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BBenenue

Jlanreprancoknerounsiii ructuoruto3 (JIKI)) — 3aboneBanune, B OCHOBE
KOTOPOTO JISKUT aHOMAaJIbHAs Tposindepalns U aKKyMyJSIIIUsl B OpTaHax M TKaHIX
MaTOJIOTHYECKUX KJIETOK JlaHrepraHnca, Bemyiass K JIOKQJbHOMY TOBPEKICHUIO U
HapylIeHUI0 (YHKIMU TOPAKEHHBIX OPTraHOB, a TaKXKe BKIIIOYAIONIAS  YEPTHI
HOBOOOpa3oBaHus U peakTuBHOro mnpoiecca. Panee JIKI' oGo3Hauancs TepMUHOM
TMCTHUOLUTO3 X.
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3a0oneBaHns MOXET HOCUTH JIOKAJIbHBIM W TEHEpaIU30BaHHBIA XapakTep.
Nmeercss 3 ocHoBHbiX Bapuanta tedeHust JIKI': nokanuzoBanHas ¢opma -
no3uHOGUIbHAS TpaHyinema (06one3Hp TapaTblHOBA) W JICTOYHBIA THCTHOIMTO3 X;
XpOHHYECKass JUCCEMUHHUpPOBaHHas (opMa C MHOXKECTBEHHBIMH OYaroBBIMU
MOPAKEHUAMH B MpEJENax OJHOM cucTeMbl opraHoB - Oone3np Xenpa—lllromiepa-
Kpucuena; ocTpoe TIeHEpaJu30BaAHHOE  MYJIBTHCHCTEMHOE IPOTPECCUPYIOIIEE
nopaxkeHue - 6osie3Hb Adta—Jlerrepepa—Cuge [3].

3aboneBaemocth JIKI' coctaBmser 3-10 cimygaeB Ha | MIIH JETCKOTO
HacesneHus: B Bo3pacte A0 15 ser [1]. IlopakeHue Jerkux BO3MOMKHO MpHU JIHOOOH
nuccemunupoBaHHoi popme JIKI', HO TONMBKO y B3POCHBIX — KYPUIIBIIIUKOB OMUCAHBI
uzonupoBanubie Gopmbl JIKT nerkux [3].

JIKI' kak penkas Tmarojorus, COBMEIIAIONIAs YEpThl OIYXOJEBOrO U
PEaKTUBHOTO MPOIECCOB ¢ MOHOKJIOHANIBHOM nposudeparueil kierok Jlanreprauca,
noJIMMOp(Ha MO KIMHUYECKUM IMPOSBICHUSAM U MOXKET CUMYJIHPOBATh (OCOOCHHO Y
JeTel) KOXKHbIE, BOCHAJIUTENbHbIC, TI'PaHyJE€MaTO3HblE M KOCTHO-IECTPYKTHUBHBIE
3a0oneBaHusl. 3HAHUE ATOM MATOJIOTMHU y AETEH M B3pOCIHbIX U Mop(doioruveckas
Bepudukanuu JIKI' ¢ uHCHoab30BaHUEM COBPEMEHHBIX TEXHOJIOTHM  SIBISCTCS
aKTyaJbHBIMH.

Heab ucciaenoBaHusi - OLIEHUTh YaCTOTY BCTPEYAEMOCTH, MOP(HOIOrHYeCKre
BApDUAHTBIl M JOKanu3zauuioo mnopaxennd npu JIKIT y gerer mo nmaHHBIM
natomopdoorunyeckoil 1abopaTopuu  CHENUATM3UPOBAHHOTO OHKOJIOTHYECKOIrO
aetckoro 1eHrpa 3a 20 jieT 1 0COOEHHOCTH U30JMPOBAHHBIX JIETOYHBIX NOPAKEHUN
y B3pOCIIBIX.

Marepuajbl 1 METObI

HccnenoBanre TmpoBeJeHO B JTA0OpaTOpUM MOJEKYJISApHON Ouojoruwm,
UMMyHOGEHOTUITpOBaHUs W TaTomopdosiorun [leHTpa HeTCKoil OHKOJOTHU U
remarosiorun ['AY3 CO «OOnactHasg nerckas KinHudeckas OospHMna Nely r.
ExarepunOypr Ha apXMBHOM M TeKylieM Mopdororudeckom marepuaine 3a 1996-
2019 rr.

