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Pedepar

Beenenue: [MCTHOIIMTO3 — HEOLHOPOLHAS I'PYyNNa peAKUX 3a60eBaHUN HESICHOM 3THOJIOTHH, B OCHOBE
KOTOPBIX JIEXHUT Mponndepanus KIeToK, IPUHAMIEXAUUX K CHCTeMe GparolUTUPYIOLIUX MOHOHYKJIEAPOB U
OEHIPUTHYECKUX KIIETOK. JIaHrepraHcokieToYHbl ructuonnutos (JIKT) siBisieTcss caMbIM pacrnpocTpaHEH-
HBIM BAPHAHTOM M3 BCEX TMCTHOLMUTO30B 1 OTHOCHUTCS K MOTEHIIMAIBHO CMEPTENbHBIM 3260/I€BAHUSIM, B HC-
X0Jle KOTOPOro UMeeT GOoJbLIOe 3HaYeHHe PAHHSIsI TOCTAHOBKA ArarHo3a. Ha maHHBI MOMEHT POJIb siiepHOH
MepnuuuHbl B fuarnHoctuke JIKT He onpenenena. B nabopatopuu panuonsoronHoi guarnoctuku HMULL on-
kosoruu um. H.H. BroxuHa HaKoIJIeH MHOTOJIETHUM oNbIT HabmoaeHus nerer ¢ JIKT.

[lenb: [IpoBeCTH PeTPOCIEKTUBHBIN M MPOCMIEKTUBHBIN aHATU3 PE3Y/IBTATOB OCTEOCLUUHTUTPAPUH Y Tep-
BUYHBIX MaLHeHTOB ieTCKOro Bo3dpacta ¢ JIKI u paccyuTaTh [UATHOCTHYECKYIO 3P PEKTHBHOCTD OCTEOCLIUH-
turpaduu.

Marepuan u MeTonbl: [IpoaHanu3upoOBaHbl pe3yabTaThl UCCIe0BaHNUN 60 MepBUYHBIX TALIUEHTOB C BEpPHU-
¢unmpoBanubim guarsozom JIKT ¢ 2014 r. mo 2019 r. Ckanuposanue Ha Tomorpade Symbia E, T2 (Siemens,
TepMaHuUs) IPOBOAUIIM B PEXUME «BCE TeJI0» ¢ 0cTeoTponHbiM PDIT PMTc-rexnepopom uepes 3 4 mocrie B/B
BBefeHMs1. CpeqHUM BO3pacT MallMEHTOB COCTABUII 5,6 JIeT.

Pesynbrarsr: ¥ 60 manueHTOB MpU OCTEOCHUHTUTPadUU GBIIO BU3YyaTU3HPOBAHO 88 04aroB B KOCTSIX C Ma-
TOJIOrMYeCKUM ypoBHeM HakoruteHusi POII. M3 Hux: 84 ¢ MOBbILIEHHBIM YPOBHEM akKymynsuuu (>120 %);
3 c He3HauyuTenbHO NoBbILeHHBIM (100-120 %) 1 1 ¢ moHukeHHbIM (<100 %) ypoBHEeM. CpeiHUI yPOBEHD HAKO-
wieHust POII B matonoruyeckom odare coctaBui 268 %. MakcumanbHeiit - 1422 % y mauunenTa ¢ cy6ToTanb-
HBIM MOpaskeHHeM GeApeHHOHN KocTh. MuHUManbHbId — 60 % y nanueHTa ¢ KPyMnHBIM JIMTUYECKUM 04aroM
B op6ure. [Ipu peHTreHorpadpuu 3apuKCUpoBaHO 97 04aroB OCTEOTUTHIECKON JECTPYKLUHU. Y TpexX MalHeH-
TOB C MOJTHOCCATIBHON GpOPMON MOpakeHUs IPU OCTEOCUMHTUTPAPUH OGHAPYKEHBI JOIOJIHUTEIbHBIE 09arh
HOpaXkeHHUsl, B AaJIbHEHILIEM [TOATBEPKAEHHBIE pEHTTeHOOrnYecKU. [Ipu ocTeocunHTUrpaduu ObUTH He pac-
MO3HaHBI 8 MATOJIOTMYECKUX 04aros y 8 maliueHTOB.

BoiBopbl: [Tokasatenu guardoctudyeckon apdexruHoctr OCT B BBISIBIEHHH 0YaroB OCTEOAECTPYKLUU
y nepBu4HbIX mauneHToB ¢ JIKI cocrapnsioT: yyBcTBUTENbHOCTH — 91,6 %, cneunduyunocts — 50,0 %, or-
pullaTeNbHas TPOrHOCTUYECKAs IleHHOCTh — 11,1 %, monokuTenbHast MporuHocTudeckas eHHocTs — 989 %.

Kiaro4deBble ciioBa: ﬂanaepaancomlemounblii cucmuouyumoas, OHKoneauampuz, ocmeocqunmuzpaql)uﬂ

Hnast nutuposanus: Kpeuios A.C., PerxkkoB A.Jl., Kacnmuk C.M., Kpeinosa M.A., Cranskuna E.E., [Jon-
ryud M.B. Posib ocTeocuuHTHUrpaduu B JUACHOCTHKE MEPBUYHBIX MALUEHTOB NETCKOTO BO3pACTa C JIaH-

repraHCcoOKJIeTOYHBIM IHCTHONNTO30M. OHKOJIOTHYECKHH XypHAT: lydeBasi AUArHOCTHKA, JIydeBas Tepamnus.
2020;3(1):21-37
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BBeneHnue

I'mcTHOUTO3 — HEOAHOpOAHAas TIpylna
penkux 3ab60/leBAHUM HEU3BECTHOW 3TUOJIO-
MU, B OCHOBE KOTOPBIX JIEXXUT nponudepanus
KJIETOK, IPUHAIEXALIUX K cucTeMe parouu-
THPYIOLIMX MOHOHYKJIEApPOB MOHOIIUTapHO-
MakpodaraabHOH CUCTEMBI U AEeHAPUTHYE-
CKHX KJIETOK.

Beigensilor 6Gonee  pacmpoCTpaHEHHYIO
rpynny TUCTHOIUTO30B M3 KijeTok JlaHrep-
raHca, a Take CyILIeCTBEHHO peXe BCTpeya-
I0IlMecs THCTHOLUTO3bl HeJIaHrepraHcoBOrO
THUNA U 3JI0KaYyeCTBEHHble T'UCTHUOLHTapHbIE
3aboneBanus [1]. IIpomno 6onee 100 et ¢ mo-
MEHTa IEepPBOro OMHCaHUs 3aboneBaHWs. 3a
3TO BpeMs ObII [OCTUIHYT OIpeeeHHBIH
nporpecc, INPEeUMYIIECTBEHHO Kacalolluu-
Cs ONHCAHUS KIWHUYECKOW KAapTHUHBI U Jle-
yeHHUs1 3aboJieBaHUS, HO B MeHbIIEH CTeme-
HU — MOHUMaHUS IPUYMH U NaTOQU3UONIOTUH
npolecca.

BriepBbie 60Jie3Hb OMMCAN AHTTTUHUCKUU
natonor Tomac Cmut B 1865 r. (BapuaHT 60-
nesuu Xeupa-Llwonnepa-Kpucuena). Iloske
JI. Nuxtenwrtedn u X.Jl. Sddde B 1941 1
NpeNIOKUIN TEPMUH «303UHOUIBHAS Tpa-
Hylema», a yXe B 1953 r. 6blI0 mpenyioxe-
HO OOBENUHHUTH 303MHOPUIBHYIO T'paHyIe-
My, 6one3nu Xenpa-lllwonnepa-Kpucuyena wu
A6ra-JlerTepa-CuBe moa o6IIMM Ha3BaHU-
em «ructuuuTto3 X». C 1973 r. yTBepX/aeH U
NEeWCTBYeT TEPMHUH «T'HCTHOIMTO3 U3 KJIETOK
JlanrepraHca». OfHO U3 MepPBBIX ONUCAHUMU
ructuonuros3a B Poccuu oTHocutca K 1982 r.
[2].

['ucTtonornyeckas KaaccUPUKANMs THU-
CTHOLMTO30B IOJApa3yMeBaeT [eJieHHe Ha
ABe rpynnel. Jlanzepeancosble 2UCMUOUU-
mo3bl: 6one3np A6Ta-Jlerrepepa-Cuse, 60-
ne3up Xenpa-llwonnepa-Kpucuyena, 6osesHb
TapaTbiHOBa (303MHOQUIBHAS TpaHyliema) H
BPOXAEHHBIM CcaMoOpa3pelaoluics peTUKY-
JOTUCTUOLUTO3. Henaneepzancosvle 2ucmuo-
uumo3sl MpeaCcTaBiIeHbl 60oee pa3HOO6pa3HO:
IOBeHWJIbHASl KCAHTOTpaHyleMa, JUCCEMHUHHU-
poBaHHass KCaHTOMa, MAO0OpOKayeCTBEHHBIH
nedanbHbIi THCTUOLUTO3, THCTHOLHUTO3 U3
KJIETOK POMEXYTOYHOTO THUIa, HEKPOOHOTH-
yeckasi KCAHTOrpaHyjleMa, TreHepaJu30BaH-
Hasi 3pyNTHUBHAS TMCTHOLUTOMA, CUHYCOBBIU
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TUCTHOLMTO3 C MacCHUBHOU nuMdaneHonaru-
el (6onesup Pozau-Topdmana).

Knunuyeckas kaaccudukainus Moapas-
yMeBaeT paspesneHue Ha $OPMBI MOpPasKEHHUs
cucTeM u opranos [3].

I. MoHocuctemHas $opma:

1. EguHuYHOEe TOopa’keHHWe OMHOU aHATO-
MHYECKOU o6nacTu (oguH nuMbaTHYeCKUU
y3es, Koxa, 1erkoe, runo¢pus, KOCTh).

2. MHOXeCTBEHHOe TMOpaXXeHHWe OfHOU
AHATOMMUYECKOU o6yacTH (HeCKOJNIbKO nuMda-
THUYECKUX Y3JI0B, OY4aTH B KOCTSAX).

II. MynbTucucteMuas ¢popma.

1. BoBieyeHue BYX U Gojlee opraHoB 6e3
IPU3HAKOB OPraHHOM AUCHYHKIHUH.

2. BoBneyeHue paByXx Hu 6ojiee OpraHoB
C MpU3HAKaMHU OpPraHHOM JUCPYHKIUH.

a) Bpicokui puck (HebGnaronmpusTHBIN
IIPOTHO3): BOBJIeYeHUE OLHOTO U Gosiee op-
raHoB pHcKa (me4yeHb, JerkKue (3a HCKIIIO-
yeHrneM AMepukud u EBpombl), cene3eHka,
KOCTHBIM MO3T).

6) Husku#t puck (61aronpusiTHbIA Mpo-
rHO3): BOBJIEYEHHE IPYTHUX OPTaHOB.

