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Poccuiickas Deaepaupms

B crarbe npecTaBienbl aHAIN3 JIUTEPATYPbl U COOCTBEHHBIE UCCIEA0BAHIS aBTOPOB 0 BOIPOCAM JUArHOCTUKU OTAAJCHHBIX
HOCJIEACTBII TrCTHOINTO3a U3 KiieTok Jlanrepratca (Langerhans cell histiocytosis — LCH), a takke KINHUYECKONH KapTHHbI,
JIe4eHUs U JI0JITOCPOYHOTO MOHUTOPUHTA OOJILHBIX, TIepeHecnx 3abojeBanne B IeTCKOM BO3pacTe.

LCH — rpanysieMatosHoe 3a00Ji€BaHue, B OCHOBE KOTOPOTO JIEKUT aHOMAJIbHAst TIPodepaius U HaKOIJIEHHEe B OpraHax u
TKAHIX MATOJOTMYECKUX MUETOUIHBIX KJIETOK, KOTOpble (heHOTUIMYecKn cX0ku ¢ kiaetkamu Jlanrepranca. LCH ornocurcst k
PENKNM 3a00JIEBAHUSM U €r0 MOJKHO XapaKTEPU30BaTh KAK MUETOUIHYIO OIYXO0JIb, 00JIAAI0IILYI0 BOCIATUTEIbHBIME CBOICTBAMM.
MecTHblE W CUCTEMHbBIE BOCHANUTENbHbIE (HDMEKTH MPUBOAAT K (HOPMHUPOBAHUIO TPAHYJIEMBI U TOBPEXKIEHUIO TKaHEH B
pasnuunbix opranax. Kiununueckuii criektp LCH kosebiercst OT OJHOTO KOCTHOTO MOpaskeHusi (MOHOCHCTEMHOE MOPaKEHHE;
SS-LCH) no nopaxkenus neckosbkux opranos (muorocucremubiii LCH; MS-LCH). 3a nociennue aecaTuieTust pe3ako COKpaTh-
slach cMeptHOCTh 0T MS-LCH: 1ipu ncrnoJib30BaHNN aJIeKBaTHOM Tepalii BbIKUBAEMOCTD MAIIMEHTOB cocTaBsieT 10 85—90 %.
Tem He MeHee B OTAAJIEHHBIN MEPHOJ 3HAYUTEIbHAST YaCTh BBUKUBIIUX JIMI[ UMEIOT OTIaJeHHbIE MOCJAEICTBUSA 3a00JeBaHus,
KOTOpBIE BJIUSIIOT HA KaueCcTBO UX sku3Hu. Haymmune organernbix nocaenactsuii LCH 00ycIoBIEHO B TIEPBYIO 0Yepelb JOKAIN3a-
[Uel TTaTOJIOTMYECKOTO TIPOIIeCcca, a CTeleHb UX TSKECTH — JAeCTPYKIUeld Tkanu u obpasoBanueM pyOios. Vsyuenue kinHudec-
koit kaptunbl LCH 1 ero oTiasieHHbIX MTOCIe/ICTBUI MO3BOJISIET CIETATH BBIBOJL O TOM, YTO OPTAaHHbIE U TOPMOHAJIbHBIE HAPYIIEHUS
(HanprMep, IEHTPAIBHBIIT HecaxapHbIi 1Ha0eT) YacTO OTPEIEIISIOTCS yYIKe TIPH MOCTAHOBKE JANArHO3a M UX MOKHO PACCMATPUBAThH
Kak MpOosiBJICHIE OCHOBHOTO 3a00JieBaHus. JIpyrue aToJornyeckue mpoteccehl (HarpuMep, HelpojiereHepaTuBHOE MOBPEsK/IeHe
[EHTPATHLHON HEPBHOW CUCTEMBI) PA3BUBAIOTCS MMOCTEMEHHO U KIMHUIECKN MAaHU(ECTUPYIOT CITYCTST MECSIIIBI, TOJIBI U JTAJKE JIECST-
tusetusi. Bece aTO co3maeT CIOKHOCTH B TIPOBEIEHUH OJTOCPOYHOTO PYTUMHHOTO MOHUTOPHWHTA JIJISI ONPEIEJICHUS MO3/IHUX
addexToB 3ab0seBaHuUA.

KioueBsie cioBa: THCTHOIUTO3 U3 KJIETOK JlaHTepraHca, OTAaJeHHbIE TIOCAe/ICTBUS, TTO3/iHUE d9(DMEKTHI, OCTOKHEHNUS, I0JIT0-
cpouHoe Habo1eHue.

FHCTHOHHTOS us kJierok Jlanrepranca (Langerhans
cell histiocytosis — LCH) — rpanysiemMaTo3Hoe
3ab0JieBaHME, B OCHOBE KOTOPOTO JIEKUT aHOMATTbHAST
nposudepanys ¥ HAKOIJIEHNE B OpPraHax M TKaHSIX
natosormdeckux CD1a+/CD207+-MuenonHbIx Kie-
TOK, KOTOPBIEe MMEIOT (PeHOTHIINYIECKOe CXO/CTBO C
kyieTkamu JlaHrepranca.

TepmMuH «rucTHONMTO3 M3 KJIeTok JlaHreprancas
obbenunsierT 3a00Je€BaHMs], paHee W3BECTHBIE Kak
so3uHOMGUIbHAS TpaHyJgeMa, 06oJe3Hb XoHIa —

[Momnepa — Kpucuena (Hand — Schuller — Christian
disease), Gosesnp Jlerrepepa — 3use (Letterer —
Siwe disease) u ructuonurtos X. Hoszosornueckas
rpyIia: TUCTUOINTO3 u3 KieTok Jlanrepranca. Ko
MKDB-10: D76.0 — ructuonuTos u3 kieTok Jlanrep-
raHca, He KJaccu(GUIUPOBAHHBIN B PYIUX PyOPHKAX;
C96.0 — Gosesnb Jlerrepepa — 3uBe (HEJIUITUAHBII
PETUKYJIOIH/IOTETNO03, PETUKYJIES).

LCH orHocuTcs K pekum 3a00J1eBaHIAM, PACIIPO-
ctpanerHocThb cocTasister 0,1—1 ma 100 000 metcko-
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ro HaceseHus, yactora cocraniusier 1—10 HOBBIX ciry-
YaeB B rojl Ha 1 MUJIJIMOH JIETCKOTO HAaceJIeHUs B BO3-
pacre 10 15 Jsiet, HanGolee YacTo AMAaTHOCTUPYETC Y
neteit 10 3 set. CooTHOIIEHNE MAJIbYUKOB U JIEBOYEK,
IT0 pa3HbIM JJaHHBIM, cocTaByseTr oT 1:1 102 : 1. LCH
siBJIsIeTCsl HarboJiee PaciipoOCTPAHEHHBIM THUIIOM THC-
THUOIMTO3a U MUMEET IMUPOKHUI CIIEKTP KIMHUUECKUX
MPOSIBJIEHNI, PasJindHOe TeyeHue W ucxon. B 1o
BpeMsl KakK KJIMHUYECKUE acIeKThl 3a00JieBaHMs
JIOCTATOYHO XOPOIIO OMUCAHBI, B €T0 MMaTOTeHe3e elle
MHOTO HESICHBIX MOMEHTOB. VccienoBanus, mpoBe-
JICHHbBIE B TIOCJIe/IHee BPEMSI, TO3BOJISIOT XapaKTepu-
soBarb LCH Kak MHUEJOUAHYIO OIyXOJib, 00JIajaio-
IIyI0 BOCHAJNTEJbHBIMU cBoiicTBamu [7, 16, 18].
MecTHble U CUCTEMHbIE BOCTATUTEbHBIE (P HEKThI
MPUBOJSAT K (POPMUPOBAHUIO TPAHYJIEMbI U TIOBPEK-
JICHUTO TKaHEel B Pa3JIMYHbIX OPTraHax.

