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McesforunonapaTupeos

JTO COCTOsIHUME KJIMHUYECKU TPOABISETCS THMIIOKaJb-
uuemueil, runepdocharemreli 1 pa3BUTHEeM TuUIoNa-
parrupeosa B pe3yJbraTe PE3UCTEHTHOCTH DELENTOPOB K
Bozneiicteuio PTH, o yposerns PTH B ceiBopoTKe KpoBH
OCTAaeTCss HOPMAJbHBIM WM AaXe IOBBIIeHHbIM. IIpu
opHON W3 (OpM TICEeBOTUTONAPATHPEn3a HabIIoxaeTCs

NOLXKESTYOOYHASA XKEJTE3A

MyJipTUpe3ucTeHTHOCTD petienitopos k PTH, TSH u FSH/
LH. Bce 3Tu ropMOHBL epeiatoT curHat yepe3 G-6emok-
OIIOCPEIOBAHHBIA BTODUYHBIA MeCCEHIXep, a 3aboseBa-
HUe Pa3BUBAETCS B PE3YJIBTATE FreHeTHYCCKUX HapyIIeHuH
9TOT'0 CUT'HAJbHOTO NYTH.

Pesucrentnocts penentopos K TSH o6srdto Bbipaxe-
Ha c1a6o, Torma Kak PE3UCTEHTHOCTD penerntopos Kk FSH/
LH mposiBsisieTcst y skeHILMH THIIEPrOHAAOTPOIIHBIM TUIIO0-
TOHAINI3MOM.

[MomxkenynouHas xene3a COCTOMT M3 JABYX 4dacTel: ow-
OOKPUHHOU W IK30KPUHHOU. JHOKPHHHAS YacTb HOIXKe-
JIYIOYHOM JKejie3bl 06pa30BaHa = 1 MJIH KJIETOUHBIX CKO-
IUTeHKit, HAa3bIBAEMBIX ocmposkamu Jlanzepearnca, KOTOpble
COJIePKaT 4 OCHOBHBIX U 2 IONIOJHUTEIbHBIX TUIIA KJIETOK.
OCHOBHBIMU THIIAMHU KJIETOK SABJAIOTCS PB-, 0, 8- 1 PP-
kretkd. OBU PasNIuyalTCs MO YIbBTPacTPyKTYPHBIM OCO-
GEHHOCTSIM IPaHyJT ¥ [0 COAEPKALIMMCS B HIX TOPMOHAM
(puc. 24.26).

B-Kremxu NpOAYLUUDPYIOT UHCYIUH (CM. Jlajee pashel
«Caxapubiii auabets). VHcymmHCOAEpKALME TPAHYJIBI
BHYTDPHU KJIETOK UMEIOT PeleTyaTyo KPUCTALINYECKYIO
MaTPHUILY, OKPY’KeHHYIO TaJo.

o-Kaemxuy mipofyuupyioT TIIOKATOH, WHAYIMPYIOLIMIi
TUTIEPIVIMKEMUIO 32 CYET IIOBBIIEHUS [JTUKOTEHOMIUTU-
YeCKOW aKTUBHOCTH IedeHU. [paHysbl O-KJIETOK UMEIOT
OKpYTJAyio (hopMy, TeCHO Tpujerailne MeMOpaHsl
TIJIOTHBIH LEHTP.

8- Knemxu nponylupyIOT COMATOCTATHH, KOTOPBIN 110-
JABJISIET BbIAENEHe HHCYJIMHA U TJII0OKaroHa, ¥ cojepxar
KpyliHble 6JjieflHBIE TPAaHYJBl C TECHO TPUJIETAIOLIIMU
MeMOpaHaMH.

PP-kremxu mponynvpyioT cnenuduyeckui maHKpea-
TUYECKUN IOJMIENTH I, KOTODBI CTUMYyJUpyeT CeKpe-
WO JKETYyTIOYHBIX U KUHIEUHBIX (PePMEHTOB U NOAABJsIET
MOTOpPUKY KulledHuKa. PP-KJIeTKU comepxaT MeEJKHe
TEMHbIE TPaHyJibl U HAXOMASTCS HE TOJBKO B OCTPOBKaXx
Jlanrepranca, HO ¥ TUMdY3HO Pa3dpPOCAHbI B 3K30KPHH-
HOWM 4aCTH NOKETYAOUHOH XKesie3bl.

[ByMsl penqKkuMHU TOTOJHUTENBHBIMU THUIAMH KJICTOK
apasiotesa DT1-kremxu v snmepoxpomadumivie Kiemxu.
D1-knetku Boipabareiaior BUII — ropmon, uHAyIH-
PYIOIIMY TJIMKOTeHOM3 W THreprinkemuo. OH Taxxe
cTumyupyer cexpenuio xunkoctu B JKKT u BbI3bIBaeT
CEKPETOPHYIO NHapeio. JHTepoxpoMaddUHHBIE KJIECTKH
CUHTE3UPYIOT CEPOTOHUH U SIBASIOTCS UCTOUYHUKOM OILy-
XOJIel IIOIKeNIyIOUHOIM Kee3b! (cu. riaBy 19), conposo-
JKIAIOIIUXCST PA3BUTHEM KaPIIMHOUIHOTO CUHPOMA.

Jlasee paccMOTpEHbI [Ba OCHOBHBIX 3a00J€BaHUs, KO-
TOPBIE ACCOIMHUPYIOTCS ¢ MOPa’KeHUEeM KJIeTOK OCTPOBKOB
Jlanrepranca: C/l 1 3HAOKPUHHbBIE OIIYXOJIH HOAKETY 40T~
HOH xeJe3bl.

