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Pesome

BonesHb loue Il TMNa OTHOCKTCA K peaKMM OpdaHHbIM 3a00NEBAHNAM 11 e AMArHOCTMKA CONPOBOXAAETCA ONpeeeHHbIMM
EDN: UMLLMR 3aTPYAHEHMAMM ANA NPAKTUKYIOLMX Bpayei. [Tpobnema 3aKNiouaeTca B HU3KOM KNMHUYECKON HaCTOPOXEHHOCTU V1 OTCY TCTBIM
OnbiTa B3aUMOAENCTBMA C peaK/Mm nauneHTamu. Kpome Toro, 3abonesaHue TpebyeT NpoBefieHnA TeCTOB Ha CoaepaHmne
hepMeHTaTVBHOM aKTUBHOCTU W ONPeAeneHme TAXeCTU NaToNormyeckoro npoLecca.

KntoueBble cnioBa: bonesb foule Il Tuna, riokolepebposmnaasa, Y3V, 3amectutensHasn depmeHTHas Tepanus
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Summary

Type Il Gaucher disease is a rare orphan disease and its diagnosis is accompanied by certain difficulties for practitioners. The
problem is low clinical alertness and lack of experience with rare patients. In addition, the disease requires tests for the content
of enzymatic activity and determination of the severity of the pathological process.
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BeBepeHue

Bonesus ['onre oTHOCUTCA K peaKuM opdaHHBIM 3a60-
JIeBaHMAM C paclpocTpaHeHHOCThI0 1:40000-1:60000
B MUDOBOJ IONyNnALMUN. Y €BpeeB-allKeHasu 5TO
3Hauenne gocturaer 1:450 [1]. 3abonesanue ABIAET-
CsA CIeACTBMEM MYTalUUu B pernoHe 21 Ha mepBoi
xpomocoMe. bonesnp l'omre II xapakTepusyercs, Kak
HelipoHoNaTi4YecKas popMa, KOTOpasi CBA3aHA C T0O-
MO3HUTOTHOCTDBIO MU C/IOXKHOJ TeTePO3UTOTHOCTHIO IO
myraunam L444P D409H [2]. [TaTonorus HaclnenyeTcs
II0 ayTOCOMHO-PEIleCCMBHOMY TUITY I B OCHOBe eé
PasBUTHUS TEXUT KepUIUT III0KOLepedpo3naassl,

IPpUBOJAIINIT K HAKOIICHNIO IIII0KoLlepebposusia
B IM30COMax Makpodaros ¢ popMupoBaHueM peHo-
TUIIA TaK Ha3biBaeMbIX KieTok l'ome [3]. Bonbuie Bce-
O ITIIOKOLIepebpo3Na3a HaKaIIMBAETCA B KIIeTKaX
IeYyeHu, ceie3eHKI, KOCTHOIO Mo3ra [4]. YkasaHHble
IIpOLIeCChI IPUBOAAT K GOPMMPOBAHMIO TXKENOII Ma-
tonorun u 6onesHs lome I Tuma ABIsgeTCA penKoit
U OIACHOJ ee Pa3HOBUIHOCTBIO. [IMarHoCTNKa JaH-
HOTO 3a00/IeBaHMA Yallle BCETO ABAETCA CIOXKHOM
I/ Bpadeil, He CTaJIKMBABIINXCA IPEX/e C JaHHBIM
3ab0/eBaHMEM.

