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Bose3nn HakomieHus (Te3aypruCMO3bl, HAKONHTEIbHbIE PETH-
KyJe3bl) — o0liee HazBaHue OOJBLIONH TPYNIbI THIEPILIACTHYEC-
KHX HeJleiKeMIm4eCcKuX 3a00JIeBaHuil, XapaKTePH3YOUINXCsI BPOXK-
JIEHHBIMHU WM NPHOOPETEHHBIMH HAPYIIEHUIMH META00IM3MA U ITa-
TOJIOTHYECKUM HAKOIJIEHHEM B KPOBH U (M) KJIeTKaX Pa3IHMYHbIX
OPraHoB NPOIYKTOB 0OMEHA BENIECTB, a TAK3KE THNEPIIA3Ueii aiie-
MEHTOB CHCTEMbI MOHOHYKJICAPHBIX (DarOlUTOB B IEYEHH, CeJle3€eH-
Ke, KOCTHOM Mo3re, TMM(paTHYeCKUX y3Jax U APYTUX OpraHax, uyro
npuaaer 3a00I€BaHUSIM CHCTEMHbIH Xapakrep. I13 MeTo0B Bu3ya-
Ju3anuu npu 1udGy3Hbix 3a60JeBaHUAX NEYEHH /ISl IUATHOCTUKH
H IMHAMAYECKOTO HaOIOTeHHs HanGoJjee Yacro NPHMEHSIOTCS
yabTpa3BykoBoe ucciegoBanue (Y 31) u peHTTeHOBCKasi KOMIIbIO-
tepHasi tomorpadusi (KT). HanGospuieil 4yBCTBUTENIBHOCTHIO U
crenudUYHOCTBIO B JUATHOCTHKE 3a00JeBaHuii meyenn obaagaer
MarHuTHO-pe3oHaHcHas Tomorpadus (MPT).

B cratbe paccmoTpensl coBpemennbie Metoauku MPT, koto-
pble UCHOIB3YIOTCS /ISl JUATHOCTHKH 0oJie3Hell HaKOIUIeHHs, B
TOM YHCJI€ JIIS1 KOJMYECTBEHHOMN OI[€HKH BBISIBJICHHBIX U3MEHEHHUI.
IIpu Gosnesnn Tome onucaHbl MOTEHINAIbHBIE BO3MOKHOCTH TAKHX
HOBBIX MeTOJHK, Kak MP-cnekrpockonus, nugpdQysnonHo-B3se-
ureHnbie u3oopaskenus (JIBHN), pesxum xumuueckoro casura (me-
tox /IukcoHa) /11 KOJMYECTBEHHOH OLIEHKH BBISIBJICHHBIX H3MEHe-
nuii. IIpu remoxpomarose ommcaH BKJIajg peskuMa T2*-B3BemeH-
Hble U300paskeHusi sl KOJIUYECTBEHHOH OLEHKH NePerpy3ku
NMapeHXHMbI NeYEeHH KEJIe30M, YTO CIYKHT aJbTepPHATHBON HHBa-
3UBHBIM METO/IUKAM.

Buenpenue MPT B anropurm o0ciie1oBaHus IAUEHTOB ¢ 6O-
JIe3HSAMM HAKOIUICHHS MO3BOJIUT YJIYYLIMTh BbIsIBICHUE DTUX pel-
KuX 0oJe3Hei, a Tak’ke KOHTPOIHPOBaTh 3¢ EKTHBHOCTD MPOBO-
JUMO# Tepanuu.

Storage diseases (thesaurismoses, storage reticuloses) are
the common name of a large group of hyperplastic non-leukemic
diseases characterized by congenital or acquired metabolic distur-
bances and abnormal accumulation of metabolic products in blood
and/or cells of different organs and by hyperplasia of mononu-
clear phagocyte elements in the liver, spleen, bone marrow, lymph
nodes, and other organs, which makes the diseases systemic.
Among the imaging techniques for diffuse liver diseases, ultra-
sonography and X-ray computed tomography are most commonly
used for their diagnosis and follow-up. Magnetic resonance imag-
ing (MRI) has the highest sensitivity and specificity in diagnosing
liver diseases. The paper considers the current MRI procedures
that are used to diagnose storage diseases and to quantify found
changes. For Gaucher’s disease, the potentials of novel tech-
niques, such as MR spectroscopy, diffusion-weighted imaging
(DWI), and chemical shift imaging (Dickson’s method) for the
estimation of revealed changes, are described. For hemochro-
matosis, the contribution of T2 WI to the quantification of iron
overload in the liver parenchyma is depicted, which is an alterna-
tive invasive procedure in its determination.

Incorporation of
MRI into the exami-
nation algorithm for
patients with stor-
age diseases will be
able to improve the
detection of these rare
diseases and to mon-
itor the efficiency of
performed therapy.

Knouesvie crosa:

bonesnu naxonienus (mesaypucmosul),
6onesnv Iowe, zemoxpomamos,
MAZHUMHO-PE3OHANCHAS, MOMOZPADUSL,
T2-36cwennvie us00parcenus,
Quppysuonno-e3seenoie U300paxiceHus.
Index terms:

storage diseases (thesaurismoses),
Gaucher’s disease, hemochromatosis,

bBosesnn nakommenus (Tesay-
PUCMO3bl, HAKOIIUTE/IbHDIE PETUKY -
Jie3bl) — obIee HazBaHue GOJIbIION
IPYIIIbI TUIIEPILIACTUYECKHX HeJIeli-

KeMI4YeCcKnuX 3ab0JIeBaHu, Xapak-
TEPU3YIOMIUXCS BPOKIAECHHBIMU UIIN
npUOOPETEHHBIMKU HAPYHICHUSAMU
MeTabosiM3Ma W TMaTOJOTHYECKUM

Ins koHTakToB: MeplunHa EneHa AnekcanapoBHa; e-mail: elena_mershina@mail.ru

magnetic resonance imaging,
T2-weighted imaging,
dif fusion-weighted imaging
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HaKOILUIEHWEeM B KPoBU u (WJN)
KJIETKAX PA3JIUYHBIX OPTaHOB MIPO-
JIYKTOB OOMeHa BEIEeCTB, a TakKKe
TUIEPILIa3ueil 9JIEMEHTOB CHCTe-
MBI MOHOHYKJICAPHBIX (DaroIUTOB B
HevyeHy, cesie3eHKe, KOCTHOM MO3-
re, TuM(PATUIECKUX y3Jax U Apy-
IUX OpraHax, 4To mpujaaetr 3abosre-
BaHUAM CUCTEeMHBIN XapakTep [1].

[Tox TepMuHOM <«Te3ayprCMO3»
(ot rpeu. thesauriso — norJomnietue,
HAKOILJIEHVE, ETTOHNPOBAHNE) TO-
HUMAIOT 3a00JIeBaHIe ¢ HACTE/CT-
BEHHO 00YCJIOBJIEHHBIM JIe(DEKTOM
epmenToB  (MpEUMYIECTBEHHO
JIN30COMHBIX ), OCYIIECTBJISIONIIX
B HOPMe KaTabOoJIM3M TeX UJTH HHBIX
BEIECTB B OPraHu3Me, C HaKOILIe-
HUEM B KJIETKAX W TKAHIX ITPOLYK-
TOB HernoJiHoro pacuierienus (6o-
Jie3un Hakorierust) [2]. Ilpu atom
cJieZlyeT UMeTh B BHUIY, UTO Te3ay-
PUCMO3BI SBJIAIOTCS (epMeHTOTa-
TUSIMU, OJTHAKO TOHsITHE «(epMeH-
TonaThu» GoJiee HIMPOKOE, TaK Kak
He TPU KaKAO0W (hepMeHTONaTHN
UMeeT MEeCTO HAKOILIEHKe B Oopra-
HU3ME IIPOIYKTOB HEIOJHOrO Ka-
tabosmsMa [3]. OCHOBHBIM IIPUH-
IUTIOM KJIacCU(UKAIUN Te3ayprc-
MO30B HO-TIPEKHEMY OCTAeTCsl pac-
npejesieHne UX IO XapakTepy
BEIECTBA, KOTOPOE IPEeUMYIIeCT-
BEHHO HAKAIJIUBAETCSI B KJETKAX
U TKaHsAX. Te3aypucMo3bl IessTcs
Ha JINTIHA/IO35I, COCTABJISIONIIE GOITD-
My YacTh OoJe3Hel HaKOTLIe-
HUsI, MYKOTIOJUCAXaPUI03bI, TJIU-
KOT€HO3bI, a TAK)Ke Te3aypPUCMO3BI,
CBSI3aHHBIE C HapylieHueMm obme-
Ha aMITHOKUCJIOT ¥ HYKJIEOIPOTEN-
nos [4].