CaxapHblit puader

C/1 npeacTaBaseT coboit Tpymny MeTaboauueckux 3a60-
JieBaHMH, BBLAEJIEHHYIO Ha OCHOBE 061I[eT0 MPU3HaKa — TH-
nepriivkeMud. [MneprinkeMusi BO3HUKAET B pe3yJibTaTe
HapyLUIeHUll CeKpeunu WHCYJMHA WU ero AeHCTBUSA B
nepudepUYECKUX TKAHSX, YaCTO 3TH MPOLECCh codeTa-
10TCsl. XpOHUYECKasi TUTIEPIANKeMUS U CONYTCTBYIOLIME
MeTaboIMYecKyie HAPYIIEHUsT MOTYT COIIPOBOXKIATBCS BTO-
PUYHBIMH TIOBPEXAEHUSIMHU Pa3INYHBIX OPraHOB, 0COGEH-
HO IOY€eK, IJ1a3, HEPBHOHM CHCTEMBI M KPOBEHOCHBIX CO-
cynos. Cornacto nanubiM American Diabetes Association,
B CIDA C/I ctpazatot 6osee 20 miiH eTeil U B3POCIBIX
(7% HaceneHus cTpausl ), 35% U3 KOTOPBIX HE 3HAIOT, 4TO Y
Hux runepriankemus. Exerogno B CIIIA auarsocTupyor
=~ 1,5 muiH HOBBIX cayyaeB CJI, mpu atom C/I y B3pocabix
SIBJISIETCST Belyllell MpUIMHON MoYeuyHoH HeIOCTaTO4HO-
CTH, CJIETIOTHI ¥ aMITYTAllWiT HHKHHUX KOHEUHOCTEH, He CBS-
3aHHBIX ¢ TpaBmoil. [Touty 54 MJIH B3pPOCJIOTO HACETEHUS
CIIA umeroT npu3HaKu mpejauadera (HOBBIIIEHUE YPOB-
Hsl IVIIOKO3BI B KPOBH (€3 JOCTUKEHS 3HAYEHUH, HeoOXo-
JMMBIX [T TOCTAHOBKM AWarHO3a <«CaXapHbBIH auabeT»)
(cm. manee). JIuna ¢ npenanabeToM NMEKT TTOBBIIIEHHBI
puck passutus C/I. Kopennsle xurenu CIIIA, npexacra-
BUTEIN HETPOUIHON PAChl M HCIIAHOSI3bIYHON 3THUUECKON
TPYMIIBL IO CPABHEHUIO ¢ JTUIAMK ¢ GeJIBIM [[BETOM KOXH
B 1,5-2 pasa vame 3aboseator CJ/I. YcranossieHo, yTo
ob1ee koamyectBo auil ¢ C/I Bo BceM Mupe K KoHITy XX B.
coctasasio 151-171 man. Oxugaercs, uro k¥ 2030 r. ux
KoJmuecTBO Bo3pacteT n0 366 muH. Yactota CJI 3Hauu-
TeJIbHO YBEJUYMBAETCS B Pa3BMBAIOMIMXCSI CTpaHaxX B
CBSI3U ¢ Bce GOJBIIEN PacIIpOCTPaHEHHOCTHIO MaJIOIOL-
BUKHOTO 0Opasa *usHu (HaubosbImuil BKJIax B 3aboJe-
Baemoctb C/I BHOCsAT Unzaus 1 KuTait).

OUATHOCTUKA

HopmanbHast KOHIIEHTPAIUS TJIIOKO3bI B KDOBU HAXOIUT-
¢ B oueHb y3KoM auamnazoHe — 70—120 mr/nn. Inaruos
«caxapHblyl juabers yCTAHABAMBAIOT HPHU IOBBILIEHHH
KOHIIEHTPAIIUU TAIOKO3bI B KPOBU COOTBETCTBEHHO OIHO-
MY U3 TPEX KPUTEPUEB:
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PUC. 24.26 Mpoayxuus ropMOHOB KNeTkamu 0CTPOBKOB JlaHrepranca. NMpu UMMYHONEPOKCUAA3HON PEAKLUU NPOUCXOANT OKPALIWBAKME B TEMHBIA UBET WH-
CYNMHOBLIX rpaHyn B B-knetkax (A), rniokaroHa B o-kneTkax (B)  comaroctatiHa B 8-knetkax (B). () Ha anekTpoHHO# MykpodoTorpadun B-KNeTku BUAHb!
XapaKTepHbIE, OKPY)KEHHbIE MEMGPAHAMK IpaHynbl, KAXAas U3 KOTOPbIX UMEET RNOTHbIA, YAaCTO NPAMOYTONLHbIA LGHTP U XOPOLLO BbIPAXEBHHbIA CBETbIA 06040K
(rano). (1) HacTb o-KNeTKK (C7168a) U 4acTb S-KNETKY (Crpasa), B KOTOPbIX BUAHbI BIM3KO PACNONOKEHHbIE TPaHYNbL. [PaHYNbI O-KNETOK UMEIOT NOTHbIA OKPYT-
nbli yeHTp [npegocTaeneto Dr. Arthur Like, University of Massachusetts Medical School, Worcester, MA].

1. Konuenrtpaius rioko3sl B kpou > 200 Mr/asi npu
OMHOKPATHOM UCCJIEJOBAHUU U HAMMYWH KJIaccHye-
CKUX IPU3HAKOB U CUMIITOMOB (CM. laJiee).

2. KonueHTpanusi rioko3sl B KpoBu > 126 mr/mn
HATOWAK II0 Pe3yJbTaTaM ABYX U Gojiee HCCaeno-
BaHUIA.

3. AHOMaJIbHBIE Pe3yJbTaThl [IEPOPAJIBHOTO TecTa Ha
TOJEPAHTHOCTD K TJIIOKO3€e (KOHIEHTPALUs [JIIOKO-
3bl B KpoBH > 200 Mr/mi uepes 2 4ac rocJjie cTaH-
JIAPTHOM YT/IEBOHON HATPy3KH).

