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3 MeaepanbHblii HAyYHO-KAMHUYECKUIA LIEHTP
AETCKOWM reMaToOAOrMn, OHKOAOTMM 1 UMMYHOAOT UM
uMeHn Ammtpusa PoraueBa, MockBa,

Poccuiickas Meaepaums

B crarbe npejcraBieHbl aHATIM3 JUTEPATyPbl 1 COOCTBEHHBIE UCCIEOBAHNS aBTOPOB 110 BOIIPOCAM JUAHOCTUKU OTIAJICHHBIX
MOCJIeAICTBHIT TrCTHONMTO3a 13 KireTok Jlanrepranca (Langerhans cell histiocytosis — LCH), a Takke KIMHUYECKOH KapTHHbI,
JIEYEHUS U JI0JTOCPOYHOTO MOHUTOPUHTA OOJIbHBIX, ePEHeCINX 3a00I€BaHIe B IETCKOM BO3pacTe.

LCH — rpanyJiemato3Hoe 3a60JieBaHIe, B OCHOBE KOTOPOTO JIEKUT aHOMAJIbHasT TTPoJdepaus n HaKOIIeHne B OpraHax u
TKaHSIX MATOJOTHYECKUX MUETOUIHBIX KJIETOK, KOTOpble (PeHOTUIINUECKN cX0xKu ¢ Kiaetkamu Jlanrepranca. LCH orHocutcst k
peikiM 3a60JIEBAHISIM U €70 MOKHO XapaKTePH30BaTh KaK MUEJIOU/HYIO OTTYX0JIb, 00JIaJIAI0IITYI0 BOCITATUTEIbHBIMI CBOIICTBAMHU.
MecTHble M cUCTeMHbIE BocHaiuTesJbHble a(DMEKThl MPUBOAAT K (HOPMHUPOBAHUIO T'PAHYJIEMbl U TOBPEXKICHUIO TKaHENl B
pasymmunbix opranax. Komnnueckwii criekrp LCH kosebsercst 0T 0IHOTO KOCTHOTO MOPaskeHust (MOHOCHCTEMHOE MOPasKEHNE;
SS-LCH) no nopaskenus Heckosbkux opranoB (Mmuorocucremubiii LCH; MS-LCH). 3a nocsiennue ecsatTiieTusi pe3ko COKpaTu-
sach cMeptHOCTh 0T MS-LCH: mipnt ncmosib30BaHIE aleKBATHOM Tepannu BBLKUBAEMOCTD MAIIMEHTOB cocTaBsteT 10 85—90 %.
Tem He MeHee B OTHAJIEHHBIN MEPUOJ 3HAYUTEIbHASI YACTh BBIKUBIINX JIKI[ UMEIOT OTaJeHHbIe MOCJeACTBUS 3a00/eBaHusl,
KOTOPBIE BJIMSIOT HA Ka4ecTBO nX sku3Hu. Hamrune ornanennsix nocaegactsuii LCH 00ycioB/eHO B IEPBYIO OY€Peh JTOKATN3a-
el MaToJI0rnuecKoro mpolecca, a CTeleHb UX TSKeCTH — JeCTPYKIMeid Tkanu 1 o0pasoBanueM pyo6ios. V3yueHue KaMHUIec-
xoit kaptuibsl LCH 1 ero oT/aenipIx moceAcTBUN MO3BOJISIET C/IEJIATh BBIBOJL O TOM, UTO OPTAHHbIE I TOPMOHAJIbIbIE HAPYIIEHNST
(HarpuMep, IIeHTPaIbHBII HecaxapHbIii AHa0eT) 4acTo ONPEAEIAIOTCS y3Ke IIPH MOCTAHOBKE JIMArH03a U UX MOKHO PacCMaTPUBATh
KaK TIPOsIBJIEHIE OCHOBHOTO 3a00JieBanus. JIpyrie maToJornyecKue mpoIecchl (HarpuMep, HelipojiereHepaTuBHOE TTOBPEK/IEHEe
[EHTPAJIIbHON HEPBHOII CHCTEMbI) PA3BUBAIOTCS TIOCTEIIEHHO U KIMHUYECKU MAHU(DECTUPYIOT CITYCTSsI MECSIIIBI, TOJIbI 1 IajKe JIeCsi-
tusretnst. Bee 9TO co3maer CIOKHOCTH B MTPOBEAEHNUN JIOJTOCPOYHOTO PYTHHHOTO MOHHUTOPUHTA JUISI OTPEIeTeHIs MO3/HIX
s dexToB 3ab0eBaHuL.

KuioueBble cioBa: rrcTHonnToO3 13 KiIetok Jlanreprarca, OTaaeHHble OCTeACTBIs, no3anne 3G heKThl, OCTOKHEHs, J0JT0-
CPOYHOEe HabJI0/IeH e,

rHCTHOHHTOS u3 kierok Jlanrepranca (Langerhans
cell histiocytosis — LCH) — rpanyiemaTosHoe
3aboJieBaHue, B OCHOBE KOTOPOTO JIEKUT aHOMAJIbHAST
nposudepals U HaKOIJICHUE B OpraHaX M TKaHSAX
natosiorndeckux CD1a+/CD207-+-MuenoniHbx Kie-
TOK, KOTOpble UMeIoT (heHOTUITNYECKOE CXO/CTBO C
kjeTkamu JlanrepraHca.

Tepmun «ructuonuTo3d u3 Kietok JlanrepraHnca»
obbeauHser 3a0o0JieBaHUs, paHee M3BECTHbIE Kak
503uMHOGUIbHAS TpaHyJjema, OoJyie3Hb XoHIa —

[MTrosnepa — Kpucuena (Hand — Schuller — Christian
disease), Gosesnn Jlerrepepa — 3use (Letterer —
Siwe disease) u rucruonuros X. Hososorunueckas
rpyIina: THCTUONUTO3 u3 KieTok Jlanrepramca. Kop
MKB-10: D76.0 — ructuornuTto3 u3 kiaetok Jlanrep-
raHca, He KJaacCuGUIMPOBAHHBIN B IPYTUX PYyOPUKAX;
C96.0 — 6ostesnn Jlerrepepa — 3uBe (HEJTUTHTHDII
PETUKYJI09H/IOTEN03, PETUKYJIES).

LCH otHOCHTCS K PeAKUM 3a00JI€BAHUSIM, PACTIPO-
crpanentoctb coctasisger 0,1—1 na 100 000 nercko-
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ro HaceJeHus, yactoTa coctanisger 1—10 HOBbIX ciry-
YaeB B ToJl HA 1 MUJIJIMOH JIETCKOTO HACEJICHUS B BO3-
pacte jio 15 Jiet, HauboJiee YacTO AUATHOCTUPYETCS Y
nereit 1o 3 jer. CooTHOLIEHE MAJIbYNKOB U JI€BOYEK,
110 pa3HbIM JlaHnHbIM, cocTasiisier oT 1:1 102 : 1. LCH
SIBJIsIETCST HAnOOoJIee PaCIPOCTPAHEHHBIM TUIIOM THC-
THUOIIMTO32 U UMEET IMMUPOKUI CIIEKTP KIMHUYCCKUX
MPOSIBJIEHNH, pasjinyHOe TedeHue M ucxojA. B To
BpeMsI KaK KJIUHUYECKUE AaCHEeKThl 3a00JIeBAHIS
JIOCTATOYHO XOPOIIO OMUCAHBI, B €TO TIATOTEHE3E e1le
MHOTO HEACHBIX MOMEHTOB. McciemoBanus, mpoBe-
JICHHBIC B MOCJIE/IHEE BPEMS, MTO3BOJISIOT XapaKTepu-
3oBath LCH Kak MUeJOUIHYIO OIyX0Jib, 00Jaaao-
NIyl0 BOCHAJIUTETbHBIMU cBoiictBamu [7, 16, 18].
MecTHble ¥ cUCTeMHbIE BOCHAIUTe/IbHbIE 3(D(hEKTbI
MPUBOJAT K (DOPMUPOBAHUIO I'PAHYJIEMBI U MTOBPEXK-
JICHWIO TKaHEl B Pa3JUYHbBIX OPraHax.

Kiunnueckuii cnexrp LCH kosebiercst ot ogHOroO
KOCTHOTO TOPAKEHUS JI0 MOPAKCHUS HECKOJbKUX
opranoB. COOTBETCTBEHHO, IIPUHATO BbI/IEIATH MOHO-
cucreMHoe nopaskenue (single system — SS-LCH) u
MYJIbTHCHCTEMHOE Topaskenune (multi system —
MS-LCH). [Ipy MOHOCHCTEMHOM TOPa’KEHUU BbIJIC-
agior: 1) ynudokanabHoe (coJuTapHoe TOpaskeHue
ckejieta, JuMmdarudyeckoro yana) u 2) Myabrudgo-
KasbHOEe (MHOKECTBEHHBIE OYaru MOPakeHUs CKeJie-
ta, JuMboy3noB). 1Ipu MysbTHCUCTEMHOM TIOpasKe-
HUU Pa3andaioT (HOPMbI ¢ BOBJICUCHUEM <OPTAaHOB
pucka» u Ge3 Hux. K <opraHam puCKa» OTHOCST
MeY€eHb, KPOBETBOPHYIO CUCTEMY U CEJIE3CHKY.

IOMIIMPUYECKN YCTAaHOBJICHO, YTO MAIMEHTBl C
SS-LCH wumeloT xopolime IIaHchl Ha BBIKUBAHUE.
¥V nanuentoB ¢ MS-LCH, ocobeHHO ¢ HapylieHeM
(hyHKIMKM TIeYeHn W KPOBETBOPEHUs, 3a00JieBaHIe
MOJKET UMETh IPOTPECCUPYIOIIee TeUeHNE U BBICOKYTO
cMepTHOCTD [58].

Crangaptabie metozbl geyenusi LCH

Ha nporsskenun XX Beka B siedennn LCH ucmoss-
30BaJll MECTHOE BO3JIEiICTBIE, aHTUOUOTHUKU, XUMIO-
TEPaInio, XUPYPruiecKre U pafualiOHHbIC METO/IbI
B KaUeCTBE OT/EJIbHBIX METO/IOB TEPAITUU WU B KOM-
OMHAIMU B 3aBUCUMOCTH OT CTEIIeHU TsKecTH 3a00-
JIEBAHUA U JIOKAJM3AIUHY TTIATOJIOTUIECKOTO MTPoIecca.
XUpypruvuecKuii MeTO/I UMeeT OTPAaHUYEHHOE TTPUMe-
Henue B Jyieduenun LCH. Ero posnb orpanmunBaercs
JIMarHOCTUYECKOIl GUoIIcueil 1 pesekiineii OTae bHbIX
KOCTHBIX MOPaKEHUM, JIOKATHHBIX MOPAKEHUH KOXKKI
WJIN OJTHOTO JINM(PATHUECKOTO y3J1a.