[lanmbie uTEPATYPBHI, KOTOPBIE
MOCBSIIIEHbI U3YYEHUIO 9TOH IPyTI-
bl 3200JI€BAHUN, CBUETETIHCTBY-
I0T O TOM, YTO TPAHUIIBI IIPUMEHE-
HUSI TePMUHA «BOJIE3HN HaKOTLIe-
HUsT» OIpeeIeHbl HeI0CTaTOYHO
4eTKo, KiaccuduKaius He paspa-
6oTaHa 1 HET OOIIUX KPUTEPHEB MX
Jquarsoctuku. Takum o6pasom, 1o-
CTaHOBKA OKOHYATEIBHOTO [UATHO-
32 OCHOBBIBAETCS HA IMCTOJIOTHYEC-
KOM HCCJEe0OBaHUN GUOIICHITHOTO
Marepuasia, oJydYeHHOTro U3 ceJie-
3eHKH, [eYeHn, TUMQOY3I0B U KO-
CTHOTO MO3Ta, a TAK)Ke Ha JIy4eBbIX
MeTo/aX JUArHOCTUKU. B 3aBucu-
MOCTH OT TIpeobJIaaHvist HapyTie-

HUIl TOTO WJIN UHOTO BUjia MeTabo-
JIU3MA BBIIEJSIOT OeJIKOBbIE (/IHC-
MIPOTEUHO3bI), JKUPOBbIE (JTUITNJI0-
3bl), yTJIEBOJIHbIE (TJIMKOTE€HO3BI)
u MUHepasbHble auctpodun. B 3a-
BUCHMOCTH OT TIPEUMYTIECTBEHHON
JIOKAJTU3AIUY PA3BUBAIOITIXCS U3-
MEHEHWH Pa3InyaloT TapeHXnMa-
TO3HbIE (KJIETOUHBIE ), CTPOMAJIbHO-
cocynucTbeie (Me3eHXUMAaJbHBIE)
n cmemrannere. Ilo cremenn pac-
pocTpaHeHus 3a60JeBaHUS MOTYT
OBbITH CUCTEMHBIMU ¥ MECTHBIMHU.

Bce Te3aypucMo3bl — HacsieICT-
BeHHbIe OOJIE3HU, MepeIaoInecs
B OCHOBHOM II0 ayTOCOMHO-DeIlec-
CUBHOMY THITY, BCTPEYAIOTCS C Yac-
totoii okomo 2:1000. Pazmnynbre
BapUAHTBI OJ[HOI ¥ TOM ke 6oIe3HI
HAKOIJICHUST 3aBUCAT OT CTENEHU
nedeKrTa aKTUBHOCTU (epMeHTa
(vyacTuuHblii, TOTAJNbHBIN). Eciau
AKTUBHOCTh (PepMeHTa CHUIKEHa
3HAYUTEJNBHO WJIHU OTCYTCTBYET
MOJTHOCTHIO, BO3HWKAET TsKeast
undanTuabHag dopma GOJIE3HU.
[Ipu yacTUYHOM CHVIKEHWM aKTHUB-
HOCTH (hepMEHTa Pa3BUBAETCS
oBeHWITbHAS (popMma. B carydae co-
XPaHHOCTH aKTUBHOCTU (hepMeHTa
B mpemenax 10-20% Bo3nukaer
B3pociasg (hopma, MMeoNas Xpo-
HUYECKOe TedyeHue, ¢ MOPAKEHUsI-
MU TIPEUMYIECTBEHHO BHYTPEH-
HUX OPTaHOB.

Cpenn MeTO/IOB JIy4eBOU [ua-
rHocTHKY TIpu AnddysHbIX 3a00-
JIEBaHUSX TeYeHH HauboJiee 4acTo
[IPUMEHSIOTCS YIBTPA3BYKOBOE HC-
caenoanve (Y3U) u peHtreHos-
CKasl KOMITbIOTepHast ToMorpadus
(KT). C BHeapenneM B KIMHUYEC-
KYIO TIPAaKTUKY MHOTOCPE30BOI KOM-
npiorepHoit Ttomorpadpuu (MCKT)
C JUHAMUYECKUM BHYTPUBEHHBIM
KOHTPACTUPOBAHUEM BO3MOKHOC-
TH MeToja craiau mmpe [5]. Mar-
HUTHO-PE30HAHCHAs TOMOTrpadus
(MPT) saBasercss onHUM U3 Bemy-
MIAX METO/IOB MCCIIEIOBAHMS TICYEHU
GJiarojiapst BHICOKOU 4yBCTBUTEJb-
HOCTU M MHOTOYHUCJIEHHBIM Iapa-
MeTpaM, KOTOPBIe BJIUSIOT HA KOH-
TPACTHOCTH M300pakeHMsl. 3HAUH-
TEJILHYIO YaCTh MAIIUEHTOB ¢ 6oJIe3-
HAMU HaKOIJIEHUS] COCTABJSIOT
JIeTU ¥ TOJPOCTKU, MOITOMY BBI-
MoJIHeHUe Ccepuil uccjefoBaHUI
¢ momortisio MPT, koTopas e cBsi-

3aHa ¢ MOHUBUPYIOTUM U3JTyIEeHU-
eM, SIBJISIETCSI JIOTIOJTHUTEJbHBIM
(hakTOPOM B TIOJTH3Y MPUMEHEHUS
ATOrO MeTozia. biaromapst BO3MOK-
HOCTH TIOJIyYeHUsI CepUil Cpe3oB
C Pa3JIMYHBIMU TIAPaMETPaMU Mar-
uutHoi pesakcaiuu (T1-, T2-B3Be-
mieHHneie  uzobpaxenus (BIN)),
¢ TIOJIaBJIEHUEM CHUTHAJA OT KUPa,
BU3yaJM3aleil aprepuil U Ben Oe3
BHYTPUBEHHOIO KOHTPACTUPOBA-
ansg MPT crama Baxueimmm me-
TOJIOM BBISIBJIEHUST O4arOBbIX U -
(y3HBIX TOPAYKEHUH TIeUEHU.

K macrosiniemy BpemeHu JoKa-
3aHO, YTO OMOIICHS [TeYeH BO MHO-
IUX CJIydasx MOKeT ObITh 3aMeHeHa
HEMHBA3UBHBIMU METOJ[aMU [iHa-
THOCTUKHW. B KadecTBe mpmMepa
MOKHO TIPUBECTY JITaHHbIE UCCJIE]0-
BaHus [6], B X0/1e KOTOPOTO aBTOPBI
CTPEMUJINCH OIEHUTb JUATHOCTHU-
yeckyio TouHoctb MPT B BbLsIB-
JIEHUW Pa3JIMYHBIX IaTOJIOrHYec-
KUX COCTOSTHUI TIeYeHU, B 4aCTHOC-
TU POJIb OT/EJbHBIX KOMIIOHEHTOB
potokoJia ckanupoBanus — T1-BU,
T2-BU, T2*-BU, 1103BOISIOMIUX
KOJIMYECTBEHHO OIIpenesaTh Gub-
PO3, JKHPOBOII rermaTo3 u reMocujie-
Po3 cooTBeTCTBEHHO. B nccienosa-
Hue ObLIM BKJIIOYEHbl 79 malueH-
TOB, Y KOTOPBIX OBLIO 3allJIaHUPO-
BaHO IPOBeEHNE GUOIICUN [IEYEHIL.
MPT mnedyenu BbITIOJHSIACH TIEPE]]
6uoricueil. Pesysnbrarhbl ObLIH TIPO-
aHAJTM3UPOBAHBI Beemyto. /laHHbre
MPT oxasanmuch cOMOCTaBUMBI
C  3aKJTIOYEHUSIMU  THUCTOJIOTOB
(Rs=0,68, p<0,0001 g1 pubposa;
Rs=0,89, p<0,001 nnsa crearosa;
Rs=-0,69, p<0,0001 mxs remocu-
JIEPO3a), YTO MPOJIEMOHCTPUPOBAJIO
BBICOKYIO TOYHOCTb 3TOTO METOjIa
JIUATHOCTUKH JIJIST OTIEHKN M3MeHe-
HUN B HedeHu 1pu OOJIE3HSAX Ha-
KOTLJICHUSI.