YpoBHM comepiKaHusi TJIIOKO3bl B KPOBH OLEHUBAIOT
B AuHaMuKe. JIMI ¢ KOHIIEHTpaIuel TJIOKO3bl B KPOBU
< 100 mr/aa HaTomak uau < 140 mr/mm mocie tecta Ha
TOJIEPAHTHOCTD K TJIIOKO3€ CUUTAIOT JULAMHU C HOPMOTJIH-
kemueil. Tex, y KOro KOHIIEHTpALUs TJIIOKO3bl B KPOBU
HaTolak cocrasisier > 100 mr/am, Ho < 126 Mr/nn uan
> 140 mr/n7, Ho < 200 Mr/mJ1 TIocje TecTa Ha TOJIEPaHT-
HOCTb K TJIIOKO3€, OTHOCSIT K T'PYIE C HapyUIeHUEM TO-
JIEPAHTHOCTH K IJIIOKO3€, T.e. K IPyIIe ¢ IpeninabeToM.
Jnma ¢ npenanabeToM MMEIT 3HAYUTEIBHO Oojee BbI-
cokull puck paszsutusi C/I, KOTOPBIH yBeJIUYHBaeTCS Ha
5-10% exeromgno. Kpome Toro, mpemauaber siBJsieTCst
(aKTOpPOM PHMCKa PasBUTHS CEPIEYHO-COCYIUCTHIX 3a60-
JIeBaHUH, BOSHHKAIOIIHUX KaK B PE3yIbTATE HAPYIIEHUS Me-
TabONU3Ma YIJIEBOOB, TAK M M3-32 COYETAHUS C IPYTUMU

(baxTOpaMM pHCKa — HU3KOHM KOHIIEHTpauueil JUIONPO-
TEUHOB BBICOKOW TLIOTHOCTH, THIEPTPUIIHLlepUuieMueii
U NOBBIIEHHEM KOHI[EHTPAIMU WHIUOUTOPa aKTUBATODA
maasMuHoreHa tumna 1 (cm. romasy 11).

KNACCUDPUKALLUA

O61uum npusHakoM Beex dopm C/I siBisieTcst rumnepriiu-
KeMUs1, HO HapyILIeHUs], IPUBOJSIIIYE K ee Pa3BUTHIO, Pa3-
HooGpasubl Ipenmectyiomasn knaccuduraivst CJI 6bi1a
OCHOBaHAa Ha BO3pacTe, B KOTOpOM 3aboneBaHne MaHube-
CTUDYET, & Takxe Ha crnocobe ero jedenus. CoBpeMeHHAsA
KAacCU(PUKALNA OTPAKAET JIyUlliee TOHUMAaHUE MaTOreHe-
3a kaxxgoro Tuna CJI (taba. 24.6). BoabiuHcTBO HAG/II0-
nennit CJ] oTHOCUTCS K OAHOMY U3 ABYX OCHOBHBIX THIIOB:
CH tuna I man CJI Tuna II.

C/Zl muna I aBasieTCs ayTOUMMYHHBIM 3a60/IeBaHIEM,
XapaKTEPU3YIOIIUMCS [IOBPEXAEHNEM [-KIIeTOK MOKe-
JIYIOYHOM JKeNie3bl U TIPUBOJSIIITMM K abcosrioTHOMY nedu-
ity uncynusa, Yacrora C/I tuna I — 5-10%. 3to cambrit
yacreiil Tun CJI, Bo3HUKaOMuUH y ui Mosoxe 20 jeT.

C/l muna Il BO3HUKAaeT B pe3yJbTaTe COYeTaHHS pe-
3UCTEHTHOCTU IepudepruecKux TKaHeH K [eiicTBUIO
UHCYJHHA U JUCHYHKIMKM B-KIETOK [OIKEeNy04HON
)esre3bl (OTHOCUTEJbHBIM nedunuT HHCyauHa). Yactora
CH tuna II — 90-95%. ITogasastoniee OOMBLUIMHCTBO Ma-
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TABNMLA 246  Knaccuchukauus caxapHoro gwabera

CaxapHbiit guaber Tuna | (1ecTpykums B-KneTok u abconioTHas
WHCYNMHOBAR HE0CTATOYHOCTb)

AYTOUMMYHHBIA

WAavonaTuyeckui

CaxapHbii gua6et Tuna Il (codeTaHue NHCYNUHOPE3UCTEHTHOCTH
1 ANCCHYHKUMK B-KneToK)
FeHeTHyecKHe Hapywenns (yHKUMM B-KneTok
CaxapHbiit vabeT B3pocnoro tuna y monoabix (MODY) n3-3a myTauu:
fipepHoro chakTopa renarountos 4o (HNF4Ay — MODY1
lmiokokuHasb (GCK) — MODY2
fineproro cakropa renarouutos 1o (HNF1A) — MODY3
MaHKpeaTM4ecKoro 1 AyofeHansHoro resa-romeobokea 1 (PDX7) —
MODY4
AnepHoro caktopa renarouutos 18 (HVF18) — MODYS
dakTopa HeniporeHHoit anddepeHumposkn 1 (NEURODT) — MODY6
TMepMaHeHTHbIA CaxapHbIi AnabeT HOBOPOXAEHHbIX (KTUBNpYIOLLME
MyTauuu renos KCNJ71 w ABCCS, kopupytowux cvHtes Kir6.2 u SUR1
COOTBETCTBEHHO)
HacnegiyeMbiii N0 MarepuHCKOA NMHUM CMHOPOM CaxapHoro avateTa
W IYXOTBI (MyTauun MUTOXoHAPHanbHoi OHK (m.3243A — G))
HapylieHns npespaLieHus NponuHCynuHa
MyTauuu reHa uHcynuHa

TeHeTHYeckHe HapyLWeHNns AEHCTBUA HHCYIMHA
VIHCYNMHOPE3UCTEHTHOCTL TUNA A

funoatpochuyeckuit caxapHblil anabeT (Mytauun PPARG)
MopaxeHne IKIOKPUHHOHA YACTH NOKENYAOUHON XKENE3bl
XpOHW4ECKMIA NaHKpeaTUT

MaHKpeaTaKTOMUR 1 TpasMa

Onyxonb

KucrosHblit népos

emoxpomaros

DubpokanbKynesHan naHkpeatonaTus

MNopaxeHne 3HZOKPUHHON YACTH NOZKENYAOUHON XENesbl
Akpomeranus

Cvnapom Kyluwmkra

[wnepTnpeos

DeoxpomounuToma

lmiokaroHoMa

Wudpexyun

LiuTomeranosupyc

Bupyc Kokcaku B

BpoxaerHas KpacHyxa

JlexapcTBeHHbIE NPERapaThi
TMKOKOKOPTUKOCTEPOUAD!
TODMOHbI LUMTOBUAHON XKenesbl
WHTepdepoH-o

NHrn6uTopb! NpoTeass!
B-AnpeHoMUMETHKY

Tuasngp!