B HacTosillee BpeMs CYIIeCTByeT He-
CKOJIBKO MEX/YHapOAHBIX NPOPeCcCUOHAb-
HBIX COOOIIEeCTB, 3aHUMAIOIIUXCSA MpobIe-
MOHM H3y4YeHHsI THCTHOLUTO3a: AcCCoLHALUs
ructuonuro3a (Histiocytosis Association —
www.histio.org), OOuecTBO THCTHUOLHUTO30B
(Histiocyte Society — www.histiocytesociety.org)
u EBpomelickoe 001EecTBO THCTHOLUTO30B
(Euro Histio Net — www.eurohistio.net).

Ha catite EBpomnelickoro obujectTBa rucTu-
OLIMTO30B AOCTYIHO PYKOBOACTBO 110 JUATHO-
CTHKe, KTNHHUYECKOMY 00C/IeIOBAHUIO U Jlede-
uuio JIKT B meTckom Bo3pacTte (Bepcus 1.1) [4].
CrnenyeT NMOAYEPKHYTb, YTO pa3paboTaHHBIE
B HEM peKOMeHIanuu 0QUIIHAJIBHO HE 3aperu-
CTPUPOBaHBI B KaKHUX-THUOO COBMECTHBIX Ha-
[[MOHAJIPHBIX WJIM MEXAYHAPOJHBIX HCCIIENO-
BaHMSX UM KIMHUYECKUX UCTIBITAHUSIX.

B Poccum cymecTBYOT yTBepXAEHHBIE
«DenepanpHble KIMHUYECKHE PEKOMEHALUU
[0 NUATHOCTHUKE W JIEYeHHUI0 THCTHOLUTO30B
n3 kyueTok JlanrepraHca» ot 2014 r., KoTopble
Ha JaHHBIM MOMEHT He IMOJHOCTBIO OTpaxa-
I0T COBpEMEHHbBIe MOAXOAbl K NUAaTHOCTHUKE U
Tepanuu.

JIKT y perel sBnsieTcs Hauboyee pac-
IPOCTPaHEHHBIM K3 BCEX T'UCTHOLMUTAPHBIX
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HapylleHUH U BO3HHKaeT, KOrja OpraHu3M
HaKalIUBaeT CJIHWIIKOM MHOIO He3pesbIX
kneTok JlaHrepraHca (MOATHUN JIEMKOIIUTOB),
KOTOpble IIOMOralT OpraHuamy 60poThbcs
c uHdekuuei. IIpu pas3BuTuU 3aboneBaHUS
HabnonaeTcss U306BITOYHOE HAKOIJIEHHE KIe-
ToK JlaHrepraHca B pas3/JIMyYHBIX 4acTIX Tea,
c o6pa3oBaHHEM OIYXOJIEBBIX Y3JI0B M MOpa-
>KeHHeM opraHoB. [IpuyunHa 3a607€BaHUS [0
KOHIIA He U3y4yeHa. Beljio mpoaHalu3upoBaHO
MHOTO $aKTOPOB, BIUSIOIINX HA PA3BUTHE 3a-
6oseBaHUs, BKJOYasi BUPYChl, TOKCUHBI, Ha-
C/IEICTBEHHOCTh U PErvuoH MPOXHBAHUS, HO
CBsI3M HaWTH He yhanock. EcTh naHHBIE 06 ac-
connanuu mytauuu V60OE B rene BRAF npu-
MEpHO B INOJIOBUHe ciy4aeB pa3Butus JIKD
[5]. OkcrepThl MO-MPEeXHEMY PaCXOASITCS BO
MHEHUSIX OTHOCUTEJIbHO TOrO, SIBJIseTCS JIU
TUCTUOLUTO3 PAKOM HJIU HeT.

CuuTaercs, 4TO CTAaTUCTUKA HEAOCTATOY-
HO TOYHO PUKCHUPYET KOJIMYECTBO MALHEHTOB
¢ JIKT, mockosbKy y HEKOTOPBIX INalMEHTOB
CUMITOMBI 3a00JI€eBaHUSI MOTYT OTCYTCTBO-
BaTh, & y APYIHX OLIMOOYHO HNPHUHUMAIOTCS
3a TpaBMY WJIHM APYTyl0 natojorum. bone3He

Ta6nuua 1
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yalle pasBuBaeTcsi B Bodpacte 1-3 ysieT U Mo-
KET TPOSBISITHCS B BHME MOPAXKEHUS KOXH,
KOCTel, TUMAaTHIECKUX Y3JI0B, MEYEHH, JIer-
KHX, CEJIe3€HKH, TOJIOBHOIO MO3ra (B 4aCTHO-
cTH runodusa) ¥ KOCTHOTO MO3ra.

B pa3/iiMyHBIX UCCIIEJOBAHUSX COOpaHA UH-
dopmanus, yKasplBawLlas, YTO MOPAKEHHE
KOCTeH MPOUCXOAUT MpUMepHO y 78 % mauu-
eHToB c JIKI' u yacTto c BOBIeYeHHEM 4Yepe-
na (49 %), 6egpennbix u KocTek Tasza (23 %),
kocte ronenu (17 %) u pebep (8 %). Koxxubie
nposisnenust JIKI nabnwogaiorcs y 50 % ma-
HUeHTOB. [lopakeHue JIETKUX HabomaeTcs
pexxe —y 20-40 % nmanuenTos, y 30 % nauuen-
TOB MOPa>kaTCsA TUMPATUIECKHUE Y3ITBL.

KnuHudyeckure MNpOsiBIeHUsS 3a60JIeBaHUsA
3aBUCAT OT JIOKaaM3aluu npouecca. [Iporuos
BBIKUBAEMOCTH Pa3/IMY€H U 3aBUCUT OT MHO-
rux ¢pakropos. YeM B Gosee paHHEM BO3pacTe
Hayajoch 3a60/IeBaHUE, TEM [IECCUMUCTHUYHEE
ero nporuos. [Jpyrue ¢pakTOpPbI, BIUAIOIINE HA
NPOrHO3, BKIYAKT B ce6s TUI 3a60/I€BaHUS,
IJI0Iaib MOPa>keHUsI KOXH, BOBJIEYEHHOCTH
B MaTOJOTHYECKUM MPOLECC BHUCLEPATBHBIX
OpraHoB U OTBET OPraHMW3Ma Ha MPOBOJUMYIO

OudPepenuuansuas guarnocruka JIKT ¢ gpyrumu 3a6oneBaHUsAMHA
M NATOJIOTUYE€CKMMHU COCTOSSHUSAMU

Differential Diagnosis for Manifestations of Langerhans Cell Histiocytosis

Opran Jlokanusanus

HuddepeHuyanbHbIil AMAaTHO3

Koctu Tlo3BOHOYHUMK

Capxoma OuHra, cenTmyecKkmit 0CTeOMUETNT, XPOHNYECKUI pellUAVBUPYIOII
MYIbTU(OKATIBHBII OCTEOMIEINT, IefKeMus, TuMdoMa, aHeBpU3MaIbHasi KOCT-
Has KJCTa, KCAaHTOTPaHy/IeMa, OCTeOIOopO3

Bucounas xoctb

XpOHI/I‘{CCKI/[ﬁ Cpe,lIHMf/l OTUT, MaCTOUJUT, XO/IeCT€aTOMAa, CApKOMa MATKUX TKaHel

Op6uta

Octpas undexiys, fepMongHast KICTa, pabIoM1ocapKkoMa, HeilpobmacToma,
6ome3Hp Dppxaitma—decTepa, ICEBIOBOCIIAIUTENbHAS OIIYXO/Ib

I nuHHbIE

Ocreomuenut, XPMO, aneBpu3ManbHas KOCTHasA KICTA, aHTMOMATO3 KOCTel
Tpy6uarbie kocTi | (60/me3unb Topxema), BOMOKHUCTAS AUCIIIA3Ms, aTUMINYHAs MUKOOAaKTepyanbHast
nHGeKIVs, 0OCTeoreHHas1 capkoMa, capkoMa IOunra

Koxxa

Tokcuueckast apuTema, IPOCTON repIiec, BeTPsiHAsI OCIa, ceGopeiiHbIil JepMaTuT,
MacCTOLMTO3, KCAHTOIPAaHYy/IEMa, CaMOpa3peIIAI0IINIICA PETUKYIOTMCTUOLUTO3
Xanmmoro-ITputikepa, Heitpo6macToMa, eKeMusI, 4eCOTKa

JIérkme

MukobakTepyuaabHble MK JPyTue IeTOYHble MHPEKLNY, CApKOU03, TUMPaHINO-
TeftoMuocapkoMa (TOMbKO Y MOTOABIX >KEHIIH), CenTUYecKast aMO0mus

Ileuennp

XpoHMYeCKNiT XOMAHTUT, METAOOINYECKIIT CUHIPOM, TeIIaTIT;
Omnyxomu, cuapgpoM Peite, XpoHMYeCcKoe BOCIIaNUTENbHOE 3a60/IeBaHIe KUIIeTHN -
Ka, HEOHATaIbHBIN reMOXpOMaTO3
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Tepanuio. JIeTalbHOCTh YBENUYUBAETCS MPU
NPOrpecCUpPyIOLUleM TedyeHUH 3abosieBaHUs
WJIM HAJIMYUU OCJIOKHEHUM, KOTOpPble BKIJIIO-
yaioT B cebs ckeyieTHble HedeKThHl KOCTEH U
3y60B, HeCaxapHBIU AUabeT, APyrue SHAOKPHU-
HOMATUH, TOPaKeHUe JIETKUX, CEpPALa U LeH-
TpaJibHOW HEPBHOU CUCTeMbl [6]. B 3aBucu-
MOCTH OT BOBJIEYEHHOCTU OPraHOB U CHUCTEM,
CIeKTP KJIMHUYECKUX CHMIITOMOB IIHPOK
U 4yacTo TpebyerT paciiMpeHHOU guddepeH-
UAJIBHOW OUATHOCTUKHA CO MHOTHMH OHKO-
JIOTUYECKUMHU U OPYyrUMU 3a00J€BaHUSIMHU
(rabn. 1). BakHBIM acneKToM 3a60JIeBAaHUS
aBasieTcss To, 4to y 30-40 % manueHTOB MO-
I'yT pa3BUBATHCS OCJIOXXHEHU S, CEPbE3HO BIIU-
SI0IlMe Ha Ka4yeCTBO MX XU3HU. [IpuMepamu
SBJISIIOTCS HEHUPOIHAOKPHUHHBIE OePHUIUTHI
(HecaxapHbI¥ nuaberT, Kak ClefACTBHE UHPUITb-
Tpauuu KjieTkamu JlaHrepraHca runoTanamy-
ca unu runodusa), OPTONeAUYECKHUE OCIIOXK-
HEHUsI, XpOHHYeCKass AUCPYHKLHUS JIETKUX,
HEBPOJIOTUYECKHUN HWJIM HEUPOICUXOIOTHYE-
CKUM NePUIHUT, CKIEPO3UPYIOUUH XONAHTHT,
noTtepsi 3y60B U [IyX0Ta. B IIUTOBUIHON Xe-
ne3e MOryT GpOPMHUPOBATHCS FPAHYIEMBI, YTO
NPUBOAUT K Pa3BUTHIO TUTIOTUPe03a. O6BIYHO
nmopa’keHue MUTOBUHOMN XeJie3bl COYeTaeTC s
c HecaxapHbIM fuabetom [7].

