paTUMBIX IIOPasKEHHM KOCTHO-CyCTaBHOH CH-
creMmsl [51, 52].

HenmocraTkaMu JaHHOTO MeTOHa SBASIETCS
€r0 CAOXKHOCTb U HE IIOBCEMECTHas [OCTYII-
HOCTB, XOTsl B HACTOsIIIee BpeMs JaHHBIN ak-
TOp TIOCTEIIEHHO yTpaduBaeT CBOE 3Ha4YeHHEe
[12, 48, 52].

B mocaensee BpeMs AT KOAMYECTBEHHOM
OLIEHKH COJEP>KaHHUs KHUPa B KOCTHOM MOS3Te
paccMaTpuBaeTcd METOL OJHOBOKCEABHOM IIPO-
TOHHOM MP-CIeKTpOCKONIMM, OCHOBAHHOH Ha
OIIPEIECACHUH YCPeOHEHHBIX 3HAYEHUH ITHKOB
OPOTOHOB JKHUPOBOM TKAHU B 30HE HHTepeca
[53]. IIpu ero UCIIOAB30BAHUHM ObIAA BBISIBACHA
BBICOKAS KOPPEASIUS C PEe3yAbTaTaMH, IIOAY-
YEeHHBIMHU IIPH OIPEAECACHUU COMACPIKAHUS IKU-
pa B KOCTHOM Mo3re meromoM [lmKcoHa (pHC.
21) [54].

Oueunrka sddexTnBHOCTH JedyeHusa O00-
ge3Hu l'ome ¢ MOMOIIBIO JIyYEBBIX METOLOB
HCCIIeJOBAHUA.

B mawaae 1990-x rozmos marueHTam c 00-
Ae3Hbi0 [omre OBIAO TOCTYIIHO TOABKO CHMIITO-
MaTHYECKOe A€YEeHHE UAU XUPYPTHYECKOoe BMe
IIATEABCTBO (CIIAEHOKTOMHUS H SHIOIIPOTE3UPO-
BaHUE CyCTaBOB).

| www.rejr.ru | REJR. 2021; 11 (2):46-67

C 1994 roga OCHOBHBIM METOIOM A€YEHUS
cTara (epMeHTHad 3aMEeCTHUTEeAbHasd Teparud
(@3T), meabro KOTOpPOH ABAGETCS YMEHBIIEHHE
CHUMIITOMOB 3a0oAeBaHUs, IIPeIOTBpAlleHIe
HEOOpaTUMBIX MATOAOTHYECKHUX H3MEHEHUH,
0CcOOEHHO B KOCTHOH cHCTeMe, HOPpMaAM3allvs
yHKIIHH ITOpazkeHHBbIX OPTaHoB [55].

AABTEpHATUBHBIM METOOOM ACYEHUS SIB-
AgeTcd cyOcTpaTCHHKAIOMIAad Teparus IIperna-
paTtamMu, OKasbIBAIOIIMMH HHTHUOHpYyIollee mei-
CTBHE Ha TAIOKO3HWALEPAMHUACHUHTA3Y, YTO IIPHU-
BOAUT K YMEHBIICHUIO HAKOIIACHUS HEPAaCILeIl-
A€HHBIX TAHKOAUIIHZIOB B MakKpodarax peTHKy-
AOBHOOTEAHmaAbHOM cucTeMsbl [10, 55].

OfHUM W3 BaKHEUIIIHUX 3TAllOoB MOHHUTO-
pHHTa HarueHToB ¢ 6oae3Hbio [omre mas olleH-
KU 3PPEKTUBHOCTH A€YEHHd SBAGETCS IIpHUMe-
HEHHE AYYEeBBIX METOIOB HCCAEIBAaHUs, OAaro-
Japsl KOTOPBIM CTAAO BO3MOXKHBIM OIPEAEAUTH
OUHAMUKY BHCILEPAABHBIX H KOCTHO-CYyCTaBHBIX
IPOSIBA€HUH U BBISBHUTH OCAOXKHEHHs Ha paH-
HEM 3Talle UX Pa3sBUTHM.