OTHOCUTEIBHO PacIpOCTPaHEH-
HBIM Te3ayPUCMO30M SIBJISIETCS TITI0-
korepebposnnos (6osesnn Torre).
Bosesun Tomie BrepBbie omucas
B 1882 r. P. Gaucher. B 1907 . 60-
snesHp Tome Oblia BKJIOYEHA
B Tpynmy 0GoJie3Hel HaKOTLJICHHUSI.
ITO HACJEACTBEHHOE AyTOCOMHO-
perieccuBHOe 3aboJieBaHUE, CBSI-
3aHHOE ¢ MyTalliell JOKyca IToKo-
1epebpo3KIashl, B OCHOBE KOTOPO-
IO JIEKUT PACCTPOMCTBO JIUTTHAIHO-
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ro u 6eskoBoro oomena [2]. TTopa-
SKEHHBIN TeH KOJMpyeT YKa3aHHbBIN
(epment, B pesyJibraTe TJIOKOIE-
pebpO3u/I HAKATLIMBAETCST B MAKPO-
(barax cesezeHKHM, KOCTHOTO MO3TA,
JUMGbATUIECKUX Y3JI0B, TEUEHH,
JIETKUX, 9HJOKPUHHBIX JKeJie3, Heli-
POHAaxX TOJIOBHOTO MO3Ta U WHTpPa-
MYPaJIbHBIX BET€TATUBHBIX Y3JIOB.

Bousesun Tonre asigerca oo
u3 Hanbosiee PacTpOCTPaAHEHHBIX
6osiesHell Hakomienust [7]. Hemo-
CTaTOYHAS AKTUBHOCTH JIM30COM-
HOU 6eTa-TIIOKO3U/Ia3bl TIPUBOIUT
K HEMOJIHOMY PACIIEeIIEHIIO TJIi0-
KOIlepeOPO3U/I0B, U OHKM HAKAILIU-
BalOTCA B Makpodarax u MOHOIIU-
Tax. ITU «HATPYKEHHbBIE> JUTTHIA-
MU KJIETKU W Ha3bIBAIOTCS KJIETKA-
mu Tome. Haubosiee Tummndubie
nposiByierust 6osieanu loie — yBe-
JITYeHNe Pa3MePOB CeJIe3eHKH, Tie-
YEHW, Pa3BUTHE aHEMUU, TPOMGO-
IIUTONIEHU W, BHE3AITHBIX IPHUCTY-
OB CUJIbHEHTINX OOJIell B KOCTSX
(KOCTHBIE KPU3BI), BOSHUKHOBEHHE
MPUIYXJIOCTU U TOKPACHEHUST B 00-
JIACTH CYCTaBOB, GOJIE3HEHHOCTh
IIPY IBUKEHUSIX U IaBJICHUH Ha KO-
ctu. Jlumparnueckue y3ibl, MUH-
JTAJIMHBI, TUMYC, SHIOKPUHHBIE JKe-
Jie3bl YBEJWYEHBI W YIJIOTHEHBI.
lucronornyeckn B opraHax Haxo-
AT GOJIBIIOE KOJMYECTBO KJIETOK
Hakorutenust (kaetku lome), oHM
yBeJIMUYeHbl B pazmepax — ot 40 10
100 MxM, nmeroT ceTyatyio chepu-
YecKylo IMUTOTIa3My, MHOTOSIEP-
HbI€, COIEPKAT JIUITHIBI.

Boigessior tpu tuna 6oJe3Hu
Tomre:

— 1un [ — xpormdeckas popma,
6€e3 MPU3HAKOB MOPasKEHUST HEPB-
HOW CUCTEMBI;

— tun II — ocTpasa 310kKauect-
BeHHast nHMaHTUIbHAS (hopMa C He-
BPOJIOTUYECKUMU CUMIITOMAaMY;

— tun III — momoctpas foBe-
HUJIbHAs GopMa C HEBPOJOTHYEC-
KuMmu cumrnromamu [8].

AsroputM guarHocturu 6oJies-
uu Tore BKoyaer c6op aHamHesa,
KJIUHUYECKUI 0CMOTpP, OOUIUI 1
OUOXMMHUYECKHIT aHAIU3bl KPOBH,
Y 3U opranos OPIOIIHON T10JIOCTH,
PEHTTEHOTPAMMBI TPYOUATBIX KOCTEN
1 Ta300€e/[PEHHBIX CYCTABOB, JIE€HCHU-
TOMETPUIO, KOHCYJIBTAIIMK TCHXO-
HEBPOJIOTa U OKYJINCTA, MCCIIeI0Ba-

Hue crenenn geduimra B-D-rio-
KoLepeOpo3uIasbl U XUTOTPUASHU-

nasol. Jluarnos OGosesnu lTomre
MOKHO YCTaHOBUTb C IIOMOIIbIO
MOJIEKYJIIPHOTO — aHaju3a reHa
TITIOKOTIEPeOPO3UIA3HL.
HakomnreHme rirfoko3mepamm-
Jla B TIEYEHW U ceJie3eHKe TIPUBOJIAT
K YBEJIMYEHUIO WX pa3MepoB. s
OIICHKN COCTOSIHMSI BHYTPEHHUX
OpraHoB MCIIOJb3YIOT Pas/inyHble
METO/Ibl BUBYAJU3AINH, BKJIIOYAS
Y31, MPT u KT. /lss onpeneie-
HUS Pa3MepOB TIEYCHW U CeJie3eH-
KU, JUHAMUYECKOTO HaOJIIOEHUSI
3a MalMeHTaMU PEKOMEHYIOT HC-
nosab3oBatb MPT, Tak kak sTot Me-
TOJl HE HECeT JIy4yeBOW HATPY3KH.
Haxomnenue xnerok Iome B KyI-
(epoBCcKkUX KJIeTKax MPUBOIAUT
k rerratromerasu (puc. 1). Knerkn
Tomre MMeEIOT TEHAECHIIMIO K CJM-
HUIO B KOHTJIOMEPAThl U 06pa3oBa-
HUIO Y3JI0B, KOTOPbIE MOTYT OBITh
BU3yaIn3upoBanbl 1ipu Y 3U unm
MPT. Ilpu Y3U y37mbl B TedeHn
MOTYT OBITH THIIO-, THUIIEPIXOTEH-
HBIMM MJIA CMEIIAHHON 9XOTeHHOC-
tn. Ha MP-tomorpammax ysibt
00BIYHO MBOMHTEHCHBHBI TTAPEHXHU-
Me MeYeHU U UMEIOT MOHWKEH-
HyI0 mHTeHcuBHOCTH MP-curnasna
na T1-BU, noseiennyio — na T2-
BU. Nnduabrpanus rneyenu Kiet-
kamu lome moxeT puBecTu Kk du-
6po3y WK IIUPPO3Y TICUEHU.
Boabire Bcero kak npu ocTpoi,
TaK M TPU XPOHUYECKOl (opme
GOJIe3HU TIOPAKAETCSA CeJIe3eHKa,
OpU 9TOM OOHAPYKMBAIOTCS MeJi-
K€ WU OOIIUPHBIE OYaru CKOILIe-

Puc. 1. MP-tomorpam-
Ma OpraHoB OpPIOIIHON
HOJIOCTH Y TaleHTa ¢ 60-
nezubio lome. Termato- n
crIeHoMeTamnus (BepTu-
KaJbHBIN pasMep Tiede-
HI U CeJIe3eHKH — Oostee
20 cm). [TocaenoBaTesn-
noctb TrueFISP. Kopo-
HaJIbHAST TPOEKIINSI.