KnuHunuyeckasa gpuarHoctunka 6onesHum lowe Il Tuna

3anopo3puth Hamnuue 6oe3nu [ome MOXHO 10 co-
YeTaHMA XapaKTEePHBIX KIMHNYECKMX CUMIITOMOB.
Tematomeranus ormedaercss y 80-90% manueHToB
¢ 6onesnsio Tolre, a MOBbBIIIEHNE CHIBOPOTOYHBIX
TpaHCcaMuHa3 (B 2 pasa II0 OTHOIIEHNIO K BepXHeil
rpaHulie HOpMBI) onpenensercsa B 30-50% ciydaes.
Iuronenmvecknii CMUHAPOM NPOABIAETCA B OCHOBHOM
TpoMboruToneHueit (reMaTOMbl, KPOBOTOYMBOCTD).
Ha 6onee no3gHux sTanax 6omnesHu go6aBIgo0OTCA
HeliTponeHns u anemus:A. ITopaxxeHne Kocreit Ba-
pBUpPYET OT 6€CCUMITOMHON OCTEONIEHNM U KOM60-
06pasHoil feopMary 6eIpeHHDIX KOCTell («KOmObI
OpreHMeitepar) O Pe3KO BBIPAKEHHOTO OCTEOIIO-
posa [1, 5]. [Tpu 60ne3uu loure II Tuma 3sHaYMTEND-
Has KOCTHas IAaTO/JIOTUA He yCIieBaeT Pa3BUTHCA.
Vspenka mopaskaloTcs erkue (MHTepCTULINIT), pas-
BUBAETCSA JIETOYHAA IUIIEPTEH3M A, YTO ABJIAETCA O4eHb

He6/IaTONpPUATHBIM IPOTHO30M. TaK)Ke MOXeT Ipos-
BUTbCA IOPTa/bHAA ITUIIEPTEH3NUA C KPOBOTEUEHNAMU
U3 BEH KeNyaKa 1 muiieBopa [4].

ITpu knaccuyeckoM BapuaHTe 6oesHu omre II tuma
Cpasy mmocie poXX/IeHNsA JIeTV MOTYT BBIT/IALIeTb HOp-
MaJIbHO, HO Y HUX OBICTPO HapacTaloT crerduyeckme
CUMIITOMBI, [6]. ¥ TakMX manueHToB 3ab00/1eBaHmMe
HeGITUPYeT MPOSIBICHUSMI CTpabyu3Ma, 3aePXKKOIL
B IICUXOMOTOPHOM pa3BUTHM, aTakcyell. [letu c fjan-
HBIM 3a007IeBaHVeM HEPeKO POX/AI0TCSA C BOGAHKON
U BPOXIEHHBIM UXTHO30M. IlocTeneHHO Ho6aBIA-
10TCA peTpopedekcus 1en, obias r’unoTOHN, Ja-
puHrocmasm, gucdarus, UCcHYHKL M TbIXaTe/IbHOTO
LIeHTpa, acIMpal M MUY C Pa3BUTIEM THEBMOHMIA.
ITopa)keHMe KOCTell He XapaKTepHO Ais 60mesHu
T'omte II Tuma. HeBponorndeckue nopakeHyu s HAMHOTO
TsDKerlee, YeM Ipy faHHOM 3abonesanuu 111 tuma [2, 7,
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8]. ITo Mepe mporpeccrpoBaHus 60/Ie3HN JeTH CTAHO-
BATCSA allaTUYHBIMM Y HETIOJBYDKHBIMMU, Pa3BUBAETCSA
pucdarus, NoABNATCA TOHUKO-KIOHMYeCKIe CyH0-
POT¥, cMepTh (TP OTCYTCTBUM afeKBATHOTO JICUEHIS)

HacCTyIaeT Jo mocTikeHus 1-2 ner [8, 9]. MHorpa
netu c 6onesHbio lome II Tuma goxxmsBarwT 10 4 €T
U Jla>ke JoMbllle IPU IPOBeeHNM MO Aep>KIBaloLIei
tepamnuu [10].

AnddepeHymnanbHaa guarHoctmka bonesHm lowe Il m 11l TnoB

o 2-x netHero Bo3pacta fuddepenimposars 60-
ne3ub lomre I u III TumOB 6bIBaeT OYEHD HEIPOCTO.
ITpu II Tune 3aboneBanns 6omnpiue (vem npu 111 Tune)
XapakTepeH paHHuii napes VI HepBa, KOTOPbI MOXeET
IPOrpeccupoBaTh [0 MOTHOTO Mapaanda B3MIAAa Ha
HO3[HUX CTafusAX 3abonesanns. OcMorp odrambmo-
7ora o6s3aTe/leH y JaHHOI TPYIIBI HanyeHTos [10].
Ocranbubie otanyus 6onesuu l'ome IT tuma (ot I1I-ro)
3aK/II0YaeTCs B CTIERYIOIUX IIPU3HAKAX: paHHee Ha-
4aso (70 6 Mecs1[eB) HEBPOIOTMYECKIX PAaCCTPOIICTB;
CXOpsilieecs KOCOIasue; ObICTpOe pa3BUTIE HAPY-
IIEHMIA; TSAXKETIBLI CTPUAOP U aIIHO (YacTO HeNmaloT
TPaxeoCTOMMIO); IPO6IEeMBI C KOpMIIeHVeM (KOPMAT