B npomiom npuMensiin sydeByio tepanuio LCH,
B MIEPBYIO OUYEPEb VIS JIeUeHUS TIOBPEKICHUS KOC-
Tel, MATKUX TKaHel u runodwusa. V3-3a pucka Bo3-
HUKHOBEHWSI BTOPUYHBIX PaJMAIIMOHHO-UHIYITPO-
BaHHBIX 3JI0KAYECTBEHHBIX HOBOOOPA30BAHUN U COM-
HUTEJNbHON 3(DPEKTUBHOCTH PAJIMAITMOHHOTO METO/Ia
€T0 UCII0Jb30BaHUE B HACTOSAIIEE BPEMSI OTPAHUYEHO
— B OYEHb PEIKUX CJAYYasX [JIsl JeYeHUS] KOCTHBIX
MOBPEXKAECHUN, HEJOCTYIHBIX [Tl PE3EKIUU XUPYP-
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TUYECKUM ITyTeM, WJIM YTPO3e KOMIIPECCUM CITMHHOTO
Mo3sra [4, 41, 58].

C teuenuem BpemeHu mnonaxojbl K Tepanuun LCH
rpeTepriesivi 3HaYuTeTbHble U3BMEHEHUS, UTO OTPasKa-
€T HOBO€ TIOHMMaHue TaTohu3nogornu 3a60JeBaHus
[49, 38]. Coueranue npennusosnona (PDN) u Bun-
6sactura (VBL), mpuMeHsieMbIX B Pa3HbIX KOMOU-
HaIUAX, UCIOJb3YIOT HA MPOTSIKEHUN MHOTHX JIET.
JlokazaHno, 4To 9Ta KOMOMHAIMA gBJsgeTcsa Hanbosee
3 deKTUBHON ¥ HETOKCHMYHONW M WCIOJIb3YeTCsS B
KavyecTBe MEPBOM JIMHUM [ BCEX MAIUEHTOB C
MS-LCH [9, 28, 30, 31, 33, 50, 61].

B xonue 1970-X 10108 ObLIN HOIBITKA UCIIOIbH30-
Bath B Tepanuu LCH atonosun («Benesun®s,
VP-16). OnenuBam adheKTUBHOCTD MpernapaTa B
XOjle TIPOBEIEHNST KIMHUYECKUX HccaenoBaHuii 15,
17]. B xkadectBe monoteparnu VP-16 He mokasan
npeumytiectBo epes VBL [29], u naxe ipu ero Kom-
6unanuu ¢ PDN/VBL He yaanoch JOCTUTHYTD JIyd-
mero adgdexra. ITO OrpaHUYMIIO JaJbHElIIee Mpu-
MeHenwue nperapata B sedennu LCH [30].

[lpyrumu 1ipenapataMu, KOTOpPbIE B TEYCHUE JICCs -
TUJICTUH TIMPOKO MCHOJB3YIOT s Jjedenns LCH,
apusiorcst metorpekcat (MTX) u 6-mepkantornypun
(6-MP) [28, 32, 47, 79]. Kak npaBusio, ux mpuMeHs-
10T B Ka4eCTBe MOJICPKUBAIONIEH Teparu Jijis CHU-
JKEHUST PUCKA PEIUInBa 3a00/ICBaHUSI.

B Hacrosmee Bpemst Esporeiickum o061iecTBOM
110 TUCTUOIMTO3Y YTBEPKIAEH TPOTOKOJ JICUEHUS
MS-LCH, koTOpbIii BKJIKOYAeT B ceOST CHCTEMHYIO
Tepanuio Ha HAYyaJbHOM JTale, TaK Ha3bIBAEMYIO
«MHTEeHCUBHYIO (ha3y», B Teyenue 6—12 Hemenb ¢
MOCJIeIY IOIIUM [POJIOJIKeHeM He MeHee 12 mecsiieB
B MeHee MHTEHCHBHOM peskume |2, 5, 13, 30, 33, 56, 58].

Cranpaprhas Teparnus jjis naiuentos ¢ MS-LCH
BKJIIOYAeT HauyaJIbHBIN IecTuHeaenbHblll Kype PDN
(40 Mr/M? B CyTKH TIEPOPAJIBHO B T€UE€HNE 4-X HENEeb
¢ TIOCJEAYIONIMM CHUKEHUEM [I03bI B TeueHWe 2-X
Hegnesb) U VBL (60Jt0cHOE BHYTPUBEHHOE BBEIEHIE
B 7103e 6 Mr/M? B Hefesii0). BaxkHbIM 1porHOCTHYEC-
KHM IT0Ka3aTeJIeM sIBJISIETCS] KITMHUKO-1a00PaTOPHDIN
adexT Ha IEpBOM ATalle TEPAINH, OIIEHKY KOTOPOTO
MPOBOJISAT B KOHIIE HAYATBHOTO MIECTUHEAETbHOTO
Kypca W OT KOTOPOTO 3aBHCUT JajibHeHIas cxema
JICYEHUS.

[TartmenTam, y KOTOPBIX OTMEUAETCS XOPOIITU OTBET
Ha TIepBBIN MIEeCTUHEIETBHBIN KYPC TEPAIiy, IIPOBOIIT
MMOBTOPHBIN, B TOM ke peskume [33]. IlammenTsr c
MS-LCH, cocTosiiue KOTOPbIX HE yJIydlIaeTcs MoCyie
OTHOTO WJIM JIBYX HAYaJIbHBIX KYPCOB CTAHAAPTHOI
WHTEHCUBHOW Teparnu, HY:XKIAOTCI B Ha3HAYCHUM
anprepHatuBHbix cxeM |[58]. Ilpogomkenue Teparnun
PEKOMEHIYeTCS JIJIs BCeX TAIMEHTOB, KOTOPBIE MOCIE
6—12 Hezenb CTAPTOBOTO Kypca JAOCTUTIIA PEMUCCHU
3ab0JIeBaHUST UJIVM 3HAUYUTEILHOTO yryutinenust. [Tocie-
nytorrast pulse-repanus Briouaer B cebst PDN/VBL
KasKJIble 3 HeeJn eXKe/JHeBHOTO TIePOPAJIbHOTO Mpue-
Ma B coueTanny ¢ 6-MP o61ieil IpoI0JKUTeIbHOCTHIO
JledeHus B Teyenne 12 Mecdiies.
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YacroTa v CIEKTP OT/IaJIEHHBIX
nocaeacrsuii LCH

Paznuunbie mpornoctudyeckie (GakToOpbl U CHUC-
TeMbl crparuduraruu [48, 51], paspaboraHHbie B
HpPebIIYIIe TO/bI, B TIOC/IEHee BpeMsi ObLIN 3a-
MEHEHBI OIIEHKOW HAJINYUST UK OTCYTCTBUST OHOIOTH-
YeCKMX MAapKePOB PHUCKA IPEJIOKEHHON Tepariui.
[TpumMenenue cOBpeMEHHBIX CXEM JIEYEHUsT TTO3BOJIH-
Jio causuth cMmeptocTh pu MS-LCH no 10—20 %
[30, 33]. Tem HE MeHee B OTAIEHHBIN MTEPUOJ 3HAUU-
TeJIbHAsT YaCTh BBDKHUBIIUX JIUI[ UMEIOT OTAaJIeHHbIe
nocaegactsust (OTIT) 3aboseBanust, KOTOPbIE BJIUSIOT
Ha kauecTBo ux sxkuzHu. OTTI onpeessiroT Kak JHoOyo
(opMmy 1ocTOSIHHOTO (PU3UYECKOTO UJIM HEWPOTICUXO-
Jlornyeckoro nedexra, KOTopas OTHOCHUTCS K CaMOit
60JIe3HM, a TAKKe PA3BUBAETCA B JII0O0E BPEMSI B X0/1€
6osesnu. Hamuure OTIT LCH o6yc/ioBeHO B 1iep-
BYIO OYepe/lb JIOKATU3AIMEN MATOJIOTUIECKOTO MPO-
1[ecca, a CTereHb X TSIKECTH — NeCTPYKIUEH TKAH! 1
obpazoBaHueM pPyOIOB.

MdaxTopbl pHCKa HAJMYHS U CTENIEHH
tsizkectn OTII LCH

* Bospacm. MoXHO IIPe/IIIOJII0KUTh, YTO BO3HUK-
HOBeHue 3abosieBaHust B (oJiee MOJIOJOM BO3pacTe
cBsizaHO ¢ Gosiee BhICOKUM prckoM Tskectu OTIL.
Tem HE MeHee TPOrHOCTUYECKAS POJIb 3TOTO (haKTOpa
0CTaeTCst AUCKYTabEeJbHOI, TaK KaK B 3TOM CJIydae He
MeHee BaKHYI0 POJIb WIPAeT TSKECTb 3a00JIeBaHMs,
KOTOpas TakKe 3aBUCUT OT BO3paCTa MAIMEHTA.

» Jlokanusauus u cmeneno msajcecmu namoiozu-
4ecKk020 npoyecca — BaKHbIE IPOTHOCTUYECKHE (haK-
TOPBI, KOTOPbIC BO MHOTOM OIIPEC/SIOT U CTETeHb
Tskectn OTILL

* Cmenenv pacnpocmpaneHHOCMU NAMOJI02U-
uecxozo npoyecca. [Tpu MS-LCH ormeuaercst 6oJiee
Boicokuil puck coxpanenusst OTII s3abosieBaHus 1O
cpasuenuio ¢ SS-LCH [1, 6].

¢ Ilpodonrcumenvnocmo axmuenoi ¢asvt LCH
u Haauvue peuuousos. Ipu Gosee JIUTETHHOM Tie-
projie aKTUBHOCTU 3a00JIEBAHUST U YACTHIX PEIIU/IN-
Bax oT™euatot Oosee Tskesbie OTII [59, 62, 69].