Hus kiaeTok lome. OuaroBbie uame-
HEHMS B CeJie3eHKe P 3ToH 6o-
JiesHn BcTpedaiorcss 4yacto. OHu
MIPEJICTABISIIOT COOO CKOTLIICHUSI
kietok lome mim akcTpamenyJ-
JISPHBIN TeMor0a3. QvaroBbie U3-
MEHEHWST B CeJie3eHKe MOKHO BBI-
SBUTH ¢ omo1nbio Y 3U, MPT unn
KT. Hau6osee goctoBepHa AMarto-
CTHKA 0YaroB B CeJie3eHKe C TIOMO-
mpio MPT (puc. 2). Huskas un-
TeHCcMBHOCTh MP-curHama ot oua-
TOB B CeJie3eHKe Ha MMITYJIbCHON
nocaenoBaTebHOCTH  T2-Tpaau-
€HTHOE 3XO0 OODBSCHSIETCST CKOILIE-
HUeM JKeje3a B KJeTkax lorre.
B napenxume yBenmueHHON B pas-
Mepax Cee3eHKU MOTYT BO3HUKATh
undapkrel. MPT meyenu u cese-
3€HKHU TI03BOJISET TOJBKO KadyecT-
BEHHO OIEHUTh U3MEHeHUs B Opra-
HaX, U3MepuUTh ux o0beM. B 2014 1.
Obliia IIpeJcTaBjIeHa HayyHas pabo-
Ta O TPUMEHEHUHU BBICOKOTEXHOJIO-
rnyabix Metoauk MPT, a nmento
MP-cnekrpockonun u JABU, npu
KOJINYECTBEHHOI OlleHKe CTPYK-
TYPHBIX M3MEHEHWI MapeHXUMbI
neyernn u cesiezenku [9]. Crekt-
pockomnusi  sBasieTcss  (HYHKIUO-
HaJIbHBIM METO/IOM BU3YaJU3AIINH,
[TO3BOJISIONINM TIOJIy4UTh HHQPOP-
MaLuio 0 OMOXMMUYECKOH CTPYyK-
Type u Metabosim3Me TKaHel, cooT-
BETCTBEHHO, MOKET ObITh M3MepeH
YPOBEHb XUMHUYECKUX MeTaboJIu-
TOB. /laHHBIE METOJAWKH WMCIOJIb-
3YIOTCSI B OCHOBHOM /IS OIIEHKHU
3 peKTUBHOCTH 3aMECTUTENbHON
dbepmenrnoii teparmn. T.O. Kalayci
et al. [9] oneHuIM U3MEHEHN B T1a-
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peHXUMe TleYeHU U CeJIe3eHKU
46-51eTHEN MAIIMEHTKY ¢ OOJIE3HBIO
Tomte ¢ momomnbio MP-criekTpocko-
muu u JABU. MccaenoBanus mpo-
BOJMJINCD in 0ivo U in vitro. B oua-
rax B TAPEHXUME Cee3eHKH ObLIHI
BBISIBJICHBI MUKW JIAKTATa, JIUIU-
JIOB, arerata W ajaHuHa (IIpH
TE=136 mc), a B mapeHxume meve-
HU — TIMKWA XOJIMHA, KPEaTMHWHA,
JINTIA/IOB, MUO-UHO3UTOJI-TJIUIIMHA
n gakrata (npu TE=31 wmc).
Ha /IBU oTmeuanach pecTPUKITHS
muddysun oT y3JI0B B Cele3eHKE,
1pu noctpoeHun Kapt auddysun
u onenke koadduimenrta auddy-
3UHN ONPEEIAINCh 3HAYMMbIE pa3-
JINYMS MEXK/LY BBIIICYIIOMSHYTbIMU
MOKA3aTeIsIMUA B y3JlaX W HeW3Me-
HEHHOW TapeHXUMe CeJIe3eHKU.
JlanHble MeTOAUKH OOJIAAI0T BbI-
COKOH crenuuuHOCThIO, HO Tpe-
OyIOT  JAJbHEHIEro  M3ydeHUs
C TIpUBJICYECHUEM OOJIBIIETO YHCTIA
MAIUEHTOB.

O6cteroBaHe MAIMEHTOB C T10-
Morpio Mmetona MPT urpaet kiio-
YeBYI0 POJIb KaK [IJIsl MOCTAaHOBKU
nuaruosa 6osesnu Totie, Tak w0 st
JMHaMuyeckoro Habmoaerus [10].

Hapyuietue o6MeHa XpOMOITPO-
TENIOB JIEKUT B OCHOBE e11le O/THON
60Jie3HE — TreMOXpoMaTosa. Xpo-
MOIIPOTEU/IBI — OKpallleHHbIe Oesi-
KU WM DHJOTEHHbIE MUTMEHTDI
HMMEIOT BKHOE 3HAYEHUE B JKU3HU
OpraHu3Ma, ¢ UX IMOMOIIBIO OCyIIle-
CTBJISTIOTCST JIbIXaHue (TeMOTIO0NH,
[[UTOXPOMBI ), BBIPAGOTKA CEKPETOB
(>kesryb) ¥ UHKPETOB (CEPOTOHUH),
3allUTa OpraHu3Ma OT BO3JeHCT-
BUSI JIy4eBOU sHeprun (MeJaHuH),
TTOTTOJTHEHTE 3aT1acoB skesre3a (dep-
puTHH), 6asaHC BUTAMUHOB (JIHITO-
xpombl) U T. 1. [11]. B ycnoBusx

[aTOJOrnU Habfo1aeTcst u30bITOU-
Hoe 00pa3oBaHKe reMOCHIePHHA —
remocuziepos. Ilo cBoum mposisie-
HEAM GJIM3KO K 0611eMy reMoCH/Ie-
posy cBoeoGpasHoe 3aboeBaHne —
reMoxpomMaTo3 (ITUTMEHTHBIN IT1P-
po3, GpoH30BbLIN AuabeT). ITO 1O-
JINCUCTEMHOE 3a00JIeBaHe, HaCIe-
JIyeMOe II0 ayTOCOMHO-PeIeCcCUB-
HOMY THIIY, OOYCJOBJIEHHOE TreHe-
TUYeCKUM J1e(PeKTOM, KOTOPBIN
MIPUBOZIUT K MOBBINIEHHOMY BCACHI-
BaHmIo kese3a B JKKT.

Bropuunsiii (iproGpeTeHHbIi)
reMOXpPOMATO3 BO3HUKAET TP W3-
OBITOYHOM TOCTYIUIEHUH B Opra-
HU3M JKeJie3a (Harmpumep, Ipu [JIu-
TEJTBHOM HEKOHTPOJINPYEMOM JIe-
YeHWH TperapaTaMu sKejesa, pu
MTOBTOPHBIX YACTBIX TIEPETUBAHUIX
KpOBH).

[IepBuunblii reMOXpoMaTo3 —
camocrositesbHoe 3a60JIeBaHNe 13
TPyl 6OJe3Hed HaKOTLIEHUS.
Twn Hacie0BaHUS — ayTOCOMHO-
JIOMUHAHTHBIN, 3a00JIeBaHNe CBS-
3aHO C HACJIEJICTBEHHDBIM JIe(heKTOM
(epMeHTOB TOHKOUN KUIIKH, KOTO-
PBIIl MIPUBOAUT K MOBBIIIEHHOMY
BCACBIBAHUIO MHUIIEBOTO >KeJesa,
OTKJIQ[bIBAIOIIErOCss B GOJBIIOM
KOJIMYECTBE B OpraHax B BUJIE Te-
mocueprta. OOMeH Kesie3a 3puT-
POIUTOB IPU ITOM He HapPYIIEH.
KosnmvecTBO kenesa B opraHusme
YBEJINIMBAETCS B JIECSTKH Pas.

Berpeuaercst remocuiepos  re-
YeHU, MOMKETYIOTHON IKeJe3bl,
9HJIOKPUHHBIX OPraHoOB, CEPIIA,
CJIIOHHBIX U MOTOBBIX JKeJle3, CJIu-
3UCTON 06OJIOYKY KUIICYHWUKA, CET-
YaTKH T71a3a 1 /1a’ke CHHOBUATBHBIX
000J1049€K; OJTHOBPEMEHHO B IOpa-
JKEHHBIX OpraHaxX yBeJTMYUBACTCS
cosepskanue depputuna. B koxe

Puc. 2. Muorooyarosoe 1o-
pasKeHue Ceae3eHKN Tpu 60-
ne3nu lome. Tenato- u ciure-
Homerajust. HTEHCMBHOCTH
CUTHAJIA OT OYaroB MpPEUMy-
[[ECTBEHHO CHIKEHA 3a CYeT
CKOILJIEHUS JKeJie3a B KJIeTKax
Tome: a — T2-BU, akcuamin-
Has IockocTh, 6 — T1-BU
C TOJIaBJIEHUEM CUTHaja OT
JKUPa, AKCHAIbHAST TJIOCKOCTb.

U ceTuaTKe TJIa3 BO3PaCTaeT Coaep-
JKaHue MeJIaHWHa, 4YTO CBSI3aHO
¢ TIOpakeHWeM SHAOKPUHHOM CHC-
TEMBI TIPU TEMOXPOMATO3€ U Hapy-
[IEHNeM PEeryJsiiui 00pasoBaHis
MeJslaHnHa. YacTo 1npu reMoxpoma-
TO3€ TIOPaKAETCST CePAeUHasT MBIIII-
1Ma, B KJETKaX KOTOPOH TakiKe
OTKJIA/IBIBAETCS TEMOCHIEPHH, Pa3-
BUBaeTCs TaK HasblBaeMmasl IIUI-
MEHTHAsT KapIMOMUOTIATHSI C Hapa-
cTafolieil cepAeyHOl HeAoCTaTou-
HOCTDIO.