4epes 30H[); HEBO3MOXXHOCTD He3aBUCUMOI IIOXOMIKIA;
CIIACTMYHOCTD, OIIMCTOTOHYC V/M/IM MUOK/IOHMYeCKas
SIMIENICUS; CMEPTD 10 4 JIeT (ec/y He MOK/TI0YeHbI
Ha almaparsl )X13HeobeceyeHNs1); BOAsIHKA IIOfA,
BpO>KJeHHBII nxTuos [10].

Bornesus lowe I tuna cnepyer auddeperunposars
TaKKe ¢ MHQaHTUIbHBIMK PopMaMu CHPUHTOMUNINTO-
30B C remaTociieHoMeranuel (bonesnp Human-Tlnka
A- 1 B- Tuner, GM1-raHI/IMO3NA03 TamaKTOCHATNIO3,
6one3ub BonbMana, 60mesub Papbepa), a TakKe € OKY-
noMoTopHoit anpakcueit [8]. Kak npasuno, ananus
dbepMeHTaTMBHOI aKTUBHOCTH ¥ T€HHBIX MyTaI{Mil
HO3BOIAET MICK/TIOYUTD TOXHbIE UAarHO3HI [11].

JNlabopaTopHasa gnarHoctuka 6onesHun lowe

O6bIuHBIe Ta00OpPaTOPHBIE TECTHI He FAIOT CIELN-
¢duyeckoit kapTunsl npu 6onesnn loure. Hanbomnee
PaHHVM IIPU3HAKOM LIMTOIEHNYECKOTO CMHIpOMa
MOXeT OBbITb CHIU)KEHNE COfepP>KaHUs TPOMOOIINTOB
10 10,0-30,0x10°/11. [To3gHee HpUCOEAMHIETCS AaHEMIST
c HeliTponeHeil. B neiikonutapHoit Gopmye MOIyT
IpeBaIMpOBaTh TMMQOLUTHI C IPaBIIBHBIM COOTHO-
mweHueM T- u B-cybnonynauuit. B 6uoxuMudeckom
TecTe Hab/TIOfaeTCA yBe/IYeH)e yPOBHA TPAaHCAMUHA3,
¢deppuruHa, kucnoit pocdarassr [1].

30/I0TBIM CTaHJAAPTOM B JMAaTHOCTUKE CIY>KUT
oIpefe/ieHe aKTUBHOCTH B-T/IIOKO3M/;a3bl CIBOPOTKE
KpoBu. CHIMDKeHMe ee aKTMBHOCTHI 6oiee, ueM Ha 30%
CTY>KUT OCHOBaHNEM I IOATBeP>KAEHI IUAarHO3a.
Kak BapMaHT aKTMBHOCTD (-ITIIOKO3VJ[a3bl TECTUPY-
I0T B JIEMKOIIMTAX KPOBM C UCIIONIb30BaHMEM (II00-
peclieHTHOTO cybcTpara, 4-MeTunymbennupepona
B-raroxosupa [12].

JocTaTo4HO BOCTpe6OBaHHBIM METOIOM [JIAI OIIpe-
IelleHNsI aKTUBHOCTH OoesHu J'ole 1 MOHMTOpPMHTA
OTBeTa Ha 3aMeCTUTE/IbHYIO TEPAIINIO MOXKET OBITh
aHaJIM3 Ha OIpefie/IeHNe aKTUBHOCTU XUTOTPUO3UA3BI
B II/Ta3Me KPOBY B COYETAHMM C KIMHIYECKOI OLIEHKO
[13]. AnpTepHaTNBOIT MOXET OBITH TECT HAa XEMOKUH
CCL18, npopyuupyemslit Makpodaramu, 1 ypoBeHb
KOTOpOro moBbiuaercs B 10-50 pas y nanueHTos ¢ 60-
Te3Hblo [ollle 10 cCpaBHEHMIO C KOHTPOJIBHON IPYIIIION
[14]. B HeKOTOPBIX KIMHUKAX aHATM3UPYIOT YPOBEHDb
aHTMOTEH3MH-TIpeBpalliaolero pepMeHTa ¥ TapTPaT-
pe3ucTeHTHON Kncnoit pocdarasbl, 3Ha4eHU A KOTOPBIX
HOBbIIIAIOTCS pu 6ome3nn Tomre [12].