* Cxemvl nepgoi aunuu mepanuu. B nacrosiiiee
BpeMsT HET YOEIUTEJNbHBIX JOKA3aTEIbCTB TOTO, Y4TO
arpeccuBHas XUMUOTEPANUS MOKET TPEAOTBPATUTD
i ymenbiuTh crenend Tsokect OTII LCH [6, 57].
Tem He MeHee pesysbsrarsl uccsenosanuss DAL Study
Group u Histiocyte Society — III Trial cBuzerenn-
CTBYIOT O TOM, YTO CBOEBPEMEHHOE HAYAJIO CHCTEM-
HOTO JICYEHUS JIOCTATOYHOU IPONOKUTCIBHOCTH
MOXKET TI0 KpaliHeil Mepe YMEHBIUTh PUCK PElUIu-
BOB, UTO B CBOIO 0Yepe/lb MOXKET IIPUBECTH K YMEHbB-
nrenuio kosmdectsa u crerenu Tsxectu OTII [31, 33].

Kaunuuecxas xapmuna 3a60jieBanus pazHooOpa-
3HA W 3aBUCUT OT JIOKAJIM3AIUU 0YarOB TTOPAKEHUS.
B narosiornyeckuii mpoiecc MoryT ObITh BOBJIEYEHDI
CJIeIYIOIe OPTaHbl U CUCTEMBL: CKEJIeT, KOXKa, JTUM-
(batrueckue y3ibl, HAPYKHOE YXO, M€YCHD, CEIC3€CH-
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K4, KOCTHBIII MO3T, JIETKHe, SHIOKPUHHbBIE KeJIe3bl,
[EHTPAIbHAS HEPBHAS CHCTEMA, JKeJTyN0IHO-KHUIIey-
HBII TPAKT, TUMYC U JIpyTHE.

XapakTepHo nopaicerue K0 CU Pa3IndHOroO BUIA
u TsoKecTw (OT TIAIyJIe3HOW CBINM JI0 HEKPOo3a).
KoskHast CbIllb 4acTO HAlOMHUHAET ceGOPEelHBIN Jiep-
MAaTUT, UHOT/Ia HaOJIIO/IAI0TCST BE3UKYJIE3HBIE, PEKE —
reMopparudeckue ajeMmeHTbl. [lamysbl skenToBaToro
I[BETA PACIIOJIATAIOTCS B KOJKE WJIN MOAKOMKHO-KUPO-
BOIT KJieTuaTKe, OOJIE3HEHHBIE, WHOTJA CaMOIPOU3-
BOJIBHO BCKPBIBAIOTCS, JIOKAJTU3AIMS BBICHITAHUN —
J06as1, B KOKHBIX CKJIAIKaX BO3SMOKHBI U3bsI3BJIECHUSI.
DJIEeMEHTBI CHIIT MOTYT HEKPOTHU3UPOBATHCS, CJIU-
BaThCsI, IOKPBIBATBCSI KOPKAMU, TIPU UX OT/AEJIEHUN
00pasyIoTCst MeJIKUE, JUTUTENbHO HEe3aKMBAIOIHe U
IJIOXO MOJIAIONINECS JiedeHrIo s13BbL. [Ipotiece Hek-
posa 0COOEHHO 3aMeTeH B KOJKHBIX CKJIAJIKaX, TJe
Jaiie BCero MpUCOeIUHIETCs BTOpUYHAs NHPEKIUsI,
XapaKTepHO WM3bsI3BJIEHUE BYJbBbI U IIePUAHAIBHON
obmactu. Kosxuoe mopaxkenue mnpu LCH caemyer
nuddepeHnupoBaTh ¢ TSXKENbIMU (DOPMaMU 9K3EMBbI,
ATOMUYECKOTO JePMATUTa, NHMEKIIUIMU KOXKH, THC-
TUOIUTO3aMU W3 TPYIIIbI IOBEHWJIBHOW KCAHTOTpPA-
HYJIEMBL.

Hopascenue xocmnoii cucmemot BCTPEUAETCs B
60—80 % ciyuaes [25]. HauboJiee yacras Jiokaimsa-
M TTATOJIOTUYECKOTO TIpoTiecca — 3To uepelt (27 %),
Gexpennast koctb (13 %), Hukastst yemtocts (11 %) u
koctu Taza (10 %). Takke MOryT OBITH MTOPAsKEHBI
madusbl TpyOuaThIX KocTel, pebpa, COCIeBUIHBII
OTPOCTOK, TeJO MO3BOHKA, riasuuma. llopaxkenue
KOCTel OPOUTHI COMPOBOKAAETCS 9K30(DTATBLMOM.
ITpu mopasxkennn TpyOGUATHIX KOCTEH, HECYIIUX OCe-
BYIO HATPY3KY, XapakTepHO DPa3BUTHE IIATOJOIMYec-
kux nepesomoB. MopMupoBanue onyxosu u 60Jb B
30HE MOPAKEHUST KOCTHU SIBJSIETCS OYeHb PACHpPOCT-
panennbiM cumnrtomoM LCH. Tlopaxkenume kocteii
HOCUT XapaKTeP OCTEOJUTUIECKUX OYATOB C YETKUM
KOHTYPOM Ha PEHTTEHOTPAMMAX U BHIPAYKEHHDBIM MsIT-
KOTKaHHBIM KOMIIOHEHTOM. B IMHaMuKe MSATKOTKaHHBIH
KOMIIOHEHT WHBOJIOIUMOHUPYET, JIUTHYECKUE OdYaru
3aKMBAIOT ¢ (HOPMUPOBAHUEM KPAEBOTO CKJIEPO3a.
CpOK 3aKUBJIEHUS OCTEOJUTUIECKUX OYarOB Bapb-
PYET OT HECKOJIbKUX MECSIIEB 10 HECKOJIbKHUX JIET.

B 3aBucuMocTu 0T MecTa JIOKaJIU3aI[uu CKeJIeTHbIE
MOBPEKJEHUsT MOTYT BbI3bIBATh PA3JIMUHbIE [OJITO-
CPOYHbIE UJIM TIOCTOSIHHbBIE AHATOMUYECKUE 1e(eKThI
CKeJIeTa UM CMEXKHBIX TKaHEH U OpPraHoB, ¢ uin 6e3
dbynxmmonanpaoro nedunmra. IlporuBopeunBbIe KaTe-
ropusanuu nedopMaluy CKeJleTa U UCHOJIb30BAHUE
TAKUX TEPMHUHOB, KaK «OPTONEUYECKIE MPOOTIEMBI»
WU «OPTOIEIUYecKrue WHBAIUbI», UCKJIIOUAET -
TAJIbHBIN AHATIN3 JIUTEPATYPHI MO CHEKTPY U CTEIIEHN
tsokectn OTII co cTtoponbl KocTHO# cuctembr [1, 6,
42,52, 66, 76]. Pemarotiiee 3HaUeHIE B OIIEHKE CTeTTe-
au tsokectu Takux OTII mmeer joxkanmusainud Io-
PaKeHsI, HAIPUMEp, MOBPeKeHne T03BOHOYHUKA,
KOTOpOe TpeOyeT OTepaTuBHOTO BMEIAaTeIbCTBa. B TO
JKe BpeMs MOPaKEeHUsT MIOCKUX KOCTel He TpedyIoT
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CTOJIb UHTEHCUBHOU Teparuu, 1 OHU B JajbHeiIeM
MOTYT OBITH OI[EHEHDBI KAK MEHEE TSIKEJIbIE.

Hegopmayuu cxenema oOyCIOBIEHBI KOCTHBIMU
nedexramu, ehopMaIusIMu I aCUMMeTpUel 13-3a
MATOJIOTUYECKUX MEPEJIOMOB UJIM OOIIMPHBIX Pa3py-
menunit koctu. [lopaxkeHust KocTeil OCHOBaHUS yeperia
YacTO PpacIpOCTPAHSIOTCS HA COCEIHUE CTPYKTYPHI,
YTO B 3aBUCHMOCTH OT JIOKAJTU3AIUN MOKET TPUBEC-
TH K HeOOpaTUMbIM JieheKTaM, HAITPUMED, TAKUM KaK
acUMMeTpus Jiula, 9K30(TaibM, TayxoTa (uU3-3a
MOPaKEHNUS BHYTPEHHETO yXa), TOBPEXKICHUS 4Ye-
JIIOCTHO-JIMIIEBOTO armapara |64, 65].

IK30(TAIBM, PACTIPOCTPAHEHHOCTH KOTOPOTO COC-
TaBJISIET OT 8 10 25 %, SIBJISIETCST OJTHAM 13 XaPaKTEPHBIX
nposgsiaeanii LCH [42, 66, 70]. Ilpu azmexBaTHOI
Teparuy BO3MOXKHA TIOJIHAS PEMUCCHS, OJTHAKO M3-32
OCTaTOYHBIX PyOIIOB MATKUX TKaHeil B 06J1acTu IJias-
HUIIBI OCTAETCS KOCMETUYeCKuii JeeKT, KOTOPbIN,
KaK [IPABUJIO, HE BJIUSIET HA 3PEHNUE, HO OOYCIOBIMBAET
ACUMMETPUIO JIUTIA.

Komrpeccust Tes1 MO3BOHKOB SBJSETCSA OIHUM W3
HanboJiee 4acTo (PUKCUPYEMBIX OT/IAJIEHHBIX MATOJIO-
TUYECKUX MTOPAKEHUI CO CTOPOHBI KOCTHOW CUCTEMBI,
onHako B 11esioM B cTpykType OTII LCH na ero pomo
npuxoautcest aunib 2,5 % [1]. Kommnpeccus moker
npuBecT K JeOpMaIusiM MO3BOHOYHOTO CTOJOA
(cKoJIMO3, MATOJIOTUYEeCKUil Jopao3 uiu Kudos),
KOTOPBIE PEIKO HYKIAIOTCS B JIOJITOCPOYHOM Jieue-
Hun. HeBposiormdueckuil geduiiut, 00yCIOBICHHDIN
KOMIIpeccueil u/uin HeoOpaTUMbBIM [TOBPEXKICHUEM
CIIMHHOTO MO3Ta, BCTpeyaeTcs Kpaiite peako [1, 23, 34].

AcumMMmeTpusi Kak pesyJibTaT Jedopmariuu uiau
YKOPOUYEHUST JJIMHHBIX TPyOUaThIX KOCTEH TakKe
BCTpeyaeTcd KpaliHe PeKo, TaK KaK TOBPEKICHUS
koctu nipu LCH nokanmsoBansl B (MeTa)uacduse u,
KaK TIPaBUJIO, HE BJUSIOT HA €€ POCT.