HWKOTMHOBAs KUCNOTA
JOnennH (aunaHTux)

Bakop (cpeacTBO Aepatnaaumu)
HacneAcTBeHHbIE CHHAPOMbI, COYETAOLHECA C CaXapHbiM AHaGeTOM
Cvnapom [ayna

Cuugpom KnaitHdenstepa
Cunppom Teprepa

Cunapom Mpagepa—Bunnu

FecTaunOHHbIA caxapHbiii guaber

[HK — ne3okcupuBOHYKIEMHOBas KNCNoTa.

[American Diabetes Association: Position statement from the American Diabetes Association
on the diagnosis and classification of diabetes mellitus. Diabetes Care 31 (Suppl. 1):855—
$60, 2008.]

tuenToB ¢ C/ Tuma Il uMeT U3OBITOUHYIO MacCy TeJia.
Jannsiit Tun CJ 00bIMHO CYUTAIOT AMa0eTOM B3POCIbIX,
Ho pactpoctpadensocth C/I tTuna I cpeau nereit u noz-
POCTKOB ObICTPO yBeauuuBaercs [29].

B ocuoBe apyrux tumos C/l nexaT pasjuyHble [IpU-
ynHbl (cm. ganee). Heo6xoanMo TOMYEPKHYTD, YTO, XOTS
ocHoBHble Tunbl CJ/I MMeOT pasHble MaToreHeTUYeCKHe
MEXaHU3MBI, OTAaJeHHbIe OCTIOKHEHHSI OCHOBHBIX THUIIOB
C]Jl (mopaxenus ToyeK, a3, HEPBOB U KPOBEHOCHBIX
COCYIOB) OIMHAKOBBI, KAK M OCHOBHBIE IIPUYMHBI MHBA-
JuaM3anvy u cmepTr. [larorened ocHOBHBIX TUnoB C/I
obCcyIuM OTIETBHO, CHaYaa KPATKO PACCMOTPUM IIPOIiece
HOPMAJIBHON CEKpPellMM WHCYJAUHA, a TaKKe MeXaHU3M
nepeiayd CUTHaAa OT MOJIEKYJIHl UHCYJIWHA B KJIETKY, 0-
CKOJIBKY 3TH ACIEKThI SIBJISIOTCS] KTIOYeBBIMU B NIOHUMa-
uuu narorenesa CJI.

FTOMEOCTA3 [JTFOKO3bl

B HopMe romeocTa3 TIJIIOKO3bl PeryJUpYyIOT TDU B3au-
MocBsizannbix npotecca: (1) obpasoBanue ITIOKO3bI B
neyeHy; (2) NOTJOIIEeHNe W YTUIU3ALNS TJIIOKO3BL [IepU-
(hepUYECKUMH TKaHAMH, TIaBHBIM 00Da3oM CKeTeTHBIMU
MbltIamy; (3) BAUSIHUE WHCYJIMHA U aHTUMHCYJIMHOBBIX
TOPMOHOB, BKJIIOYasl [JIIOKAroH, Ha rorJiouieHye u merabo-
JIU3M TJIIOKO3bL.

WHCyauH U TII0Karod 0Ka3blBaioT Ha FOMEOCTa3 III0KO-
3Bl pa3HOHAIpaBJeHHble peryaupylomnme addexTsl. [Ipu
TOJIOAAHNM HU3KUN YPOBEHb UHCYJIMHA W BBICOKMI ypo-
BeHb IJIIOKaroHa CTUMYJHUPYIOT IJIIOKOHeoreHe3 U IIMKO-
reHosM3 (pachaj TJIMKOTeHa) B [IeUeHH, a TAKIKE CHUKAIOT
CHHTE3 TIIUKOTeHa, TAaKUM 00pa3oM TpeoTBPAlast Pa3BH-
THe IUTIOTINKeMUU (YPOBEHD IUIIOKO3BI B KPOBU HATOMAK
OTpa)aeT MPEUMYIIECTBEHHO TPOAYKLNIO IJIIOKO3bI IIeye-
Hb10). [Tocsie mpueMa MUNIM ypOBEHD HHCYANHA BO3DACTAET
B OTBET Ha [OCTYILIEHUE GOJIBIIOTO KOJMYECTBA IVIIOKO3bI,
a ypOBEHb TIIIOKAaroHa najgaet. IHCYIMH ¢roco6CTBYeT 110-
[JIOLIEHHUIO ¥ YTUIU3ALUH [JIIOKO3bl TKAHAMU. MblneyHas
TKaHb SIBJISETCS OCHOBHBIM MECTOM IIOTJIOLIEHUS U YTUJIU-
321U TJOKO3bI, MOCTYMAOUIEH ¢ MUIIeH, YTO UMeeT 3Ha-
YeHue 1715 MPeIOTBPAIleHNsT Pa3BUTHS T'HIICPIIMKCMUU U
MOJIEPKaHUS TOMEOCTa3a III0KO3BL.