B Teuennn remoxpomMaTosa BbI-
JIEJISTIOT TPU KJINHUYECKUE CTaNMN:

— remMoxpomaro3 6es3 meperpys-
KU JKeJIE30M;

— meperpyska jkejnesom 6es
KJIMHIYECKUX TTPOSIBJICHUIT;

— CTaaust KIMHIIECKUX TPOSTB-
JIEHUU.

OcHoBHbIE KITMHUYECKUE CUMII-
TOMBI BKJIIOYAIOT TPU3HAKK [TOPa-
JKEHUsT KOKHU, TIeYeHHU, cepia, op-
raHoOB 9HIOKPUHHON CHCTEMBI U CY-
craBoB. B mnauame saboseBanus
JKQIOObl MMAIlEHTOB CBOJAATCA K
cnaboctu (74% caydaes), anaruw,
MOXY/IAHUIO; U3MEHEHUIO OKPACKU
KOkH, 60JAM B sKuBoTe. JloMUHU-
poBaHME OJHOTO M3 CUMIITOMOB
(Jarie TUppo3a TIEYeHN ) XapaKTep-
HO JUIsE paHHeil crajguu 3ab0JjieBa-
nus. Ilo Mepe mporpeccupoBanmst
60JIe3HM y TallMeHTa Ha KOKe To-
SIBJISTIOTCSI COCY/TUCTBIE 3BE3JI0UKH,
OTMeYaeTcsT TajJbMapHasi 9pUTeMa,
CHUIKAIOTCSA  PabOTOCIIOCOOHOCTD
U almeTuT, HabJIIoJa0TCsl B3y THE
JKUBOTA, HEYCTOWYHUBOCTH CTYJIa,
Tynag GoJb B IIPaBOI II0JIOBHHE
SKMBOTA, OBICTPOE HACKIINEHUE TIPU
efle C YyBCTBOM IT€PETOJHEHUS
JKeJTy/IKa, KOKHBINW 3y[, TIOBBIIIe-
HUe Temreparypbl Tesa. JKenryxa
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Puc. 3. MP-tomMorpaMmbi OpranoB OPIOIIHOI [IOJIOCTHU Y TIAIIMEHTA ¢ reMocuaepo3oM. T1-B3BeleHHbIe U300pasKeHUs B KOPO-
HaJIbHOU (a) M akcuanbHOU (6) 1wiockocTsix. [[oHUKeHHAS MHTEHCHBHOCTD CUTHAJIA OT HMAPEHXVMbI TI€YEeHH, CeJle3eHKa
yranena. Ilpn omenke cojep:xanns sxenesa B peskume T2*-BU noarsepskaena Tsskesast Ieperpyska IE€4EHU JKeJE30M:
T2*-B1=1,1 mc (Hopma — Gosiee 11,4 MC), 4TO COOTBETCTBYET COAEPKAHUIO JKesle3a B CyXoM ocratke nederu LIC= 25,6 mr/T.

TIOSIBJISIETCST PEJIKO U HE PE3KO BbIpa-
’KeHa. B maspHEIIeM pa3BUBaIOTCSI
aCIlUT, TOpTaJbHAs TUIIEPTEH3US.
Bosnukaer muddysHas rumeprur-
MeHTanusa Koxu. CKiIagku KOXKU
1 JIAJIOHKA JIMIIEHbI ITMIMEHTAIUU.
VY 20% 60JbHBIX OTMeYaeTcsl IUT-
MEHTAIMSI He TOJIBKO KOKH, HO U CJIU-
3UCTBIX 000JI04eK (HAIpUMEp, TBEP-
noro Heba). TIpUMEPHO Y TTOJIOBUHBI
[AIlMEeHTOB UMeeTCsl KOWJIOHUXUS
(10:KK000pasHble, BOIHYTHIE HOT-
). HaGmogaiores sHIOKPUHHbIE
paccrpoiicrBa. IIpumepno y 80%
GOJIBHBIX Pa3BUBAECTCS MHCYJINHO-
HE3aBUCUMBII caXapHBbIil raberT.

B Guonratax mOmKeryI04HON
JKeJIe3bl BU3YAJTU3UPYIOTCS TPaHy-
JIBl TeMOCHUJIEPUHA KOPUYHEBOTO
1[BeTa, a B OronTarax nedyeHu 60J1b-
HOTO reMoxpomaTo3om (Iocje OK-
pammBanust o Ilepicy, GepsvH-
CKOH JIa3yPbhi0) BU3YATU3UPYIOTCS
OTJIO’KEHUS JKejle3a B TeraTonuTax
(cunero 1Beta).

[Tokasaresn cMEpTHOCTH OT Te-
MOXPOMAaTO32a BbIIIIE y JleTell 1 Ta-
1menToB crapire 50 jet. OCHOBHBI-
MU TIPUIMHAMKA CMEPTH SIBJISTIOTCST:
cep/iedHast HeJI0CTaTOYHOCTD, ITHP-
po3, pak mnedenu. Iloutu y 30%
GOJIBHBIX FEMOXPOMATO30M Pa3BU-
Baercs pak nedenu. Jacrora sToro
OCJIOKHEHUS C BO3PACTOM YBEJU-
ypBaercd. K OC/IOKHEHUSIM TeMo-
XPOMAaT03a TaKKe OTHOCSITCST: aPUT-
MUH, ceplieuHast HeJJOCTaTOUHOCTb,
nHpapKT MUOKap/ia, KPOBOTEUYEHMS
13 PacIIMPeHHbIX BEH IUIIEBO/IA.

J11st TIOBBITIEHNS TOYHOCTH M-
arHOCTUKM 3a00JIeBaHUI IIe4eHU

PEKOMEH/IYETCS BKITIOUATh B ITPOTO-
kon MPT nuddysnonno-s3Beren-
Hble M300PKEHUST W JUHAMIYEC-
KO€ KOHTPACTUPOBAHWE, MPEATO-
YTUTEJbHEE — C KCIOJIb30BAHUEM
rernaToTPOITHBIX KOHTPACTHBIX TIpe-
napatoB [12]. MPT B qiuarnoctuke
3abojieBaHUil cesleseHKr obJagaer
TaKOI ke MHHOPMATUBHOCTHIO, KAK
u KT, ogHako psiji maToJoTHIecKmx
1poileccoB, Harpumep audysHasa
uH(GUIBTPALKd IPU TeMO0JIacTO-
3aXx u Apyrux 3abosieBaHUsX,
npu MPT BugnHa 60J1ee OTYETINBO.

MarauTHO-pe30oHaHCHAsT TOMO-
rpadus u KT 1103BoJISIIOT BBISIBUTD
MOBBIIIIEHHOE COJIEP/KaHMe JKeJie-
3a B IeYeHW W JAPYTUX OpraHax
U IMarHOCTUPOBATH TEMOXPOMATO3
(puc. 3). IIpu nposenenun MPT
OTJIO’KEHUS Kejle3a BhI3bIBAIOT TI0-
HUZKEHUE MHTEHCUBHOCTU CUTHAJA,
YTO CBSI3AHO C €r0 TapaMarHUTHBI-
mu apdexramu. Mamenenus: nau-
GoJiee YeTKO BBISIBJISIIOTCS TIPU BU-
3yanmsanuu B pexxume T2-rpaan-
€HTHOE 9X0, XOTSI MOTYT OBbITh BHU/I-
HBI U TIPA BU3YJIN3AINH B PEKUMeE
T1-BU. MPT ssistercst 6oJiee 4yB-
CTBUTEJIHHBIM U CIIETTU(DUIHBIM Me-
TOJIOM JIMarHOCTUKK FeMOXPOMATO-
3a, yem KT [13].

Omnpenenennie yposHsi (eppu-
THHA CBIBOPOTKU WMeEET JIOTOJHU-
TETbHYTO TIEHHOCTD KaK MPOTHOCTH-
yeckuii hakTop paspurus Gubposa
U IUppo3a meveHn. B HeCKOJbKIX
HccIe0BaHusIX ObLIO TI0Ka3aHo,
YTO MPU YPOBHE CHIBOPOTOYHOTO
depputuna menee 1000 wmkr/n
IMPPO3 TeYeHN OTCYTCTBYET Hesa-

BUCHUMO OT TIPOJIOJIKUTETbHOCTH
6oJ1e3HH, a IPU YPOBHE (DeppuTHHA
B cbiBopoTke Gosee 1000 wmKr/o,
¢ oBbIIeHHBIM ypoBHeM AJIT nmn
ACT, KoJan4ecTBOM TPOMOOIMTOB
menee 200x10%/1 B 80% ciydaes
nMeeTcs Uppos nedenn [14].