Kaununueckuii cnexrp LCH kosebiercs ot ogHoro
KOCTHOTO TMOPAKEHUs 0 MOPAKEHUS HECKOJbKUX
opranoB. COOTBETCTBEHHO, IIPUHSITO BbIIEISTH MOHO-
cucremHoe nopaskenue (single system — SS-LCH) u
MyJbTHCHUCTEMHOE Topaskenue (multi system —
MS-LCH). [Ipu moHOCHCTEMHOM TIOpa’kKEHUUN BbIje-
agiotr: 1) yaudokanrpHoe (comuTapHoe TMOpaskeHue
ckesieta, JUMdaTHUecKoro y3na) u 2) Myabrudgo-
KasibHOe (MHOKECTBEHHbBIE OUaru MOpPaskeHusl cKeJie-
ta, nMdoyanoB). IIpu MyabrucucTeMHOM TOpaske-
HUW Pa3audaioT (HOPMbI ¢ BOBJIEUYEHHEM <OPTAaHOB
pucka> u 6e3 Hux. K <«opraHam pucka» OTHOCAT
reveHb, KPOBETBOPHYIO CUCTEMY U CEJIE3EHKY.

IMIIUPUIECKN YCTAHOBJIEHO, YTO TAIUEHTBI C
SS-LCH wuMmeroT Xopolne IMaHChI Ha BBIKHBaHUE.
¥V nanuentoB ¢ MS-LCH, oco6erHo ¢ HapylieHuem
(YHKIMU [eYeHH ¥ KPOBETBOPEHUS, 3a00JIeBaHKe
MOJKET UMETH IIPOTPECCUpyIoliee TeUeHEe U BBICOKYIO
CMepTHOCTH [58].

Cranpmaprabie Meto;ibl tevyennsi LCH

Ha npots:zkenun XX Beka B teuernnn LCH ucrons-
30BaJIi MECTHOE BO3JeiicTBIE, aHTUOUOTUKHU, XUMKO-
TEPANuio, XUPYPTUUECKUE U PAJAUAIMOHHBIE METO/IbI
B KauecTBE OT/IEJbHBIX METO/IOB TEPAITUHU UK B KOM-
OMHALIMU B 3aBUCHMOCTH OT CTEIIEHH TsxKecTH 3a60-
JIEBAHUS U JIOKAJTM3AIIUN TIATOJIOTUYECKOTO MTPOIecca.
XUpypruyeckuii MeTo/[ UMeeT OrpaHudeHHOe puMe-
nenne B jedennn LCH. Ero poss orpannunBaeTcs
JIMAarHOCTUYECKON OUOTICHEN U Pe3eKIel OTAeIbHBIX
KOCTHBIX MTOPAKEHWH, JOKAJIbHBIX TTOPAKEHUN KOKH
WJIW OJTHOTO JINM(DaTHIECKOTO y3J1a.

B mpomnom npumensiim smydesyio Tepanuio LCH,
B IIEPBYIO OUYEPEb VIS JIeUEHUST TTOBPEKIEHUS KOC-
Tell, MATKUX TKaHell n runodwusa. 113-3a prcka Bo3-
HUKHOBEHMSI BTOPUYHBIX PaJAMAIMOHHO-UH/YIIHPO-
BaHHBIX 3JI0KAUECTBEHHBIX HOBOOOPA3OBAHUI 1 COM-
HUTEIBHON A(D(HEKTUBHOCTU PAJUAIIMOHHOTO METO/IA
€T0 UCII0JIb30BaHUE B HACTOSIIIEE BPEMSI OrPAHUYEHO
— B OYEHb PENKHUX CJYYassX Ui JIeYeHUs KOCTHBIX
MOBPEXKIEHNI, HEJOCTYITHBIX JIJISI PE3EKIIUU XUPYP-
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THYECKUM ITyTeM, UJIA YTPO3e KOMIIPECCUM CITUHHOTO
Mmoara [4, 41, 58].

C TeuenmeMm BpemeHu moaxoasl K Tepamuu LCH
[IpeTepriesii 3HaunTeIbHble U3MEHEHUST, UTO OTPaKa-
eT HOBOE TIOHUMaHue MaTo(hU3N0J0rnu 3a60JIeBaHUs
[49, 58]. Coueranue npexnusonona (PDN) u Bun-
6aactura (VBL), npuMeHsieMbIX B PasHbIX KOMOU-
HAIUSIX, UCIIOJB3YIOT HA MPOTSIKEHUUW MHOTHX JIET.
JlokasaHo, 4TO 9Ta KOMOMHAIMS SIBJISIETCS HanboJiee
a(pdexTMBHON W HETOKCMYHOW W WCIIOJb3YeTCsS B
KayecTBe TEPBOI JUHUM JIJIT BCEX MAIUEHTOB C
MS-LCH [9, 28, 30, 31, 33, 50, 61].

B konue 1970-X rogoB ObLIN MONBITKYA MCIIOJIB30-
Bath B Ttepanun LCH stomnosux («Bemnesuga®s,
VP-16). OnenuBasm adgdexktuBHOCTH TTpenapaTa B
XoJle TPOBEIeHUs] KINHUYECKUX HCCIemoBanmii |15,
17]. B xavectBe monoTepanuu VP-16 He moxazasn
npeumyinectso nepen VBL [29],  naske ipu ero Kom-
6unanuu ¢ PDN/VBL He yaajioch JOCTUIHYTh JIy4-
mero ahderra. ITO OTPAaHUUNUIO AaTbHENIIee TPHU-
MeHenue nipenapara B seuernu LCH [30].

Jlpyrumu ripeniapatamMu, KOTOpbIe B T€YEHHE JIeCs-
TUJIETUN TIMPOKO HMCHosb3yioT A7st jgedenns LCH,
apistiorest Mmetorpekcat (MTX) u 6-mepkanromypusa
(6-MP) [28, 32, 47, 79]. Kak npaBuyio, ux npuMeHsi-
IOT B KQUeCTBe MOJIEPKUBAIOINIEN TePAITiy JiJisi CHU-
JKEHUS PUCKA PelarnBa 3a60/IeBaHus.

B nacrosmee spemsa EpporeiickuM o061ecTBoM
110 TUCTUOIMTO3Y YTBEPKIEH IPOTOKOJ JIeUEeHUS
MS-LCH, xoropblii BkIouyaeT B cebs CHCTEMHYIO
TEpPauIo Ha HAYaJbHOM 3Talle, TaK Ha3bIBAEMYIO
«UHTeHCUBHYIO (dazy», B Teuenne 6—12 Hemesnb ¢
MOCJIELYIONINM TIPO/IOJIKEHNEM He MeHee 12 MecsiiieB
B MeHee HHTEHCUBHOM pesknme |2, 5, 13, 30, 33, 56, 58].

CrangapTtHas Tepanus s nanueaToB ¢ MS-LCH
BKJIIOYAET HAYaJIbHBIN TecTuHene bHbI Kype PDN
(40 Mr/M? B CyTKH II€POPAJIBHO B T€UYEHUE 4-X HEJEeNb
C TOCJEAYIONUM CHW)KEHUEM [I03bl B TedeHune 2-X
Hegneab) 1 VBL (6otocHOE BHYTPUBEHHOE BBEICHIE
B jIo3e 6 Mr/M? B Heflesi0). BakHBIM MPOTHOCTUYEC-
KHM II0Ka3aTeJIeM sIBJIsieTCsl KIMHUKO-1ab0paTOPHbIN
addeKT Ha TTEPBOM ATalle TEPANUHU, OIIEHKY KOTOPOTO
MIPOBOJISIT B KOHIE HAYATBHOTO MNIECTUHEIENbHOTO
Kypca W OT KOTOPOTO 3aBHUCUT JaJbHEWIass cxema
JIEYEH NS,