Perynauusa ceKpeuumn MHCYAMHA

Ten uHCyJIHHA 2KCIpecCUpyeTcsi B B-KjeTKax OCTPOBKOB
Jlanrepranca (cu. puc. 24.26). [IpenpouHCcyINH CUHTE3U-
pyercst u3 uHcyanHoBoit MPHK B rpanynspHoil snznonias-
MaTUYeCKO! CeTH U AOCTaBJsieTcs B anmapar loJbaxu.
B HeM B pesysbTaTe CEpUH NMPOTEOTHTUYECKUX peaKIuil
o6pasyioTcs 3pesbiii uHCyaMH ¥ C-nenmud (KOHIEBOIL
menTHA). 3pesblii uHcyiuH U C-TenTr/ HaKallJIuBaloTCA
B CEKPETOPHBIX I'PaHyIax U CEKPETUPYIOTCS B 9KBUMOJISIP-
HBIX KOIMYeCTBaxX rmocje GU3NOIOTHYECKON CTUMY ALY,
Takum 06pazoM, ypoBeHb C-menTHAA CAYKUT OTPAKEHH-
eM (DyHKunu B-KJIETOK: CHUXKAETCS B pe3yJsTaTe YMeHb-
mrenns ux Kovdectsa pu C/I tuma | unu ysesnuuuaercst
[Pyt UHCYTUHOPE3UCTEHTHOH THIIePUHCY TUHEMHUH.
OCHOBHBIM CTUMYJINPYIOMKM (GaKTOPOM CUHTE3a U ce-
Kpeluy HHCYAnHa sBJsieTcst rokosa [30]. Ilpu yBenuyge-
HWM YPOBHS TJIIOKO3bI B KPOBHU OHA TTIOCTYINAET B -KJIETKU
HO/KENTYAOYHOH JKesIe3bl ¢ TTOMOIIBI0 MHCYJIMHHE3aBUCH-
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PUC. 24.27 CuHTE3 M CEKpeuWs MHCynuHa. TpaHCmOpT (NIOKO3bl BHYTPb
B-knetok onocpeposaH GLUT-2 — MHCYNUHHE3ABUCUMBIM TPAHCNOPTEPOM
rAOKO3bl. B B-KNeTKe rnioko3a NoABEPraeTcs OKUCNEHMIO ¢ 06pa3oBaHnem
aaeHo3uHTpUdocdata (AT®). ATO 6noKupyeT peLenTop BHYTPEHHEro Bbl-
NPAMNAIOWErC KaNNeBoro kaHana Ha nosepxHocTh B-knetku. Cam peuenTop
ABMAETCSA AUMEPHBIM KOMNNEKCOM, COCTORWUM U3 PELIENTOPa CYNbOHUIMO-
4esuHbl (SUR1) n 6enka kanuesoro kaHana (Kir6.2). bnokuposaxue peuenTo-
pa BHYTPEHHEro BbINPSAMANSAIOWEro KaNWEBOro KaHana NpuBoaNT k Aenonapu-
3aUuK MeMOpaHsbl, NOCTYNAEHNIo Ca BHYTPb KNETKK Y4epes KanbLKUeBbIi Ka-
Han v BblNEHUIO HAKONMEHHOTO MHCYNUHA U3 B-KneTok. CaxapocHuxatowue
npenapaTtbl CyNbOHUIMOYEBUHbI CBA3bIBAIOTCH ¢ SURT.

moro tpancnoprepa GLUT-2 (puc. 24.27). Ha membpane
B-wetok sxcrpeccupyetcss ATD-4yBCTBUTEIbHBIH Kajlk-
eBbIi KaHaJl, KOTOPBIH COCTOUT U3 IBYX CYObEIUHHUIL BHY-
TPEHHEro BBIIPAMIISIIOLIEro Kaauesoro kanata (Kir6.2) n
peuentopa cyiabbonuamodeBunsl (SUR1). SUR1 aBis-
€TCsL MECTOM CBSI3BIBAHUS C NMEPOPATbHbIMU CAXapOCHH-
KAIOIIUMHU [IPENAPATAMHU CYIb(MOHUIMOYEBHHDI, HCIOTb-
syembiMu 15 tedenust CI| (cu. nanee). Meta6osnsM rio-
KO3bl ITyTEM IJIMKOJIN3a COIPOBOXKIAETCS 00pa3oBaHieM
AT®, 4To IPUBOAHKT K YBEJIUYEHHIO IUTOILIa3MaTHYECKO-
ro otHomenusa ATO/AID B B-kaerkax. ITO NOAABJISET
akTuBHOCTh AT®-uyBCTBUTENHHOTO KalUeBOIO KaHasia,
IPUBOAA K JIENOSPU3AINE MeMODAHBL ¥ [IOCTYIJIEHUIO B
kaeTky Ca?" M3 BHEKJIETOYHOTO HPOCTPAHCTBA Y€PE3 IO-
TeHLMAJI-3aBUCUMble KajiblIueBble KaHas!. [loBblieHye B
pesyJisraTe 370r0 ypoBHS Ca’* BHYTPU KJIETOK CTUMYJIH-
PyeT CEKPENUIO MHCYIMHA, IPeUMYLIeCTBeHHO 3a CYeT UH-
CyJiMHa, HAKOIJIEHHOTO B TpaHysax B-KjaeTok. JTo ¢asa
HeMeOnen020 6bic8000xmdenus uncyruna. Ecnu cekperop-
HBIY CTHMYJI ITPOLOJIKAET NeICTBOBATD, 3allyCcKaeTcs ga-
30 OMCPOUEHHO20 U NPOOOIHCUMENBIHO20 Omeemda, T.e. dasa
AKTHUBHOTO CHHTE3a MHCYJIMHA. CeKpenuio HHCyIuHa (HO
HE ero CHUHTE3) TakKKe CTUMYJUPYIOT Apyrue (akTophl,
BKJII0YAs KHIIeYHble TOPMOHBI M HEKOTOPble aMUHOKHC-
JIOTHI (JIEHLMH U aPTUHUH).

