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AHHOTauMs. B craTtee TNpeACTaBIEH pEIKUM KIMHUYECKUM  Cllydal
3a00/1€BaHUs THUCTHOLIUTO30M KIIETOK HaHreprcha C IIOPaXCHUCM KO, KOCTen
gyepena, TUMGOY3JI0B JETKUX IBYX MOHO3WUTOTHBIX ONHM3HENoB. JlJIs WcclemoBaHuUs
OBLITM HUCTIOJIB30BAHbBI: aMOYJIaTOPHBIE KapThl, UICTOpUM OOJIE3HU JETEH, CrieluaabHas
JUTEpaTypa no JaHHOMY 3a00JIEBaHUIO.

Annotation. The article presents a rare clinical case Langerhans cell
histiocytosis with skin lesions , skull bones , lymph nodes lungs in monozygous
twins. For the study were used : hospital records , case histories of children , special
literature on the disease .
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['uctuoruro3 wu3 kieTtok JlaHrepranca omnpenensiOT Kak 3a0oJeBaHueE,
oOycnoBineHHoe mnposudepanueir kiIeTok JlaHrepranca ¥ MPOSIBISIONIEECS
o0pa3oBaHMEM XapaKTEPHBIX TPAHYJIEM B OJHOM MJIM HECKOJIbKMX opraHax. Kierku
Jlanrepranca SIBISIFOTCS KOXKHBIMU JICHIPUTUYECKUMHU (AaHTUTCHIPE3CHTUPYIOIIUMHU )
KJIETKAMH CUCTEMbI MOHOHYKJIE€ApOB.[1]

Bo MHoOTHX Ciydasx mepBble MpOsBICHUs 3a00JeBaHUs HECMEU(UIHBI, YTO
3aTPyIHSIET €ro CBOEBPEMEHHYI aAuarHoctuky. Krnumanueckas xapruHa ['KJI
nonumopdHa. IlposiBaenus 3aboJsieBaHUST MOTYT BapbUPOBaTh OT EIWHUYHBIX
0ECCUMITOMHBIX OYaroB MOPAKEHMUsSI KOCTEH 10 TEeHEepaJIu30BAaHHOIO Mpolecca ¢
NOPAXKEHUEM BCEX OCHOBHBIX CUCTEM Opranu3ma.[3]. ExxerogHo perucrpupyercs —
3-5 cayuaeB JIKI Ha 1 MJIH JEeTCKOTO HaceaeHHs B roj. [5]

Juarno3 I'KJI momxkeH ObITh MOJATBEPKICH TUCTOIOTHYECKU(OHOTICHS KOXKH),
TaK KaK M0 YaCTOTE MOPAXKEHUs KO>Ka 3aHUMAET Beyliee Mmecto[4].
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MexayHapoIHble KOONEPUPOBAHHbIE HccaeAoBaHud 10 JiedeHnto ['KJI
MIPOBOJIATCS TI0 YHU(PHUIIMPOBAHHBIM MTPOTOKOJIAM C MCIOJIb30BaHUEM IIPEIHU30JI0HA,
BuHONactrHa, Bene3uga: DAL-HX-83, DAL-HX-90, LCH-1, LCH-II, LCH-III. Jlus
OTIpEIEICHNUS] TAKTUKH BEICHUS OOJIBHBIX, HE OTBETUBIIUX HA CTAHJAPTHOE JICUCHUE
10 MTPOTOKOITY, TIPEIOKEHA KOMOWMHUPOBAaHHAS XUMHOTEpanus[2].

Leap wuccaegoBaHus - TMPEACTABICHHE PEAKOTO KIMHUYECKOTO Cydas:
TUCTUOLMTO3 KJIeToK JlaHrepraHca ¢ TMOpa)KE€HUEM KOXH, KOCTEM depena,
TUM(}OY3I10B JIETKUX Y MOHO3UTOTHBIX OJIM3HEIIOB.

MarepuaJjibl 1 MeTOABI HCCIAEAOBAHUS

Pabora npoBoaunacek Ha 6a3ze OJIKbNel JleTckoro remMaToIorudeckoro IeHTpa
OTJEJICHUS] JIETCKOM OHKOJIOTMM WU TE€MAaTOJIOTUH, MYyTEM H3Yy4YEHUS MEAULMUHCKOMN
JOKYMEHTAIMHU ABYX MOHO3UTOTHBIX OJin3HEoB 2007 r.p. ¢ AMarHo30M TMCTHOILIUTO3
u3 KJIeTok JlaHrepranca ¢ mopakeHueM KOXHU, KOCTeH uepena, TuM(pOoy3JIoB JIETKUX.

JIBe cecTpbl (MOHO3UIOTHBIE OJIM3HELBI) B Bo3pacTe 11 mecsueB MOCTYNUiIu B
OIAKBNel B cenrsiope 2008 roma c kamobamMyu Ha yBEJIMYECHHE JI/Y IIIEH,
MOBBIIIEHHYIO TEMIIEpaTypy Tella, ONMPENIOCTh KOXKH B 00JACTH IIEH, MOAMBIIICYHBIX
M MAXOBBIX 00JIACTEH, IIMIITKK Ha BOJIOCHCTOM YaCTH T'OJIOBBHI.