[TarnenTam, y KOTOPBIX OTMEYaeTCs! XOPOIITUI OTBET
Ha TIEPBBII [IIECTUHEAETbHBIN KyPC TEPATTIH, TIPOBOJIST
MOBTOPHBIN, B TOM ke pexume [33]. Ilammentsr c
MS-LCH, cocrosinrie KOTOPbBIX He YJIy4IIaeTcst Tocye
OJTHOTO WJIM JIBYX HAYaJbHBIX KYPCOB CTaHAAPTHOI
WHTEHCUBHOW Teparuu, HYKIAIOTCS B Ha3HAYEHUU
asprepHaTuBHBIX cxeM [58]. IIpomomkenue Teparun
PEKOMEH/IYETCsI JIJIsl BCEX MAIMEHTOB, KOTOPBIE MOCTIe
6—12 Hezesb CTAPTOBOTO Kypca JAOCTUTJIN PEMUCCUN
3a60JIeBaHUST MJIM 3HAUUTEILHOTO yoryuieHus. [Toce-
nytoras pulse-tepanust Briouaer B cedbs PDN/VBL
KasKJIble 3 HeeJIn eKe/HEBHOTO TIePOPAIBHOrO Tprie-
Ma B couetannu ¢ 6-MP o61ieil IpogoIKUTeIbHOCTHIO
JledeHns B Tedenne 12 mecsiiies.
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YacroTta U ClIeKTP OTJaJIeHHBIX
nociaeacrsuii LCH

Paznnunbie mporHoctryeckrie (hakTOPbl M CHUC-
teMbl crparudukanun [48, 51], paspaboraHHble B
IpeJABIAYIIIe TOAbl, B MOCJenHee BpeMsi ObLIU 3a-
MeHEHbI OIIEHKON HAJIMYUS UJIK OTCYTCTBUST OMOJIOIH-
YeCKUX MapKepPOB PHCKA TPEIJIOKEHHON Teparnu.
[IpumenHeHre COBPEMEHHBIX CXEM JIEUEHUST TIO3BOJIH-
JIo cHU3UTH cMeptHOCTh pu MS-LCH xo 10—20 %
[30, 33]. Tem He MeHee B OTAQIEHHBII TTEPUO/] 3HAYN-
TeJIbHAST YaCTh BBUKHUBINUX JIUI UMEIOT OTJAJI€HHbBIE
nocaeactsust (OTII) 3abosieBaHus, KOTOPBIE BJIMSIOT
Ha kayecTBo ux skusHu. OTTI onpenessor Kak o0y
(hopMmy MocToSTHHOTO (PU3NIECKOTO NI HEHPOTICUXO-
JIOTUYECKOTO JleheKTa, KOTOpasi OTHOCUTCS K CaMOii
60JIE3HI, a TAK/KEe Pa3BUBAETCS B J11060€ BPEMS B XOJI€
6osesnn. Hammune OTIT LCH o6yciioBiieHo B 1iep-
BYIO OYepe/lb JIOKAIU3AIUeH MaToJOrHuecKOro po-
1ecca, a CTerneHb UX TSKECTH — JECTPYKITUEH TKaH 1
obpasoBaHueM pyOIOB.

MdaxTopbl pUCKA HAJIMYUS U CTETIEHH
tsskectu OTII LCH

* Bospacm. Mo:xHO TIPEITON0KUTD, YTO BO3SHUK-
HOBeHUe 3abosieBaHusT B GoJiee MOJIOZOM BO3PACTe
cBsi3aHO ¢ GoJiee BBICOKUM prckoM Tsikectu OTII.
Tem He MeHee TPOrHOCTHYECKAST POJIb ATOTO (haKTOpa
0CTaeTcs AUCKYTabeNbHOIL, TaK KaK B 9TOM CJlydae He
MeHee BaXKHYIO0 POJib MIPaeT TSKeCTb 3a00JIeBaHNUsl,
KOTOpast TaKKe 3aBUCUT OT BO3PACTA TTAIMEHTA.

 Jloxanuzauus u cmenens msjicecmu namoiozu-
4ecK020 npoyecca — BasKHbIe IPOTHOCTUYECKHE (DaK-
TOPBI, KOTOPbIE BO MHOIOM OIPENEJSIOT W CTENeHb
tsoxectn OTTLL

* Cmenenv pacnpocmpaneHHOCMU NAMOI02U-
uecxoz0 npovecca. [Tpu MS-LCH ormeuaercs 6Gosee
BbIcOKUI puck coxpanenus OTII 3aboseBaHus 10
cpasuenuio ¢ SS-LCH [1, 6].

 IIpooomxcumenvrocmo axmuenoii pasvt LCH
u Hanuuue peuuoueos. Ipu Gojiee AIUTETHHOM IIe-
pHoJe aKTUBHOCTU 3a00JI€BaHUS M YACThIX PEIV/IH-
Bax oT™euaroT 6osee Tskesnbie OTII [59, 62, 69].

* Cxemvl nepeoul aunuu mepanuu. B Hacrosiiee
BpeMsI HeT YOeAUTeNbHbBIX J0KA3aTeJIbCTB TOTO, YTO
arpeccUBHasl XUMUOTEPANUsS MOKET TPENOTBPATHTb
W yMeHbIuTh crerend tsskect OTIT LCH [6, 57].
Tem e Menee pesyabratsl uceaegosatus DAL Study
Group u Histiocyte Society — III Trial cBunerens-
CTBYIOT O TOM, YTO CBOEBPEMEHHOE HAYaJl0 CUCTEM-
HOTO JIEYEHUS [OCTATOYHOU MPONOJLKUTETHHOCTH
MOJKET TI0 KpaliHell Mepe YMEHbBINUTb PUCK PEINIH-
BOB, UTO B CBOIO OY€Pe/lb MOKET TIPUBECTU K YMEHb-
nmennio kosaudectsa u crenenn Tsixkectn OTII [31, 33].

Knunuuecxasa xapmuna 3a601eBanus pasHoodpa-
3Ha W 3aBUCUT OT JIOKAJIM3AI[UU O0YarOB IMOPAKEHUSI.
B narosiornueckuii mporecc MOryT ObITh BOBJIEUEHBI
CJIEJIYIOIIEe OPTaHbl U CUCTEMBI: CKEJIET, KOXKa, JTUM-
(barrueckue y3ipl, HAPYKHOE YXO, M€Y€Hb, Cee3eH-
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Ka, KOCTHBIM MO3I, JIETKUeE, 9HIOKPUHHbBIE KEJe3bl,
IEHTPAJIbHAST HEPBHAST CUCTEMA, JKEJTYIOUHO-KUIIIey-
HBIH TPAKT, TUMYC U JIPyTHE.

XapakTepHO nopajiceHue KoHcu pasimaHoro Bua
u Taxkectn (OT TAmyJe3HOW ChITU /0 HEKPO3a).
Kosnas cpllib yacTo HanoMuHaeT ceOopelHbIil gep-
MAaTHUT, HHOTIa HaOJIF0Ial0TCsT BE3UKYJIE3HbIE, peske —
reMopparmveckue sjgeMeHTbl. [lammysbl jKeaToBaToro
I[BETA PACIIOJIATaIOTCs B KOYKE MJIU MTOJKOMXHO-KUPO-
BOII KJieTuaTKe, OOJIe3HEHHBIE, WHOIA CaMOIPOU3-
BOJIBHO BCKPBIBAIOTCSI, JIOKAJIU3AIUST BbICHITTAHUI —
JI00ast, B KO)KHBIX CKJIAIKaX BOSMOKHBI M3 bsI3BJICHUS.
DJIEMEHTBI CBIMIA MOTYT HEKPOTHU3UPOBATBHCS, CJIU-
BaTbCsI, TIOKPBIBATHCS KOPKAMU, TIPU UX OTAEJIEHUN
00pasyoTcs MeJIKKe, JJUTEIbHO He3aKuBaollue u
IJIOXO TIOJJIAIONIHMECST JIeYeHUIo sI3BbI. [Ipotiecc Hek-
posa 0COOEHHO 3aMeTeH B KOKHBIX CKJAAKax, Iie
yaiie BCero MpUCOeIMHSIETCST BTOpUYHAs WH(DEKITHS,
XapaKTEePHO HM3bsI3BJIEHUE BYJbBbI U MEPUAHAIBHOI
obmact. KoskHoe mopaxenue npu LCH ciemyer
ndbdepeHITpoBaTh C TSKETBIMU (hOPMaMU 9K3€MBI,
aTONMUYECKOTO JIePMaTUTa, UH(PEKIUIMU KOXKHU, THUC-
THOIIMTO3aMU U3 TPYIIIBl IOBEHUJIBHONH KCAaHTOIpa-
HYJIEMBI.