[lecTBME UHCY/IMHA M €ro CMTHAJIbHbIE NYTH

WHcyauH sIBJAseTCST CaMbIM aKTHBHBIM FODMOHOM CPeaH
M3BECTHBIX TOPMOHOB ¢ aHaboyueckuM 3¢ GheKToM, KO-
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TODPBIE BJIUSIIOT HA CUHTE3 BEIIECTB U CTUMYJIMPYIOT POCT
kierok (puc. 24.28) [31]. OchoBHOil MeTaboMYeCKON
(byHKIIMEH HMHCYJAUHA $BJSETCS TPAHCIOPT IJIIOKO3bI B
KJEeTKH OPraHM3Ma, 4TO MMOBBIIIAET UX 9Heproobecmeye-
Hue. B 4acTHOCTH, 9TO [TOTIEPEUHOIIONOCATHIE MBIILIEUHbIE
KJIeTKM (BKJIOYAs KapAUOMHUOLUTHI) U aIUIOLUUTHI (B
MeHblIeH cTereHn ). Bce aTH KJIETKM BMecTe COCTaBJSIOT
=~ 65% Maccol Tesa. [loromenne riOKO3bl B APYIUX Ie-
pudepruYecKHX TKaHSIX, 0COOEHHO B FTOJOBHOM MO3Te, SIB-
JIIeTCSl MHCYJIMHHE3aBUCUMBIM IpolieccoM. B MbledHbIx
KJIeTKaxX [VII0KO3a HAKAIIMBAETCS B BHJE TJIMKOTE€HA MU
okucasercsa ¢ obpasopanueM AT®. B xupoBoil TkaHu
I[JIIOKO3a TPEMMYINECTBEHHO HAKAIIMBAETCS B BUIE JIU-
nuAoB. KpoMe CTUMYJISIIIMY CUHTE3a JUMHI0B MHCYJIWMH
NOJaBJISIET UX paclielyieHue B afunonutax. Mucyaun
CTUMYJIUPYET MOTJIOIEHHE aAMUHOKUCIOT U CHHTe3 feJ-
KOB U MHTUOMpyeT pacnan 6eikoB. Takum obpasoM, aHa-
6onuueckue 3 GHEKTs UHCYIMHA 00YCJIOBIIEHD! YBeTHYe-
HUEM CHHTEe3a M CHIJKeHMEM pacliajla TJIMKOTeHa, )KUPOB
u Genkos. KpoMe TOro, MHCYJIMH OKa3bIBaeT HEKOTODBIE
mMuToreHHble 5 @eKTsl, BKAUYAs WHUIHMALKIO CHHTE3a
JHK B HEKOTOPHIX KJETKax ¥ CTUMYJLALMIO UX POCTa U
JqnddepeHIUPOBKH.

IMonumanvie NeliCTBUS CATHAIbHOTO IIyTH MHCYJIMHA
3aHMMaeT IIeHTPAJIbHOe MECTO B IOHUMAHNU MaToreHe3a
C/1. TlosiHoe onucaHMe 3TOH CA0KHON CXeMBI BBIXOAUT 3a
paMKy JIaHHO# KHUTH, T03TOMY OIVIIEM TOJbKO HEKOTO-
pble BaKHble KOMIOHEHTBI 3TOTO IIyTH (pHcC. 24.29).

PenenTop MHCYJHHA SIBJISIETCSI TETPAMEPHBIM Oell-
KOM, COCTOSIIIAM M3 IBYX O-CyOBeqUHUI (8HeKAemoublil
Oomen) u IBYX B-cyObemviHul (8Hympuxiemounvii 0o-
men). B-CyObemuHMIBI TUTOIIIA3MaTUYECKOrO JOMEHa
06J1a1a10T THPO3UHKWHA3HOU aKTUBHOCTBIO. MHCYNHH,

Xuposas TkaHb

L
# MornoLLeHue rMIoKO3bI
t Junorenes et A s/
+ Jlunonuz e

LN

MonepeyHononocaTas Mblilya MeveHb

1 [TOrNOLLEHKE rMIOKO3b! + [nioKoHeoreHes

{ CMHTE3 rNMKoreHa { CMHTe3 FMKOreHa
t CuHTe3 fenka { lunorexes

PUC. 24.28 Merabonnyeckue 3thekTbl MHCYNUHA B NONEPEYHONONOCATON
MbILLLIE, XKUPOBOW TKAHMU U NEYEHU.
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My Q\ mioko3a

Peuentop MHeynuHa

Besukyna
¢ GLUT-4
I MEK/ERK
| -y .

MAP-KiHasHbiit

YeenwyeHHe CHHTRIA FNKKOrEHa, Kupoe, Genkos
CHUKEHHE NUNONKH3a
Poct # audichepexyMpoBKa KNEToOK

PHUC. 24.29 [leiicTBNE MHCYNNHA HA KNETKN-MULLEHK. MeTabonuyeckue -
(DEKTbI UHCYNNHA: CTUMYNALUA CUHTE3 [NMKOTeHa NYTeM aKkTUBauuK rnuko-
rEHCHHTA3bl, YCUNEHUe CUHTE3a 6eNIKOB M NUNOreHe3a, NOAABNEHNE NUNOAN-
33 (Cm. TeKcT). NHKTUPHBIMU CTPENKaMn 0603HaYeHbl 68NKU-NOCPELHUKN 1
CBA3M, HE N0KA3aHHKbIe Ha 3TON CXeme.

CBSI3BIBASACH C O-CYOBEMMHUIIAMY, AKTHBUPYET TUPO3UH-
KUHAa3y B-cyObeaMHuIl, YTO MPUBOAUT K ayTodocdopuin-
pOBaHUIO perentopa U ¢GochHOpUIUPOBAHMIO (aKTHBALNM)
HEKOTOPHIX BHYTPUKJETOUHBIX GEJKOBBIX CYyOCTPATOB, B
YacTHOCTH ceMelicTBa mHCysnuHoBoro perentopa (IRS),
B KoTopoe BxoaaT IRS1-IRS4, u GAB1. Benkoswie cy6-
CTpaThl aKTUBUPYIOT MHOTOCTYNEHYATHIH CUTHAJIbHBIN
KacKaJl, BKJIOYAOIWE cUTHaIbHble TyTH MAP-k1Ha3b1
n PI3K, xoropblie 0omocpeayoT MeTaboIuyecKyo U Mu-
TOT€HHYI0 aKTUBHOCTb MHCYJUHA B KJEeTKe. AKTHBAIlUs
CUTHATBHOTO TyTH WHCYJHHA CIIOCOOCTBYET MepeMellie-
HUIO U CJIUSHUIO BE3UKYJ, COJepKallluX TPaHCIOpTep
riaoko3sl GLUT-4, ¢ nasmMarndyeckoil MeMOpaHOH, 4To
CTUMYJIUPYET TOrJIolleHue TJII0K03bl. J{aHHBIH IpoLecc
onocpenoBad AKT, riaBubiM acb¢eKTOpoM CUTHAJIBHOIO
nytu PI3K, U npoucxoauT depe3 LUTOMIA3MATUYECKUN
6estox CBL, KoTopbIii HemocpeaAcTBeHHO hochopunupyer
penentop uHcyauHa. JleficTBHe CUTHATIBHOIO IIyTH UHCY-
JIVHA in Uivo 0cnabIsioT HEKOTOPBIE SHAOTEHHbIe MHTHOM-
TOPBI, KOTOPBIE BJIUSIIOT Ha €r0 KOMIIOHeHTHI. Hampuwmep,
6esiok Tuposundocharaza 1B (PTPN1B) aedochopunu-
PYeT peLeNTop HHCYINHA U TIOJABISAET Hepe/jady ero CHUr-