Omnucanpl eMHUYHBIE CJIy4au YaCTUYHOU WJN
HoJTHOU nomepu 3penus y Gopubix ¢ LCH [8, 43, 46].
Hanpuwmep, no panubiM ¢panirysckoro Harmonasib-
Horo peectpa, yactota atoro OTII cocraBisger TOIBKO
0,6 % [1]. BosbIIMHCTBO KPYIIHBIX KOTOPTHBIX UCCJIE-
JIOBaHWUIA 110 IAHHOMY BOIIPOCY BOOOIIIE He OTUCHIBAIOT
ato ocnoxuenue. Ilorepa 3penus npu LCH moxer
pPa3BUTLCA B Pe3yJibTaTe C/ABJICHUS 3PUTEIBbHOTO
HepBa WK xuasmbl |43, 67], kpaiine peko — ot cob-
CTBEHHO BHYTPUIJIA3HOTO TTOpaxkeHus [8].

YacTota nomepu cayxa Kak OCIOKHCHUS OCHOB-
Horo 3abosieBanus kojebiercsa ot 3 1o 16 % [1, 9, 31,
42]|. HauboJiee 4acToil IPUUUHOI SBJISIETCST TEPBUY-
HOE TOPa’KeHUE COCIEBUIHOTO OTPOCTKA, pekKe —
MOBPEXKIEHNE BHYTPEHHETO yXa C Pa3BUTHEM HEHPO-
CEHCOPHOI TIIyXOThI [66].

[Mopasxenue Jezkux ormevaercs y 20—50 % manu-
eHTOB jieTckoro Bo3pacta ¢ MS-LCH, uiau yxe B
MOMEHT TlepBOHauYaIbHOI TTocTaHoBKY quarnosza LCH,
wiu pasBuBaercs nosxke [9, 19, 31, 68, 74]. B to xe
Bpemsi u3oampoBaHHblil Jerounbiii LCH, koTopbiii,
KaK IPAaBUJIO, AMATHOCTUPYIOT Yy MOAPOCTKOB H
B3pOCJIbIX, cocTansieT Meree 1 % Bcex cayuaes LCH
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y neteil muamiiero Bodpacta |74, 75, 77]. Karen,
60Jib B TPy, TAXUIIHOY K OJIBIIIKA — 3TO HanboJjee
JacTble KJIWMHUYECKUE CUMIITOMBI TPU JIETOUHOU
¢opme LCH. MHTepecHO OTMETHUTH, YTO KJIUHUYEC-
KHEe CUMIITOMBI, JieTouyHad (DYHKIUS W PEHTreHO-
rpacduueckas xapTuHa He Beerma coBmnazaioT [40].
VY HEKOTOPBIX MAINUEHTOB MOTYT OBbITh W3MEHEHISI
sgerouHoro pucynka Ha KT 1 ipu 9ToM oTCyTCTBOBATD
Kakue-1nb0 CHMIITOMbI PECIIMPAaTOPHOro 3aboJieBa-
HUs, Y IPYTUX MAIMEHTOB MOXKeT OBbITh MOBTOPHBIN
ITHEBMOTOPAKC WJIW PA3BUTHE TSKEJbIX HAPYIICHUI
OPraHoB JIBIXaHUsI, TPEOYIOMIUX KUCJOPOAHON Tepa-
MU B CBA3U C IIPOTPECCUPYIOINIEH TTOTepel JerouHoi
TKaHu [6]. B pekux ciayyasx maToJOTHYeCKUil Mpo-
[[ECC B JIETKUX MOJKET 3aBEPIIUTHCS 0OpasOBaHUEM
pyOLIOB ¥ pasBUTHEM XPOHMYECKON JIErOYHOM HeJo-
cratounocTu. K cyactbio, Takue HeoOpaTUMbBIE MTOB-
PEXKIEHUS JIETKUX HAOJIOMAI0TCS IOCTATOYHO PEJIKO,
BO3MOJKHO, U3-32 00Jiee BBICOKOTO PereHepaTuBHOTO
oTeHIMaaa y feteil pannero Bospacta |1, 6, 59].

ITeuenw sisigeTcd OHUM U3 HAMMEHEE 4acTo 1T0Pa-
skaembix 1ipu LCH opranos. Ileuenounas ancdyHk-
11 XapaKTePU3yeTcsd TUIIOTPOTEUHEMUEH, THII0AIb-
OyMuHeMUei, yMEPEHHBIM TOBBIMIEHHEM TPaHCAMI-
HAa3 ¥ IPOTHOCTUYECKU MeHee OJIaronpusiTHa, HO, Kak
[paBuJIo, obparuma u HarboJjiee 4acTo BCTPEYaeTcs y
MOJIOJIBIX HAIIMEHTOB C TsKeJIol (hopMoil 3ab0eBa-
Hust. OOBIYHO Y BBIKUBIIUX MAIHEHTOB OTMEYAETCS
MOJIHOE aHATOMUYeCcKoe M (PYHKIIMOHAJIbHOE BOCCTA-
HOBJICHHME TleYeHU. B oueHb PEAKUX ciydasx IpH
muarnoctuke LCH Moryt onpenensaTbes KJINHUYEC-
Kue 1 JTJabopaTopHble PU3HAKHU X0JiecTasa (JKeJITyXa,
psiMast TUIePOUINPYOUHEMYSI, TTOBBIIIEHUE TIET0Y-
Hoit ¢ocarazsr 1 GGT). Tlpu OGuoticuu 0OBIYHO
BBISIBJISTIOT BOCIIAJIEHHUE PA3JINYHOM crerieHn u hudpos
JKEJTYHBIX TPOTOKOB (CKJIEPO3UPYIONIUN XOJAHTHUT).
ITO COCTOSTHUE PEIKO 0OPATUMO TIPH JIEUEHUN OCHOB-
HOro 3a0oJieBaHUs M OOBIYHO IIPOTPECCUPYET, UYTO
MIPUBOJUT K IIUPPO3Y TIEUCHU U TIOJTMOPTaHHOM HEI0-
CTATOYHOCTH, Tepanusd KOTOpoil ManoadderTuBHA.
EAWHCTBEHHBIM JIOCTYITHBIM BapUAHTOM JIJIS COXPa-
HEHUS JKU3HM TAKOTO TAIMEHTA B TEPMUHAIbHOI
CTa/IUU SABJISETCA TpaHCcIuanTars rnedenu [ 10, 20, 80].

[Topaskenue yenmpanvrol HepeHOU cucmemovl MO-
JKeT HOCUTbh OYaroBbIN JIeTeHEePAaTUBHBIN XapaKTep
WM XapakTep 00beMHOro o6pasoBanust. KimHnueckast
CUMITTOMATHKA BKJOYAET OOIEMO3TOBbBIE CUMITTOMBI
M 0YaroBblii HEBPOJIOTUYECKUM JIepUIUT, CTeleHb
BBIPAKEHHOCTH KOTOPOTO OTIPEEISAeTCA JIOKATN3a-
el MopakeHUs U ero TIKECTHIO.

Hopasicenue IIHC nezpanynemamo3nozo muna.
[TapeHxUMaTO3HOE TOBPEKACHUE TOJOBHOTO MO3Ta,
U3BECTHOE KaK HETPAHyJIEMATO3HBIN WU <«HEUpO-
nerenepatuBnbiii>y CNS-LCH, sBisiercss ogHum u3
CaMbIX TSKEJbIX TpPOosiBjeHmit 3aboseBanust [35].
Pacripoctpanennocts atoit dopmbr LCH oTHOCH-
TesbHO HU3Kasg (Menee 1 %), HO OHa yallle BCTpevaeT-
cs1y MAIIUEHTOB ¢ HeCaXapHbBIM UA0ETOM U /UK JIUC-
dyukiumen nepeaneit gomm runodusa. Kax mpasuio,
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npu artoit opme LCH mnaromornueckuii mporecc
3aTParuBaeT MO3KEUOK, U Yy TAKUX OOJIbHBIX BO3HUKA-
10T W KOTHUTHUBHBIE, U TIOBEZIEHUeCKHe HapyieHus [39].

[Ipu MPT onpenendiorT nusMeHeHNe CUTHAJA, CBHU-
JIeTeIbCTBYIONIEE O TIOPAKEHUU TKAaHU MO3Ta (JieMu-
eJiMHU3aNuUs u rubenb HeitpoHos). [latosornyeckue
ovaru OObIYHO JIOKAJIU3YIOTCSI B TTAPDEHXUME TOJIOB-
HOTO MO3ra, B MO3Ke€dYKe, B 00JIaCTH MOCTa U
6a3aJIbHBIX TAHTJINEB. DUOICHUI0 TAKUX MOBPEXKIE-
HUIi, KaK TTPAaBUJIO, TPOBOJAT HE [/ AMATHOCTUKU
LCH, a c 1es1bio BbISIBUTD TIOTEPIO HEWPOHOB, JleMUe-
sgnnuzanuio u rano3 |35, 80]. Mexmay Tem yacto ner
cooTBeTcTBUSA Mexkay nanabiMu MPT («pamguosoru-
yeckuii CNS-LCH») u TaKecTbl0 KIMHUYECKUX
nposiennii («xkanandeckniit CNS-LCH»). ¥ Hexo-
TOPBIX TAlMEHTOB ¢ xapakTtepHoit MPT-kapTunoit
et kauHudeckux npusHakoB CNS-LCH naske mnoce
MHOTUX JieT HaOmojeHuil. Tedyenne <«KJIMHUYECKON
CNS-LCH» Bapbupyer OT CIIOHTAaHHOU cTabuin3a-
[[UU TATOJIOTHYECKOTO MPoIecca [0 OBICTPOro MCTO-
HIeHus ¢ norepeilt apurareabHoil hynkiunm [27, 39].