OObekT uccienoBanus — Mmopgosnoruiyecku BepudunrpoBannbie ciaydan JIKT
y gereil  (MPOTOKOJBI THUCTOJIOTHYECKOTO  HCCIENOBAHUS  OMONCHIHOTO |
OTIEpPaIMOHHOTO Martepuala, napa@uHoBbIe OJIOKM U THCTOJOTUYECKUE TpEernapaThl)
Jls Mopdonornueckoit BepuduKaiuu omyxoyiu TKaHEBbIe 00pa3ibl TPOBOAMIUCH IO
CTaHAApTHOMN METO/IMKE, THUCTOJIOTUYECKHE  MPEnapaThl OKpaIllUBAIACH
TreMaTOKCUJIMHOM — 203WMHOM U TMKpodykcuHoM 1o Ban ['mzony. Jlyis BbIsSBIICHUS
MMMYHO(EHOTHIIA OIyXOJIEBBIX KJIETOK HCIOJIb30BATIOCH MMMYHOTHCTOXUMHUYECKOE
uccnenoBanne (MI'X) ¢ mamenpto  antuten: CDla (MTB1), S100 Protein
(polyclonal), Langerin (12D6); CD68 (514H12).

Pe3yabTarsl Hcc/Ie10BaHUS U UX 00CYKAEHHE

Ananu3 mopdororudyeckn moaTBepkaeHHbIX ciydaeB JIKIT y mereir  (3a
nepuon 1996-2019 rr.) mokazan, yto ydactota Bcrpedaemoctu ciydaeB JII'K Ha
MOP(OJOTUYECKOM  MaTepuajie B  CIEUUATU3UPOBAHHON MO OHKOMOP(OJIOTUU
naboparopun cocrtaBisieT 10 % ot Bcex ciyuyaeB B roia. B menom, 3a 20-i1eTHUM
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nepuoj B Jlaboparopud Ha OMONCHUMHOM M  ONEpPAlMOHHOM  MaTepualie
Mopdonornyecku mnoaTBepxkaeHo 107 ciydaeB JIKI' u 8 ciayyaeB 303MHOPUIBHON
rpanysieMmbl. M3BecTHO, uTo yanie JIKI' 0oneroT netu nepBhIX JIeT )Xku3HU. B Haiiem
UCCIIeIOBAaHUM A€TH 10 S JieT coctaBuiiu 72% (55 cnydaeB). [latonorust Bctpeyanach
yanie y ManbuukoB (60%), 40% - neBoYKwu.

[Tpu JIKI" mambonee gacto (B 80-100% ciyuaeB) mopaxaroTcst KOCTU (depert,
MO3BOHOYHHUK); Koka (B 50-100% cnydaeB) B BUIE 3PO3UBHO-UH(UIBTPATUBHOTO,
ManyJae3HO-3pUTEMATO3HOTO, CE0OPENHOTO MOpaKEeHUI; JTUM(OY3IIbI; YITH (CpeIHHI
OTHUT, MACTOUJUT) U BHYTPEHHHE OpraHbl (KOCTHBIM MO3T, mneyeHsb, jerkue, KKT,
HC) [3].

B namem wuccnenoBanum kKoctHble mnopaxkenus mnpu JIKIT Obun cambimu
yacTeiMu (60%), Takxke B mpoiiecc BoBlieKaUch Koxka (20%), mumdbaruyeckue y3ibl
(16%) u Tkanu apyrux sokanuzanuu (4%). [Ipu mopaxeHUHM KOCTHOW CHCTEMBI
HauOoJiee YacTOM  JIOKalu3alue ObUIM KOCTH 4Yeperna, Ta3a, JJIMHHBIE TpyOJaThie
KocTH. M3MEHEHMss B KOCTHOM TKaHM HOCWUJIM JECTPYKTUBHBIA XapakTep, B
HEKOTOPBIX CIIy4yasX HAlOMHUHAIM  XPOHUYECKH TEKYIIUA JUCCEeMHUHUPOBAHHBIN
octeoMUenuT. TOJIBKO MOJHOLUEHHOE HCCIE0BaHUE MOP(OIOrHYECKOro cyocTpara
MO3BOJIMIIO BepU(ULIUPOBATH IPOLIECC.