TouHast oreHKa TIeperpy3Ku sKe-
JIE30M HeoOXOofuMa ISl YCTaHOB-
JIEHUsI JIMar{o3a TeMOXpoMaTos3a.
YpoBeHb (eppuTHHA B CHIBOPOTKE
KPOBU HE SIBJISIETCST TOYHBIM KOJIN-
YECTBEHHBIM TIOKA3aTeJieM COJEP-
JKaHUsI JKejiesa B opraHusme. A 1o-
CKOJIBKY TI€4eHb CJIYKUT OCHOB-
HBIM JIETIO JKejie3a y TallMeHTOB
C TEMOXPOMATO30M, CJIeOBATENDb-
HO, KOHIIEHTPAIINS JKeJie3a B reve-
uu (KJKIT) 6osee Touno oTpaskaer
KOJINYECTBO JKejie3a B OPraHU3Me.
bBuoricust neyeHn ¢ u3MepeHUeEM
KOHIIEHTPAIMU JKejie3a MeTO/I0M
aTOMHOI1 abCOPOIMOHHON CIIEKT-
POCKOIIUYM CUYUTAETCST «30JIOTHIM
crangaprom» g onenkn KIKIIL.
Tem He MeHee pacipeesieHUe JKe-
Jle3a B [eYeHr MOKET ObITh HepaB-
HOMEPHBIM, B YACTHOCTH, TIPU ITHP-
pose. TakuM 0O6pa3oM, CTAHOBUTCS
OUYEBUIHBIM, YTO CYIIECTBYeT Ha-
cTodTeNbHasd HeOOXOAUMOCTD B HC-
[T0JIb30BAaHUKM HEMHBA3WMBHBIX Me-
TOZIOB, KOTOPbBIE MOTYT 00€CIEYUTh
tounoe namepenne KHKII [15].

B nocnennue 20 ner MPT wuc-
MOJIb3YETCST B KauyecTBEe TepPCIeK-
TuBHOTO MeToza namepennst KiKII
[pU  PasJUYHBIX 3a00JIeBAHUIX.
B wnccnenosanmm F. Zamani et al.
[17] npuBeneHb! faHHbIE, IEMOHCT-
pupyitomue, uto MPT B pexume
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nusamu TE).

T2*-BU aBnseTcsa HeMHBa3UBHBIM,
0e301IaCHBIM U HaJIeKHBIM METO-
JIOM ]I OLIEHKU COJIepKaHUs JKe-
jesa B opraax. IIpm atom GbLIO
00HAPYKEHO, YTO HAKOILJIEHUE JKe-
Jie3a B Pa3TUIHBIX OpTaHaX BBI3BI-
BaeT 3HAUMTEIbHOE CHIDKEHUE WMH-
TEHCUBHOCTU CUTHAJIA OT MAapeHXU-
Mbl OpraHa BCJIE/ICTBUE yMeHbIlIe-
Hus  Bpemenu T2-penakcaruu.
I'pymre manueHToB U3 53 YeoBeK
Oblin BoimoHensl MPT mevyenn
B peskume T2*-BU u Guoricust te-
YeHU, TOJYYEHHBIE PEe3yJIbTaThl
ObLin  conoctasienbl. CpeaHuii
ypoBeHb (heppUTHHA B CHIBOPOTKE
KPOBM BCEX TAIMEHTOB COCTABJISLI
1906 + 1644 ur/ma. Yposau dep-
PUTHHA CBIBOPOTKU MTOKAZAIN yMe-
PEHHYIO OTPUTIATETIHHYIO KOPPEJIs-
1UI0 C pe3yJibTaTaMU IeperpysKu
skene3om rneuenn Ha T2*-BU. Ilo-
MIBITKA COOTHECTH yPOBHM (heppu-
TUHA B CBIBOPOTKE M KOHIIEHTpa-
IIUIO Kesre3a B TiedeHu (110 pe3yJib-
TaTaM THUCTOJIOTUM) HE CMOTJN
MPOJIEMOHCTPUPOBATH JIUHENHYIO
3aBUCUMOCTD MEXK/Y 3TUMU JIBYMSI
napameTpamu. Pesysbratel uccie-
JIOBAHUIT TIOKA3bIBAIOT, YTO U3Mepe-
HUE TIEPeTPY3KHM KeJIe30M TIpu
MPT B pesxume T2*-BU umeer BbI-
COKYIO JINAarHOCTUYECKYIO IIEHHOCTb.
Ho B pmanboil cutyanuum HYKHO

VUUTHIBATH, UTO HAKOTIIIEHUE JKeTe-
3a B Pa3JIMYHBIX OpraHax MPOUCXO-
JIUT HEe3aBUCUMO JPYT OT JApyra.
OTO TOAYEePKUBAET BAKHOCTb W3-
MEpEeHWsT HATPY3KHU JKeJe30M Kask-
JIOTO OpraHa B OT/IEJTbHOCTH W TIPsi-
MO#T oreHKr 3(hHEeKTUBHOCTH pas-
JINYHBIX JIe4eOHBIX MEPOIPUSTHIL,
[To pesysibraTtam IIpOBeEHHOTO UC-
CJIeJIOBAHUSI MOKHO CJIeJIaTh BBI-
BO[l, UTO YPOBEHb (DEPPUTHIHA B ChI-
BOPOTKE KDOBHU He SBJIETCS Ha-
JIC;KHBIM TIOKA3aTesieM JIJIsT OIeHKA
YPOBHS 1ieperpysku sxkeaezom. MPT
B peskume T2*-BU — Gosiee TouHbII
HEMHBA3UBHBIN METOJ, KOTOPBIH
PEKOMEH/IYeTCsT 1T M3MepEeHUs
Harpysku skesie3oM medenn [17].

K. Tziomalos et al. [15] mpose-
JIV Psifi MCCJIE/IOBAaHUM, B KOTOPBIX
paccMaTpuBasiach IOTEHIIUATbHAS
posb MPT B onpenenenun KiKIIT
npu 3a60JIEBaAHUAK, XapaKTepU3y-
IOIUXCST TIEPETPY3KOI Kee30M, —
TaJIACCEMUH, JIPYTUX TEMOTJIOOUHO-
[aTusx, MPUOOPETCHHONW aHEMUH,
remoxpomatoze. Hecmorpst na ot-
CYTCTBUE KOPPEJSINI MEXIY CO-
JIep’)KaHueM Kejle3a B IIeYeHU
U CEepA€IHO TKaHM, TIPE/IIT0JIaraeT-
cs1, uTO 002 OpraHa JKeJaTeIbHO 00-
caegoBaTh ¢ nomolbio MPT, Tak
KaK CepevHO-CoCyucThie 3a60J1e-
BaHUSI SIBJISTIOTCST BeMyIIel Ipuyn-

HOW CMepTH B 3TOH TPYIITIe Hacee-
Hug. IlanuenTtam, HEe3aBUCUMO OT
ypoBua KKII nim ceiBOpoTOUHOTO
depputrHa, PEKOMEHIOBAHO IPO-
xoauth MPT cepama B pexume
T2*-BU ¢ nuamepenneM ypoBHS Tie-
pPETPY3KHM MHOKapja >KeJe30M TI0
MenbIeii Mmepe 1 pas B rox [16].

KannbpoBouHbie KpuBble s
rmapaMeTpoB MarHUTHO-PE30HAHC-
Hoit Tomorpacduum R2 u R2* (unm
1x oOpaTHbIE 3HAYEHS — TTapaMeT-
pot pesakcarun T2-BU u T2*-BIN)
OB CO3IaHbl KaK [IJis MEYEHH,
Tak u g cepana. Ilosydyennbie
JIaHHbIe MOKHO TTPOAHAIN3UPOBATh
C TIOMOIIBIO PA3JUYHBIX HHCTPY-
MEHTOB KOMITBIOTEPHOTO aHaIM3a
(puc. 4).