I[ToctanoBka nuarHosa JIK[ pomxHa 6a-
3UPOBATHCSI UCKJIIOYHUTENBHO Ha THCTOJIOTH-
YeCKOM M HMMYyHorucroxumudeckom (MI'X)
HCCJIeJOBAHUN OUOTITaTa MOBPEXAEHHOW TKa-
HU. [TanueHTaM, He UMEIOIIUM TUCTOJOTHYeE-
CKH TOATBEPXKAEHHOTO JUAarHO3a, HEOOXOIUM
KOHTPOJIBHBIM OCMOTpP, IO KpalHeu Mepe,
B TeYEHHUE CIEeAYIOIIUX 6 MeC, YTOOBI MOBTOP-
HO paccCMOTpPeTh HEOOXOAMMOCTb OHOICHH.
[naBHOW [UATHOCTHUYECKOW OCOOEHHOCTHIO
aBNnsgeTcs Mopdosorudyeckas HUOEeHTUPUKA-
sl XapaKTepHBIX KIeTOoK JlaHrepraHca, HO
[Jisi OKOHYaTEeNbHOTO [HarHosa Tpebyercs
MOJIOKUTEIbHOE OKpallWuBaHUE KJIEeTOK Ha
CD1a u CD207 (JlaurepuH) [4]. DnekTpoHHas
MHKPOCKOTIHSI 0OOJibllle He pPeKOMeHAYyeTCs,
MOCKOJIBKY OBIJIO MOKa3aHO, YTO 3KCIIPECCHS
JlaHrepHHA HOJIHOCTBIO KOPpPENHPYeT C MpPH-
CyTCTBHEM Ha 3J€KTPOHHOW MHKPOCKOIHUH
rpanyn Bupbeka, KoTopble paHee CUUTATUCH
ONHUM U3 KpPUTEpPUEB, HEOOXONUMBIX [JIsi
OKOHYATeIbHOU MOCTAHOBKH IUATHO3a.
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[Tocne Toro, Kak OBIJI MOCTABJIEH JUATHO3
JIKT, Ba>kHO coOpaTh LOMOTHUTENBHYIO 6a30-
By HHPOPMAILUIO, YTOOBI MPUHSITH pPeLIeHHE
0 BUJe Je4YeHUs1. AHAMHe3 [OJI’KeH BKJII0YaTh
nHGOpPMaIIHI0 O XapakKTepe U MPOAOIKUTENb-
HOCTH CUMIOTOMOB. OCOGEHHBIMHU CHMIITO-
MaMH, KOTOpble HEOOXOLUMO BBISIBUTH, SB-
nswTCsA: 60Mb, OTEK, KOXHas ChIlb, OTOpes,
pasgpakMTeNbHOCTDh, JIMXOpajaKa, IoTeps
anmeTuTa, AUapesi, IOTepsl Beca UM IIOXas
npubaBKka B Bece, HapylleHHEe poOCTa, MOJIH-
AUICHUs], TOJIUYpPHUsi, U3MEHEHUs YPOBHS aK-
THUBHOCTH, OJBIIIKA, a TaKXe MOBefleHYeCKHUe
Y HEBPOJIOTUYECKHE N3MEHEHHUSI.

B HacTosiliee BpeMsi HeT creluPpUUIECKO-
ro 6MOJIOruYeCcKOro Mapkepa aKTHBHOCTH 3a-
6oneBaHUs, OJlHAKO CYLIECTBYEeT 3KCIEPTHOE
MHEHHE B OTHOLIEHHWHU TOrO, YTO OHMOXHUMHUYE-
CKasli U pajiuoJIoru4yecKas OleHKa IpHU MocTa-
HOBKe JMarHo3a JokKHa 6a3upoBaThCs Ha Ta-
KHX aHa/lIu3ax, Kak: O0IUi 1 OMOXUMHUYECKUU
aHaIW3 KPOBH, BKIIIOYAIOIIUNA 3JIE€KTPOJIUTHI,
Koarynorpamma, Y3U OprouiHod MOIOCTH
(ocobeHHO mJIst meTed MIIAAIIEr0 BO3pacTa),
peHTreHOrpaMma rpyiHOH KJIETKH, peHTTeHO-
rpamMma depemna M, Ipd HEOOXOLUMOCTH, APY-
T'MX OT[IeJIOB CKeJleTa.

13 pyKoBOAcCTBa ClIefyeT, YTO ApPyrue me-
TOABI BHU3yaJM3allMM, TaKHe KaK CKaHUpPOBa-
Hue ckeneta, [IDT u MPT, He siBAsitoTCSA anb-
TepHATUBOM CTaHOAapTHOW peHTreHorpadpuu
ckenera. [IpakTuyeckas poyib 3TUX HCCIENO-
BaHUM B puarHoctuke JIKI' Bce eme wusyua-
ercsi. B yacTHOCTH, WHpOpMALHsA, TOTYYEH-
Hasl NpU CKaHUPOBAaHHUHM KOCTeM, He HOJIXKHA
paccMaTpuBaThCs B KadyecTBe OCTOBEPHO-
ro KpHUTepusi CTagupoOBaHUs 3ab0JIeBaHUS.
[I5T-uccnenoBaHue CYMUTAETCSA CAMBIM 4YyB-
CTBUTENBHBIM (QYHKIMOHAIBHBIM TECTOM,
UCIIOJIB3YEMBIM [JIs1 OLeHKHU 3PpPEeKTHUBHOCTH
tepanuu JIKI. Opnako II®T B HacTosmee
BpeMsi MpPOMOJIKAET OCTaBaTbCsl LOPOTOU H
HenoCTymnHOU ycnyrou [4]. He pekomenayer-
Cs MEHSTh PajHOJIOTHUYEeCKHUH METOJ OLEHKH
COCTOSIHMSI KOCTHOU CHUCTEMBI B Ipoliecce Ha-
OMIOoeHUs 32 MALlUEHTOM, TaK KaK 3TO MOXET
NPUBECTHU K PACXOXEHUI0 JUAaTHOCTUYECKUX
pe3yJbTaToB.

BapuaHTBl Tepanuu BapbUPYIOTCS B 3aBHU-
CHMOCTH OT CTENEeHHU U TSXKEeCTH AeboTa 3a60-
JIeBaHMUs, a TAKKe OT OTBETA Ha JIeYeHHe.
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3a mpouenmue roasl B pamkax ObuiecTBa
TUCTHUOLUTO30B OBIJIO pa3paboTaHO HECKOJIb-
KO MEeXAYHapOAHBIX MPOTOKOJIOB JIeYeHUSs
JIKT: LCH-I, LCH-II, LCH-III u LCH-IV.
[TauueHTHl HaOWpanuCh M3 PasHBIX CTPaH, a
pe3ynbTaThl ONMYOIUKOBAHBI B TUTEPATYPHBIX
HCcTOYHHUKaX [8-10].

[Tocnegnuu BapuaHT nmpotokona LCH-IV,
yTBepXaeHHbIH B 2018 1., 6611 pacnpocTpaHeH
Cpefu HaIlMOHAJbHBIX KOOPAMHATOPOB AN
NpefoCTaBJIeHUs 3TUYEeCKHMM COBeTaM C lLie-
JIBI0 YTBEPXK/AEHU .

Kak ynmomuHanocs Bblllle, CyIIECTBYET [Be
obuienpu3HaHHbIe KaTeropuu 3a60JIeBaHUS:
moHocucteMHBId JIKT (BOBjIedeHHE OIHOrO
opraHa WJIM CHCTEMBI) U MYJIbTHUCHCTEMHBIH
JIKT (BoBiieyeHHe ABYX U 60Jiee CUCTEM HIIH
opraHoB). [TauueHTbl C MOHOCUCTEMHOU $op-
MOH IOpaXXeHWsT HMeIOT XOPOIIMH IPOrHO3
SKM3HU, U CUUTAETCs, YTO UM TpebyeTcss MU-
HUMaJIbHOE JIeYeHue, a B psAfe cJydaeB JOCTa-
TOYHO TUHAMHUYECKOT'0 HAOIIOJeHU 1.

TeyeHHe MyJIbTUCUCTEMHOIO THUCTHUOLU-
TO3a SIBJISIETCS HelpeAcKa3yeMbIM IpU MOCTa-
HOBKe JMarHo3a — OT CIIOHTAHHOT'O pa3pele-
HUS [0 MOJHHEHOCHOIO NpPOTrpecCUpOBaHUSA
M JIeTaJbHOrO HCXopa. bBrlno ycTaHOBIEHO,
YTO BOBJIEYEHHOCTb KPUTHUYECKUX OPraHOB,
TaKUX KaK KOCTHBIM MO3I, IeYeHb HJIH CeJle-
3éHKa, IpeJBellaeT MJIOXOM MPOrHo3 3aboe-
BaHUsl. HenaBHUe OOIIMpHBIE KIMHHUYECKHE
HCTBITAHUS IOKas3ajlM, YTO IOJIOXKHUTENbHBIU
KJIMHUYECKHUH OTBET IOCJie NMepBBIX 6 Hef Jie-
YeHHUs SBJSIETCS XOPOIIMM MPOTHOCTUYECKUM
NPU3HAKOM.

[TauueHTH C MOHOCUCTEMHOU GOpPMOI Mo-
paxkeHust 6e3 y4acTHUsI OPTaHOB pHUCKa UMEIOT
O4YeHb BBICOKYIO (> 95 %) BEpOsITHOCTH BBIXKH-
BAHUS NpPU JIEUeHUU IO CTAaHAAPTHOMU CcXeMe,
BKJIIOYAIOlUed BUHOMACTUH U TNIIOKOKOPTHUKO-
CTepOUBl, IpUYEM NOCTIefHHUE MOTYT UCIOJIb-
30BaThCsl B Ka4eCTBE CTAPTOBOM Tepanud [9)].

MexnyHapogHble  yCUIHWA  NOCJIEAHUX
20 et moKasand, YTO KOMOMHUpPOBAHHAS Te-
panusi ¢ BHHOGJIACTUHOM U MPeIHU30JI0OHOM
sBisieTCst 9pPEeKTUBHON Tepamnmuem sl MOHO-
cucteMHoro JIKI. [Ipeneiayinee npocneKTUB-
Hoe uccineposaHue nportokona LCH-III nmop-
TBEPAUIIO 3Ty CXeMy KaK CTaHAAPTHYIO AJIs
moHocuctemuoro JIKT y mauueHToB ¢ U 6e3
BOBJIEYEHHUsI OPraHOB pucKa. TakKe OBIIO IO-
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Ka3aHO, 4YTO [OJIUTEJIbHOE JieYeHHE B MOHO-
CUCTEMHOH rpymnne (MPOROTIKUTENBHOCTH
nedeHus: 12 mpoTUB 6 MecC) CHUXKaeT PUCK pe-
LUOMBa 3a601€BaHUA.