I'miokosuncuurosnt (Lyso-Gbl) 6b11 paccMoTpeH
S. Revel-Vilk et al., kak MapKep /151 [MarHOCTUKIL, TPO-
THO3a I MOHITOPMHTA NAIMIeHTOB ¢ 60/e3Hblo Tomre.
Lyso-Gbl aBnseTcs npsAMbIM MeTabOINTOM ITINKO-
3U/ILIEPaMUJIA, Vi B IIOBBIIIEHHBIX KOHLIEHTPALUAX AB-
JISIeTCS ITIATOTeHHBIM /1A KeTOK. Lyso-Gbl ciocoben
BBIXOZIUTb 13 TM30COMBI B LIUTOIIIA3MY U 32 IIPeeIIbl
KJIeToK. Ero comep>xaH1e OIpefeioT B Ia3Me C I10-
MOIIbI0 METONOB TaH/IEMHOI MacC-CIIeKTPOMeTPUN

M KMJKOCTHOI XpoMarorpaduu ¢ UCIoNb30BaHIEM
UAEHTUYHOTO PAaJVIOaKTVBHOTO MEYEHOTO CTaHIapTa
[15].

MoJekynsapHO-TeHeTM4ecKoe UCCIefOBaHue C BbI-
SABJIEHUEM COOTBETCTBYIOIMX MYTALIMIl M MICCTIEfIOBA-
HJle KOCTHOMO3T'OBOT'O ITyHKTAaTa JOIOMHAIT (hepMeH-
TaTUBHBII MeTOR, [4, 7]. IIpu 607e3uu Tomte, HpOBOAST
reHeTMYecKoe TeCTUPOBaHNe ITyTeM IPSIMOTO CeKBe-
HupoBaHus rena GBA1 jys onpepienieHns craTyca 3a-
607eBaHNA M HOCUTETHCTBA COOTBETCTBYIOIIMX MyTa-
nuii. CymectByeT nopszka 300 yHMKaIbHBIX My Taluil
Brene GBA1 [16]. [Jns 60one3uu Tomre [T Tuma xapakrep-
HbI reTeposurorubie Mytanyy Leud444Pro (Leu483Pro)
L444P [17]. TomosurotHsie MyTauuy Leu444Pro yamte
cBasaubl ¢ I[II Tunom 6onesun I'omre [18]. Yacto 06-
Hapy>XMBAIOTCA MyTallUM C yIacTHeM apTrMHUHA:
Arg257Gly (Arg286Gly), Arg285His (Arg324His),
Argl31Leu (Argl70Leu), Argl20Try (Argl59Try),
Arg359X (Arg398X) u Arg463His (Arg463His). ¥ ma-
L[MEHTOB TPEYECKOr0 U a7I6aHCKOTO IPOMCXOXKAEHM S
¢ 6onesubpio Toute II TuIma MOXXeT OOHAPYKMBATHCSA
ofuH annensd ¢ AByMmAa GBAI-myranuamu D409H +
H255Q (Asp448His + His294Gln) [17].