Hasna. Mocdataza PTEN Taxkke MOXeT HOAABASITh CUTHAJ
PELIENITOPOB UHCYIMHA, Onokupys aktuBamuio AKT c mo-
moisio iyt PI3K.

MATOTEHE3 CAXAPHOIO AMABETA TUMNA |

C/I tuna I aBasieTcst ayTOMMMYHHBIM 3a00TI€BaHIEM, [IDU
KOTOPOM OCTPOBKHU JlaHrepranca paspylIaloTcs MpeuMy-
1ecTBEHHO 3(h(MEKTOPHBIMU KJIETKaMU HMMYHHOH CuU-
CTeMbl, HATPABJIEHHBIMYU IPOTUB SHIOTEHHBIX aHTUTEHOB
B-xmerok. C/I Tuna I yanie Bcero pa3BUBAeTCs B JIETCTBE,
ManudecTUpyeT B TMEPUOA MOJOBOIO CO3DEBAHUA U TIPO-
rpeccupyer ¢ BosdpactoM. OpHaxko 3abosieBaHie MOMKET
PasBUTHCA B MIOOOM BO3PACTe, BKIOUAS MO3AHUH TOXKH-
JIOl BO3PacT, MOSTOMY TEPMUH <«IOBEHWJIbHBIH nuabers
B HAcTosIlee BpeMs siBisieTcsi yctapesmmM. Crapoe Ha-
3BAHME <«MHCYJIMHO3aBACUMBIN caXxapHBIi nmrabers Takxke
OBLIO UCKJIOUEHO M3 cOBpeMeHHoil Kinaccuduxanun Cll,
T.K. 3aBUCHMOCTE OT UHCY/IMHA He SBISIETCS OCTOSHHBIM
OTJIMYUTEIbHBIM IPU3HAKOM 3a0oseBanus. TeM He MeHee
BBIKMBaeMOCTh OojipiivHceTBa maimentoB ¢ CJI tuna |
3aBUCUT OT UHCYJIUHA; 6e3 HHCYINHA ¥ HUX Pa3BUBAIOTCSA
cepbe3Hble MeTaboIMYecKyie HapyTileHUs1, HAaPUMED KeTo-
anuno3 u koma. Onvicana peaxas ¢opMa HAUONATHYECKO-
ro C/I tuna I, mpu xoTopoit OTCYyTCTByeT ayTOUMMYHHBII
xapakTep nopaxenus [32].

[anee omucaH THUNWYHBIA MMMYHOOIOCDEAOBaHHBIH
CJI tuna I. Kak npu 60JbITHHCTBE Ay TOUMMYHHBIX 3a60-
neBaHuii, B matorenese CJI Tuma [ oCHOBHYIO pOJIb UTpPaioT
TeHETUYECKAs MIPePacioNoXeHHOCTh U (HakTOpbl OKpY-
JKatolei cpeanl.

TleHeTHYeCKas Npeapacnoa0KeHHOCTb., JTHIEMUONIO0-
rUYecKye VCCAENOBaHus TOKazamu Gosiee BBICOKYIO KOH-
KOPAAHTHOCTb 3a60/ieBaHUA CPEJI MOHO3UTOTHBIX Osn3-
HELOB 10 CPAaBHEHUIO ¢ AW3UTOTHBIMU OJIM3HENAMHU, YTO
CBUIETENbCTBYET O reserudeckoit ocHoe CJI Ttuma I.
ITpu uccneoBaHUN FeHOMHBIX B3aUMOCBS3ell BBIEACHDI
MHOKECTBEHHbBIE TEHHBIE JIOKYCHI, crermduyunble aas C/1
tumnoB I u IT (cum. nanee). B HacToslee BpeMsi U3BECTHO He
MeHee 12 Takux cnenuduynsix 1151 C/] tuma I nokycos
[33, 34], camMbIM BaXHBIM W3 KOTODBIX SIBJISETCS JIOKYC
HLA na xpomocome 6p21 (cuuraror, uto jokyc HLA BHO-
CHT CBOI BKJIaA B pasButue = 50% cayyaes C/] tuna I). B
CIIA 90-95% s ¢ 6enpM usetoM Koxu ¢ CJI tuma I
umerot ramnorunsl HLA-DR3 win HLA-DR4, kotopsie
Hab/oAa0TCA TONbKO y 40% st 6e3 C/I.

Kpome toro, 40-50% manwuentoB ¢ C/I tumna I rere-
posurotusl 110 DR3/DR4, uro HabI0maeTcsi TOJBKO Y
5% surt 6e3 CJI. Jlaa aux ¢ ramorunoM DR3 wau DR4
B couetaHuu c ramiotunoM DQS8 (koTopsl#t cooTBeT-
crByeT amnensMm DQAT*0301-DQB1*0302) xapakTepeH
O4YeHb BhICOKU puck passutus CJI tuna Iy cubeos [35].
IMoaviMopduamer cuctembl HLA pacriojioxensl BOIH3H
WM B IENTU/ICBSI3bIBAIONIMX 30HAX XPOMOCOM. JTO IPHU-
BOIUT K TOMY, YTO aJLJIEJIH, 2CCOIMMPOBAHHbIE ¢ HOTE3HBIO,
KOAUPYIOT CHHTE3 MOJIEKYJI, BEICTYIIAIONUX B DOJIM AHTHU-
reHoB. OHAKO ITOKA HESICHO, OTPAXKAET JIM CBA3Db CHCTEMbI
HLA c 60/1€3Hb10 CIIOCOOHOCTD CTIENU(PUIECKUX MOJIEKY
HLA =emocpencTBeHHO BBICTyIlaThb B DOJIM aHTUTEHOB
unu cuctemMa HLA crioco6eTByeT CeleKnuu U pa3BUTHIO
tosepaHTHOCTU T-KIeToK (cum. T1aBy 6).