Ilopasicenue xocmnoil cucmemvt BCTPEUAETCS B
60—80 % ciyuaes [25]. Hanbosee wacrast jokainsa-
IIUST IATOJIOTUYECKOTO TIpoliecca — aT1o yepet (27 %),
Genpennas koctb (13 %), HuskHss yemmoctb (11 %) u
koctr Taza (10 %). Takke MOTyT OBITH MOPAKEHDI
madusbl TpyOUaThIX KocTeil, pe6pa, COCHEeBUIHBIN
OTPOCTOK, TeJIO T03BOHKA, Iyasnuia. llopakenue
KocTell OpOUTHI COMPOBOMKAAETCS 9K30(DTaTbMOM.
[Tpu nopaxkeHu#n TPyOUATBIX KOCTEil, HECYIIUX Oce-
BYIO HarpysKy, XapaKTepHO Pa3BUTHE IaTOJOTHYEC-
Kkux nepesomMoB. MopMuposatue omyxonu u 00Jb B
30HE TIOPAYKEHUST KOCTU SIBJISIETCSI OYE€Hb PACIPOCT-
paneanbsiM cumnTomoM LCH. Ilopaxkenme kocreit
HOCHUT XapaKTeP OCTEOJMTHUECKUX OYaroB € YETKUM
KOHTYPOM Ha PEHTTeHOTPAMMaX U BbIPAKEHHBIM MsIT-
KOTKQHHBIM KOMITOHEHTOM. B TMHaAMIKe MSTKOTKAHHBbII
KOMITOHEHT WHBOJIIOIIMOHUPYET, JUTHIECKHE OuYaru
3aKMBAIOT ¢ (POPMUPOBAHUEM KPAaeBOTO CKJIEpPO3a.
CpOK 3aKUBJIEHUSI OCTEOJUTUIECKUX 0YaroB Bapbu-
PYET OT HECKOJIbKUX MECSIIIEB JI0 HECKOJIBKUX JIET.

B 3aBrcuMOCTH OT MeCTa JIOKAJTM3AIUN CKeJIETHbIE
MOBPEXKIEHUS] MOTYT BBI3BIBATh Pa3JIUYHBIE [0JITO-
CPOYHbIE UJTH TIOCTOSTHHBIE aHATOMUYECKHUE Jie(PeKThI
CKeJleTa WM CMEKHBIX TKaHel U OpPraHos, ¢ uin 6e3
yukmmonanbHoro neduimTa. IIpoTnBopeunBhie KaTe-
ropusanuu geopManuy CKejleTa U MCIOJIb30BaHIE
TaKUX TEPMHUHOB, KaK «OPTONEIUYECKHE TPOOIEMbI»
MWW «OPTOIenYecKue UHBATU/IbI>, UCKJIIOUAeT Jle-
TAJTBHBIN AHATU3 JINTEPATYPHI TI0 CIIEKTPY U CTETIEHU
tsskectn OTII co cTtoponsl kocTHOI cuctemsr [1, 6,
42,52, 66, 76]. Pemaroiiiee 3HaueHue B OIIEHKE CTeTIe-
Hu Tsokeetn Ttakux OTID mmeer nokanusarust 1o-
paskeHusl, HApUMep, MOBPEXKIEHNE MO3BOHOYHUKA,
KOTOpOe TpeOyeT onepaTuBHOrO BMelaTe IbcTBa. B To
JKe BpeMs MOpakeHUs IIOCKUX KocTeil He TpedyioT
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CTOJIb UHTEHCUBHON Tepanuu, U OHW B JAJIbHEUIIeM
MOTYT OBITh OLIEHEHbBI KaK MEHee TsIKellble.

Hedopmauyuu cxenema o0yciOBIEHbI KOCTHBIMU
nedexTamu, qeopMaIusIMu IV aCUMMETPUe 13-3a
[ATOJOTMYECKUX MEPEJOMOB WM OOIIUPHBIX Paspy-
mennit koctu. [lopaskenust KocTeil OCHOBaHMS Yeperia
YacTO PACIPOCTPAHSIOTCS Ha COCEMHUE CTPYKTYPHI,
YTO B 3aBUCHMOCTH OT JIOKAJTU3AIUNA MOKET TIPUBEC-
TH K HeOOpaTUMbIM eheKTaM, HalpUMep, TAKUM Kak
ACUMMETPUs JINIA, 2K30(pTaabM, riayxorta (U3-3a
MOpaKeHUsI BHYTPEHHEr0 yXa), TOBPEXIEHUS dYe-
JIIOCTHO-JIMIIEBOTO armapara |64, 65].

IK30(TAIBM, PACTIPOCTPAHEHHOCTH KOTOPOTO COC-
TaBJISIET OT 8 710 25 %, SABJISIETCSI OJ[HUM 13 XapaKTePHbBIX
npossieanit LCH [42, 66, 70]. Ilpu amexBarHOI
Teparuy BO3MOKHA MOJIHAST PEMUCCHST, OJTHAKO U3-3a
OCTAaTOYHBIX PYOIOB MATKUX TKaHel B 06JacTy rias-
HUIIBI OCTAETCS KOCMETHYeCKUil edeKT, KOTOPHIH,
Kak [IPABIJIO, HE BJIUSET Ha 3PEHIE, HO 00YCIOBIMBAET
ACUMMETPHUIO JIUIIA.

Kommpeccust Tes1 MO3BOHKOB SIBJISIETCST OJTHUM U3
Hanbosree 4acTo (PUKCUPYEMBIX OTAAJEHHbIX [TaTOJIO-
IMYECKUX TTOPAKEHUIT CO CTOPOHBI KOCTHOI CUCTEMBI,
onnako B 11es1oM B ctpyktype OTII LCH na ero nomto
npuxogurest jmiib 2,5 % [1]. Kommpeccust mosker
npuBecTu K JeopMalisaM I03BOHOYHOIO €ToJ6a
(crosMo3, MaToJOTHYecKuil Jopao3 muan Knudos),
KOTOPBIE PEIKO HYKIAIOTCS B JIOJTOCPOYHOM Jiede-
Huu. Hesposornyeckuii peduiut, o0ycaI0BIEHHBIN
KOMITPECCHE U/UIn HeoOPaTUMbBIM IOBPEKIEHUEM
CIIMHHOTO MO3Ta, BCTpevaeTcs KpaitHe peko [1, 23, 34].

AcumMmeTpusi Kak pe3ysbrar nehopMaiuu Win
YKODOUEHHS JJIMHHBIX TPyOUaThIX KOCTEH Takxke
BCTpevaeTcst KpaiiHe PeKO, TaK KaK TOBPEXKIEHUS
koctu ipu LCH sokanmsoBansl B (MeTa)anacduse u,
KaK TIPaBUJIO, He BJUSIOT HA ee POCT.

OmnucaHbl eMHUYHBbIE CJIyYad YaCTUYHOU WK
HOJIHOI nomepu 3penus 'y 6ospHbix ¢ LCH [8, 43, 46].
Hanpuwmep, mo nanasiM dpanirysckoro Hammonasnb-
HOTO peectpa, yactoTa atoro OTII cocraBisieT TOMBKO
0,6 % [1]. BoabIIMHCTBO KPYITHBIX KOTOPTHBIX HCCJIe-
JIOBaHUIA 110 J]AHHOMY BOIIPOCY BOOOIIIE He OIUCHIBAIOT
ato ocyoxuenue. [loreps spenmst mpu LCH moxer
Pa3BUTbCS B Pe3yJbTaTe CAAaBJIEHUS 3PUTEIBLHOTO
HepBa WK XuasMmbl [43, 67], kpaiite peako — oT cob-
CTBEHHO BHYTPUTJIA3HOTO TIopaxkeHns [8§].

YacTota nomepu cayxa Kak OCJIOXKHEHUS OCHOB-
Horo 3a6oJieBaHus koJebsercs ot 3 10 16 % [1, 9, 31,
42]. HaubGosee 4acToii IPUYMHON SIBJISIETCS TIEPBUY-
HOE TMOpaKeHUe COCIEBUIHOIO OTPOCTKA, pexke —
MOBPEXK/IEHNE BHYTPEHHETO yXa C Pa3BUTHEM HEHPO-
CEHCOPHOM TIyXO0ThI [66].