MynbTUNNEKCHYI0 TaHJEMHYI0 MacC-CIEKTPO-
MeTPHUIO UCIIONIb30BAIN B HefJaBHEM KIMHUYECKOM
MCCIIeJOBaHUN B IeTCKOM 6onbHMLe MoHTHMOpE
(CIIIA) misa pMarHOCTUKM AM30COMHBIX 60e3HeN
HaKOIIEeH I, BKIo4ast 6ome3up ['omre. Becero 6s1mo
06c¢reoBaHo 65605 HOBOPOXKAEHHBIX. Y 69 MTafieH1ieB
Ha CKPVHIHTE ObI/I BBISIB/IEH [I0/IOKUTE/IbHBII Pe3y/b-
TaT, YTO MOCTYXXM/IO OCHOBAHMEM [/I1 HPOBEleHNA
(depMeHTAaTUBHOTO ¥ F€HETHYECKOTO MCCIeJOBAHMSI.
Y 23 u3 HUX BIIOCTIEACTBUYU HOATBepaun u gudde-
peHuMpoBanyu 607e3Hb HAKOIIEHN (B T.4. 60/I€3HD
Tomre) [19].

B 6uonTaTe KOCTHOTO MO3Ta BBIAB/ISIIOT KJIETKM
Tome. OHAKO CIefyeT C OCTOPOXXHOCTBIO MHTEPIIpe-
TUPOBATb Pe3y/IbTaThl MUKPOCKOIINYECKON KapTUHBI
06pas1j0B, 0COOEHHO IIPK UCCIEOBAHNY aclMpaTa
KocTHOTO Mo3ra. Hanuuue riceBmpoktetox ['oiie MoxkeT
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IPUBECTU K OMIMOOYHOMY AMArHo3y. Takye KIeTKI
06Hapy>KMBaIK IPU MHOXXECTBEHHOI MIeIOMe, M-
e/IOAVCIIIa3M M, MUETIORMCIIIACTUYECKUX CUHAPOMAX,
MIe/IoTIelIKo3e U APYTruX 3aboneBanmsax [20-23].
Otmnunts 60ne3ns lome IT tuma or I u III Tunos
HO-IIPeXXHEMY CI0XHO I3-3a OTCYTCTBIUS 4€TKOI KOP-
pensauun Mexxay GeHOTUIIOM 1 GepMEeHTATUBHOI
aKTMBHOCTBIO MU reHoTUIOM. OepMeHT B-I/TI0KO-
Lepebposupasa, fedpunuTHbIN Hpu 6omesun loue,
UTpaeT BaXKHYI0 POJIb B HOAMEP>KaHNN QYHKIN
IPOHNIIAEMOCTH SNMUJEPMICA ¥ PETyINPOBAHIN
COOTHOILIEHNSI IIePaMUIOB I [TIIOKO3U/ILIePaMULIOB
B POroBOM c10e KOXu. B pabote A. Chan et al. mpep-

experimental & clinical gastroenterology | N°202 (6) 2022

naraeTcs NpoBoAuTh AuddepeHnanpHYI0 IMarHO-
ctuky 6onesnu Tomnre IT Tmma Ha OCHOBAaHUM 3JIEK-
TPOHHOI MUKPOCKOIIMH S NUJIepMIUCa, 00pabOTaHHOTO
JeTBIPEeXOKNCHIO pyTeHNA. Ha MUKpockonmueckoi
kaptuHe npu 6one3nu omre I Tuna HabMOKATNCH
XapaKTepHbIe 3/1eKTPOHHO-I/IOTHbIE HelTaMe I pHble
I[e/IV U He3peyble TaMe//IsIpHble MeMOpaHbl, OTCYT-
crBylomre B ciydae 6omesnu lome I v ITI Tumos [24].
Takum 06pasoMm, MosIBIeHME XapaKTePHBIX M3MEHEH T
YIBTPACTPYKTYPBI SIUAePMICa ABNAETCA pAaHHUM
U cnenupu4ecKuM JUAarHOCTUYECKUM UHCTPYMEH-
TOM, IIOMOTAIOLIVM ITpoBecTy fuddepeHraTbHYIO
IMarHOCTHUKY.