N3 aHamMHe3a U3BECTHO, YTO JE€BOYKH OOJIbHBI C 4X MeCSIEB, KOT/Aa MOSBUINCH
BBICHIIIAHHSI HA KOXE, MOABEM Temrmeparypsl Tena no 37.7. Jleumnuce mo Mmecry
KUTEIbCTBA C JUarHo3oM amepruueckuid nepmarut, OPBU. B nsate mecdueB y
KOKIO0M TMOSBUJIOCH OIyXOJEBUIHOE 00pa3oBaHME Ha 3aHEH MOBEPXHOCTU IIIEH.
Jleunucr MO MECTy KUTEIBCTBA C JMArHO30M OCTPBIA PUHUT, OCTPBIU
OoOCTpYKTUBHBIN OpoHXHUT. AMOynatopHoe jeueHue HedapdektuBHO. B 11 mecsien
MPUCOEIMHUIIOCH YBEJIIMUEHHUE JI/y III€H, TMOSBIICHUE IIUIIEK HAa BOJIOCUCTOM 4YacTh
TOJIOBBI. BBIJIO IIPOBEIEHO BCKPBITHUE M APEHUPOBAHWE THOWHOTO OdYara I0 3aJHEeu
MoBepxHOCTH 1eu. HazHaueHa aHTuOakTepuanabHas, 3aMECTUTENIbHAsL Tepanusi(remMo
U TJ1a3MOTpaHCy3Un ).

N3 anamue3a xus3uu: netu ot |l GepemeHHOCTH, MpoTeKalia ¢ TOKCUKO30M,
aHEMHEM, yrpo30il mpepbiBaHus B 22-23 Hen, ypeoruia3mo3oM, Xp rematutoMm C.
Pongl |l B cpoke 35 Hen, onepatuBHbIE(KECAPEBBIM CEUCHUEM ).

[Ipu ocMOTpE: COCTOSTHUE TSAKEIJIOE 32 CUET MHTOKCUKALIMOHHOTO CUHIPOMA, Ha
BOJIOCUCTOM YacTH TOJIOBBI ce0OpelHast Chllb, OOIUPHAs, CIMBHAS, KEIThIe KOPKH,
Ha TOJIOBE OMPEACNSIOTCS OIYXOJICBHIHbIE, MSITKHME Ha OIIylbh OOpa30BaHUS,
pazmepamu oT 2 a0 Scwm. llleitHble u moaMelieyHsie J/y yBeiauueHbl. B oOnactu
€CTECTBEHHBIX CKJIQJIOK KOXKa TMIIEpEMHpPOBaHa, ¢ 3po3usiMHu. M3 CIIyXOBBIX XO/0OB-
THOMHO-TeMopparnueckoe otaensemoe. Cnusucrtas o000J0Yka TMOJOCTH  pTa
00J105keHa OETBIM HAJIETOM.