Kocthbie mopakeHus: 06ojee XapakTepHbI sl eTe cTapIiiero Bo3pacra. Y
JeTel MIIaIero Bo3pacra npeodiaiany KOKHbIE MOPAKEHUS (UCCEMUHUPOBAHHBIE,
Oojiee OrpaHMYEHHBIE TOPAXEHHs] WM JIOKajlbHble). B Takux ciydasx mis
MopdoJioruueckor BepudUKaMu OHONCUpPOBAiIach KOXKa C dJEeMEHTaMu Chinmu. B
pse chaydaeB Uil MCCJEAOBAHMS  IMPOBOJAMUIIACH  OKCIU3MOHHAA  OHWOICUS
auMdaTruyeckoro y3ia (Jaiie meHHol JoKaTu3alun) Wik OUOTICUS JPYTUX OPTraHoB.

[IpencraBiseT UHTEPEC PEAKUN CIydall CHHXPOHHOTO BO3HMKHOBeHUs JIKI y
JEBOYECK - Onu3HenoB B Bo3pacte 10 wecsmeB (C MOpakeHUEM  IIEHHBIX
TuM(}aTUYECKUX Y3JI0B Y OJHOTO pe0eHKa, TEMEHHON KOCTH, KOXHU U CTPYKTYP
OpPraHoB cllyXa y Ipyroi J€BOYKH).

Mopdonornueckue uzmenenus npu JIKI' BHe 3aBUCUMOCTH OT JIOKaIU3AIUU
mporiecca,  oOycioBieHbl — mpoiudeparueit  TpachOPMUPOBAHHBIX  KIJIETOK
Jlanrepranca, KOTOpbIE PaCIONIOKEHbl CPEAU PEAaKTUBHOTO UHPUIbTpaTa C OOJIBIIUM
KOJIMYECTBOM  DO3MHODWIBHBIX  JIEUKOIUTOB.  OMyXoJieBble  TUCTUOLUTHI
MIPE/ICTABICHBl KIJIETKAMHU CpPEIHEro pasMepa, ¢ OOMJIbHON BaKyOJIM3WPOBAHHOM
LUTOIUIa3MOM U BapuadenbHbIMU MO (QopMe (OKpYyIJible, OBajbHbIE, 00OOBUIHBIE)
AlpaMu, B YacTH W3 KOTOPBIX OMpEAeNseTcs MpOoJAOJbHAs TOJIOCKA (sapa TuIra
«kodeitHOrO 3epHaY) (puc 1).

Nuorma B peakTUBHOM WH(MHWIBTpATE WMEETCS 3HAYUTENbHAS TMPUMECH
703WHOGUIIOB, KOTOpbIe MOTyT (OPMHUPOBATH «I03MHODHUIbHBIE abcCIecch,
BCTPEUYAIOTCS TUTAHTCKUE MHOTOSIACPHBIE KJIETKH. 3aMEYE€HO, YTO HPU KOCTHBIX
MOPAKEHUSAX WHOUIBTpAIMs D03MHO(PIIAMH, Kak TMpaBujio, 0OoJjiee BBIpaKeHA.
Mopdonoruueckass  Bepudukanus mnporecca  TpeOyer  mpoBenenus —UI'X
uccienoBanus. OmyxosieBbie TUCTHOIUTH Auddy3HO Kcmpeccupyrotr — Langerin,
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CDla, Bapuabenbro S100 Protein u ¢pokansro CD68. Tlpu atom Langerin siBasiercs
crneuu(pUIHBIM UMMYHOTHCTOXUMHYECKUM MapKEPOM.

B Hacrosimiee BpeMss B J1Ta0OpaTOpUM CHEIHATUCTAMHU TI0 MOJICKYISIPHOU
Oouonornn Ha MOpP(HOIOTHIECKOM cyOcTpaTe W3 TapapuHOBBIX OJIOKOB MPOBOIUTCS
onpenenenue BRAF V600E mytauuu npu JIKT', npu ee oOHapyeHHH CKIOHHOCTh
K pPElUJIUBaM BBIIIE.

| s ]
S

Puc. 1. Knerounsrii cocras rpanysem mnpu JIKI': omyxosneBble THCTHOLUTHI C
AIpaMH TIO TUITY «KO(eHHOTo 3epHay (1) pacmoIokeHbl CpeIu PEaKTUBHOTO
uHUIETpaTa ¢ OOJBIIUM KOJIMYeCTBOM 303uHOMMIOB (2). Okpacka
reMaTOKCUIMHOM-303UHOM. YB. 600.