IHOOKpUHONamMuU SBJISIOTCS HanboJiee PacIpocT-
panertbiMu OTTI y Gosbabix ¢ MS-LCH u BeTpeua-
1ores y 15—25 % nannenTos, 3a00J1€BIINX B I€TCKOM
Boapacre [6, 9, 27, 31, 63]. [IpuunHa OOJIBIIMHCTBA
3TUX OCJOKHEHUN — 3TO (PYHKIMOHAJIbHAS HENOC-
TATOYHOCTb TUMOTATAMO-TUTIO(PU3APHON CHUCTEMBI,
BO3HUKAIOIIAsA BCJIEACTBUE JIOKAJIbHOW TIPaHYJIEMBL.
[edbunmt cexkpeliuu BazonpeccrHa, TOPMOHA POCTA
(I'P) (pexxe — apyrux TOPMOHOB IepejHel 1oJiu
runodusa) — 910 HauboJiee YacTo BCTPEYAIOIUECS
ocnoxuennss LCH, xkoropbie Hab/I07aIlCh BO BCEX
KOTOpTax MalueHToB. BerpevaeTcst ToTasbHOE mopa-
JKeHre Tunodusa ¢ pa3BUTHEM TTAHTUIIOTIUTYUTAPU3-
Ma. [TopaskeHue apyrux sxeses BHyTPeHHe cekperun
HaOJII0aeTCs HAMHOIO peske. Y OOJIbHBIX MOIKET
Pa3BUTBHCS BTOPUYHDBIN TMIIOTUPEO3 BCJICICTBUE HETIO-
CPE/ICTBEHHOTO TIOPaskeHNs TIepeiHell 101 runodu-
3a WK, peske, EPBUYHOE TOPakeHUE TUTOBUIHON
JKesie3bl Ha (hoHEe ayTOMMMYHHOTO Tupeouguta [73].
Takue kaMHWYecKWe TPU3HAKU, KaK TOJUAUTICUS,/
MOJINYPHS, 33JIEPIKKA POCTA U MTOJIOBOTO CO3PEBAHMUS,
HA/IITOYCYHUKOBAS HEOCTATOUHOCTD, CBUIETEJILCTBY-
omue 0 AUChYHKIMU TepeHeil i 3ajiHen joJiei
runodusa, ABIAIOTCS TOKa3aHUEM JIJIs TIPOBEICHUS
MPT roJyioBHOro M03ra u jJajibHeiiniero Hab o e g
JICTCKUM 9HJIOKPUHOJIOTOM.

Hau6osee yacras LCH-acconuupoBaHHast 9HJIO-
KPHMHOIATUSI — 3TO [EHTPAJIbHbII Hecaxaphlii dua-
6em (CDI), mpuuuHOIT KOTOPOTO sIBJIsIETCS (DYHKITNO-
HaJIbHAs HECOCTOSTETIBHOCTD 3a/{HEH 01 rrTodu3a.
Kmunnueckne npogsiennsi CDI MOryT BOZHUKHYTD
KaK OJIHOBPEMEHHO, TaK 1 TI0CJIe YCTAHOBJICHUS JIar-
Hoza LCH. Ilo cpaBHEHUIO ¢ IPYyTUMU TTOPAKECHUSAMU
ITHC CDI — s10 HauboJiee 4acToe NposiBieHNe OCHOB-
Horo 3abosieBanus [37, 55]. omst 6ombHbix ¢ CDI B
pasHbIX Koroprax Bapbuposayia or 11 % [36] no 35 %
[9, 25, 42, 63, 78]. B nexoropeix ciayuasx CDI moxker
ObITh TIepBBIM KianHUYeckuM mposieierrem LCH [37,
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35], UTO YACTO 3HAYUTENBHO 3ATPYIHSIET AUATHOCTHU-
Ky OCHOBHOTO 3aboJsieBanust |55, 71, 72].

®Daxkropamu pucka passutus CDI gsasiorcs:
MS-LCH, nopaxenue KOCTeil OCHOBaHUS depera,
quntenbuas aktuHocts LCH unnm ero yactwie pe-
nuauBel [33]. marHoctnyeckue KpUTEPUU W Uar-
nocruueckue rectbl s CDI noapobHO onucanbl B
COOTBETCTBYIOIIMX IPOTOKOJAX U IIPUMEHUMbBI Yy
nereit LCH HesaBUCHMO OT OCHOBHOTO 3a00JieBaHUA
[39, 53]. Xapakrepubim MPT-npusnakom mpu CDI
SIBJISIETCSI OTCYTCTBUE IMIIEPUHTEHCUBHOCTU CUTHAJA
3ajiHel YacTu cessipHON obactu («posterior bright
Spot»), UTO yKa3bIBaeT Ha ee (PYHKIMOHAJIbHYIO He
nocrarounoctsb. [Ipu LCH-acconuupoBannom CDI
runorpodust rurodusa ¢ popMupoBaHUEM CHHIPOMA
«ITyCTOTO» TYPEIKOTO cefiyia Berpedaercst B 50—70 %
ciy4aes [38, 53, 54]. HesaBucumo oT CpOKOB HOsIBIIE-
HUST KJIUHIYeCKUX cuMIToMOB 06brur0 CDI siBiistet-
cs1 HeOOPaTUMBIM OCJIOKHEHHEM M TPeOyeT HOoxKKu3-
HEHHOU 3aMeCTUTEIbHON Tepaluu JeCMOIIPEeCCUHOM
[3, 14]. Cucremnoe neuenne LCH y manueHTOB €
M30JIMPOBAHHBIM TOPAKEHUEM THIIOMU3a Ieeco-
00pasHO B IEJISIX CHIDKEHUsT PUCKA PA3BUTUSI THITO-
yHKIMY 1epejiHeii joau Tunodusa u JajbHenIero
MOBPEXK/IEHUST TTAPEHXUMBI TOJIOBHOTO MO3Ta y 00JIb-
weix ¢ MS-LCH [27, 33]. Hecmotpst Ha oTCyTCTBHE
ybeuTeIbHbIX [I0Ka3aTeIbCTB 9TOr0 0O0CHOBAHUS, B
CBSI3U C TIOBBIIIEHHBIM PHCKOM HEHPOMHMEKIUU C
pa3BUTHEM HEIPOMOTOPHBIX U KOTHUTUBHBIX Hapy-
HIeHUH B oTaajeHHblil nepuox y Oosbhbix ¢ LCH,
TaKoe JiedeHne BIoJIHe onpasaaHo |3, 38].

Hucynxyus nepeoneii donu eunouza. Jlepuiiut
ropmona pocra (I'P) sBisiercss BTOPbIM 110 4acToTe
OCJIOKHEHUEM CO CTOPOHBI IHAOKPUHHON CUCTEMBI 1
nabmogaercs y 8—10 % Bcex manmentoB ¢ LCH,
3a00JIEBIIMX B PAHHEM JIETCKOM BO3PacTe, ay OOJIbHbIX
¢ MS-LCH — 6osee uem y 15% [11, 26, 42, 63].
Ouenp vyacto (o0 42 %) pedurur I'P coueraercs ¢
CDI [63]. O06bluHO KJIMHUYECKAsT CHUMIITOMATHKA
COMATOTPOITHON HEJOCTATOYHOCTH (3aMe/lIeHIe CKO-
POCTHU POCTA, TUHEUHBIN POCT HUKE TPETHETO TIEePIEH-
TUJIST [UUIsT JIAHHOTO BO3PACTa U TI0JIA) TOSIBJISIETCS
yepes 2—5 Jiet mocse noctanoBku quartosa LCH. Bo
BCEX CJIyYasix MOCJIe€ PEMUCCHU OCHOBHOTO 3a00JieBa-
HUST HEOOXOIUMO MPOBOIUTH TTOCTOSIHHBI MOHUTO-
PUHT TEMIOB (DU3NYECKOTO U IIOJIOBOTO PA3BUTHSI
pebeHKa, YTO IO3BOJISIET YK€ Ha PAHHUX HTarax
BBISIBUTh HEJOCTATOYHOCTb TPOITHBIX TOPMOHOB ajie-
norutiodusza U CBOEBPEMEHHO HA3HAYUTH 3aMECTHU-
TEJIbHYIO TOPMOHAJIBHYIO TEPAITHIO.

Y nereit B nepuos pemuccun LCH 3amecturesib-
HyIO Tepanuio npernaparamu ['P cranm nmpuMeHsaTsb ¢
1975 1., oHAKO MOJTOE BpeMsl TaKash TaKTHUKa He
MMeJa MUPOKOT0 PACIIPOCTPAHEHUST U3-32 OMACEHU
B OTHOIIEHUM pENUjnBa 3a00JI€BAHUS /WU €T
nporpeccupoBanus [12]. Tem He MeHee B HacTosAIIee
BpeMs yiKe IOJIy4eHbl JaHHble 00 a(pheKTUBHOCTH 1
6e30I1aCHOCTH JIJIUTEIbHOTO IIPUMEHEHUsT PeKoMOu-
nantaoro ['P (pI'P) nns seduenus: nereit ¢ comaro-
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TPOITHON HEAIOCTATOYHOCTBIO, Pa3BUBIIEHCS BCJIE-
creue LCH [6, 26, 44, 45, 63].

[lesibio 3aMecTUTENBHON Tepanuu 1pu jgeduimure
I'P aBisiercss nopmasinzaiusi TeMIoB (hU3n4ecKoro
Pa3BUTHS B MEPUOJ IETCTBA M MOCJIEAYIONIee TOCTHU-
JKEHWE YIOBJIECTBOPUTEIBHBIX I JIAHHOW TIOIYJIs-
UK TI0Ka3aTesiell KOHEYHOTO POCTa; IpeoTBpaiie-
HUE TSZKETBIX TUTIOTJIMKEMUYECKUX PEaKIIii; HopMa-
JIN3AIMS JIUTTATHOTO CIIEKTPa KPOBH, TIPOMUIAKTUKA
Pa3BUTHS aTEPOCKIEPO3a M OCTEONOpo3a BO B3POC-
JoMm Bospacte. PekomOunaHTHBI [P HasHauaioT B
BUJIE TTOJIKOKHBIX MHBeKIN B 103e 0,025—0,035 mr/Kxr
B cyTku [21]. Monuropusr adgdexTuBHOCTH U 6€30-
nacHoctu Teparuu [Py zmereil, panee mepeHecHux
LCH, npoBoauT JAEeTCKUI 9HIOKPUHOJIOT B HapTHEP-
CTBE C TEIUATPOM U JECTCKUM OHKO0JIOTOM. COTTacHo
[IPOTOKOJIY, 9HJIOKPUHOJIOT KaxK/bie 3—6 Mec OlleHu-
BaeT CKOPOCTh PocTa pebeHKa, aHTPOIIOMETPUYECKITE
MapaMeTpbl, TEMIIbI TIOJIOBOTO CO3PEBAHMUS, CKOPOCTD
U CTENEeHb BBIPAKEHHOCTH OCCU(UKAIIIMH TPYOUATHIX
KocTell (ompesiesieHre KOCTHOTO BO3pPacTa M €ro IMHa-
MHUKa B XOJI¢ TEpalliu), HAJIUYUe WJIU OTCYTCTBHE
noGOYHBIX peakiuil B oTBeT Ha BBejgeHue pIP.
ANeKBaTHOCTb Ha3HAYACMOM JI03bI TAKKE OT[CHUBAIOT
[0 YPOBHIO WHCYJIMHOMOAO0OHOTO (hakTopa pocra
(IGF-1) u Genka, cBsasbiBaonero IGF (IGFBP),
KOTOpBbIE B OOJIBIIUHCTBE CJIYYaeB KOPPEIUPYIOT C
POCTOBBIM OTBeTOM Ha Tepanuio pI'P [21].