Vmeercss coobiienue 06 yaadyHOM TpUMe-
HEHUU M[eHOCyMaba y B3pPOCJIBIX MALHUEHTOB
c ructuonuTo3oM. OnuceiBaeTcs: 6piCTpast pe-
rpeccust 6071€BOTO0 CUHAPOMa, CHUXEHUE Me-
Tab0IM4YeCKON aKTUBHOCTHU 04aroB He TOJIBKO
B KOCTSIX, HO B JIErKHX, o ga”HHbIiM [IOT/KT.
[To6ouHbIX 3¢ dekTOB He 3adpukcuposano [11].

B oTedyecTBEHHON nUTepaType HMEITCS
HeMHorouuciaeHHble onucanusa JIKI' u vame
BCEro KakK OTAe/IbHble KJIMHUYECKUE CIyYau.

Takum obpazom:

1. IKT' — 4upe3BBIYalHO peaKoe 3aboie-
BaHMe. B pa3HBIX cTpaHax yacToTa BCTpeya-
€MOCTH 3abojieBaHHs KoJiebneTcs oT 2,9 mo
8,9 cny4yaeB Ha 1 MJIH [€TCKOTO HacejleHUS
B roj. Manpuuku 6osneioT B 2 pa3a yaimie. [1o
HallUM pacuyéram, B Poccuu sToT HeAyr mMo-
XeT nmopaxkatsb 10 300 meTel B rop.

2. 3aboneBaHue SIBISETCS MOTEHI|MAJIb-
HO CMepTelbHBbIM, B MCXO/e KOTOPOTO HMe-
eT 60JIblIoe 3HAYEHHE PAHHSS MOCTAHOBKA
MpaBUJIBHOTO AUAarHO3a.

3. CoBpeMeHHbIe OUarHoCcTHUYe-
CKHe U JiedebHBbIe aJTOPUTMBI 10 CHX IOP
COBEpIIEHCTBYIOTCS.

4. B PoccuMm OTCYTCTBYIOT OKCIEPTHI,
BXO[sIIHNE B MeXAyHapogHOe OOILeCTBO IO
n3ydenuwo JIKI, 4To HaknagplBaeT OrpaHU-
YeHHUs Ha OBICTPBIM OOMEH ONMBITOM B HU3y4e-
HUH 3TOro 3a60JIeBaHMUs.

5. B maboparopuu pagHOU30TOMHOU
puargsoctuku HMMWII  oHKojgoruu  uM.
H.H. BrioxyHa HaKOIJIEeH YHUKAJIbHBINA ONBIT
puarnHoctuku JIKT y nmereit (6omee 200 fme-
TeH), HO 6e3 IOJHOIEHHOr0 aHaJliu3a U CO
CIOKHMBLUIUMCSI CYObeKTUBHBIM MHEHHEM O
HU3KOM 3PPEeKTHUBHOCTH OCTEOCIUHTUTPA-
¢uu (OCT) B BU3yanu3auuu UCKITIOYUTETBHO
JTUTHUYECKUX OCTEOAeCTPYKTUBHBIX 0OYaros,
KoTopbie HabnwonawoTcs npu JIKT.

6. IlpencraBneHHass paboTa YHHKalb-
Ha MO KOJMYEeCTBY HCCIEeNOBAHHBIX [ie-
Telt — 60 4YesnoBeK 06CIENOBAHO [0 Hadana
nedenus. Ilo 3apy6GeXHBIM MCTOYHHKAM,
MaKCHMajibHOE€ KOJIMYeCTBO NalUeHTOB,
y KOTOPBIX M3ydajach poJib METOMAOB sifep-
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HOU MenuIUHBI B nuarHoctuke JIKT, He mpe-
BeimaeT 17 yenosex [12].

Llens uccnenoBaHUs — INPOBECTU peTpPO-
CIIeKTUBHBIM M NPOCHEKTHUBHBIM aHaNU3 pe-
synperatoB OCI y mnepBHYHBIX MNAaLUEHTOB
petckoro Bospacta ¢ JIKI' u paccuurars nua-
rHoctudeckyo adpdpexkrusnocts OCI.

Marepuan ¥ MeTOABI

B 1uccnemoBaHue BKJIIOYEHBl NAIUEHTHI
OO Hayaja MPOTHUBOONYXOJEBOrO JIeYeHHUS
¢ MopdONIOTUYeCKH MOATBEPXKAEHHBIM [Ha-
raosoMm JIKT, ycraHoBieHHoMm B matomopdo-
norudeckom oTaenennu HMMUL oHkonoruu
M. H.H. Bnoxuna. PeTpocnekTUBHO IpoBe-
[leH aHa/Iu3 55 BrepBble BBISIBIEHHBIX C/Iy4yaeB
JIKT y nmeteit B Bo3pacTe 1-18 net (18 neBouek
U 42 Manp4yvKka), HaGMIOOaBUIMXCSA C STHBAps
2014 r. mo gexkabppb 2019 r. ¥ UMEIIUX 0Yaro-
BOe MopaskeHHe KOCTHOU cucteMbl. Eme 5 ma-
LIUEHTOB OBIIM BKJIOYEHBl B HCCJIEJOBAHUE
npocnekTuBHO. CpeHUH BO3paCT MaLlMEeHTOB
COCTaBUI 5,6 j1eT.

Yepe3 3 4 mocse BHYTPUBEHHOIO BBefe-
HUSI OCTEOTpPONmHOro paguodapmmpenapara
9mTc-texnedpop (duamen, MockBa) NpOBO-
AUJIOCh HCCe[0OBaHUE B peXUMe «BCE Teyo»
o craHpapTHou mporpamme. CuuHTUrpadUs
POBOJUIACH B MOJIOXKEHUH OOJBHOIO JIeXa HA

Ta6bnuua 3

A.C. KprIIOB u coasT. Ponb OCTEOCLI,VIHTVIrpad)MM B ANArHOCTUKE NepBUYHDbIX NAaLUEHTOB 4eTCKOro Bo3pacrta ...

AOEPHAA MEAULMHA

Ta6nuua 2

BapnaHTH MOpaA’KE€HU KOCTHOM CHMCTEMBI
Y NIanfM€HTOB, BK/IIOYEHHBIX B HMCCIIENJOBAHUC

The Number of Patients with Unifocal
and Multifocal Bone Involvement

Dopma nopakeHnA KonmdecTBo nanueHToB

43

MoHooccanbHas

IlonmnoccanpHas 17

CIIMHEe C KCIOJb30BaHUEM KOJIJIMMATOpa HU3-
KUX dHeprud GOTOHHOrO M3JTyUYEHHs C BBICO-
kuM paspemenueM (LEHR). Mcnonb3oBanace
ramma-kamepa Symbia E unu T2 (Siemens,
lepmaHusi). BBomuMasi aKTUBHOCTH BapbH-
poBajia B 3aBUCMMOCTHM OT MaccChl Teja Ha-
OueHTa U cocTtaBiasana ot 26 pmo 370 MBk.
Jlyuyeble Harpy3ku npu OCI paccuuTbeiBa-
JIA COIJIACHO METOAMYECKHUM yKasdaHusaM MV
2.6.1.3151-13, B COOTBETCTBUU C KOTOPBIMU
s¢dekTuBHAs mo3a BapbupoBana ot 0,7 mo
4,1 m3B. Perucrtpanuss HMOYIbCOB IIPOBO-
gunace Ha OHeprethyeckom nuke 140 xsB.
[IpofOMKUTENBHOCT TMJIAHAPHOTO CLUHTH-
rpadudeckoro ucciaefoBaHus cocrapnusiiaa 10-
15 MUH (CKOPOCTb ABUXEHHUS cTOMA 15 CM/MUH).
Craructuvyeckud aHanui. PacdéTbl Be-
JIMCH TIPH NOMOIIM OHJIAWH KaJIBKyIsITOpa —
http://statpages.org/ctab2x2.html.

HOKaJII/ISaIlI/IH OCTCOACCTPYKTUBHBIX OYaroB y NIAIMEHTOB, BbISAB/ICHHBIX IIPH CIII/IHTI/II‘Pa(l)I/II/I

The Site of Lytic Bone Destruction, Visualized by Bone Scintigraphy

Kocts Kom/[(‘;%c;,lz& 'I?‘){aFOB Konw({g(T:}Tll.a’%A)o)qarOB
Yepen 46 52,3
ITosBOHOYHUK 11 12,5
Tpy6uarsie kocTu 10 11,4
Péo6pa 10 11,4
Tas 5 5,7
Knrouniia 3 3,4
Jlomatka 2 2,3
Ipynuna 1 1,1
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PesynbpraTsl

[Tocre moOnMy4YeHUsS] CUUHTUTPaPUUIECKOro
HM300pakeHUsT BCEro Tejia MPOU3BOAUIIACEH BU-
3yasjbHasl OLleHKAa MOTyYEeHHOI0 H306paskeHusI
C L|eJIbI0 ONpeJie/IeHusl pa3MepoB, KOJIM4YecTBa
Y JIOKQJIMU3alHU 04aroB MaToOJOrM4YeCcKOro Ha-
konnenus POII. Ha BTopoM aTane npoBoguIu
yIpouieHHbIH aHanu3 (6e3 3abopa mpob Kpo-
BU MalMeHTa C MOC/eNYIOIed pagroMeTpuer)
ypoBHs HakomieHus PDII B maTosornyeckom
oyare. [Ins 2TOro Ha MOHUTOpPE KOMIBIOTE-
pa BeIOMpanuch [ABe 30HBI HHTepeca. [lepBas
30Ha HHTepeca COOTBETCTBOBaja MaToJIO-
rMYecKOMy ouary, a BTopasl OTMeuaJlach Ha
CUMMETPHUYHOM y4acTKe B NMPOEKLHUU 3[0pPO-
BOM KOCTH. PaccuuThIiBalIu OTHOCHUTEIBHOE
HaKoOIJIeHUue (OHCP) PO®II B oyare no cpaBHe-
HUIO C CHMMETPHUYHOHN «3[0POBOM» 061aCThIO.
B paboTe y4YUTBIBAICS TOJBKO CPESHUM YpO-
BeHb HakoreHUs PODII Bo Bcém ouare.

Y 60 nanuentos npu OCI' 6bl710 BU3yau-
3upoBaHO 88 oyaroB B KOCTSX C MAaTOJIOrUYe-
CKHUM ypoBHeM HakomueHuss POII (tabn. 2 u
3). 3 Hux: 84 C MOBBILIEHHBIM YPOBHEM aK-
KYMyJIsiLuU paguouHaukaropa (6onee 120 %);
3 ¢ He3HauyuTeNbHO NOBbIMEHHBIM (100-120 %)
u 1 ¢ nonuxenHbiM (MeHee 100 %) ypoBHeMm.
CpenHull ypoBeHb HakonjeHusi POIl B mna-
TOJIOTMYECKOM oyare cocraBusi 268 %, mak-

cumanbpHbell — 1422 % y nanuenTa ¢ cy6To-
TaJIbHBIM IOpaXkeHWeM OelpeHHOM KOCTH,
MUHUManbHBIE — 60 % y mamueHTa ¢ Kpyn-

HbIM JINTHYeCKUM o4yarom B opbute. Ilpu
peHTreHorpapuu y 3THUX MalUEHTOB 3aduk-
cupoBaH 97 oyar OCTEOTHUTHUYECKOH IeCTPYK-
nuu. Y Tpex MaLHeHTOB C IOJHOCCATIbHOH
$opmoii mopaxkenus: npu OCI 6biu 06HApPY-
SKEHBI [IOMOJIHUTEIbHBIE OYard MOpPa’KeHWUsI,
B [a/JpHeWIIeM MOATBEpP>KAEHHBIE PEHTIEHO-
nornvyecku. [Ipyu OCI' ocrtanuce He pacmnos-
HAHHBIMH 8 IATONOrMYECKUX 0YaTOB Y 8 mauu-
€HTOB — JIOKHOOTPHLATE/IbHbIE PE3YIIBTATHI.