Kpome cnyuaeB JIKI' y pmereil, Hamu Obumn BblaeneHbl 3 ciydas JIKD y
B3POCTIBIX C MOPaKEHHEM JieTKux (Bo3pacT marueHtoB 21, 26, 30 ner), maTepuain
MOCTYNUJI B JIa0OpaTOPHUIO W3 B3POCIOW CETU I WMMYHO(EHOTHITHUPOBAHUS.
N3onupoBanHoe nopaxkenune Jerkux mnpu JIKIT Bctpedaercss 0ObIMHO y KypsIIUX
B3pOCTBIX OONBHBIX. B HameM wucclenoBaHWU OJIMH ClIy4ail H30JIMPOBAHHOTO
nopakenus jerkux npu JIKIT mocToBepHO MMeEN accoIuaiuio C KypeHHEeM, 4TO
MOP(OJIOTUUECKH TOATBEPKAAIOCH HATUYMEM B JIETOYHOW TKaHH «Makpodaros
KYPHUJIBIIUKAY.

BriBoabI:

1. JIKI' — penxoe 3abojieBaHME MOHOKJIOHAJIBLHON Mponudepann KIeTOK
Jlanrepranca ¢ nokanbHbIMH (P03UHO(WIBHAS TpanyieMma, jerounbii JIKID') wnum
JUCCEMUHUPOBAHHBIMM (MOHO- WJIM MYJbTUCUCTEMHBIMU) MopaxeHusiMu. Yare
JIKT" GomneroT AeTH MepBhIX JIET KU3HU, MATBYMKA HECKOJIBKO Yalle, 4eM JIeBOUKHU. Y
JeTe MIIaJIero BO3pacTa MPOLEce yalle MaHU(PECTUPYET C KOKHBIX IMOPaKEHU,
B OoJiee cTaplieM BO3pacTe XapaKTepHbI AECTPYKTHUBHBIE TOPAXKEHUSI KOCTEH.
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2. 3a 20-netHuil nepro1 B maToMopdosoruieckoit JadbopaTopunt
CHEIUAIN3UPOBAHHOTO IETCKOTO OHKOJIOTUYECKOro IieHTpa Bepuduimporano 107
nerckux ciydaeB JIKI (B cpennem 5-6 citydaeB B roj1), B TOM YHCIIE€ PEAKUI Cirydyai
cuHXpoHHOro Bo3HUKHOBeHUS JII'K y neBouek - 61mn3HenoB 10-Mecsa4yHOro Bo3pacra.

3. HocroBepnas Bepudukamus JIKI tpebyer mopdonoruueckoro u UI'X
WCCIJIETOBAHMSI, TIPU 3TOM MOP(HOIOTHYECKUN cyOCTpaT MPEACTaBICH OMYXOJEBBIMU
ructuonuTamu Jlanrepranca ¢ sapaMu TUra «KO(EHHBIX 3epeH», PacloIOKEHHBIX
Cpeau KJIETOK peaKTUBHON MHPUIBTPAIIUH C OOIBIINM KOJTHYECTBOM 303MHODUIOB U
makpodaroB. Jlanrepun sBiseTcs CcHeUUUECKUM HMMYHOTHCTOXUMHUYECKUM
MapkepoM. [IoXoH MPOTrHO3 CBSI3BIBAIOT C BBISBJICHUEM B OIYXOJEBBIX KIIETKAaX
BRAF V600E myramuu.

4. Jlerounsriit JIKI' y B3pocibIX 4ailie acCOIMMPOBAH C KYPEHUEM, XapaKTEPHO
JUCCEMUHUPOBAHHOE MOPAKEHHE JIETKUX (KUCTO3HBIE U3MEHEHUS C HATUUYUEM
KJIETOYHBIX CKOTUICHUM U3 MakpoQaroB, OMyX0JIEBBIX KIETOK C SIAPAMU THIIA «
KO(eMHBIX 3epeH», 703MHOPUIIOB) U MaKpOo(haru «KypuJIbIIMKOB TabaKay.
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