Pe3yabTaThl Hccie10BAHUS U UX 00CYXK/IEeHUE

B OAK netikoruto3, anemusi, Tpomoo1iuto3, COD noseiieHa. Y3 OpromiHoit
MOJIOCTH: TEMATOCIUICHOMET AN, YBEJIWYEHHE Pa3MEpPOB IOYEK, IMOIKEITYTOYHOM
&Kese3bl, TUuM(}OoaZeHONnaThsi BOPOT CeNe3eHKU. PeHTreHorpadusi rpyiHON KIETKHU:
UHTEPCTULUAIBHBIN OTeK Jierkux. MPT TOJIOBHOrO MoO3ra: MHOXKECTBEHHbBIE
703MHOGUIILHBIE TPaHyJIEMbI KOCTeN cBoJia yepemna. PenTrenorpadus koctelt yepena:
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TUCTHOLIMTO3 C MopaxkeHueMm kocted uyepena. KT rpynHoi kinetku: cnenudpuyeckas
UHQUIBTPAIUS JIETKUX C pacnagoM U ¢GopMupoBaHHeM KHCT HuxkHed momu. KT
KOCTEH yepena: oOIMpHBIC OYaru IeCTPYKLUUHU: 3aThJIOYHOM, BUCOYHOW M TEMEHHOU
KOCTEH cjieBa, AMAMETPOM 10 73MM, 3aMEIICHHBIM MITKOTKAaHHBIM O0pa30BaHUEM;
BUCOYHOM M TEMEHHOM KOCTM cOpaBa JAHaMeTpoM A0 41MM, 3amMenieHHbIN
MATKOTKaHHBIM OOpa30BaHUEM; TEMEHHOW KOCTH CHpaBa AUAMETPOM JI0 26MM,
3aMEIEeHHBIA MATKOTKaHHBIM oOpa3oBaHueM. [IpoBeneHna OHONCHS TEMEHHON KOCTU
crpaBa(3aKJIlOueHHe J1a00paTOPUd UMMYHOTHCTOXUMHUHU , puc.l): THCTHOIUTO3 U3
kierok Jlanrepranca. B cBs3m ¢ mnopaxkeHueM "opraHoB pucka', BO3pacTOM
nanueHTa(< 2JeT), MOJMCUCTEMHBIM MOpaKEHHEM, IETSIM I10Ka3aHO NPOBEICHHE
xumuotepanuu no nporokony LCH Il rpynmna pucka, Betss B. [IpoBeneno 6 kypcos
xumuorepanuu. OTMeyanach MOJOKHUTENbHAs TUHAMUKA: KYIIHPOBAINCh CUMITOMBI
BTOPUYHOTO MH(EKIMOHHOTO Ipolecca, cebopeiiHas chlllb perpeccuponaia. Yepes
Mecs1 Ha0JII01aJI0Ch YXYAILIEHUE COCTOSHUS: MOABEM TEMIIEPATypbl 10 (PeOpHIIbHBIX
uudp, Beicoknii CPB, B CBSI3W C YeM Ha3HaueHa AaHTUOAKTEpUAIbHAS H
IIPOTUBOBUPYCHAsI  TEpamnusl. Ha  penrrenorpajgum  rpygHOMl  KIETKH:
MHTEPCTUIMAIbHBIE HW3MEHEHUA (IMHAMHKAa OTpUUATENbHas), B CBA3HM C YEM
aHThOaKTepuaibHas Tepanus ObUla OTMEHEHa, Hayara MOJJIep)KUBaIoas
xumuorepanuda. Ha ¢QoHe mnopaepxuBamomiel XMMUOTEpANUM  MOSIBUIOCH
oOpa3zoBaHue B 00JacTH JIeBOM 3aThUIOUHOM KocTU(1,5¢M). PentreHorpadus kocre
yepena: JepeKkThl B TEMEHHOW KOCTH M MOJBUCOYHOM 00JIacTHM cCIpaBa U B
MOJBUCOYHON 00JIacTH ClieBa YMEHbIIWIUCH. [IpogomkeH Kypc 6 MecsyHOM
xumuotepanuu. Ha ¢one nedyenus so3uHOUIIBbHAs TpaHyjema perpeccupoBaia,
YMEHBIIWIUCH JI/y, KOYKa YUCTasi, KOCTHbIE 1e(hEKThl COKPATHIIUCH.

B utone 2009 roga moBTopHas rocnurtanu3anus(30.06-29.09.09), B cBszu ¢
OTpHULIATEIIbHOM JUHAMHUKOM Ha KOHTPOJbHBIX KT TOJOBHOrO MoO3ra: BBISIBJICHHE
YYaCTKOB JAECTPYKLUMUHU MHUPAMUAbl BHCOYHOM KOCTH CINpaBa, WHOUIbTPATUBHBIE
M3MEHEHHS] TUPaMuJ BHCOYHBIX KOCTEH. PeKomMeHI0BaHAa CMEHa XMMHUOTEPAIUU.
beuto mpoBeneno nBa Kypca xumuorepanuu mo mpotokoixy LCH I1l. Ha moment
BBIITMCKY OTMedaeTcs MoJioxkuTenbHas auHamuka no KT: ymenbinenue nedextoB B
TEMEHHO-3aThUIOYHOM 00JacTH, BUCOYHOM CIIpaBa M CIEBa, KOJUYECTBO OYaroB

JNECTPYKIMH  KOCTEH  yMEHBIIWJIOCh,  BBIIMCAHA  C  PEKOMEHJAUUSIMU
nojjiepkuBaromied xumuorepanuu no nporokonry LCH 1l B amOynarophbix
YCIIOBHSIX.
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Puc.1. [TonoxutenpHas peakius B onmyxojieBoM nHuiabTpate ¢ MKAT k
S100, yB. X400

BoiBoabI:

JIns CBOEBPEMEHHOM THATHOCTUKHU THUCTOJOTMYECKOE HCCIEAOBAHUE JTOJIKHO
OBITh TPABUJIOM TMPH BCEX MEIJICHHO pPa3BUBAIOIINXCS KIMHUYECKA HESICHBIX
nepmaro3ax. (CBOeBpeMEHHas JMArHOCTUKA TMIO3BOJIUT HayaTh MPOJAYKTHUBHOE
JICYCHUE, YTO B 3HAYUTEIBHOU CTEIIEHU ONTUMU3UPYET IPOTHO3.

O600m1as mpeacTaBieHHbIe (DAKTHI MO 3TOM MATOJIOTMH, MOXHO 3aKJIIOYHTh,
YTO pa3BUTHE M HAKOIUICHHE HOBBIX 3HaHUN 0 MexaHu3zMax paszsutusi ['KJI tpebyer
JNAJbHENIINX WCCIIENOBAHUM. YCTAHOBJIEHUE 3THOJIOTHH, a 3HAYUT M UCTUHHOIO
MEXaHU3Ma Pa3BUTHsI ATOTO 3a00JIEBaHUS, TTO3BOJIUT MTPOTHO3UPOBAThH €T0 TEUCHUE U
BBIOMPATHh KOMILIEKC ONTUMAJIbHBIX JICYEOHBIX MEPOTIPUSITHIA.
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