[Topaskenue seekux ormedaercst y 20—50 % maru-
eHTOB JsleTckoro Bo3pacta ¢ MS-LCH, umn yxke B
MOMEHT TlepBOHAYATBHON TTocTaHOBKY AuarHo3a LCH,
nin passuBaercd nosxke [9, 19, 31, 68, 74]. B To xe
BpeMsT m3oanpoBaHHbIl Jerounsrii LCH, koTopbIi,
KaK [PaBUJIO, AMATHOCTUPYIOT Y MOAPOCTKOB WU
B3POCJIbIX, cocTaBiisieT MeHee 1 % Bcex ciydaes LCH
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y Jeredl Muaziiero Bospacra |74, 75, 77]. Karuen,
60JIb B TPY/IH, TAXUITHOD U OJBIIIKA — 9TO HanboJiee
yacThle KJIMHUYECKUE CUMIITOMBI TIPU JIETOYHON
dopme LCH. VMHTepecHO OTMETUTDH, UTO KJIMHUYEC-
KUe CUMIITOMBI, JierodyHast (DYHKIUS U PEHTTeHO-
rpadguyeckas KapTuHa He Bcerma coBmagaioTr [40].
Y HEKOTOPHIX IALUEHTOB MOTYT OBbITh M3MEHEHI
Jierounoro pucynka Ha KT u ipu 9ToM oTcyTCTBOBAThH
Kakue-Jn60 CUMIITOMBI PECIIMPaTOPHOro 3aboJieBa-
HUst. Y IPYrUx MalMeHTOB MOKeT ObITh MOBTOPHBIN
ITHEBMOTOPAKC WJTM Pa3BUTHE TSIKEJBIX HAPYIIEHUI
OPraHoOB JbIXaHUs, TPEOYIOIINX KUCJOPOAHON Tepa-
IIUW B CBS3U C ITPOTPECCUPYIOIIEN MTOTepeil JIeTOUHON
TkaHu [6]. B peaknx ciydasgx maToOJOTUYECKUH TIpo-
[eCC B JIETKUX MOJKET 3aBEPUIUTHCS 00OpasoBaHUEM
pyOLIOB M pasBUTHEM XPOHUYECKOIl JIETOUHON Hezlo-
cratouHocTu. K cyacThio, Takue HeoOpaTuMble MOB-
PEXKIEHUS JIETKUX HAaOJII0JAI0TCS I0CTATOYHO PEIKO,
BO3MOJKHO, 13-3a2 (0Jiee BBICOKOTO PereHepaTuBHOIO
MoTeHIMa A y jgereil pannero Bo3pacrta |1, 6, 59].

ITeuenw siisieTcCst OJJHUM U3 HAMMEHEE YacTo [opa-
sxaembix 1ipu LCH opranos. Ileuenounas aucoyHk-
IIUsI XapaKTePU3yeTCs TUTIOTIPOTENHEMUEH, THII0Ab-
OyMUHEeMUell, YMEPEHHBIM IOBbIIIEHIEM TPaHCAMI-
Ha3 ¥ IPOrHOCTUYECKU MeHee OJIaronpusTHa, HO, KaK
[paBuJIo, oOpaTHMa U HanboJlee YacTo BCTPEYAETCs Y
MOJIOJIBIX HAIIMEHTOB € TsKeI0l (hopMoit 3ab0seBa-
Hust. OOBIYHO Y BBIKUBIIUX ITAIMEHTOB OTMEYAETCS
MOJIHOE aHATOMUYeCcKoe M (PYHKIMOHAJIbHOE BOCCTA-
HOBJIEHUE TleYeHU. B o4yeHb PEeAKUX Ciaydasix Tpu
nuarsoctuke LCH moryTt onpesnensitbes KinHudec-
Kue 1 JJabopaTopHble IPU3HAKK XoJiecTasa (GKeJaTyxa,
npsiMast TUIepOUINPyOMHEMYS, TOBbIIIEHUE IEeN0Y-
Hoi docdaraset 1 GGT). Ilpu Guorncuur 00BIYHO
BBISIBJISIIOT BOCIIAJIEHIE PasJIMUHOI cTereHn u pubpos
JKEJTYHBIX TTPOTOKOB (CKIEPO3UPYIOMINI XOJAHTHT).
ITO COCTOSIHME PEAKO 0OPATUMO IIPH JIEYEHUN OCHOB-
HOro 3abojieBaHust ¥ OOBIYHO IIPOIPECCUPYET, 4TO
MIPUBOJIUT K IIUPPO3Y TIEYEHH ¥ TTOJTMOPTaHHON HEl0-
CTaTOYHOCTH, Tepanusi KOTOpoll ManosddeKTUBHA.
EAvHCTBEHHBIM JIOCTYITHBIM BapUaHTOM JIJIsI COXpa-
HEHUs JKU3HM TAaKOTO TallMeHTa B TePMUHAJIbHOM
cTaziuu sBJsieTcs TpancianTarms edenu [ 10, 20, 80].

[Topaxenve yenmpanvHol HePEHOI CUCmeMbl MO-
JKET HOCUTb OUYArOBbIM JlereHepPaTHBHBIN XapakTep
Wi XapakTep 00beMHOro o6pasoBaHus. KirHuueckas
CUMIITOMATHKA BKJIIOYaeT 00IEMO3TOBbIE CUMITTOMBI
W 0YaroBbIll HEBPOJIOTHYECKUU eUITUT, CTeleHb
BBIPAKEHHOCTU KOTOPOTO OTIPEIEJISIETCS JIOKAIU3a-
IIUEN TTOPAsKEHUST U €TO TSIKECTHIO.

Hopascenue ITHC nezpanynemamos3nozo muna.
[TapeHxuMaTO3HOE MOBPEXKAEHNUE TOJOBHOTO MO3Ta,
M3BECTHOE KaK HErpaHyJeMaTO3HbIH WU <«Hehpo-
nererepatuBHbiii> CNS-LCH, saBasercsa omgnnm u3
caMbIX TSKEJbIX TposBaeHuii 3abosesanus [35].
Pacnpoctpanernocts atoit dopmer LCH oTHOCH-
TesibHO HU3Kast (MeHee 1 %), HO OHa Jallle BCTpedyaer-
sy HMAllMeHTOB ¢ HecaxapHbIM AUa0eToOM U /WK JUC-
(ynknmeit nepenneit goau runodusa. Kak mpasuso,
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npu atoii popme LCH maTtosornyeckuii mporiiecc
3aTparuBaeT MO3KEUOK, M Y TAKUX OOJIbHBIX BO3HIKA-
10T ¥ KOTHUTUBHbIE, U TTIOBe/IeHYecKre HapyneHus [39].

[Ipu MPT omnpenensior uaMeHeHHe CUTHAA, CBU-
JIETEIbCTBYIONIEE O TIOPAKEHUU TKAHW MO3Ta (J1eMu-
eqvHu3ausg 1 rubeb Heitponos). Ilarosornyeckue
oyary OOBIYHO JIOKAJIMUBYIOTCS B MapeHXUME TOJIOB-
HOrO MO3ra, B MO3’Keuke, B 006JacTH MOCTa U
GasaJbHBIX IaHIJIMEB. BHOIICHIO TaKUX IOBPEsKIIe-
HUIi, KaK TIPaBUJIO, TPOBOJAT HE JJISI JMATHOCTUKH
LCH, a c 11es1p10 BBISIBUTD ITOTEPIO HETPOHOB, IeMIe-
JguHu3anuo u rano3 |35, 80]. Mexay Tem 4acto HeT
cootBeTcTBUS Mexky ganHbiMu MPT («pagunosoru-
yeckuii CNS-LCH») u TsoKecTbio KJIMHUYECKUX
nposisinenuit («kanandeckniit CNS-LCH»). ¥V neko-
TOPBIX TAIUEHTOB ¢ XapakTtepHoilt MPT-kapTunoi
HeT kmHNYIecKnx mpusHakoB CNS-LCH gaxe mocie
MHOTUX JieT HaburoneHnil. TedeHre <«KJIMHIYECKON
CNS-LCH» BapbupyeT OT CIIOHTAaHHOI crabuimsa-
LUK T1aTOJOIMYECKOTO Mpoliecca 40 ObICTPOro MCTo-
HIeHus ¢ TToTepeil [BuraresbHol hyukmuu [27, 39].