B  6onpUIMHCTBE [AUAarHOCTHPOBAHHBIX
cny4daeB ypoBeHb pacnpepenenus POII B na-
TOJIOTMYECKUX O4Yarax HOCHUJI HEPABHOMEPHO-
NOBBILIEHHBIM XapakTep. Kak mpaBuio, B He-
607BLUINX OYarax fo 2 cM pacnpepnenesue POII
661710 60oNee paBHOMEPHBIM, YeM B KPYIHBIX
oyarax. B KpymHBIX 06/IaCTSIX JTUTHYECKOH
OCTEONEeCTPYKIMH, BbISIBIEHHBIX IPH PEHT-
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reHorpaduu, 4YacTto HAGMIOLANH MOHUXKEH-
Hoe unu $poHoBOe BKIoyeHHe PODII B neHtpe
oyara ¥ MOBBIIIEHHOE 0 neprudepun. AHaNuU3
ypoBHs1 HakomueHusi P®Il nposoaunu ny-
TeM OKOHTYpPHBaHHs BCeHW IaTOIOTHYEeCKOMN
30HBl U CpaBHEHHUS €€ CO HMHTAKTHOM KOH-
TpJiaTepaJibHOU 06J1acThi0. MaKCcHUMasibHbIE U
MHUHHUMaJbHble yPOBHU akKymynsauuu POPII
B Ka’X/IOM o4are He pacCUUTbIBanU. [l npu-
HSATUA JUArHOCTUYECKOTO peUIeHUsl O HaJlu-
YUU WU OTCYTCTBUS O4aroBOTO MOPa’KeHUS
CKeJleTa HCIONb30BaJIM, B INEPBYIO O4Yepenb,
BU3YyaJIbHYI0 OLIeHKY pacnpegeneHuss POII
COOTBETCTBEHHO  WHAUBUAYAaJIbHBIM  BO3-
pacTHBIM OCOOEHHOCTSIM KaXX[Ooro MalueHTa.
Hanuuue obnacteil ¢ HeHOpManbHbIM $U3HO-
Noru4yeckuM pacnpepeneHuneM POII  (kak
C THIO-, TaK U C TUnepakkymynsinueir POII)
MHTEPIpEeTUPOBAIUCh KaK IMaTOJIOrMYeCKHUe
ouyaru. B GonpmwuHcTBe cinydaes JIKI, acco-
LUMPOBAaHHBIX C IOpaXkeHHWeM CKeJleTa, OT-
Meuajach NOBbIIIeHHas akkymynsuus POII
B MaTOJOTMYecKUX o4yarax — 954 % cnyua-
eB. HopmanbsHoe pacnpepenenue PODII paxke
B 3aB€IOMO INOPaXX€HHBIX KOCTSAX HMHTepIpe-
THPOBAJIOCh KaK OTCYTCTBHE OYaroBOM IaTO-
noruu. Bce paJuMOHYKIM[HBIE HUCCIELOBAHUSA
OLI€HWBAJIUCh HE3aBUCUMO [BYyMs BpadaMH-
paguonoraMy [Jiss MHHUMH3ALUM  OIMIMOO0K
AUATHOCTUKHU. Bce pesynbTaTbl OCTEOCHMH-
TUrpadpuyu CpaBHUBAIUCh C ITAJIOHHBIM Me-
TOJAOM UM paHXXHPOBAJIUCh COOTBETCTBEHHO
nojy4yaeMbIM 3Ha4eHUSM. 3a 3TAJIOHHBIU Me-
TOJ, AUArHOCTUKU B HallleM MWCCIefOBaHUU
Oblla IPUHSATA peHTreHorpadus. 3a UCTUHHO
orpuuarenpubii (MO) pe3ynpraTr HcciienoBa-

Ta6nuua 4

Pe3ynbTaTrhl ocTEOCHUHTUTPAUH
B nepBuyHoM nuarHoctuke JIKT y neren

Results of Bone Scintigraphy in Diagnostic of
LCH of Treatment-Naive Pediatric Patients

Pesynbrat octeocuHTUTpadUN
1o 1
NII 87
J10 8
JIII 1
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HUSI NIPUHUMAJIM COBMNaJeHHe MHEHUU PEeHT-
reHosiora U pajpuosiora o6 OTCYTCTBUH KOCT-
HOM MAaTOJIOTHUH, 328 UCTUHHO TMOJIOXKUTETbHBIN
(UII) — Hanu4yue MATOJOTHH, MOATBEPXKAEH-
HOe [BYyMSs [HAarHOCTUYEeCKMMH MeETOAaMHU.
JToxxHootpuuarensHbii (JIO) pesynbrar co-
OTBETCTBOBAJl OYaroBOW MAaTOJIOTHH, HE pac-
MO3HAHHOMW MpPHU CUUHTUTPAdUU, & JTOXKHOIO-

noxurtenbubiii (JITI) — mpu penTreHorpadpuu
(tabmn. 4).
PacyéTHble mNOKasaTenu [OUATHOCTHYE-

ckol 3$PEeKTUBHOCTH H3YyYaeMOTO METOAA
COCTaBUIIU:
1. YysctBuTensHocts () — 91,6 % (95 %
U = 90,6-92,6 %)
2. Crnenuduunocts (C) — 50,0 % (95 %
U = 27,0-97,3 %)

3. OTpunarenpHas IPOrHOCTHYE-
ckasg uedHoctsb (OITL) — 11,1 % (95 % OU =
6,0-21,6 %)

4. [TlonoxurenpHass NPOrHOCTUYECKAS

nenHocts (MITLH) — (95 % OU = 97,8-99,9 %)

PaccmoTpum JIOXHBbIE
ocTeocuuHTUrpaduu.

pesynbTaThl

Penkoe KTMHHYeCKOe HAOMIOOEHHE Y MaJIb-
YyhKa C H30JMPOBAHHBIM MOpPa’keHUEM TIpy-
puHel npu JIKI. Ha ocTeocmuHTHUrpammax
SIBHBIX 0YaroB IMaTOJIOIMYeCKOW TI'UIepaKkKy-
mynsuuu POII He BeIsiBNeHO. B Tene rpyauHbl
oTMevaercss AudpPy3HO-MOHUXKEHHOE BKIIIO-
yeHHe pafUOMHAMUKaTOpa 6e3 TulepakKyMmy-
nanuu no nepupepun ovara. I[pu KT rpyn-
HOM KJIETKHU OIpefesisieTcss MacCUBHBIA oyar
OCTEOJIUTUYECKOU IeCTPYKLUHU TeJsla IPyAUHBI
C MATKOTKaHHBIM KOMIIOHEHTOM, BBIXOAAIIUM
3a mpepnenbl rpyauHbl. Pesynbratr OCIL 6bin
nHTepnpetupoBaH kak JIO, xoTa o mopaxke-
HUU TPyAUHBI OBIIO M3BEeCTHO 3apaHee. Eme
OIMH CXOXXHUM OMHCAHHOMY BBIIlle Cy4al Ha-
6nonanu y pe6énka Y. ¢ U301UpPOBAHHBIM MO-
paskeHHEM KOCTeH MmpaBod OpOUTHl U pasme-
pamu ougara nmo KT 2,7x4,4 cMm.

YV pe6énka A. ¢ MoHOOCcanbHOU opmoi
opakeHusi MPU CUUHTUTPadUU B MPOEKIUH
nossoHka Th, oTmewyaeTcss 61M3Koe K HOp-
ManpHOMYy BkideHue POPII. Ilpu KT Teno
2-ro rpyAHOro MO3BOHKA OBLIO eCTPYKTHUBHO
M3MEHEHO C HaJIMuueM KOMIPeCCHUOHHOrOo Ie-
pesioMa U BHEKOCTHBIM KOMIIOHEHTOM, OIpe-

28

A.C. KpbanB u coasT. Ponb OCTEOCLI,MHTMrpaCbMM B ANArHOCTUKE NepBUYHDbIX NAaLUEHTOB 4eTCKOro Bo3pacrta ...

fielsieMBIM IO IepefHEed NOBEPXHOCTH Teja
NMO3BOHKA, MaKCUMaJbHOU TonmuHou 0,7 cMm.
Pe3ynbrar cuuHTUrpaduu UHTEPIPETHPOBAH
kak JIO.

VY nesouku K. npu OCI omnpepensincs enu-
HUYHBIA KPYMHBIA OYar B NpaBod GegpeHHOU
koctu — MWII pesynbrart. IIpu peHTreHorpa-
¢uu u KT o6HApYKEHO 0Y4aroBoe MOpaskeHHe
o6oux OeApeHHBIX U IPaBOU MOAB3[OLIHOM
KocTed. Ilpu [gUHAMHYECKOM HaOIIOOEHUH
BBISICHUJIOCH, YTO OfHH OYar B JIEBOU bGenpeH-
HOU KOCTH HMMeeT [0OpOKAaYeCTBEHHYIO MpPH-
pony: KPYIHBIM 3HOCTO3, JIOKAJIHU3YIOMIUUICS
0 BHYTpEHHEN MOBEPXHOCTH JIeBOU bGenpeH-
HOM KOCTH Ha TpaHUIle CpefHeHd U HUKHeH
TpeTn nuadu3a C HEPABHOMEPHBIM YIIJIOT-
HeHHe KOpKoBoro ciost go 1,2 cM Ha mpoTs-
KeHuH 6,0 CM M NMOI3TOMY He BHU3YalM3UPO-
Basics MpH ckaHupoBaHuu — MO pesynbrar
cuuHTUrpaduu. B mepenHUX oTgenax Kpbiiaa
NpaBOM MOAB3[OIIHON KOCTH OOHapyKeH y4ya-
CTOK [IeCTPYKLHUH C 30HOW YIJIOTHEHUS B Ja-
TepaJbHBIX OTAENaX M YETKHUM CKIepOTHYe-
ckuM obonkom (1,8x0,7 cm) — JIO pesynbrar
CLUUHTUTpAPUU.