[TarmenTs! ¢ Tasaccemueit u py-
TUMU 3aBUCUMbBIMU OT TIepeJnBa-
HUH KPOBU aHEMUSIMU BBIHY K/IEHbI
MPUHUMATh TIpenaparbl JKeJjesa.
bBes mpoBenenns koppurupyioriei
XeJIATOTEPANTUHA UMEETCST PUCK Jie-
TAJBHOTO UCXO/Ia OT IHIOKPUHHBIX
U CEPJEYHO-COCYIUCTBIX OCJIOXK-
HeHWI (dJaile BO BTOPOW [leKajie
JKU3HM). XeJjaToTeparnusl cracaer
JKU3Hb, HO TpeOyeT TIIATeJbHOrO
MOHHUTOPUHTA COIEPKAHUS JKeTe3a.
[Tpu 5TOM HYKHO YYUTBIBATD, UTO
ypoBeHb (peppuTUHa He BCETa OT-
pakaeT ob1Iee cogepKatme Keaesa
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B opranmaMe [18]. TmarenpHbIH
MOHHUTOPHHT COJIEPsKaHUS JKese3a
B TIEYEHN U MUOKapjie HeoOX0anuM
71 OTIEHKU TIOKA3aHUI K TIPOBejie-
HUIO XejaToTepanuy. buorcus te-
YEHW OCTAETCST «30JI0THIM CTaH/ap-
TOM» B OIpeJIeIEHNN KOHIIEHTpPa-
TN JKeJre3a B eYeHN, HO METOIMKA
MPT B pexxume T2*-BU 3apeko-
MeHoBasa cebst KaKk HEHHBA3UB-
Hast v GesomacHast ajgbTepHATHBA
TSI BBISIBJIEHUS TIEPETPY3KHU Kere-
30M TiedyeHn 1 Muokapza [19].

TakuM 00pa3oM, K HACTOSIIEMY
BpeMEHH yYCTAHOBJIEHO, UYTO U3 BCEX
JIyU4EBBIX METO/OB [UATHOCTUKU
nmenno MPT wurpaer BaxkHyIO
POJIb B KOJIMYECTBEHHOW W KayecT-
BEHHOI OT[eHKe OpPraHOB-MUIIIEeHEH
npu 6oJIe3HAX HakoIIeHus (B mep-
BYIO Ouepellb 3TO OTHOCHUTCS K 00-
se3nu lorre ¥ epBUYHOMY reMo-
xpomarosy). IIpumenenue crernm-
anmpHbIX Metoguk MPT mosBossier
YJYUITATh JAUATHOCTUKY 3THX 0O-
JiesHell U ONTHUMHU3NPOBATH KOH-
TPOJIb 32 UX JIEUEHUEM.

JintepaTtypa

1. Cmupuos B.IL., ®anees M.1O. Bo-
JIE3HW HAKOILJIeHUsT (Te3ayprcMo-
3e1). H. Hosropog; 2007.

2. TManbies M.A,, [Taykos B.C., Yinym-
6exos I.I. (pen.) Iaromorus. Pyko-
BozactBo. M.: TDOOTAP-ME/; 2002.

3. Tlasbues M.A., Aunukos H.M. Ila-
TOJIOTHYECKasT aHATOMUSI. YIeOHIK
1715t By30B. M.: Meanmmaa; 2001.

4. CantsikoB b.B. Kierounsie nuc-
tpobun. B xu.: Ilambues M.A,
ITaykos B.C., VYaymbekos I.T.
(pen.) Ilaronorus. PyxoBonctso.
M.: TOOTAP-ME[; 2002: 20—-31.

5. Apabaunckuii A.B., Yeuenos M.X.
K Bompocy o HeMHBa3MBHOW jua-
THOCTHKE JKUPOBOTO T€aTo3a TpH
HEAJIKOTOJbHOM CTeaTOTenaTuTe.
Paduonozus — npaxmuxa. 2007; 4:
16-28.

6. Banerjee R., Pavlides M., Tunnicli-
ffe E.M., Piechnik S.K. et al. Multi-
parametric magnetic resonance for
the non-invasive diagnosis of liver
disease. J. Hepatol. 2014; 60 (1):
69-77.

7. Merra G., Lago A, Ricci R., An-
tuzzi D. et al. Splenomegaly as
aprimary manifestation of Gau-
cher’s disease in a young adult
woman. Case Rep. Gastroenterol.
2008; 2 (3): 474-8.

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

Jlyknna E.A. Bonesns Tore: ITpak-
THyeckoe pykosozctBo. M.: Jlnt-
Teppa; 2012.

Kalayci T.O., Erdem G., Kutlu R.
et al. Diffusion-weighted magnetic
resonance imaging and magnetic
resonance spectroscopy features of
abdominal viscera in a patient with
Gaucher’s disease. Malays J. Med.
Sci. 2014; 21 (3): 89-93.

Rosenthal D.I., Scott J.A., Barran-
ger J., Mankin H.J. et al. Evaluation
of Gaucher disease using magnetic
resonance imaging. J. Bone Joint.
Surg. Am. 1986; 68 (6): 802-8.
CrpykoB A.U., Cepos B.B. Ilaro-
JIOTHYeCKasi aHATOMUS. 5-€ U311 M.:
JIutreppa; 2010: 90-3.
IMMumanoscxkuin - H.JI.,, Koruga-
pos IL.M., Cononkuii B.A., Cepre-
e H.I. MaruuTtHo-pesonancHas
ToMorpadust Ile4eHu ¢ TenaroTpor-
HBIMU TTapaMarHeTHKaMU B BbISIB-
JIEHUM O4YaroBOi MaTOJOTHH Ieve-
HU U OIpEIeJCHUH €€ IIPUPOJIBL.
Meouvyuncras susyarusayus. 2011,
2:26-32.

Banacos I1.B., Kotssapos [1.M. Jly-
YeBasi AMArHOCTHKA OoJIe3Hel cee-
3eHKU. Becmuuk pewmeenonozuu u
paduonozuu. 1997; 3: 23-30.

Bacon B.R., Adams P.C., Kow-
dley K.V., Powell L.W.,, Tavill A.S.
Diagnosis and management of hemo-
chromatosis: 2011 Practice Guide-
line by the American Association
for the Study of Liver Diseases.
Hepatology. 2011; 54 (1): 328—43.
Tziomalos K., Perifanis V. Liver
iron content determination by mag-
netic resonance imaging. World J.
Gastroenterol. 2010; 16 (13): 1587-97.
Hoffbrand A.V., Taher A., Cappe-
llini M.D. How I treat transfusion-
al iron overload. Blood. 2012; 120:
3657-69.

Zamani F, Razmjou S., Akhlagh-
poor S., Eslami S.-M. et al. T2* mag-
netic resonance imaging of the liver
in thalassemic patients in Iran.
World J. Gastroenterol. 2011; 17 (4):
522-5.

Wood J.C. Magnetic resonance
imaging measurement of iron over-
load. Curr. Opin. Hematol. 2007; 14
(3): 183-90.

Wood J.C., Fassler ]J.D., Meade T.
Mimicking liver iron overload
using liposomal ferritin prepara-
tions. Magn. Reson. Med. 2004; 51
(3): 607-11.

JlBopsikosckas 10.0., Tynnobuna C.,
JIBopsikosckuii 1.B., EropoBa M.B.,
bacucrosa A.A. Onenka abdek-

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

TUBHOCTU JiedeHust Gosiesuu Toie
y ZleTell 110 JaHHBIM YJIBTPa3ByKO-
BOI1 IMATHOCTUKU. YIbmpa3eykosas
U PYHKYUOHAILHASL OUAZHOCUKA.
2006; 3: 33—40.

Simpson W.L., Hermann G., Balwa-
ni M. Imaging of Gaucher’s disease.
World J. Radiol. 2014; 6 (9): 657—68.
3enrenunze [LA. (pen.) Kimununuec-
Kast pentreHopaaunosnorus. M.: Me-
mnmmna; 1984; 3: 384-5.

Katz D.S., Gold B.M., Groskin S.A.
et al. Cexpernl perrrenonornm. M.:
Bunom-npecc; 2003.

QOoi G.C., Chen EE. Chan KN,
Tsang K.W. et al. Qualitative and
quantitative magnetic resonance
imaging in haemoglobin H disease:
screening for iron overload. Clin.
Radiol. 1999; 54 (2): 98-102.
Cwmerannna H.C. Jleuenme mnoct-
TpaHcy3NOHHOI TIeperpy3Ku JKe-
nesoMm. Jemcxas 6omvnuya. 2009; 1:
43-6.

Terk M.R., Dardashti S., Licbman H.A.
Bone marrow response in treated
patients with Gaucher disease:
evaluation by T1-weighted mag-
netic resonance images and correla-
tion with reduction in liver and
spleen volume. Skeletal. Radiol.
2000; 29 (10): 563-71.

Dixon W.T. Simple proton spectro-
scopic imaging. Radiology. 1984;
153 (1): 189-94.