Indoxpunonamuu ABIAIOTCA HanboJiee pacpocT-
panertbiMu OTII y Gosbrbix ¢ MS-LCH u BeTpeua-
forest y 15—25 % nanneHTos, 3a00JI€BIINX B JETCKOM
Bospacre [6, 9, 27, 31, 63]. [IpuunHa GoOJBIIMHCTBA
ATUX OCJOKHEHUN — 3TO (QyHKIIMOHAJIbHAS HEO0C-
TATOYHOCTH TUIOTAJAMO-THIIO(U3APHON CUCTEMBI,
BO3HUKAIOIIAs BCJIEJNCTBUE JIOKAJTBHOW TPAHYJIEMbI.
lebunur cekperuu BazompeccwHa, FTOPMOHA POCTa
(I'P) (pexxe — apyrux TOPMOHOB TIepefHel 1oJu
runopusa) — 910 Harbojiee YacTo BCTPEYAIOLIMECs
ocioxkHennss LCH, koropble HabMIOJaINCh BO BCEX
KOropTax HaiueHToB. Berpeuaercst ToTasbHoe Tiopa-
sKeHue Tunodusa ¢ pa3BUTHEM MAHTUTIOTTUTYUTAPHU3-
Ma. [Topaskenue 1pyrux sese3 BHyTpeHHeH ceKpeliun
HaOJIfoIaeTcsl HaMHOTO pexe. Y OOJbHBIX MOMKET
Pa3BUTBHCS BTOPUYHBIN THIIOTHPEO3 BCJIEICTBUE HETIO-
CPEZICTBEHHOTO TIOPAsKEHUST TIepeIHEN /10JU THITodu-
3a WU, PeKe, TIePBUYHOE TIOPaskeHUe NUTOBUIHOMN
JKeJie3bl Ha (poHe ayTOMMMYHHOTO Tupeouanta [73].
Takue KJIMHUYECKHWE MPU3HAKHU, KaK TOJUIUTICHS/
MOJINY P, 33/IEPIKKA POCTA U TIOJIOBOTO CO3PEBAHNS,
HA/IIIOYETHUKOBAsT HEJIOCTATOYHOCTD, CBU/IETEHCTBY-
fone o ANChYHKIMN TepeHell i 3aiHel /1oJ1eit
rurodusa, SBISIOTCS TOKa3aHUeM [IJIsl TIPOBEIEHUS
MPT rosioBHOTO MO3Ta U JajibHeRIIero HabMo1eHUS
JIETCKUM 3HJIOKPUHOJIOTOM.

HaunbGonee yacras LCH-accoruupoBanHas 5HJ0-
KPHMHOIATUSI — 9TO LEHTPAJIbHbI Hecaxaphviil oua-
oem (CDI), npuunHoOii KOTOPOro siBjsiercst PYHKI[HO-
HaJTbHAS HECOCTOSTEIBHOCTD 33/IHEH 01 rrImodu3a.
Kmmanveckue nposisnernss CDI mMoryT BO3HUKHYTH
KaK OJIHOBPEMEHHO, TaK U TT0CJI€ YCTAaHOBJIEHUST JUar-
Hoza LCH. Ilo cpaBHeHMIO C IPYTUMU TTOPASKEHUSIMA
ITHC CDI — 510 Hanboiee 4acToe NposiBJIeHIEe OCHOB-
Horo 3abouesanus [37, 55]. Hosst G6oabrbix ¢ CDI B
pasHbIX Koroprax BapbupoBasa ot 11 % [36] mo 35 %
[9, 25, 42, 63, 78]. B nekoropsix ciaydasx CDI moxer
ObITh TIEPBHIM KJIMHUYecKUM Tposieierrem LCH [37,
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55], 4TO YacTO 3HAYMTEIHHO 3aTPYAHSIET AMArHOCTHU-
Ky OCHOBHOTrO 3aboJsieBanust [55, 71, 72].

Dakropamu pucka pazsputus CDI spisiorcs:
MS-LCH, mopaskeHre KocTeil OCHOBaHWS dYepela,
puutenbHas aktTuBHocTh LCH nim ero wacrteie pe-
nuauBsbl [33]. [lnarHocTrueckue KpuTepuu M uar-
Hoctuueckue tectbl At CDI moapo6HO onucaHbl B
COOTBETCTBYIONIUX MPOTOKOJAX W MPUMEHUMBI Y
nereii LCH He3aBUCHUMO OT OCHOBHOTO 3a60JieBaHUS
[39, 53]. Xapakrepabim MPT-npusnakom npu CDI
SIBJISIETCST OTCYTCTBUE TMIIEPUHTEHCUBHOCTU CUTHAJIA
3aHel yacTy cesisipHoil obaactu («posterior bright
Spot»), UTO yKasbIBaeT Ha ee (DYHKIIMOHATIbHYIO He
nmoctatounocth. [Ipu LCH-acconmmpoBannom CDI
runoTpodus runodusa ¢ GopMUPOBAHNEM CHHPOMA
«IIyCTOTO» TYPEIKOTO celia Berpedaercst B 50—70 %
ciyuaes |38, 53, 54]. HesaBucumo OT CPOKOB TOsIBIIE-
HUS KJIMHUIECKUX cMITOMOB 06b1uH0 CDI siBjisier-
cs1 HeOOPaTUMbBIM OCJIOKHEHHEM ¥ TPeOyeT IOKU3-
HEHHOW 3aMECTUTEIbHON Teparuy JIeCMOIPECCUHOM
[3, 14]. Cucremnoe neuenne LCH y manuentos c
M30JIMPOBAHHBIM TOPaKEHWEM Tunodusa Iereco-
00pasHO B IeJsAX CHIZKEHUs PUCKA PasBUTUSL THITO-
(ysKIIMM TTepesiHeit oau Tunodusa 1 JaabHeNero
HOBPEXKIEHUS TTaPEHXUMbI TOJIOBHOTO MO3Ta y 00JIb-
weix ¢ MS-LCH [27, 33]. Hecmotpsa Ha oTcyTcTBUE
yOeUTeIbHBIX JI0KA3aTeIbCTB 9TOr0 000CHOBAHUS, B
CBSI3U C TOBBIIIEHHBIM PUCKOM HelpouHdeKuu ¢
Pa3BUTHEM HEHPOMOTOPHBIX M KOTHUTUBHBIX Hapy-
[IeHWI B OTAAJIeHHbI nepuoxa y GonbHbix ¢ LCH,
TaKoe JieueHue BIIOJIHE orlpaB/aHo [3, 38].

ucynryus nepeoneii donu eunousa. Jleduiur
ropmona pocra (I'P) sBrasiercsa BTOpPBIM TI0 YacToTe
OCJIOKHEHUEM CO CTOPOHBI 9HJIOKPUHHOW CUCTEMbBI U
Habmonaercss y 8—10 % Bcex marmentos ¢ LCH,
3a00JIEBILIX B PAHHEM JIETCKOM BO3PACTE, a Y OOJIbHBIX
¢ MS-LCH — 6omee wem y 15 % [11, 26, 42, 63].
Ouenb vacto (1m0 42 %) nedurur I'P coueraercs ¢
CDI [63]. O6bluHO KJIMHUYECKass CHMIITOMATHUKA
COMAaTOTPOITHOH HEeI0OCTAaTOYHOCTH (3aMe/JIeHre CKO-
POCTH POCTA, IMHEHHBIN POCT HUKE TPETHETO TIEPIIEH-
TWJIST JIJIsl IAHHOTO BO3pacTa W TI0JIa) TOSIBJISIETCS
yepes 2—5 Jier nocse mocraHopky auaruosa LCH. Bo
BCEX CJIydYasix MOCje PEMUCCUN OCHOBHOTO 3a00JeBa-
HUSL HEOOXOAMMO IPOBOJAUTH ITOCTOSIHHBI MOHKUTO-
PUHT TEMIIOB (DU3UYECKOTO K TIOJIOBOTO Pa3BUTHSI
pebeHKa, uTO IO3BOJISET yKe Ha PaHHUX dTarax
BBISIBUTH HEJOCTATOYHOCTH TPOITHBIX TOPMOHOB ajie-
HOTUTIO(U3A U CBOEBPEMEHHO HA3HAYUTH 3aMECTH-
TEJILHYIO TOPMOHAJIBHYTO TEPATIHIO.