Emé opun cnyvyait manpuuka lO. ¢ monuoc-
canbHOU $OPMOU MOpakeHUsT U BOBJIEUEHHUEM
KOCTeH JIMIeBOr0O yepemna, KOCTEH Tasa, OBYX
pebep u mpaBod GegpeHHON KOCTHU. YPOBEHbB
HakonneHusi POIl B kocTsAX Ta3a He HOCHUI
04YaroBoro xapakTepa U IpU HHTepIpeTa-
UM CHUHTUTPAMM OBIJIO IOCTaBJIEHO IOf
COMHeHHe UX HopakeHue. Tak>Ke NMpHU CIUH-
turpaduu MOLO3PUTENBHBIMU  IOKa3aJUCh
OTHeJNIbHBble T'PYLHble U NMOSICHUYHbIE MO3BOH-
KH, ONHAKO IpH peHTreHorpaduu mpU3Ha-
KOB [JeCTPYKIIMH BBISIBIIEHO He OBIJIO, HO B Je-
BOM IMOAB3[OLIHON KOCTH OBIIO OOHapy>XeHO
2 oyara pasmepamu 1,2x0,8 u 2,2x0,8 cM cooT-
BeTcTBeHHO — JIO pe3ynbpraT CUUHTUTpadUH.

Pe6énok II. ¢ monuoccanbHOU Ppopmoit mo-
pakenus. [Ipu peHtrerHorpadpuu 06HaAPyKEHBI
MHOXECTBEHHbIe TUTHUYEeCKHe O4Yaru B M0O3BO-
HOYHHKEe, KOCTSX Ta3a, OTHAEIbHBIX pEé6pax.
Haubonee Menkue oyard He BHU3yaJlH3HpOBa-
JIUCh IPHU CHUUHTUTpadHUH.

Y manpuyrka @. c mopaskeHHueM KOCTeH CBO-
na d4eperna u mos3poHka C, (He6ObIION NTUTH-
yecku# oyar 0,5 cMm cneBa) mpuU CLHUHTHUTpA-
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¢un BbISIBIEHBI U3MEHEHUST TOJIBKO B KOCTSX
CBOJA yeperna.

Emé y ogHol pmeouku K. ¢ monmoccanb-
HOoU popmoit mopakenust npu OCT Busyanu-
3UpOBaJINCh 3 oyara ¢ pa3HbIM YPOBHEM IOBBI-
meHHoro BkiawdyeHus POII. Ilpu nposeneHuu
KT o6Hapy>keH [OMOJTHUTENbHBIA Y€TBEPTHIH
oyar B IPOKCUMaJIbHOM MeTadu3se JIeBOH mie-
yeBOW KOoCTHU (30Ha pocta) — JIO pesynbrar
cuuHTUrpaduu, OOyCIOBIEHHBIH HEBO3MOX-
HOCTBIO OOBEKTHBHOIO aHajaW3a COCTOSIHHUS
30H pocTa y MaJeHbKHUX AeTed H3-3a BbIpa-
SKEHHOU (U3HOOTUYECKOW THIEePAKKYMYJIIsi-
uuu POPII B HUX.

Y manueHTKH B. npu mepBUYHOM CKaHU-
pOBaHUU GBI BBISIBIIEHBI OYard MaToJIOrnye-
ckol runepakkymynsaguu POII B KocTsax cBo-
na yepena, C, u Thy — nmonuoccansras popma
nopaxeHus. [Ipu peHTreHorpaduu U JUarHo-
crudeckod KT mopgrBepauiocy Hanu4yue oda-
rOB JTUTHYECKOW OCTEONeCTPYKLUH B KOCTSX
CBOJA Yyepena U Th8. B mieliHOM oThesie Mo3Bo-
HOYHHMKA KOCTHO-[€CTPYKTHUBHBIX U3MeHEeHUN
He BbIsiBNeHO. [Ipy nuHaMu4YecKoM Habione-

- r‘_: - -
£ L m, A
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Huu nopaxkenue C, TaKKe He TIOATBEPAUIIOCH.
[Monyyenusiit JII1 pe3ynpTaT NepBUYHOIO CKa-
HUPOBAHUS, BEPOSITHO, ObII 0OYCIIOBIIEH peak-
TUBHBIMU M3MEHEHHUSIMH B MeXIO03BOHKOBBIX
COYJIEeHEeHHUIX.

Takum o6pa3oM, M3 BOCBMHU ONHUCAHHBIX
HanueHTOoB ObI0 monydeH oguH JIO pesynb-
TaT CKAHUPOBAHUS, y IATH He yAAI0Ch BU3ya-
JTU3UPOBATh KPYIIHbIe OYaru AeCTPyKLUHU 60-
nee 5 cM, Y ABYX ObUIM He PaCHO3HAaHbI MeJIKHE
ouaru pasmepamu MeHee 0,5 cm. U emeé y of-
HOTO MaljMeHTa o4yar He OB pacIo3HaH HU3-3a
€ro JJ0KaJu3alMuu B 30He poCcTa KOCTH, I'ie Ha-
omonaercs: $pU3HUOIOrUYeCcKas THIEPAKKYMY-
nauus POII.

Huxxe nmpuBogum Haubollee HHTepeCHBIe
KJIMHUYeCKHUe CIIy4yau.

M3onupoBaHHOeE NOpakeHHWe I'PyAUHBI IPU
JIKI' B KJIMHHYEeCKOW NpakKTHUKe BCTpedaeT-
cs 4ype3BblualiHO pepnko. I[locnemHsst cTaThs,
onuceiBaomas 14-i cioy4al mopaskeHUs T'py-
punbl, natupyercs 2017 r. [13]. B cBoeit pa-
60Te MBI feMOHCTpUpPyeM 15-U Takol crny4vau
(puc. 1).

Puc. 1. Pepxuii KnuHudecku# cayvail. IsonupoBaHHOE OpaskeHHe IPySUHBI y pebeHKa 7 jieT
npu JIKT. Ha ocTeocuuHTHrpaMMax (a) IBHBIX 0YArOB MATONIOTHYECKON MUIIEPAKKYMYIISILIUH He
BBISIB/IEHO. B Tese rpynunbl oTMedaercs AndPy3HO-TOHMKEHHOE BKIIYEHHE PAAHOUHANKATOPA
(cTpenka). Ha akcuanpubix cpedax KT rpynHol kieTku (6) onpenensieTcss MACCUBHBIN o4ar
OCTEOTUTUYECKOH [EeCTPYKIIUHU TeNla IPYSUHBI C MSITKOTKAaHHBIM KOMIIOHEHTOM, BBIXOJSIIIINM
3a mpepenbl rpyauHsl (cTpenka). Pesynbrar OCI uHTepripetpoBan Kak JIO

Fig. 1. A rare case of LCH. A 7 years old child presented with unifocal bone involvement of
the sternum. No pathological accumulation of radiopharmaceutical on bone scintigraphy
were found (a). Arrow indicates a low accumulation of radiopharmaceutical in corpus
of sternum. On CT (6) we see a mass lytic bone destruction of sternum with soft tissue
mass (arrow). The result of bone scintigraphy were interpreted as false-negative
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Puc. 2. [leBouka 5 siet. [TonunoccanbHas ¢opma
nopaxeHus npu JIKI. Ha ocreociiuHTUrpammax
OIpefeNsIoTCsI MHOXXeCTBeHHbIe 04aru
runepakkymynsuuu POII B KocTsx yepena,
OTHEeJIbHBIX II03BOHKAX, KOCTSX Ta3a,
MPOKCUMAaJIbHOM OTAEJIe PaBOU IJIeYeBON
KOCTH, IPABOM JIONMATKE U GeIPEeHHBIX KOCTAX

Fig. 2. A 5-year-old girl presented with multifocal
form of bone involvement with proven case of
LCH. On bone scintigraphy we visualized a lot
of pathological lesions with high accumulation
level of radiopharmaceutical in skull bones, in
spine, pelvis, proximal zone of right humeral
bone, right shoulder blade and femoral bones

"
£l ]
"
2]

(a)

(8)

Puc. 3. [leBouka 9 neT. Ha ocTeocunHTHrpaMMax (a) OTMeYaeTCs HHTEHCHBHOE MOBBILIEHHOE
HakomieHue POII B fuaduse npaBoi GenpeHHOM KOCTH (CTpeNnKH). B npyrux ornenax
ckenera 6e3 ocobennocred. Ha cpesax KT B mepeHHUX OTHeNAX KPbUIA MPABOU MOAB3OIIHOM
KOCTH (6) — y4acTOK AeCTPYKLUU C 30HOH YIJIOTHEHUS B JIATEPAJIBHBIX OTAE/IaX U YETKUM
CKIIepOoTHYeCKUM 060onKoM pasmepamu 1,8x0,7 cM (cTpenka). [To BHyTpeHHEH MOBEPXHOCTH
NIeBOM GeipeHHOM KOCTH (B) HAa rpaHULIe CPeNHEN U HUKHEHN TpeTu nuadpr3a — HepaBHOMEPHOE
VIUTOTHEHHE KOPKOBOTO cj1osi 10 1,2 ¢cM Ha npoTsikKeHUH 6,0 cM — 9HOCTO3 (CTpenKa)

Fig. 3. A 9-year-old girl with proven case of LCH. On skeletal scintigraphy (a) high accumulation of
radiopharmaceutical in right femur we detected (arrows). Nothing specific in other skeletal regions.
On CT (6) in right wing of ilium we see bone destruction with zone of sclerosis 1,8x0,7 sm (arrow).

In the lower third of left femoral bone (g) with diffuse thickering up to 1,2x0,6 sm — enostosis
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Puc. 4. [leBouka 12 net. [Topaskenue koctei cBona uepena npu JIKI. CtapToBoe HcciieqoBaHue.
Ha octeocuuuTurpamMmmax (a) onpenensieTcsi moBbiieHHOe HakoIuieHne POII B mpaBoi
TeMeHHOU KOoCTH (cTpenka). Ha akcuanbHom cpese KT ronossl (6) o6Hapy>kKuBaeTcst
oYar JIUTHYECKOU OCTEOMECTPYKIUM B TPABON TEMEHHOU KOCTH (CTpesKa)

Fig. 4. A 12 year-old girl presented with lesions of the skull bones with proven case of LCH. First
procedure. On bone scintigraphy (a) we visualized high accumulation of radiopharmaceutical in right
parietal bone (arrow). On axial section of CT (6) we found lytic bone destruction in right parietal bone

Puc. 5. ToT e manueHT 4epes 3 roga. PeHTreHOorpaMMBI TOOBHI B IPSIMO# (a), 60K0BO# (6) 1 6OKOBOH
YBeIMYEHHOH (B) MPOEKIHsIX. 3aM0N03peHa JeCTPYKIUs CITUHKU TYPELKOTO Ceaia (CTpenka).

Fig. 5. The same patient. Follow up after 3 years. X-Ray of the skull frontal (a) and
lateral scan (6), lateral enlarged (B). Suspicion in destruction of clinoid plate

Ha puc. 3 mpencraBien cny4ai, pa3obpaH-
HBIM BbIlle, U NEeMOHCTPUPYIOIIUUN OJHOBpe-
MeHHO MO u JIO pesynbTathl.