[TocJie 3aBepleHus IMHEHHOTO POCTa HEOOXOIMMO
MIPOJIOJIZKATh 3aMecTuTebHy10 Tepanuio pI'P. B vact-
Hoctu B EBporieiickoMm koHcencyce 1o jederuio pI'P
B3pocbix namnureHToB (Evaluation and Treatment of
Adult Growth Hormone Deficiency: An Endocrine
Society Clinical Practice Guideline) ykasbiBaercst Ha
HEOOXOAMMOCTh TaKOil Tepanuu OOJbHBIX, B IPOIL-
gom niepenectiux LCH [60]. Ilebro 3amMecTuTeibHOM
Tepanuu pI'P B3pOCHbIX TAIUEHTOB ABJSETCA TPE-
OTBpallleHue HApYIIEeHUN JINTUIHOTO, MUHEPATHHO-
ro 0OMEHOB, UTO B CBOIO OYEPE/b SIBJSIETCST TIPOdU-
JIAKTUKOW Pa3BUTHUSA CEPACUYHO-COCYNUCTBIX KaTa-
cTpod, 0CTEOnopo3a M B IEJIOM YJIYUIIaeT KaueCTBO
sxusan. [l nanuenToB B Bo3pacte 30—60 et crap-

toBasi f03a pI'P cocraBnser 0,2—0,3 mr/cyTku. [lpn
HeoOxoguMocTH 7103y pI'P MOXHO yBeJIMdYuTH Ha
0,1—0,2 Mmr/cyT, HO He panee 4yem uepe3 1—2 mec
nocsie Havana teparuu [22, 60]. BoabHbiM cTapime
60 jieT ¢ cOMaTOTPOITHON HE0CTATOUHOCTHIO 3aMec-
TuTeabHYIO Tepariio pI'P HazHayatoT B 6osiee HU3KKUX
no3ax (0,1—0,2 Mmr/cyT) u TUTpanug 103bl MPOBO-
nutcst Mejisientee. [larmentam B Bodpacre 10 30 Jer
craprosbie 710361 pI'P moryTt O6biTh Bbime (0,4—
0,5 Mr/cyT), a TeM GOJIbHBIM, KOTOPBIE IIOJIydYajn
HEMPEPBIBHYIO 3aMECTUTEIHHYIO TEPAITio B TCUCHUE
JUTUTEJIbHOTO BPEMEHU, HAUMHAS C JIETCKOTO BO3pac-
ta, 1036l pI'P mMoryT ObITh emie Boiire. Takxke pT'P B
6ouiee BbicokuX 103ax (0,3—0,4 Mr/CyT) NPUMEHSIIOT
y skentuu ¢ gepunurom ['P u nosyuaonmx 3amec-
TUTEJBHYIO TEPANUIO 3CTPOTEHAMU, A JIJIS MYKUUH,
KOTOPBIE MOJIYYalOT 3aMECTUTEJIbHYIO TepPaIuio Tpe-
rnapaTraMu TeCTOCTepoHa (B TOM YKCJIe TPAHCAEPMAJIb-
HO), m03a pI'P moskHa Gbith Menbine — 0,2 MT/CyT.
B rakux ke mmskux nozax (0,1—0,2 mr/cyt) pI'P
HeoOXOJIUMO Ha3HAuYaThb OOJIBHBIM JIa}Ke MOJIOJIOIO
BO3pacTa ¢ HapylleHUEeM TOJEPAHTHOCTH K TJIIOKO3€e
WK ¢ caXapHbIM JrabetoM. Bo Bcex cirydasix ajiek-
BATHOCTD IIPUMEHSAEMOH 103bI OIIEHUBAIOT 110 YPOBHIO
IGF-1, KoTOpbIil 10J3KEH COOTBETCTBOBATH HOPMAJIb-
HBIM 3HAYEHUSM JIJIS IJAHHOTO Bo3pacTa u roJia [22, 60].

Nsyuenue kimandeckon kaptuabl LCH u ero OTII
MO3BOJISIET CHIEJIaTh BBIBOJ O TOM, YTO OPraHHbIC U
TOPMOHAJIBHBIC HAPYIIEHUS YACTO OMPEAETSAIOTC YiKe
MpU TIOCTAHOBKE JIMArHO3a M MX MOXKHO paccMar-
pHUBaTh KaK MPOSIBJIEHHE OCHOBHOTO 3a00JIEBAHMUSI.
[lpyrue marosornyeckue MpoIecChl Pa3BUBAIOTCA
MOCTENEHHO W KIMHWUYECKA MaHU(DECTUPYIOT CIIYCTS
MECSIIbI, TO/IBI U JJaKe JiecaTuieTns. Bee aTo co3nmaet
CJIOKHOCTH B IIPOBEJICHUU JIOJITOCPOYHOTO PYTUHHOTO
MOHUTOPUHTA JIJIsI Olpe/ieJieHus 1o3iHuX 3(h(HeKToB
3abosieBanust. TeM He MeHee JI0 3aBEPIIEHUS POCTA U
MIOJIOBOTO CO3PEBAHUST HEOOXOMMO TPOBOUTD PETY-
JIIPHOE MEJIUIIMHCKOE 00CIeI0BAHNIE JIETEH, TepeHec-
mmx LCH, ¢ 1esibio paHHEro BbISBIEHNUS TOPMOHAJb-
HOTO /le(hUIINTa ¥ CBOEBPEMEHHOTO HA3HAUYECHUS TIATO-
reHeTUYeCKOo! Tepanuu.

KoHhAMKT uHTEpecoB oTcyTCTBYeT. YyacTue aBTopoB: KOHUENUUS U AM3akiH nccreaoBanHmns — M. MurHkoB, O. XuxHsK; c6op
marepmara — M. Murkos, I'. BpoHuH; o6paboTka matepmara — M. MUHKOB; HarmcaHme 1 peaakTupoBaHme Tekcta — O. XUXKHSIK;

cratuctnyeckasi o6pabotka AaHHbIX — . BpoHuH.

ATEPATYPA

1. A multicentre retrospective survey of Langerhans’ cell histiocytosis:
348 cases observed between 1983 and 1993. The French Langerhans’
Cell Histiocytosis Study Group // Arch. Dis. Child. — 1996. —
Vol. 75 (1). — P. 17—24.

2. Abla O., Egeler R.M., Weitzman S. Langerhans cell histiocytosis:
Current concepts and treatments / Cancer Treat Rev. — 2010. —
Vol. 36 (4). — P. 354—359.

3. Abla O., Weitzman S., Minkov M. et al. Diabetes insipidus in
Langerhans cell histiocytosis: When is treatment indicated? //
Pediatric blood & cancer. — 2009. — Vol. 52 (5). — P. 555—556.

4. Allen C.E., Ladisch S., McClain K.L. How I treat Langerhans cell
histiocytosis // Blood. — 2015. — Vol. 126 (1). — P. 26—35.

5. Arceci RJ., Brenner M.K., Pritchard J. Controversies and new

14

approaches to treatment of Langerhans cell histiocytosis / Hema-
tology/oncology clinics of North America. — 1998. — Vol. 12 (2). —
P.339-357.

6.  Bernstrand C., Sandstedt B., Ahstrom L., Henter J.I. Long-term
follow-up of Langerhans cell histiocytosis: 39 years’ experience at
a single centre // Acta paediatrica. — 2005. — Vol. 94 (8). —
P. 1073—1084.

7. Berres M.L., Lim K.P., Peters T. et al. BRAF-V600E expression in pre-
cursor versus differentiated dendritic cells defines clinically distinct LCH
risk groups // ). Experim. Med. — 2014. — Vol. 211 (4). — P. 669—683.

8.  Boztug K., Frimpong-Ansah K., Nanduri V.R. et al. Intraocular
Langerhans cell histiocytosis in a neonate resulting in bilateral loss of
vision // Pediatric blood & cancer. — 2006. — Vol. 47 (5). — P. 633—635.



O. XMXKHsIK Ta CriBaBT.

YKPATHCBKMI )KYPHAA AUTAHOT EHAOKPHUHOAOTIT

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24,

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

Braier J., Chantada G., Rosso D. et al. Langerhans cell histiocytosis:
retrospective evaluation of 123 patients at a single institution //
Pediatr. Hematol. Oncol. — 1999. — Vol. 16 (5). — P. 377—385.
Braier J., Ciocca M., Latella A. et al. Cholestasis, sclerosing
cholangitis, and liver transplantation in Langerhans cell Histiocytosis
/I Medical and pediatric oncology. — 2002. — Vol. 38 (3). — P. 178—182.
Braunstein G.D., Kohler P.O. Pituitary function in Hand Shuller Chris-
tian disease // N. Engl. J. Med. — 1972. — Vol. 286. — P. 1225—1229.
Braunstein G.D., Raiti S., Hansen J.W., Kohler P.O. Response of growth
retarded patients with Hand-Schuller-Christian disease to growth
hormone therapy // N. Engl. J. Med. — 1975. — Vol. 292. — P. 332—333.
Broadbent V., Gadner H. Current therapy for Langerhans cell
histiocytosis // Hematology/oncology clinics of North America. —
1998. — Vol. 12 (2). — P. 327—338.

Broadbent V., Pritchard ]. Diabetes insipidus associated with
Langerhans cell histiocytosis: is it reversible? // Medical and pediatric
oncology. — 1997. — Vol. 28 (4). — P. 289—293.

Broadbent V., Pritchard J., Yeomans E. Etoposide (VP16) in the
treatment of multisystem Langerhans cell histiocytosis (histiocytosis
X) // Med. Pediatr. Oncol. — 1989. — Vol. 17 (2). — P. 97—100.
Brown N.A., Furtado L.V., Betz B.L. et al. High prevalence of
somatic MAP2K1 mutations in BRAF V600E—negative Langerhans
cell histiocytosis // Blood. — 2014. — Vol. 124 (10). — P. 1655—1658.
Ceci A., de Terlizzi M., Colella R. et al. Etoposide in recurrent
childhood Langerhans’ cell histiocytosis: an Italian cooperative study
// Cancer. — 1988. — Vol. 62 (12). — P. 2528—2531.