Y nereit B mepuoxa pemuccun LCH 3amecTturesnnb-
HyTO Tepanuio mpernapatamMu ['P ctasu npuMeHsiTh ¢
1975 1., ogHAKO mOJTOE BpeMs Takas TaKTHKa He
“MeJa NIMPOKOTO PACIPOCTPAHEHUS U3-32 OMACEHUI
B OTHOIIEHWM PeluanBa 3a00/eBaHKs ¥/WJIH €ro
nporpeccupoBanus [12]. Tem He MeHee B HacTosIIICE
BpeMsI yiKe TIoJIydeHbl JaHHble 06 2 GeKTuBHOCTH U
6€e30MaCHOCTH JJIUTEJIBHOIO [IPUMEHEHUsT PEKOMOM-
naaTHoro I'P (pI'P) mns nedenums mereit ¢ comaro-
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TPOITHOM HEI0CTaTOYHOCTBIO, PA3BUBIIENCS BCIeE-
creue LCH [6, 26, 44, 45, 65].

[lempio 3amecTUTENbHON Tepanuyu TpU AepUIuTe
I'P aBssgercss HopMasiu3aius TeMIOB (U3MYECKOTO
PasBUTHS B TIEPUOJ] JIETCTBA U TTOCJEYIOIIee TOCTH-
JKEHUE YJIOBJIETBOPUTEbHBIX JIJISI JIAHHOM TOMYyJIsi-
WU [TOKa3aTeJiell KOHEYHOTO POCTa; TPeaoTBpailie-
HUE TSZKEJIBIX TUTIOTJIMKEMIUECKUX PEAKIIUif; HopMa-
JIN3AIMS JIUTTATHOTO CIIEKTPa KPOBH, MPOMUIAKTHKA
PasBUTHS aTEPOCKJIEpO3a U OCTEONopo3a BO B3POC-
oM Bospacre. PexomOunantubiii TP nasznauaior B
BHJIE TTOJKOKHBIX nHbeKImi B 103e 0,025—0,035 mMr/Kr
B cyTku [21]. Monuropunr addexTuBHOCTH 1 6e30-
nacHoctn tepanuu [P y zereii, panee mepenecnmx
LCH, nmpoBoauT neTckuii 2HIOKPUHOJOT B IMapTHEP-
CTBE C TIeIUATPOM U JETCKUM OHK0JIOTOM. COrJiacHo
ITPOTOKOJIY, 9HIOKPUHOJIOT KaxKible 3—6 Mec OoreHu-
BaeT CKOPOCTh pocta pebeHKa, aHTPOIIOMETPUUECKIE
MapPaMeTPbl, TEMITBI TIOJIOBOTO CO3PEBAHMSI, CKOPOCTh
U CTelleHb BBIPAKEHHOCTH OCCU(UKAIMKM TPYGUaThIX
KocTeil (oTpejiesieHe KOCTHOTO BO3pacTa U ero IuHa-
MUKa B XOjle Teparuu), HAJIWMYUe WM OTCYTCTBUE
no6OYHBIX peakiuil B orBer Ha BBegenue pIP
AJIIEKBaTHOCTb HAa3HAYAEMOI I03bI TAKKE OIIEHUBAIOT
[0 YPOBHIO MHCYJMHOIOAOOHOrO (akTopa pocra
(IGF-1) u 6enka, csassiatomero IGF (IGFBP),
KOTOpBIE B OOJIBIIMHCTBE CJIYYaeB KOPPEIUPYIOT C
poctoBbIM 0TBeTOM Ha Teparnuio pI'P [21].

ITocte 3aBeplneHust TMHEHHOTO POCTa HEOOXOAMMO
MPO/I0JIKATh 3aMecTuTebHyto Tepanuio pI'P. B wact-
Hoctu B EBporeiickom koHceHcyce 110 jedenuto pl'P
Bapocibix nanuentos (Evaluation and Treatment of
Adult Growth Hormone Deficiency: An Endocrine
Society Clinical Practice Guideline) ykasbisaercst Ha
HeOOXOAMMOCTh TaKoil Tepanuu OOJIbHBIX, B IPOILII-
som riepereciinx LCH [60]. Ilesrpio 3amecTuTesbHOM
teparnuu pI'P B3pOCJIbIX TAIIMEHTOB SIBJISIETCS TIPEI-
OTBpallleHNe HAPYIIEHU JIUITUHOTO, MUHEPAIBHO-
ro 0OMEHOB, YTO B CBOIO Ouepelb sBJsiercs mpodu-
JIAKTUKOW Pa3BUTHST CEPAEYHO-COCYNUCThIX KaTa-
cTpod, OCTEONOPO3a U B IEJIOM YJIYUIIAET KaueCTBO
sxkusnau. g nanuenTos B Bo3pacte 30—60 et cTap-

toBas no3a pI'P cocrasuser 0,2—0,3 mr/cytku. [Ipn
Heo6xoauMocT 103y PI'P MOXKHO yBeJIMYUTH Ha
0,1—0,2 Mmr/cyT, HO He panee 4yem uepe3 1—2 mec
nocyie Havana teparnuu [22, 60]. BoxpHbIM cTaprre
60 et ¢ cOMaTOTPOMHON HEAOCTATOYHOCTHIO 3aMec-
TUTEIbHYIO Tepanuio pI'P HasHauaroT B 6ojiee HU3KUX
no3ax (0,1—0,2 Mmr/cyT) u TUTpanMs 03Bl TTPOBO-
nutcs meznsennee. [larmentam B Bo3pacte 10 30 jet
craprosbie 10361 pI'P moryr ObiTh Bbime (0,4—
0,5 Mr/cyT), a TeM OGOJIbHBIM, KOTODbIE IOJIyYasu
HENIPEPBIBHYIO 3aMECTUTETHHYIO TEPAIINIO B TeUEHHE
JUTUTEJIbHOTO BPEMEHU, HAaulHas ¢ JIETCKOrO BO3pac-
Ta, Ko3bl pI'P MoryT ObITh emte Boiine. Takxe pI'P B
6osee Bbicokux no3ax (0,3—0,4 Mr/cyT) IPUMEHSIOT
y skeHIuH ¢ gepunuroM I'P 1 nosyuaronmx 3amec-
TUTEJIBHYIO TEPAIUIO ACTPOreHaAMU, & JIJIsi MYKUUH,
KOTOPBIE MOJIYYAIOT 3aMECTUTEJbHYIO TEPAIHio TIpe-
raparaMu TeCToCTepoHa (B TOM YKCJIe TPAHCAEPMAJIb-
HO), po3a pI'P moikHa ObiTh Menbine — 0,2 MI/CyT.
B raknx ke muskmx nposax (0,1—0,2 mr/cyr) pI'P
HEOOXOIMMO HaszHayaTh OOJIBHBIM [asKE MOJIOLOTO
BO3pacTa ¢ HapylIeHHeM TOJEPAHTHOCTH K TJIIOKO3€e
WK ¢ caxapHbIM JarabeToM. Bo Bcex ciydasix ajek-
BaTHOCTb IIPUMEHSIEMOI I03bI OIIEHUBAIOT 110 YPOBHIO
IGF-1, xoTopsIii 1O;KEH COOTBETCTBOBATH HOPMAaJIb-
HBIM 3HAYEeHUSIM JIJI5T IAHHOTO Bo3pacTa 1 noJia [22, 60].