Ha puc. 2 npepacraBieH npumep penko
BCTpeYalIlerocss B KIWMHUYECKOW MpaKTHKe
MHOXECTBEHHOI'0 IIOpa>keHHUs1 KOCTHOM CHCTe-
mbl npu JIKT.
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Commcted Recond, 01102019

Puc. 6. Ocreocunnturpammel (a) 1 OODKT/KT ronossl. AKCHAIbHBIE CPE3BI B PEXXUME
O®DBKT/KT (6), OPDKT (), KT (r). O4aropoii maTonoruu He BhISABIEHO

Fig. 6. Bone scintigraphy (a) and SPECT/CT of the head. Axial section on SPECT/
CT mode (6), SPECT (), CT (r). No pathological focuses were found

OThoenbHO  XOTHMM  OCTaHOBHUTBHCS — Ha
BO3MOXHOCTSIX THOPUAHON BH3yalU3alUH
O®IOKT/KT u nponeMOHCTPUPOBATD €€ Mpeu-
MmyitecTBa. Huke NpUBOAUM MPOCIEKTHBHBIN
cnydad HabnwoneHuss pe6EHKaA, KOTOPBIH MpPH
pPeTPOCIEeKTHBHOM aHajlu3e MaTepuana Obl
BKJIIOYEH B HCClefoBaHuUe (puc. 4), a BO Bpems
paboTsl HaJ CTAThEN OB HANPaBJIEH K HAM Ha
KOHTPOJIBHOE HCCJIeJOBAHUE C INOAO3PEHHEM
Ha penUAuB 3a00eBaHUS B BUME NECTPYKIUHU
CIMHKH TypeukKoro cemia (puc. 5).

Pe6éHOK HampaBiieH B /abopaTopuio pa-
AHOWU30TOMHON NUArHOCTUKHU [JIsi MpOBefe-
HUsI CKAaHUPOBAHUS cKeyeTa. [1o maaHapHBIM
CUMHTHUTPAMMaM OLHO3HAaYHO BBICKA3aThCS O
BOBJIEYEHHOCTH KOCTHBIX CTPYKTYP TYpPELKO-
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ro cefjia B MaTOJIOTUYECKUH MPOLECC He Mpef-
CTaBJIIETCS BO3MOXHBIM M3-32 MaJjIbIX pasmMe-
pPOB U AHATOMHUYECKOH CIIOXKHOCTH CTPYKTYP
rosioBbl. [IpUHATO pelieHHEe O JOMOJHUTEIb-
HOM TOMOTpapuIeCcKOM MCCIIeOBAHUM B pe-
xxume ODDKT/KT, He cHuMas pebGEHKA €O
crona (puc. 6).

AHanusupys pesysbTaThl KOMIIJIEKCHOTO
obcnenoBaHusi, 6BIIO YCTAHOBIEHO, YTO HUMe-
Jla MeCTO MOTPEUIHOCTh YKJIaAKH MalheHTa
NpU MPOBEJEHUM GOKOBOU PEHTIEHOrPaMMBI
rOJIOBBI M CO3MaJIaCh UJUTIO3USA O JeCTPYKIUU
CIMHKHU Typeukoro cemia. Hago OTMeTHUTH,
YTO MOTPEIIHOCTH YKIAJKH Y T[egHaTpu-
YeCKOTO KOHTHMHIEHTa 4YacTO BCTPEYarnTCAa
B KJIMHHUYECKOM MpaKTHKe M 4aile 06yCIoB-
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JIeHBbl SMOLMOHAJIBHBIM COCTOSIHUEM pebEHKa.
HacTosmui cnyyail AeMOHCTPUPYET NIpeUMy-
ImecTBa IMOPUAHON BHU3yalHW3allMd B TOMO-
rpa¢puyecKkoOM pexkUMe.

O6cyxpenue

[IpencraBneHHass paboTa MOCBsLIEHA HC-
KJIIOYUTENbHO PagHOHYKIMAHOW  AUATHO-
cTuke ckenera y geteil ¢ JIKI' u oxBaTbiBaeT
6OJBLUIYIO CTATUCTHUYECKYIO BBIOOPKY MEPBUY-
HBIX manueHToB (n = 60). HecmoTpst Ha pa3Bu-
THe INEepCHeKTHUBHBIX METOAOB AUATHOCTUKU
Takux, Kak MPT Bcero Tena, [IDT/KT u maxke
[IOT/MPT, npouenypa OCT, 6yay4u He BKIIIO-
4EHHOU B CTAHJAPTHBIN aJITOPUTM 06CIefoBa-
HUS IeTel C TUCTUOIUTO30M, UMeeT BCe LIaH-
Cbl HaJEXHO YTBEPAUTHCS B KIHMHUYECKOU
NpaKTHKe KaK CKPUHHUHTOBBIA METOJ OLEHKHU
COCTOSIHUSI KOCTHOM cuctembl. Kak 6b110 mM0-
Ka3aHO, y METO/ia BBICOKAs YyBCTBUTEIbHOCTD
(91,6 %) B BHIABIEHUU MATOIOIMYECKHUX KOCT-
HBIX 04aroB y NepBUYHBIX nanueHTos ¢ JIKI.
Takxe, kak HaM npeacrasiasgetrcsa, OCI aB-
nsieTcst Haubonee 3KOHOMHUYECKH 0OOCHOBAH-
HBIM METOJOM [OUAarHOCTUKH MO CPaBHEHUIO
¢ MPT u IIO®T. JlyyeBasgd Harpyska MeHblle
yeM mpu [IOT, 4T0 0COGEHHO BaXKHO AJIsl Ma-
LUEHTOB [AeTCcKOoro Bo3dpacta. OTHOCUTEBHO
Xopollasi pacnpoCTPaHEHHOCTb TEXHOJIOTUU
ramMma-cuMHTUrpaduu U MpoCcToTa B HCIOJ-
Henun OCI HapensAmwT MeTOA KOHKYPEHTHBI-
MU IPEUMYLIeCTBAMMU.

[IpyHuMass BO BHHMaHHe HCKJIIOYUTENb-
HO JIMTUYECKUM BapUaHT OCTEONeCTPYKLUH
npu nopaxeHuu JIKI, Ha cOUHTUrpammax
MBI B psifie ciydaeB GUKCUPOBAIU MOHUXKEH-
Hoe BkJ4yeHUe POPII B nenTpe ovara u mo-
BbIIIEHHOe — 1O nepudepuu. B atux cinyya-
X pe3ynbpTaT CUUHTUrpaduu PUKCHUPOBAICS
kak HII. Tak, y naguenTa Ill. ¢ moinuoccanb-
HOUM $OpMOI MmopaskeHHUs C BOBJIEYEHHEM KO-
cTel csoma uyepena M L, mpu cumHTUrpaduu
oTMevaeTcsa runepakkymynsuuss PPIl B ko-
CTAX CBOJa 4Yepema M THUMNOAKKYMYJISLUS
B tene L, — 2 UII pesynbrara. B cnyyae ot-
cyrcTBus fedexra HakomneHus POII B ouare
(kak rumep-, Tak U FUMOAKKYMYJISLUsI) — KakK
JIO. B 6onpuruucTBe ciaydaes (95,4 %) mbl Ha-
Omofanyd CpefHee MOBBIMIEHHOE BKIIIOYEHHE
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WHAMUKATOpa MO BCeMy oyary. B pspge cnyua-
€M HaM Y[aJoChb BBISBUTH [IOMOJHUTEbHBIE
ACUMIITOMATHYHBIE OYArdW TMOPaAKEeHUs KO-
crer. CuuTaeTcs, YTO B CTAaHAApTHOe ob6CITe-
poBaHue npu mnopo3peHuun Ha JIKI' pmonsxkHbI
OBITH BKJIOYEHBI peHTreHorpadusi yepemna u
OpraHoB TpyAHOHN KieTku. [Ipu Takom mop-
XOle TMOBBIMIAETCS PUCK HeOOHAPYXKEHUs
ACUMIITOMATHYHBIX OCTEOAECTPYKTHUBHBIX
oyaroB. B HamleMm ucclieOBaHUU MOpPasKeHUE
KocTel depema Habmiopanock 4ame (52,3 %)
OPYTUX JIOKalIu3alUuh, YTO COOTBETCTBYET
NAaHHBIM OPyTuX aBTOpoB [4, 6, 10]. B To e
Bpems,11,4 % ouaros npu OCI 6butu 3aduk-
CHpOBaHBl B JJIMHHBIX TPyO4YaTBIX KOCTSX, H
He BCE OHHM COMPOBOXMAAJIUCH IMPOSIBJIEHUEM
KJIUHUYECKOU CUMIITOMATUKU. Bcé BbImIecka-
3aHHOe nosBossgeT HaM cuuTaTh OCI Hapéx-
HbIM U 06€e30MacHBIM CKPUHUHTOBBIM METOLOM
B MEPBUYHOM MUATHOCTUKE IMOPAXKEHHsS CKe-
neray pereu ¢ JIKT.

O6pamjasich K ONBITY APYTUX KOJIJIET, 3aH-
TBIX B SIIEPHOU MeJHLMHE, CIEyeT OTMETUTH
Majioe KOJHMYECTBO OMYyOGIMKOBAHHBIX PaboT
no guarnoctuke JIKT. Obert J, et al. npoana-
nusuposanu ponb 19T ¢ BF-OAT B guaruo-
CTHKeE B3POCJIBIX MALIUEHTOB C MYJIbTUCHUCTEM-
HBIM THCTHOIUTO30M. DBbII0O 06ceqoBaHo
14 mauveHTOB OO Hayasa J€YEHUS U MO €ro
okoHyaHup. [IOT nmo3Bonuia BEISIBUTH JOMOJ-
HUTeJbHbIE 0YaTH MOPAXKEHUS Y 7 TEPBUYHBIX
NAIMEeHTOB C JIOKaTu3alel NpenMyLiecTBEeH-
HO B KOCTSX, TOr[A KaK FMIEPaKKyMYJIsILHs
®I" B maTtosoruyeckux ovyarax B JIETKUX Ha-
6noganace numb B 25 % cnydasix. ABTOpPBI
nonaramoT, yTo IIOT MoXXeT 3aMeHUTH Tpagu-
LUOHHYIO OUATHOCTUKY [Jis CTagHUPOBaHHUS
TUCTHOLMUTO3a Y B3POCJBIX NMALIUEHTOB 3a KC-
KJIIOYeHUeM MOpakeHusl NErKux u rumnodusa
[14]. Opyrue ucciegoBaTenu MoKa3bplBAlOT, YTO
[T ¢ ¥F-OAT onuHaKOBO XOPOIIO MO3BOJIA-
€T BU3YyaIUu3UpPOBATh KaK KOCTHBIE, TAK U IKC-
TpaoccanpHble oyaru nopaxeHus npu JIKD
[15].

Mueller WP et al, npoBenst peTpocrnekTus-
HBIA aHaau3 HabnopneHuM 15 geTel ¢ rUCTU-
OLIMTO30M, IIOJIATAIOT, YTO KIIIOUYEBYIO pPOJIb
B nuaroctuke urpaet [10T ¢ 8F-OAT Benen-
cTBue 6onee Hu3Koro konudectBa JIIT pe-
3yJIBTATOB Mocjae xuMuorepanuu, a MPT 06-
nagaet 6o0siee BBICOKOM YYBCTBHUTEIBHOCTBIO

33



2020. Tom 3. Ne 1

¥ He3aMeHUMa B IePBUYHOW [HMArHOCTHKE.
Tubpunueiii meton [IDT/MPT B nmepcrnekTHBe
OymeT MMeTh JUAUPYIOIIYI0 POJIb B MEPBUY-
HOU AMATrHOCTHUKE TUCTUOLHUTO30B [16].