WUHcTpymeHTanbHaa guarHoctuka 6onesHum lowe Il Tuna

Hawnbonee nHGOpMaTUBHBIMU METOAAMMU [JISI OIIpe-
HelleHUs COCTOAHUSA BHYTPEHHUX OPTaHOB IPU
6onesnu l'ome apngorca MPT u KT, ogHaxko, gns
4aCTOro IPUMMeHEHNUs OHU He MOAXopAT [14]. s au-
ATHOCTUKM ITaTOJIOTUY TIEYEHN U OLEHKM TUHAMUKI
[IATO/IOTYECKUX M3MEeHEH NI, 1{e/1eco06pas3Ho mpume-
HATH Y 3-MCCIefoBaHye, KOTOPOE AaeT BO3MOXKHOCTb
oIpefeNnATb, IOMIMO YBeINYEHN A Pa3MepOB IeYeHN
U Celle3eHKI, U3MEeHeHNe UX ITapeHXUMBI, BBIpajkalo-
I1eecs B I'MIIEPIXOTEHOCTU U MEJIKOOYaroBoit gud-
(y3HOIT HEOJHOPOJHOCTH, HAaNN4uUM «y3710B [omex»
Pa3nMYHOrO pasMepa M 9XOTeHHOCTH (TUIIO-, TUIIEPI-
XOT€HHOCTB). ¥Y3/1b1 [o1i1e yaie 0OHapy )X MBaIOTCA B ce-
JIe3eHKe, HeXXeNMy B IedeHy. TakKe OnpemensiioTcs
MpU3HAKM IOPTAIbHON I'MIePTEH3UY, OffHAKO, TTOCTIe
yAa/leHNs Celle3eHKM, KPOBOTOK B BOPOTHOII BeHe
cHMKaercs [4].

B psfe cy4aeB B KOMIUIEKCHOE 00C/IefoBaHMe TPK
60omnesnu Tome IT Tuma Bxkmo9anTCcsa Metonbl MPT
n KT gns puddepenunanbHoil MArHOCTUKY U UC-
KJII0YeHV s MHOI maronoruu. Tak, B pabore T.R. Lal et
al. coobmaerca o Tom, uto MPT u/unu KT ronossoro
Mo3ra 6bIIM cielaibl 65% MMaLMeHTOB ¢ 00IE3HbIO
Towe, KT/MPT 6proursoit nonoctu — 33% u MPT mo-
3BOHOYHNKA — 5% 60nbHBIX. ITouTy MonoBMHeE meTen
cliesiany peHTTeHOKOHTPACTHOE UCCTIefloBaHe C IIpu-
eMoM 6apusi BHYTPb [25].

MPT-uccnefoBanme medeHu 1o cpoei nHpopma-
TUBHOCTU COIIOCTABMMO C TMCTOJOTMYECKUM aHa-
nusoM. [Tporokonsl ckauumposanns T1-BY, T2-BU,
T2 paoT BO3MOXHOCTh JUAarHOCTHUPOBATh Ppubdpos,
>KMPOBOIJI I'eraTos, FeMOCU/IEPO3 U APYTYIO COMYT-
cTBylouyio maronoruio. MPT npennouturenbHa ans
OIIpefie/ieH sl pa3MepOB IIeYeH Y 1 CelIe3eHK, @ TAKXKe
/15 MOHUTOPVHTA COCTOSHUSA AL MeHTOB C 607Ie3HBI0
Tomre. Y3161 B medeHM, XapaKTepHBIE A JAHHOTO
3aboneBaHus, Ha cHUMKax MPT xapakrepusyorcsa
M30MHTEHCUBHOCTDIO [0 OTHOIIEHNIO K [T€YEHOYHON
apeHxmuMe, 1160 TUIOMHTEHCUBHOCTDIO CUTHAIA

npu T1-BV-nipoToKosie 1 TMIIepMHTEHCUBHOCTBIO IPU
T2-BU-uccneposanun. Ilocne ynaneHus ceneseHKn
MO>KeT Pa3BUBATbCs HeOOpaTUMOe U3MEHEHe Iede-
Hu. B cenesenke Ha MPT ompepensioT Menkue nan
OOIIMpHBIe 0Yary CKOIIeHuA KneTok l'ome u gaH-
HBIJI MeTOJ, HanboJjiee JOCTOBEPHO ONpefieNnsaeT U3-
ME€HEHMA B OpraHe. Y3/Ibl XapaKTepU3YIOTCA HU3KOI
MHTEHCUBHOCTHIO Ha T2-MPT-usobpakeHusx, a Ha
muddysnoHHO-B3BEIIEHHBIX CHUMKAX UX K03 duiu-
eHT Auddys31n 3SHAUNTETBHO OTIMYALTCS OT TAKOBOTO
I OKpy>Kalollleil mapeHXuMbl. VIHOrfa B cenesen-
Ke OIpefeNnsoT o4aru MHGapKToB. Vcronb3oBaHme
MeTofa MP-crekTpockonum no3BonAeT onpeenaTh
YPOBHI METaOOINTOB I CTYXKUT IIOTI€3HBIM CLIOCO60M
MOHUTOPYMHTA 3P PEKTUBHOCTY 3aMECTUTENBHOI dep-
MEHTHOI1 Tepanuu [26].