BucuepasbHble U reMaTOAOTHYECKHE IIPO-
aBAeHHs 0oae3HU [OIlle OTHOCHTEABHO OBICTPO
pearupyioT Ha 3aMeCTUTEAbHyIO Tepamnuio. Ilo-
BBIIIIEHME II0Ka3aTeAed KAETOYHOI'O0 cocTaBa
KpOBH HabAmomaeTcsd yKe depe3 6-12 mecdiieB
ot Hadaaa P3T. Pazmeps! meYeHU U CEAE3EHKU
MOTYT YMEHBIIIUTHCS ITpuMepHO Ha 50% B Teue-
HHE IIEPBBIX 2 A€T, HO PEIKO HOPMaAM3yIOTCH
[aKe IIPU JAUTEABHOM AedeHHHU [56]. I[Toaoxku-
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Puc. 22. MPT npaBoX 6GeApPEeHHOW KOCTM B KOPOHOAbHOM MNAOCKOCTM C NpUMEHeHuem MP-
CNEeKTPOMETPUM.

Ha T1-BHU ompeneasieTcsl BbIpasKeHHad INATOAOTHYECKAsd MH(MUABTPAIIUA IIPOKCUMAABHBIX OTAEAOB O€IpPEHHON
KOCTH U Pe3KO CHHKEHHad (ppakIyd XKXUpa Ha 3TOM YPOBHE Ha CIIEKTpOrpaMMax (a), IIOCTEIIeHHBIH perpecc
IIaTOAOTHYECKOM MHMUABTPAIIMKY KOCTHOTO MO3Ta C HOBBIIIEHHEM COAepKaHHs Xupa depe3 1 rox (6) u 2 roga
(B) mocae Havyasa P3T [9].

Fig. 22. MR images of the right femur, coronal plane, MR specirometry.

T1 images reveal a definite pathological infiltration of the proximal femur and a reduced fat fraction at this
level on the spectrograms (a), a gradual regression of pathological bone marrow infiltration with an increase
in fat tissue in 1 year (b) and 2 years (c) after the onset ERT [9].
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TeAbHAs OUHAMHKA IIATOAOTHYECKHX H3MeHe-
HUH B AETKHUX MEIOA€HHAd, BO MHOTHUX CAydasx
perpecca He HacTtymnaet [57].

Ha ¢done 3T ymeHbIlIEHNE CTENEHU BbI-
PasKeHHOCTH U PAaCIIPOCTPAHEHHOCTH obpaTH-
MBIX H3MEHEHHU KOCTHOTO Mo3ra HabaromaeTcs
OOBIYHO He paHbllle, YyeM depe3 12 MecdliieB OT
Havaaa Tepanuu. Ilpu 3TOM IIOAOKUTEABHAs
OUHAMHKA y I[alUueHTOB 0e3 CIAEHAKTOMHUU
unet 6osee OBICTPBIMHU TEeMIIAMH II0 CPABHEHUIO
C HaleHTaMH, Y KOTOPBIX Oblaa ymaseHa ceae-
3eHKa. HeoOpaTumble ke H3MEHEHHUT KOCTHO-
CYCTaBHOH CHCTEMBI II0 JAHHBIM AUTEPATYPHI

PE3UCTEHTHBI K ITATOTEHETHYECKON Tepamnuu
[58] (puc. 22).
3akao4ueHue.

JAd OLIEHKH BHCLEPAABHBIX MU KOCTHO-
CyCTaBHBIX U3MeHeHUl npu 6oae3Hu lome I Tu-
Ia dJalle HCIIOAB3YIOTCSI KOMOMHAITUH pPa3And-
HBIX METOHOB Ay4€BOM AMArHOCTHKH, TaK Kak
HU OJWH U3 HUX B PYTHHHOH IIpaKTHUKe He JaeT
ucyepnelBaronie nHopMauu. ITo B IEPBYIO
odepeab CBSA3aHO C OOABIION BapHabeAbHOCTBIO
1aToMOP(OAOTHYECKUX HU3MEHEHHUH OpPraHoOB U
TKaHEN U COOTBETCTBYIOILEH €M Ay4EBOM CEMHU-
OTHKHU.

B Hacrodinee BpeMs IIPUMEHEHHE CTaH-
JapTHBIX HMIIYABCHBIX IIOCA€IOBATEABHOCTEM
(T1-BY, T2-BU u STIR) u Goaee COBpeMeHHBIX
ormuit MPT (MP-cniektpockonus u meron VK-
COHa) TIO3BOAFIOT Ka4de€CTBEHHO BBIIBUTH IIPHU-
3HaAKM [IaTOAOTHYECKOH MH(UABTPALIUU B IIede-
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