Chakraborty R., Hampton O.A., Shen X. et al. Mutually exclusive
recurrent somatic mutations in MAP2K1 and BRAF support a central
role for ERK activation in LCH pathogenesis // Blood. — 2014. —
Vol. 124 (19). — P. 3007—3015.

Chatkin J.M., Bastos J.C., Stein R.T., Gaiger A.M. Sole pulmonary
involvement by Langerhans’ cell histiocytosis in a child // Eur.
Respir. J. — 1993. — Vol. 6 (8). — P. 1226—1228.

Concepcion W., Esquivel C.O., Terry A. et al. Liver transplantation
in Langerhans’ cell histiocytosis (histiocytosis X) // Semin. Oncol. —
1991. — Vol. 18 (1). — P. 24—28.

Consensus Guidelines for the Diagnosis and Treatment of Growth
Hormone (GH) Deficiency in Childhood and Adolescence: Summary
Statement of the GH Research Society // The Journal of Clinical
Endocrinology & Metabolism. — 2000. — Vol. 85, N 11.

Cook D.M., Yuen K.C., Biller B.M. et al. American Association of
Clinical E. American Association of Clinical Endocrinologists medical
guidelines for clinical practice for growth hormone use in growth
hormone-deficient adults and transition patients — 2009 update //
Endocr. Pract. — 2009. — 15 (Suppl. 2). — P. 1—29.

Davidson L., McComb J.G., Bowen I., Krieger M.D. Craniospinal
Langerhans cell histiocytosis in children: 30 years’ experience at
a single institution // J. Neurosurg. Pediatr. — 2008. — Vol. 1 (3). —
P. 187—195.

Di lorgi N., Napoli F., Allegri A.E. et al. Diabetes insipidus-diagnosis
and management // Horm. Res. Paediatr. — 2012. — Vol. 77 (2). —
P. 69—84.

Donadieu J., Egeler R.M., Pritchard J. Langerhans cell histiocytosis:
a clinical update // Histiocytic disorders of children and adults /
S. Weitzman, R.M. Egeler. — Cambridge, 2005. — P. 95—129.
Donadieu J., Rolon M.A., Pion I. et al. Incidence of growth hormone
deficiency in pediatric-onset Langerhans cell histiocytosis: efficacy
and safety of growth hormone treatment // J. Clin. Endocrinol.
Metabol. — 2004. — Vol. 89 (2). — P. 604—609.

Donadieu J., Rolon M.A., Thomas C. et al. Endocrine involvement in
pediatric-onset Langerhans’ cell histiocytosis: a population-based
study // The Journal of pediatrics. — 2004. — Vol. 144 (3). — P. 344—350.
Feldges A.)., Imbach P., Pluss H.J. et al Therapy of juvenile
disseminated histiocytosis X. First results of a prospective study
at the pediatric section of the Swiss Work Group for Clinical
Cancer Research (SAKK) // Schweiz. Med. Wochenschr. — 1980. —
Vol. 110 (23). — P. 912915

Gadner H., Grois N., Arico M. et al. A randomized trial of treatment
for multisystem Langerhans’ cell histiocytosis // J. Pediatr. — 2001. —
Vol. 138 (5). — P. 728—734.

Gadner H., Grois N., Potschger U. et al. Improved outcome in
multisystem Langerhans cell histiocytosis is associated with therapy
intensification // Blood. — 2008. — Vol. 111 (5). — P. 2556—2562.
Gadner H., Heitger A., Grois N. et al. Treatment strategy for
disseminated Langerhans cell histiocytosis. DAL HX-83 Study Group
/I Med. Pediatr. Oncol. — 1994. — Vol. 23 (2). — P. 72—80.
Gadner H., Heitger A., Ritter J. et al. Langerhans cell histiocytosis in
childhood—results of the DAL-HX 83 study // Klin. Padiatr. — 1987. —
Vol. 199 (3). — P. 173—182.

Gadner H., Minkov M., Grois N. et al. Therapy prolongation
improves outcome in multisystem Langerhans cell histiocytosis //
Blood. — 2013. — Vol. 121 (25). — P. 5006—5014.

Garg S., Mehta S., Dormans J.P. Langerhans cell histiocytosis of the
spine in children. Long—term follow-up // The Journal of bone and
joint surgery American volume. — 2004. — 86—A (8). — P. 1740—1750.

36.

37.

38.

39.

40.

41.

42.

43.

44,

45.

46.

47.

48.

49.

50.

51.

53.

54.

55.

56.

57.

58.

59.

60.

N° 3 2016

Grois N., Fahrner B., Arceci R.J. et al. Central nervous system disease
in Langerhans cell histiocytosis // The Journal of pediatrics. — 2010. —
Vol. 156 (6). — P. 873—81, 81 el.

Grois N., Flucher-Wolfram B., Heitger A. et al. Diabetes insipidus in
Langerhans cell histiocytosis: results from the DAL-HX 83 study //
Medical and pediatric oncology. — 1995. — Vol. 24 (4). — P. 248—256.
Grois N., Potschger U., Prosch H. et al. Risk factors for diabetes
insipidus in langerhans cell histiocytosis // Pediatric blood & cancer. —
2006. — Vol. 46 (2). — P. 228—233.

Grois N., Prayer D., Prosch H. et al. Course and clinical impact of
magnetic resonance imaging findings in diabetes insipidus associated
with Langerhans cell histiocytosis // Pediatric blood & cancer. —
2004. — Vol. 43 (1). — P. 59—65.

Grois N., Prayer D., Prosch H., Lassmann H., Group CLC-o.
Neuropathology of CNS disease in Langerhans cell histiocytosis /
Brain: a journal of neurology. — 2005. — Vol. 128 (Pt 4). — P. 829—838.
Ha S.Y., Helms P., Fletcher M. et al. Lung involvement in
Langerhans’ cell histiocytosis: prevalence, clinical features, and
outcome // Pediatrics. — 1992. — Vol. 89 (3). — P. 466—469.

Haupt R., Minkov M., Astigarraga I. et al. Langerhans cell histiocytosis
(LCH): guidelines for diagnosis, clinical work-up, and treatment for
patients till the age of 18 years // Pediatric blood & cancer. — 2013. —
Vol. 60 (2). — P. 175—184.

Haupt R., Nanduri V., Calevo M.G. et al. Permanent consequences
in Langerhans cell histiocytosis patients: a pilot study from the
Histiocyte Society—Late Effects Study Group // Pediatric blood &
cancer. — 2004. — Vol. 42 (5). — P. 438—444.

Ho Yuen V., Jordan D.R., Brownstein S. et al. Bilateral perioptic
nerve lesions in a patient with Langerhans-cell histiocytosis // Can. J.
Ophthalmol. — 2003. — Vol. 38 (6). — P. 496—500.

Howell S.J., Wilton P., Shalet S.M. Growth hormone replacement in
patients with Langerhan’s cell histiocytosis // Archives of disease in
childhood. — 1998. — Vol. 78 (5). — P. 469—473.

Howell S.J., Wilton P., Shalet S.M. Growth hormone replacement in
patients with Langerhan’s cell histiocytosis // Arch. Dis. Child. —
1998. — Vol. 78. — P. 469—473.

Job O.M., Schatz N.J., Glaser J.S. Visual loss with Langerhans cell
histiocytosis: multifocal central nervous system involvement //
J. Neuroophthalmol. — 1999. — Vol. 19 (1). — P. 49—53.

Komp D.M., Trueworthy R., Hvizdala E., Sexauer C. Prednisolone,
methotrexate, and 6-mercaptopurine in the treatment of
histiocytosis X // Cancer Treat Rep. — 1979. — Vol. 63 (11—-12). —
P.2125-2126.

Ladisch S. Histiocytosis // Butterworth’s International Medical
Reviews: Pediatrics / M.L.N. Willoughby, S.E. Siegel. — London:
Butterworth Scientific, 1982. — P. 95—109.

Ladisch S., Gadner H. Treatment of Langerhans cell histiocytosis-
evolution and current approaches // Brit. J. Cancer Suppl. — 1994. —
Vol. 23. — P. S41—46.

Lahey M.E., Lahey M.E., Histiocytosis X-comparison of three treatment
regimens // ). Pediatr. — 1975. — Vol. 87 (2). — P. 179—183.

Lahey M.E. Prognostic factors in histiocytosis X // Am. J. Pediatr.
Hematol. Oncol. — 1981. — Vol. 3 (1). — P. 57—60.

Lau L.M., Stuurman K., Weitzman S. Skeletal Langerhans cell
histiocytosis in children: permanent consequences and health-
related quality of life in long-term survivors // Pediatric blood &
cancer. — 2008. — Vol. 50 (3). — P. 607—612.

Maghnie M., Cosi G., Genovese E. et al. Central diabetes insipidus
in children and young adults / N. Engl. J. Med. — 2000. —
Vol. 343 (14). — P. 998—1007.

Maghnie M., Villa A., Arico M. et al. Correlation between magnetic
resonance imaging of posterior pituitary and neurohypophyseal
function in children with diabetes insipidus // J. Clin. Endocrinol.
Metabol. — 1992. — Vol. 74 (4). — P. 795—800.

Marchand I., Barkaoui M.A., Garel C. et al. Central diabetes
insipidus as the inaugural manifestation of Langerhans cell histi-
ocytosis: natural history and medical evaluation of 26 children and
adolescents // J. Clin. Endocrinol. Metabol. — 2011. — Vol. 96 (9). —
P. E1352—60.

McClain K.L. Drug therapy for the treatment of Langerhans cell
histiocytosis // Expert Opin. Pharmacother. — 2005. — Vol. 6 (14). —
P. 2435—2441.

McLelland )., Broadbent V., Yeomans E. et al. Langerhans cell his-
tiocytosis: the case for conservative treatment // Arch. Dis. Child. —
1990. — Vol. 65 (3). — P. 301—303.

Minkov M. Multisystem Langerhans cell histiocytosis in children:
current treatment and future directions // Paediatric drugs. — 2011. —
Vol. 13 (2). — P. 75—86.