Komuplotepras tomorpadus (KT) B memom mc-
IIO/Ib3YeTCA /1A TeX XKe 3aflay, 4TO U APYyTrye MeTOHbI
Busyanusanuu. B vactroctu KT npumendAroT gns
olpefe/leHN A I'PaHNL] IeYeHN M CeTIe3€HKM, U3MEePEeHUA
nx obpema. Taxoxe KT npuMeHsieTcst 115 AMAarHOCTUKI
IIOpa’KeHMIT OPTaHOB ¥ ONpeJie/IeHNs CTeIIeHN TsXe-
CTU IOBPEXJEHM A edeHN, [ fuddepeHInaym ro-
IIEPOMBI OT IPYTUX 06'beMHBIX 06pa30BaHNIL, B IIEIAX
KOHTPOJIA IPOBOAMMOI JIEKapCTBEHHOM Tepanuu. s
oleHKM puOpo3a IedeHM U ero pacCpoCTPaHEHHOCTI
UCIO/Ib3YIOT METOR 371acCTOrpaduy Ha OCHOBE Y/IbTPa3-
BykoBoro unu MPT-uccnegoBanus [27].

PeHTreHOBCKOE MCCIeoBaHMe OePEHHBIX KOCTeN
103BOJIAET OOHAPY>KUTD KONMOOBUAHYIO feOopMaIiiio
OpreHMeiiepa, MeJIKOOYaroByI0 JeCTPYKINIO KOCTH,
OCTEOIIeHNIO, TPU3HAKM 0CTeonopo3a [7].

KocTHas feHcuTOMETpUA M CUUHTHOTPadUA KO-
creit 99mTc npu 6one3nn Toute II Tma 06BIYHO He
aKTya/IbHBI, IOCKO/IBKY 00Ie3Hb Pa3BMBaETCA PaHO,
IIpOTeKaeT OYeHb OBICTPO ¥ HAUMHAETCS C CMMITOMOB
remaToCIIeHOMeTaIny, BONAHKY U Ap. VccnenoBaHue
KOCTHOII TKaHM 607ee o6ocHoBaHbI mpy I u ITI Tnnax
3aboneBanns [14].

NMpeHaTanbHana gnarHoctnka 6onesHu MNowe Il

B mocnepgHue rogpl aKTMBHO BHEPANIACH IIpeHATATIb-
Has guarHocTuka. GepMeHTaTUBHBIN aHAIN3 KJIETOK
I/IOZa O/TyYeHHBIX 3 BOPCYHOK XOPUOHA NPV aMHU-
olleHTe3e, IPOBOUTCS Ha 16 Heflene GepeMeHHOCTH.
Kak BapmaHT UCIIONB3YIOT NYIIOBUHHYIO KPOBb /N