Maas M., Hollak C.E., Akker-
man E.M., Aerts J.M. et al. Quan-
tification of skeletal involvement in
adults with type I Gaucher's dis-
ease: fat fraction measured by
Dixon quantitative chemical shift
imaging as a valid parameter. AJR.
2002; 179: 961.

Poll L.W,, Koch J.A., vom Dahl S,
Willers R.et al. Magnetic resonance
imaging of bone marrow changes in
Gaucher disease during enzyme
replacement therapy: first German
long-term results. Skeletal Radiol.
2001; 30 (9): 496-503.

Terk M.R., Dardashti S., Lieb-
man H.A. Bone marrow response in
treated patients with Gaucher dis-
ease: evaluation by T1-weighted
magnetic resonance images and
correlation with reduction in liver
and spleen volume. Skeletal Radiol.
2000; 29 (10): 563-71.

Maas M., van Kuijk C., Stoker J.,
Hollak C.E. et al. Quantification of
bone involvement in Gaucher dis-
ease: MR imaging bone marrow
burden score as an alternative to
Dixon quantitative chemical shift

Becmuux penmeenonozuu u paduonozuu No 4, 2015



32.

10.

11.

MR imaging-initial experience.
Radiology. 2003; 229 (2): 554—61.

DeMayo R.F, Haims A.H.,
McRae M.C., Yang R., Mistry P.K.
Correlation of MRI-Based bone mar-
row burden score with genotype
and spleen status in Gaucher's dis-
ease. AJR. 2008; 191 (1): 115-23.

References

Smirnov V.P, Fadeev M.Yu.
Storage disease (thesaurismosis).
N. Novgorod; 2007 (in Russian).
Pal’tsev M.A., Paukov V.S., Ulum-
bekov E.G. (eds). Pathology. Gui-
dance. Moscow: GEOTAR-MED;
2002 (in Russian).

Pal’'tsev M.A., Anichkov N.M. Pa-
thological anatomy. Textbook. Mos-
cow: Meditsina; 2001 (in Russian).
Saltykov B.B. Cell dystrophy. In:
Pal’'tsev M.A., Paukov V.S., Ulum-
bekov E.G. (eds). Pathology. Gui-
dance. Moscow: GEOTAR-MED;
2002: 20—31 (in Russian).
Arablinskiy A.V., Chechenov M.Kh.
To the question about non-invasive
diagnostics of steatosis in non-alco-
holic steatohepatitis. Radiologiya—
praktika. 2007; 4: 16—28 (in Russian).
Banerjee R., Pavlides M., Tunnicli-
ffe E.M., Piechnik S.K. et al. Multi-
parametric magnetic resonance for
the non-invasive diagnosis of liver
disease. J. Hepatol. 2014; 60 (1): 69-77.
Merra G., Lago A., Ricci R, An-
tuzzi D. et al. Splenomegaly as
a primary manifestation of Gau-
cher’s disease in a young adult
woman. Case Rep. Gastroenterol.
2008; 2 (3): 474-8.

Lukina E.A. Gaucher’s disease.
Practical guidance. Moscow: Litte-
rra; 2012 (in Russian).

Kalayci T.O., Erdem G., Kutlu R.
et al. Diffusion-weighted magnetic
resonance imaging and magnetic
resonance spectroscopy features of
abdominal viscera in a patient with
Gaucher’s disease. Malays J. Med.
Sci. 2014; 21 (3): 89-93.

Rosenthal D.I., Scott J.A., Barran-
ger J., Mankin H.J. et al. Evaluation
of Gaucher disease using magnetic
resonance imaging. J. Bone Joint.
Surg. Am. 1986; 68 (6): 802-8.
Strukov A.I, Serov V.V. Patho-
logical anatomy. 5th ed. Moscow:
Litterra; 2010: 90-3 (in Russian).

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

. Shimanovskiy

N.L., Kotlya-
rov PM.,, Solodkiy V.A., Sergeev N.1.
Magnetic resinance imaging of the
liver with hepatotropic paramag-
netic contrast media in diagnosis of
focal liver pathology. Meditsinskaya
vizualizatsiya. 2011; 2: 26-32 (in
Russian).

Vlasov P.V,, Kotlyarov P.M. Radio-
logy of spleen diseases. Vestnik
rentgenologii i radiologii. 1997; 3:
23-30 (in Russian).

Bacon B.R., Adams P.C., Kow-
dley K\V., Powell LW, Tavill A.S.
Diagnosis and management of hemo-
chromatosis: 2011 Practice Guide-
line by the American Association
for the Study of Liver Diseases.
Hepatology. 2011; 54 (1): 328—43.
Tziomalos K., Perifanis V. Liver
iron content determination by mag-
netic resonance imaging. World J.
Gastroenterol. 2010; 16 (13): 1587-97.
Hoffbrand A.V., Taher A., Cappe-
llini M.D. How I treat transfusion-
al iron overload. Blood. 2012; 120:
3657-69.

Zamani F, Razmjou S., Akhlagh-
poor S., Eslami S.-M. et al. T2* mag-
netic resonance imaging of the liver
in thalassemic patients in Iran.
World J. Gastroenterol. 2011; 17 (4):
522-5.

Wood J.C. Magnetic resonance
imaging measurement of iron over-
load. Curr. Opin. Hematol. 2007; 14
(3): 183-90.

Wood J.C., Fassler J.D., Meade T.
Mimicking liver iron overload
using liposomal ferritin prepara-
tions. Magn. Reson. Med. 2004; 51
(3): 607-11.

Dvoryakovskaya Yu.O., Gundobina S.,
Dvoryakovskiy 1.V,, Egorova M.V,
Basistova A.A. Estimation of Gau-
cher’s disease treatment effectiveness
in children by ultrasound data. Ul'tra-
zoukovaya i funktsional’naya diag-
nostika. 2006; 3: 33—40 (in Russian).
Simpson W.L., Hermann G., Bal-
wani M. Imaging of Gaucher’s dis-
ease. World J. Radiol. 2014; 6 (9):
657-68.

Zedgenidze G.A. (ed.) Clinical ra-
diology. Moscow: Meditsina; 1984;
3:384-5 (in Russian).

Katz D.S., Gold B.M., Groskin S.A.
et al. Secrets of roentgenology.
Moscow: Binom-press; 2003 (in
Russian).

24.

25.

26.

27.

28.

29.

30.

31

32.

Ooi G.C., Chen EE., Chan KN,
Tsang K.W. et al. Qualitative and
quantitative magnetic resonance
imaging in haemoglobin H disease:
screening for iron overload. Clin.
Radiol. 1999; 54 (2): 98—-102.
Smetanina N.S. Treatment of post-
transfusal iron overload. Detskaya
bol’nitsa. 2009; 1: 43-6 (in Rus-
sian).

Terk M.R., Dardashti S., Liecbman H.A.
Bone marrow response in treated
patients with Gaucher disease:
evaluation by T1-weighted mag-
netic resonance images and correla-
tion with reduction in liver and
spleen volume. Skeletal. Radiol.
2000; 29 (10): 563-71.

Dixon W.T. Simple proton spectro-
scopic imaging. Radiology. 1984;
153 (1): 189-94.

Maas M., Hollak C.E., Akker-
man E.M., Aerts J.M. et al. Quan-
tification of skeletal involvement in
adults with type I Gaucher's dis-
ease: fat fraction measured by
Dixon quantitative chemical shift
imaging as a valid parameter. AJR.
2002; 179: 961.

Poll L.W.,, Koch J.A., vom Dahl S.,
Willers R. et al. Magnetic reso-
nance imaging of bone marrow
changes in Gaucher disease during
enzyme replacement therapy: first
German long-term results. Skeletal
Radiol. 2001; 30 (9): 496—-503.
Terk M.R., Dardashti S., Lieb-
man H.A. Bone marrow response in
treated patients with Gaucher dis-
ease: evaluation by T1-weighted
magnetic resonance images and
correlation with reduction in liver
and spleen volume. Skeletal Radiol.
2000; 29 (10): 563-71.

. Maas M., van Kuijk C., Stoker J.,

Hollak C.E. et al. Quantification
of bone involvement in Gaucher
disease: MR imaging bone mar-
row burden score as an alternative
to Dixon quantitative chemical
shift MR imaging-initial experi-
ence. Radiology. 2003; 229 (2):
554-61.
DeMayo R.F, Haims A.H.,
McRae M.C,, Yang R., Mistry PK.
Correlation of MRI-Based bone
marrow burden score with geno-
type and spleen status in Gaucher's
disease. AJR. 2008; 191 (1):
115-23.

Iocrymmna 26.03.2015

Becmuux penmeenonozuu u paduonozuu Ne 4, 2015