Minkov M., Steiner M., Potschger U. et al. Reactivations in
multisystem Langerhans cell histiocytosis: data of the international
LCH registry // ). Pediatr. — 2008. — Vol. 153 (5). — P. 700—705.
Molitch M.E., Clemmons D.R., Malozowski S. et al. Evaluation and
Treatment of Adult Growth Hormone Deficiency: An Endocrine
Society Clinical Practice Guideline // J. Clin. Endocrinol. Metabol. —
2011. — Vol. 96. — P. 1587—1609.

15



YKPATHCbKMM )KYPHAA AUTAYOT EHAOKPUHOAOTIT O. XMxXKHsIK Ta CriBaBT.
Ne° 3 2016

61. Morimoto A., Ikushima S., Kinugawa N. et al. Improved outcome in it Langerhans cell histiocytosis of the pituitary stalk? A diagnostic
the treatment of pediatric multifocal Langerhans cell histiocytosis: pitfall // Pediatric blood & cancer. — 2006. — Vol. 46 (3). — P. 363—366.
Results from the Japan Langerhans Cell Histiocytosis Study Group- ~ 72.  Prosch H., Grois N., Prayer D. et al. Central diabetes insipidus as
96 protocol study // Cancer. — 2006. — Vol. 107 (3). — P. 613—619. presenting symptom of Langerhans cell histiocytosis // Pediatric

62. Morimoto A., Kobayashi R., Maeda M. et al. Impact of reactivation blood & cancer. — 2004. — Vol. 43 (5). — P. 594—599.
on the sequelae of multi-system Langerhans cell histiocytosis ~ 73. Rami B., Schneider U., Wandl-Vergesslich K. et al. Primary
patients // Pediatric blood & cancer. — 2008. — Vol. 50 (4). — hypothyroidism, central diabetes insipidus and growth hormone
P.931-932. deficiency in multisystem Langerhans cell histiocytosis: a case report //

63. Nanduri V.R., Bareille P., Pritchard J., Stanhope R. Growth and Acta paediatrica. — 1998. — Vol. 87 (1). — P. 112—114.
endocrine disorders in multisystem Langerhans’ cell histiocytosis /  74.  Ronceray L., Potschger U., Janka G. et al. Pulmonary involvement in pe-
Clin. Endocrinol. (Oxf). — 2000. — Vol. 53 (4). — P. 509—515. diatric-onset multisystem Langerhans cell histiocytosis: effect on course

64. Nanduri V.R., Jarosz J.M., Levitt G. et al. Basilar invagination as a and outcome // The Journal of pediatrics. — 2012. — Vol. 161 (1). —
sequela of multisystem Langerhans’ cell histiocytosis // ). Pediatr. — 129—33 e1-3.

2000. — Vol. 136 (1). — P. 114—118. 75. Tazi A., Soler P., Hance A.J. Adult pulmonary Langerhans’ cell

65. Nanduri V.R., Pritchard J., Chong W.K. et al. Labyrinthine invo- histiocytosis // Thorax. — 2000. — Vol. 55 (5). — P. 405—416.
Ivement in Langerhans’ cell histiocytosis // Int. J. Pediatr. Otorhi-  76. Titgemeyer C., Grois N., Minkov M. et al. Pattern and course of
nolaryngol. — 1998. — Vol. 46 (1—2). — P. 109—115. single-system disease in Langerhans cell histiocytosis data from the

66. Nanduri V.R., Pritchard J., Levitt G., Glaser A.W. Long term DAL-HX 83- and 90-study / Medical and pediatric oncology. —
morbidity and health related quality of life after multi-system Langer- 2001. — Vol. 37 (2). — P. 108—114.
hans cell histiocytosis // Eur. J. Cancer. — 2006. — Vol. 42 (15). —  77. Vassallo R., Ryu J.H., Colby T.V. et al. Pulmonary Langerhans’-cell
P. 2563—2569. histiocytosis // N. Engl. ). Med. — 2000. — Vol. 342 (26). —

67. Ober K.P., Alexander E.Jr., Challa V.R. et al. Histiocytosis X of the P. 1969—1978.
hypothalamus // Neurosurgery. — 1989. — Vol. 24 (1). — P. 93—95.  78. Willis B., Ablin A., Weinberg V. et al. Disease course and late

68. Odame ., Li P., Lau L. et al. Pulmonary Langerhans cell histiocytosis: sequelae of Langerhans’ cell histiocytosis: 25-year experience at the
a variable disease in childhood // Pediatric blood & cancer. — 2006. — University of California, San Francisco // Journal of clinical oncology:
Vol. 47 (7). — P. 889—893. official journal of the American Society of Clinical Oncology. —

69. Pollono D., Rey G., Latella A. et al. Reactivation and risk of sequelae 1996. — Vol. 14 (7). — P. 2073—2082.
in Langerhans cell histiocytosis // Pediatric blood & cancer. — 2007. —  79.  Womer R.B., Anunciato K.R., Chehrenama M. Oral methotrexate and
Vol. 48 (7). — P. 696—699. alternate-day prednisone for low-risk Langerhans cell histiocytosis //

70. Pritchard J., Taylor D.S., Moore A.T. Histiocytosis X: an ophthal- Med. Pediatr. Oncol. — 1995. — Vol. 25 (2). — P. 70—73.
mological review // Br. ). Ophthalmol. — 1985. — Vol. 69 (1). —  80. Zandi P., Panis Y., Debray D. et al. Pediatric liver transplantation for
P.7—14. Langerhans’ cell histiocytosis // Hepatology. — 1995. — Vol. 21 (1). —

71.  Prosch H., Grois N., Bokkerink J. et al. Central diabetes insipidus: Is P.129—133.

BiaAaneHi HACAIAKM TiCTIOLMTO3Y 3 KAITUH AaHrepraHca:
OpraHHi M TOPMOHaAbHI NOPYLLUEHHS

O. XnxHsik', M. Minkos?, I'. bpoHin?
TAY «IHCTUTYT Npo6AeM eHAOKPUHHOT naToAorii imeHi B.A. AaHnaeBcbkoro HAMH Ykpainu», Xapkis
2 Rudolfstiftung Hospital, Department of Pediatrics & Adolescent Medicine & Neonatology, Vienna, Austria
3 MepepanbHUIt HAYKOBO-KAIHIUHUI LIEHTP AMTSAYOI reMaTOAOr i, OHKOAOTI i iMyHOAOrIT iMeHi AMuTpa Porayosa,
Mocksa, Pociricbka Meaepattis

¥ craTTi mpejicTaBIeHo aHAI3 JIITEePATYPH Ta BJACHI JIOCJIIPKEHHS aBTOPIB 3 TUTAHb IarHOCTUKY BiJlaJIeHNX HACJII/IKIB TiCTiO-
rurosy 3 kit Jlanrepranca (Langerhans cell histiocytosis — LCH), a Tako KJIiHIYHOT KapTHHM, JIKYBaHHSI I IOBrOCTPOKOBO-
IO MOHITOPUHTY XBOPUX, KI IIePeHeC/IN 3aXBOPIOBAHHS B IUTSIYOMY Billi.

LCH — rpanysiemato3He 3aXBOPIOBAHHS, B OCHOBI SIKOTO JIE;KUTh aHOMAJIbHA MPOTidepaltis i HAKOMMYEHHS B OpTaHax i TKaHu-
HaX MATOJOTIYHNX MI€JIOIITHUX KJITHH, sKi (heHOTUIIUHO cx0xki 3 kiitunamu Jlanrepranca. LCH nanexxuts 10 pikicHUX 3aXBO-
pIoBaHb 1 HOr0 MOKHA XapaKTepPU3yBaTH SIK MIEJIOIIHY ITyXJIMHY, sIka Ma€ 3anajbHi BiactuBocti. MicieBi Ta cucTeMHi 3anajibHi
edeKTH IIPU3BOJATD /10 (POPMYBAHHS IPAHyIbOMU I IIOLUIKOKEHHS TKaHUH Y pisHux opranax. Kuiniunuii cnextp LCH kommBa-
€ThCsI B/l OJIHOTO KiCTKOBOTO ypaskeHHst (MOHOcHcTeMHe ypaskeHHst; SS-LCH) 10 yIIKoKeHHsS KiJIbKOX opraHiB (6araTocucrem-
nuit LCH; MS-LCH). 3a ocranni gecaTusiTrs pisko ckoporuinacs cMepraicts Bix MS-LCH: mpu Buxopucranui agekBaTHOL
Tepariii BUKUBaHICTh MAIeHTIB craHoBUTh 10 85—90 %. IIpore y BiiaeHuii nepio/| 3HauHa YacTHHA OCI0, SIKi BUIKIIIM, MAlOTh
Bi/JIaJIeH] HACJII/IKYU 3aXBOPIOBAHHS, SIKi BIUTMBAIOTH HA SKiCTh IXHbOTO skuTTs. HasBHicTs Bigmanennx nacainkis LCH 3ymosiiena
HepeIoBCiM JIOKAJI3AII€0 TTaTOJMOTIYHOTO TIPOTIECY, a CTYIIHb iX TSKKOCTI — JIECTPYKINEH TKAaHWHW 1 YTBOPEHHSM DyOIiB.
Busuens kiiniunoi kaprunn LCH i fforo Bianennx HaciiiKiB gae 3MOry 3poOUTH BUCHOBOK PO Te, 10 OPraHHi il TOPMOHATb-
Hi TIOpYIIIeHHsT (HATIPUKJIAL, TIEHTPAIbHIIT HEIlyKPOBUH iabeT) 4acTo BU3HAYAIOTHCS BKE 111/l YaC BCTAHOBJIEHHS JiarHo3y i ix
MOXKHA PO3IVIAATH K BUAB OCHOBHOTO 3axBoploBamus. [Hiuri naTtosoriuni mpomecu (Hanpukiiaj, HelipojereHepaTuBHe YIIKO/-
JKEHHS II€HTPAJIbHOI HEPBOBOI CHCTEMI) PO3BUBAIOTHCS TIOCTYTIOBO 1 KITIHIYHO MaHi(ecTy0Th Yepe3 Micslli, pOKHU I HaBiTh J1ecs-
TUJITTS. Yce 1ie CTBOPIOE CKJIQIHOLIL Y IPOBeeHHI J0BIOCTPOKOBOIO PYTUHHOIO MOHITOPUHTY /JIs1 BU3HAUEHHS Ii3HIX edeKTiB
3aXBOPIOBAHHSL.

Kmouosi cnoBa: ricrionutos i3 kiitun Jlanrepramca, Bifaneni Hacaigky, misHi eeKTH, YCKIAAHEHHS, TOBTOCTPOKOBE CIIO-
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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