Sher AC et al. cpaBHUIM BO3MOXHOCTH
[IDT/KT u MBT/MPT, o6cnenosas 17 perei
¢ ructuouuTosom. [Ipu IIDT/MPT BeisiBIEHO
96 % Bcex ouaros, BeisgBAeHHBbIX pu [IDT/KT.
ABTOpBI MOJAralpT, YTO B IeAHATPUYIECKOMN
npakTvke y [IDT/MPT umeeTcsi eqUHCTBEH-
HOe MPEeUMYIeCTBO, JOCTUTaeMoe 3a CUET 6o-
Jiee HU3KOU JIy4eBOM Harpysk# [12].

3HAYHUTENBHO Yallle B JIUTEpAType BCTpe-
YAKTCS ONMHCAHUS €MUHUYHBIX KIUHHUYECKHUX
clly4aeB, MOCBSIIEHHBIX AUATHOCTUKE, B TOM
qycie pafHOHYKIUAHOW, U JIeYeHUIO I'MCTHO-
nuro3sa [17, 18].

BcTpevaroTcss 3K30THUYeCKHE [HUArHOCTH-
yeckue ciydau. Ramirez D. mpuBOAUT KIU-
HUYECKHUH CJy4all HWCCIefOBaHUS MalHeH-
Ta C PETUKYJIOTUCTUOLUTO30M IMPHU MOMOIIHU
ocTeocuunturpaduu u ®’Ga-uurpara — POII,
KOTOPBIM paHbllle aKTUBHO MCIIOJIb30BAJICS
B OHKOremaToJyioruu [19].

Bar-Sever Z onucbeiBaeT yCHEIIHYI BU3ya-
MU3anHI0 KOCTHBIX O4YaroB MOpa’keHHUs y ma-
uuenTta ¢ JIKT npu momoiu cuuHTUTpaduu
¢ 291Tl-xnopumom [20].

[Topaxenue rpynunbl npu JIKI' BcTpeua-
eTcs KpaWHe penko. B Hay4yHoOM nuTepatype
Ha CEerofHsIIHUYU IeHb ONMCAaHO Bcero 14 ciy-
yaeB HM30JMPOBAHHOTO MOPAKEHUS T'PYAUHBI
[13, 21]. B Hame#t pa6oTe mMbl onuckiBaeM 15-i
TaKOM Clydai.

3aKJII0YEeHHeE

HacTtosimasa crtaTesl sBAsgeTCs NPOAOIXKe-
HUEM paHee HAMH HayaToH paboThl c ony6Iu-
KOBAaHHBIMU IPOMEXYTOYHBIMU pe3yJbTa-
TaMu [22]. Bbl NpPOmOIIKEH MPOCIEKTUBHBIN
Habop mepBuuHbIX manueHToB ¢ JIKT, Takxke
NpOaHaJMU3UPOBAHbl Pe3yJbTaThl PeTPOCIEK-
THUBHBIX OCTEOCHUHTUTpadUUIeCKUX HcCCIle-
noBaHuM 3a nepuon ¢ 2014 mo 2019 rr. Bcem
nanvneHtaM OCI mpoBogunace A0 Hayana
nedyeHusd. B cuTyanuum co CKaHUpPOBaHUEM
ckenera npu JII'K, xkak kaszanocp, MeTogUKa
VMeeT 3aBeJOMO MPOUTPBHILIHYIO MNO3ULUIO,
IIOCKOJIBKY ocTeoTponHbiii P®II obnapmaer
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CHUXXEHHBIMHU BO3MOXXHOCTSIMU BBISIBIEHUS
HUCKJIIOUUTENBHO  JIUTHYECKHUX  CKeJIETHBIX
oyaroB npu ructuouurtose. I[IpuHumas Bo
BHUMaHHE IIOCTOSHHOE pa3BUTHE MeAHULU-
Hbl U TOSIBJIeHHME HOBBIX AUArHOCTHUYECKHUX
NepCrneKTUBHBIX METOJOB, C OJHOM CTOPOHHI,
U CYIIeCTBYWOIIMM 3alpoc KIWHUIUCTOB Ha
YCAYTHU SA€PHOW MEeJULHUHBI, C APYyroH, mpu-
IIJI0O MOHMMaHUe HeOOXOMMMOCTH aHanusa
HaKOIIJIECHHOI'0O MacCHUBa AAaHHBIX [AJIs NPUHSI-
THUs pelleHHs O 1eJ1ecO06pasHOCTU [aHHOTO
uccnepgosanus npu JIKI. OCI' kak CKpUHUH-
rOBBIM METOJ OLEHKH COCTOSIHUS KOCTHOMU
CHUCTEMBI, 3aBeOMO ycTymaeT mo 3pdeKkTus-
HOCTU IepefoBbIM METOAOM [HUarHOCTUKH
[IOT/KT u IIOT/MPT. OgHako mpoaHaIu3u-
poBaHHBIe pe3y/abTaThl pabOTHI MOKa3aau 3a-
HUXXEHHOCTh OXHUAAHUH OT 3PpPeKTHUBHOCTH
OCT. Tak, oT 06111€er0 KOJTMYeCTBA 0Yar0B, BbI-
SBsIEMBIX NPU peHTreHorpadpuu, GbIIO IMpa-
BUJIBHO pacrno3Hano 954 %. [IpumeHeHue mo-
MOJIHUTENbHOTO rubpumHoro metona ODOKT/
KT no3BOAUT cyllecTBEHHO MOBBICUTH [HUa-
FHOCTHUYECKYI0 LEHHOCTb PaJHOHYKJIHIHOIO
CKAaHHMPOBAHUS CKejeTa, TaK Kak obiagaet
NperMylIeCTBAMHU Cpa3y ABYX METOAOB BU3Y-
alu3aldyd U MOXeT IPOSICHUTHb AUATHOCTH-
4YeCcKylo KapTHUHY, He HallpaBJsisa NalMeHTa Ha
AOMOJHUTEIbHOE UcCIefoBaHue. XOTsS B MPoO-
aHAJIM3UPOBAHHOM MaTepuaje He CTaBUJACh
1enb oneHku appekTuBHOCTH Tepanuu JIKT
npu nomomu OCI, ogHaKO HAKOIMJIEHHBIH Ma-
Tepuan U 06HALEXMUBAIOIIKE PE3YIbTAThl Ha-
CTOsIIed PabOTHl MO3BONSIOT 3aIlJIAHUPOBATH
IPOCIEKTUBHOE HCCIeNOBaHHE B 0603pUMOM
OynyuieM yske C NPUMEHEHHEM TEXHOJIOIUH
O®DKT/KT.

BriBOABI

1. IlpencraBnennas pabora yHUKalIbHA IO
KOJINYEeCTBY BKJIIOUEHHBIX AI[MEHTOB B UCCJIe-
poBaHue — 60 mepBUYHBIX NALlUEHTOB.

2. OCT sBnsieTcst MeTOOM BbIGOpa B AUa-
FHOCTHUYECKOM  aJITOPUTMe 06CJIeOBaHUS
6onpHbIX Aeter ¢ JIKI mpu HEBO3MOXHOCTH
nposenenus [IDT/KT u MPT.

3. OCI' obnagaeT BBICOKOM YYyBCTBHUTEJb-
HocThio (91,6 %) u ITIIL] (98.6 %) B muarsocTu-
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ke JIKI' y mepBHYHBIX HNAalUEHTOB AETCKOIO
BO3pacTa.

4. B 6onpuinacTBe cnyvaeB JIKI, accouu-
MPOBAaHHBIX C IOpaXXeHUeM CKejeTa, OTMeda-
nach NoBbllIeHHas akKkymynasauus POPII B na-
TOJIOTHYECKUX oyarax — 954 % cinyuaes.

5. OCI' nosBonsgeT BBISABASATE ACHUMIITO-
MaTU4YHBle OYaru IMOpa’keHUs KOCTeH C pas-
JTUYHOM aHATOMHYECKOM JoKaau3alued Npu
MeHbIllel JIy4eBOM Harpyske, 4eM peHTIeHO-
rpadus Bcero Tena u/unu [IDT/KT.

6. OCI' Bcero Tena, ABASASACh CKPUHUHTIO-
BbIM METOAOM [JMAarHOCTUKH, MOTEHLHUAJbHO
MOXET IOBBICUTH KOJIHWYECTBO BBISIBISIEMBIX
04YaroB, 0COGEHHO MPH MOJIHOCCaNbHON popme
Mopa>keHusl.
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Bone Scintigraphy in the Examining of Treatment-Naive Pediatric Patients
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Abstract

Introduction: Histiocytosis is a heterogeneous group of rare diseases of unknown etiology. LCH
is characterized by an abnormal proliferation of histiocytes (activated dendric cells and macrophages).
Langerhans cell histiocytosis (LCH) is the most common form of histiocytosis, it is a potentially fatal diseases.
Early detection of LCH plays an important role in its prognosis and outcome. However, the role of advanced
methods of nuclear medicine in diagnosis of LCH is still to be researched. We have long-term experience
in observing pediatric patients with LCH. Taking into the account the difficulty of diagnostic task for bone
scintigraphy in identifying lytic bone destruction, we stated the following objective of the study.

Purpose: Retrospective and prospective analysis of bone scintigraphy examinations of treatment-naive
pediatric patients with LCH and calculate the diagnostic efficacy of bone scintigraphy.

Material and methods: We analyzed 60 examinations of treatment-naive pediatric patients with proven
case of LCH (2014-2019). The scanning was performed using whole body mode, 3 hours after intravenous
injection of bone-seeking radiopharmaceutical *™Tc-MDP on Symbia E, T2 (Siemens, Germany). The median
age was 5.6 years.

Results: During examination we visualized 88 lesions with pathological level of accumulation of
radiopharmaceutical in 60 patients. 84 with high level of accumulation (>120 %); 3 with slightly increased
level of accumulation (100-120 %) and 1 with lower than normal level of accumulation (<100 %). The median
level of accumulation of radiopharmaceutical was 268 %. Max level of accumulation was 1422 % (patient with
subtotal involvement of femoral bone). Min — 60 % (patient with lytic destruction in orbital bone). During
X-Ray we found out 97 pathological focuses of bone lytic destruction. In 3 patients with polyostotic form we
found extra focuses on scintigraphy, which were confirmed with following examination and X-Ray. 8 lesions
were not found on scintigraphy in 8 patients.

Conclusions: We evaluated diagnostic accuracy of bone scintigraphy with ™Tc-MDP in treatment-naive
pediatric patients with proven case of LCH. Sensitivity, specificity, NPV and PPV — 91.6, 50.0, 11.1, 98.6 %,
respectively.
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