Nsyuenne kmanueckoit kaptuabl LCH n ero OTTI
MMO3BOJISIET CJIEJIaTh BBIBOJ O TOM, YTO OpPraHHbIe U
TOPMOHAJIbHbBIE HAPYIIEHWS YaCTO ONPEAETISIIOTCS YiKe
IIPU TIOCTAHOBKE JMAarHO3a M MX MOXKHO paccMar-
pHUBaTh KakK IPOSIBJIEHIE OCHOBHOIO 3a00JI€BAHMSL.
[lpyrue maToJsiormuecKue IMpoIecchl PazBUBAIOTCS
MOCTENEHHO W KIMHUYECKU MAaHU(ECTUPYIOT CIYCTSI
MECSIIbI, TOJIBI U JIaXKe JecsaTuieTus. Bee aTo coznaer
CJIOXKHOCTH B TIPOBENIEHUU JIOJITOCPOYHOTO PYTUHHOTO
MOHUTOPUHTA JIJISI ONpeieieHus: Mo3aHuX 3(h(HeKToB
3aboseBanust. TeM He MeHee JI0 3aBepIIEHHs POCTA U
I0JIOBOT'O CO3PEBAHUsS HEOOXOAMMO IIPOBOIUTD PEry-
JIIPHOE MEeUIIMHCKOE 00C/Ie/IoBaHNe IeTel, TTepeHec-
mux LCH, ¢ 11es1p10 paHHero BbISIBJIEHUS TOPMOHAITb-
HOTO JIe(hUIINTA U CBOEBPEMEHHOTO Ha3HAYEHUSI TIaTO-
reHEeTUYECKON Teparuu.

KoHGbAMKT mHTepecoB oTcyTCTBYeT. YyacTne aBTOPOB: KOHLENUMS U AM3aiH nccaeaoBaHus — M. Munkos, O. XuskHsk; c60p
marepmara — M. Murkos, . BpoHuH; o6paboTka mateprara — M. MuHKOB; HarmcaHme u peaakTupoBaHme Tekcta — O. XUXKHSK;

cratnctudeckast o6pabotka AaHHbIX — . BpoHuH.
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BiaAaneHi HACAIAKM TiCTIOUMTO3Y 3 KAITMH AaHrepraHca:
OpraHHi i FTOPMOHaAbHI NOPYLLUEHHS

O. XmxHsik', M. Minkos?, I'. bpoHin3
TAY «[HCTUTYT NpoOAeM eHAOKPUHHOT naToAorii imeHi B.S. AaHmnaescbkoro HAMH Ykpainu», Xapkis
2 Rudolfstiftung Hospital, Department of Pediatrics & Adolescent Medicine & Neonatology, Vienna, Austria
3 MeaepanbHUii HAYKOBO-KAIHIUHMIA LEHTP AMTSYOT reMaTOAOr T, OHKOAOTIT i iMyHOAOT T iMeHi AMuTpa PorayoBsa,
MockBsa, Pociricbka MDeaepauis

¥ crarTi mpeacTaBIeHO aHATI3 JTiTepaTypy Ta BJACHI TOCJI/PKEHHS aBTOPIB 3 MUTAHb A1arHOCTUKHY BiJIa/IEHNX HACIIIKIB TiCTiO-
1uTo3y 3 kiitun Jlanrepranca (Langerhans cell histiocytosis — LCH), a Tako KJIiHIYHOT KapTHHU, JIKYBaHHS i JOBFOCTPOKOBO-
TO MOHITOPHHTY XBOPHX, SIKi TIePEHECJN 3aXBOPIOBAHHS B IUTSIYOMY Billi.

LCH — rpamnysiemaro3ne 3aXBOPIOBAHHS, B OCHOBI SIKOTO JI)KUTD alioMaJibHa [Ipostidepaltis i HAKOIIMYeHHs B Opratax i TKauu-
Hax TMaTOJIOTIYHUX Mi€JIOITHUX KJIITHH, AKi heHOTUTIIYHO cX0xKi 3 KaiTuHamu Jlanrepranca. LCH wanexuTh 10 pifKicHIX 3aXBO-
PIOBaHb 1 HOTO MOKHA XapaKTepU3yBaTH K MI€JIOIIHY ITyXJIUHY, sIKa Ma€ 3anajbHi BjaacTuBocTi. MicleBi Ta cucTeMHi 3anaabHi
eexTn TPU3BOIATDH 0 (HOPMYBAHHS IPAHYJILOMH i MTOTIKO/KEHHS TKaHWH y pidaux opranax. Kuiniunmii cnektp LCH kosmBa-
€TBCST Bifl OJIHOTO KiCTKOBOTO ypakentst (MoHocucremue ypaxents; SS-LCH) 110 ymkoukeHtst KiibKox opratis (6aratocucrem-
nuit LCH; MS-LCH). 3a ocranni gecatusiTTs pisko ckopotuiaacs cMmeptHicTh Bir MS-LCH: nipu BUKOpHCcTaHHI ajieKBaTHOI
Tepaltii BUSKMBAHICTh MalieHTIB cTanoBUTH 10 85—90 %. IIpote y BigganeHuii mepios sHauHa yacTUHa 0Ci0, SIKi BUKIIN, MAIOTh
Bi/lTasIeHi HACTIKM 3aXBOPIOBAHHS, SIKi BINIMBAIOTH HA SIKiCTh IXHBOTO KUTTsA. HasgBHicTh Bigmanennx nacuinkis LCH 3ymoBiiena
MEePEIOBCIM JIOKAJI3AIIEI0 [TATOJOTIYHOTO MPOIIECY, & CTYIHb IX TSPKKOCTI — AECTPYKIIEI0 TKAHUHK i YyTBOPEHHSM pPyOIiB.
Busuenna kainiynoi kaprunu LCH i iforo Bigganenux HacaiAKiB 1a€ 3MOry 3poOMTH BUCHOBOK IIPO Te, 1[0 OPraHHi il FOpMOHAJIb-
Hi nopyuieHHs (HAIPUKIIAA, [IEHTPAIbHUI HEIYKPOBUil JiabeT) 4acTo BUBHAYAIOTHCS BIKE I1ijl YaC BCTAHOBJICHHS JarHosy i ix
MOJKHA PO3TJISZATH K BUSAB OCHOBHOTO 3aXBOPIOBAHHS. [HIII maTosorivHi nporecn (HAIPUKIIA, HelipojereHepaTuBHe YITKO-
JKEHHST EHTPAJIbHOI HEPBOBOI CUCTEMM ) PO3BUBAIOTHCS TTIOCTYIIOBO 1 KJITHIYHO MaHiecTyIOTh Yepes Micsiili, POKU i HaBiTh /1ecsi-
TUJIITTSA. Yce 11e CTBOPIOE CKJIAHOII Y TIPOBEIEHHI JOBTOCTPOKOBOTO PYTHHHOTO MOHITOPUHTY JIJISI BUBHAYEHHS MTi3HIX edeKTiB
3aXBOPIOBAHHS.

KiouoBi caoBa: ricrionuTos i3 kiaitud Jlanrepranca, BijjiajeHi HacTiIKu, 1Mi3Hi eeKTH, YCKIaIHEeHHs], TOBTOCTPOKOBE CIT0-
CTEPEKEHHS.
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The article presents the analysis of the literature and the authors’ own research data on diagnostics, long-term consequences of
Langerhans cells histiocytosis (LCH), as well as clinical signs, treatment and longterm follow-up for patients with childhood-
onset of disease.

LCH — granulomatous disease, which is based on the abnormal proliferation and accumulation in organs and tissues
pathological myeloid cells, which are phenotypically similar to Langerhans cells. LCH is an intriguing rare disease and can be
characterized as a myeloid tumor having inflammatory properties. Local and systemic inflammatory effects lead to granuloma
formation and damage of tissue in various organs. There are different clinical variations of LCH: from one bone lesion (single
system LCH; SS-LCH),) to involving of several organs (multisystem LCH, MS-LCH). Over the last decades mortality of
MS-LCH patients has been dramatically reduced and with adequate therapy survival rates now make up 85—90 %. Nevertheless,
in the remote period majority survivors have long-term consequences of the disease which affect their quality of life. Availability
of longterm consequences LCH is primarily caused by the localization of the pathological process and the degree of their severity
by the tissue destruction and scarring. The study of clinical characteristics of LCH and its long-term effects allows to conclude
that the organ and hormonal disorders (e. g. central diabetes insipidus) are often already determined during primary diagnosis
and can be considered as a manifestation of the underlying disease. Other pathological processes (e. g. neurodegenerative damage
of the central nervous system) may develop gradually and clinically manifest through the months, years and even decades. All this
makes it difficult to conduct longterm routine monitoring to determine late consequences of the disease.

Key words: Langerhans cells histiocytosis, long-term consequences, late effects, complications, long-term follow-up.
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