KY/IbTUBUPOBAHHbIE KIETKM aMHUOTUYECKO KUTKO-
cru. 3uanne mytanuiit JHK y mpo6annoB mmu retepo-
3UTOTHBIX POAMTENEN TO3BO/IAET IPUMEHATD aHAIU3
myTtaunit JHK. [1n4 nogTBepKaeHnA UCIIONb3yeTCsA
reHeTudecKas JuarHocTuka [2, 28].
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B ocobeHHO TsKebIX cnydasnx 6omesns lome II
THUIIAa pa3BMBAETCS Y)Ke BO BTOPOM TpuMecTpe bepe-
MEHHOCTH Y IJIOAA, YTO OTIpefie/IAeTCs B OCHOBHOM Ha-
nruneM BogsHKM. R. Sarfati et al. coobmiaoT o paHHeit
[peHaTaabHOI AMATHOCTVIKE JAHHOTO 3a00/IeBaHmM s
y 24-HeflennbHOTO TINOAA. Y3-MCCefioBaHMe Ha 24 He-
Tiete 6epeMeHHOCTH ITO3BOJIIIIO ONIPEHE/TUTD TSKETYI0
BOJISTHKY IIJIOfia, BK/TIOYas OTE€K KOXKM, JIBYCTOPOHHMII
TUPOTOPAKC, ACLUTUYECKYI0 XXUAKOCTD U peTanb-
HYIO TUIIOKJHE3NIO C HENIOABV>KHBIMY KOHEYHOCTSA-
Mu B nose ¢excun. XKenynok miona Bu3yannsoBaTb
He ypanoch. Kapuorumn njaoga 651710 HOpMaabHBIM,
a aHa/NN3 Ha pAJ BUPYCHBIX aT€HTOB MOKa3asl OTpu-
LjaTe/bHble pe3ynbTaThl. [ledyeHb Obla yBeanYeHA.
BriocnepcTBUY IpY IUCTONIOTMYECKOM VICCIIEOBAHN
HevYeHV, HAAMOYeYHNKOB APYTMX OPTaHOB ObIIM OOHA-
PY’KeHBI XapaKTepHbIe KJIeTKM, CBUIeTeTbCTBYIOMIVE
o0 6ome3HN HaKoITeHU [9]. DTH e aBTOPHI ONMMCANN
BTOPOIJI C/Iy4ali C TON e XKEHIIMHO, KOTOpasA CHO-
Ba 3abepemenena. Eit cnenanu Y3U Ha 15-it Henene
M OGHAPYXXM/IM CHVDKEHHYIO IO BV>KHOCTD IIIOfA,
KOTOPBIiI MOP(OIOrNYeCcKy BBIITIAAET HOPMaIbHBIM.
Ha xyn1pTBMpPOBaHHBIX aMHUOTUYECKNX KIeTKaX
oIpefienyIy AKTUBHOCTD (3-IIMKO3MAA3bI, KOTOpas
okasanach o4eHb HM3KOI (0,2 MKKaT/Kr 6enka, mpu
HOpMe >44), NOATBep>X/jasi IOK03PeHUsI O HATUINN
6onesnn lomre y mioga. Ha 19-it Henene o6Hapyxu-
JINCh TOJICTasI KOXKa ¥ aCIUTUYECKas XULKOCTD, YTO

3aKknwuyeHune

PaccMoTpeHHBIe B HacTOsAIIel CTaTbe JJaHHbIE JIN-
TepaTypPHBIX MCTOYHUKOB EMOHCTPUPYIOT, 4TO 60-
nesub Tome II Tuma ABasAeTCA TAXKENBIM 3ab0IeBa-
HJEeM C IJIOXVM IPOTHO30M, MajIo IOA A0 eMCs
Tepanuu. JJo CuX IOP CYLIeCTBYIOT GOMbIINE TPYS-
HOCTM B [UaTHOCTMKE JaHHOJ aTOIOI MM, TIOCKOIbKY
B NIpaKTUKe Bpaya OHAa BCTpedYaeTCs Ype3BbIvali-
HO pelKO, 1 He BCe 1abopaTopuy BIAJEI0T CIIeL M-
¢drdecKkMMyU METORAMM, CIIOCOOHBIMY ITOCTABUTD
OKOHYATeNbHYI0 TOYKY B imarHo3e. TeM He MeHee,
y>Ke Ha ypOBHe IIPeHaTaTbHOTO yIbTPa3ByKOBOTO
UCCTIeIOBAHMS MOKHO 3aII0[J03PUTh 60/€3Hb HAKO-
IeHn y mwioga. Hanuvme BogssHKY, renaTocIe-
HOMeTa/IUM, YTONIEeHN KOXXHBIX TIOKPOBOB, JJC-
MopduM muna [OKHO HACTOPOXUTD KIMHUIIMCTA
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