Hexoropbie He-HLA-reHbl TakXe ONpENessioT IIpea-
pacronoxentocts k CJI tuna I. IlepsbiM uaentruun-
POBAHHBIM T€HOM, CBSI3aHHBIM ¢ 60JIE3HBIO, HO HE IIPHU-
HaJIeKaIAM CHCTEME IJIABHOTO KOMILTIEKCA THCTOCOBME-
ctumoct (MHC), 6bi1 TeH UHCYJIVHA ¢ BapuabesbHbIM
KOJMYECTBOM TaHIEMHBIX IIOBTOPOB B IIPOMOTOPHOM pe-
ruone [36]. MexaHU3M B3aMMOCBSI3H ITOTO reHa ¢ 60o1es-
HBIO HEM3BECTEH, OAHAKO BO3MOXHO, YTO IMOIMMOPdU3IM
He-HLA-reHoOB BIMsieT Ha YPOBEHD 3KCIIPECCUU MHCYINHA
B THMyCe, TaKUM 00pasoM Hapylnas oT60p M MHAKTHBa-
LIMIO0 MHCYIMH-PEAKTUBHBIX T-K1eToK (cM. raaBy 6). Tennr
CTLA4 n PTPN22, nonuMop¢u3Mbl KOTOPBIX aCCOLUUPY-
10TCA C TUPEOUAUTOM XaINUMOTO (CM. PaHee), TAKKE CBA-
3aHbl ¢ npegpactosoxenHocThio K C/I thna I. Ilockosbry
6enxn CTLA-4 m PTPN-22 mogaBasior T-KIeTouHslit
OTBeT, TOIUMOPQU3MBI, HapylIaolue HX QyHKINOHATb-
HYIO aKTUBHOCTb, CIIOCOGCTBYIOT H3OBITOUHOH aKTHBAMK
T-knetox. Bormpoc o ToM, cyuiecTByeT Ju APYroi Mexa-
HU3M JCCTBHUS 5THX OeNKOB Ha pasBuUTHE 3a00J1€BaHNA,
ocTaeTcsi OTKPHIThIM. HelaBHO OTKPBLITBIM MOJMMOPGU3-
MOM sBJsieTcsa noauMoppusm reHa CD25, KOTODBIH Ko-
aupyer cuHre3 o-ueny perentopa IL-2. [Ipeanosiaraercs,
4TO 3TOT NOJUMOPGhU3M MPUBOAUT K CHMKCHUIO aKTHB-
HOCTH DELIENTOPa, KOTOPBIH ABJIAETCA KIIOUYEBBIM B MO/~
JiepaHny QYHKIIMOHANbHOM aKTUBHOCTH PETY/ISTOPHBIX
T-xnetox [37]. IIpu C Tuna I uaeHTuduuMpPoOBaHO
MHOKECTBO APYTHX ClieHH(PUUHBIX JOKYCOB B Pa3INYHbIX
PETHOHaX XPOMOCOM, HO 3aTparuBaeMble NPH 9TOM TeHBbI
He YCTaHOBJIEHBL.

@akropnl okpy:kawomeir cpeast. IIpu C/ tuna I B
KayecTBe TPUITEPOB PaspyIeHus KJIeTOK OCTPOBKOB JlaH-
reprafica MOTYT BBICTYIATh (haKTODBI OKpYy2XKaioLlei cpe-
IIbI, 0COOEHHO BUPYCHBble WHGEKIMU. YCTaHOBJIeHa SIu-
ZeMUoJIoOrHdYeckas B3auMoOCBsa3b Mexnay CJ/l tuma I m
HMUAEMUYECKHM IaPOTHTOM, KDACHYXOH, a TaKXKe HHPEK-
IUSIMM, BhI3BaHHBIMK BUpycoM Kokcaku B u nmromera-
JIOBUPYCOM.

Ponb BUPYCOB B PasBUTUU ayTOMMMYHHOH De€akiuu
MOHO 0OBACHUTD KAK MUHUMYM TPeMst Pas/IMYHbIMU Me-
xaHu3Mmamu. Ilepeviii MexaHuam 3aKJ04aeTCs B HECITELH-
(buyeckoM MOpaXXeHMH, NPU KOTOPOM BUDPYCHI MHIYLH-
PYIOT TIOBpEKAEHUE KJIETOK OCTPOBKOB JlaHrepraHca u
BOCTIaJIeH1e, IPUBO/IsILIEe K BHICBOOOXKACHUIO OTAEIbHBIX
B-K/IETOUHBIX AHTUTEHOB U aKTUBAllMU aYTOPEAKTUBHBIX
T-keToK. Bmopoii mexanusm 3aKI04aeTcsl B BbIpaboTKe
BUpycaMu O€JKOB, KOTOpble UMHTHPYIOT [B-KIeTouHble
aHTUTeHbl VIMMyHHAs DEaKIys opraHu3Ma Ha BUPYCHBIE
GeIKu TTOBPEkK/IaeT U COOCTBEHHYIO TKaHb (MONEKYIAPHAS
mumuxpus). Tpemuii mexanu3m: BUPyCHbIe HHMEKLUH, TIe-
peHeceHHbIe B pAHHEM BO3pacTe (1posouupyouutl 6upyc),
MOTYT [IEPCUCTHPOBATH B HEKOTOPBIX TKAHSAX M BBHI3BIBATD
B JajpHeliIIeM peuH(EKIHIO ¢ BHICBOOOXKIEHHEM BHPYyCa
(npeyunumupyowuti eupyc), HeCyIero aHTUTEHHbIE Jie-
TEPMUHAHTBI. JTO [PUBOJUT K UMMYHHOMY OTBETY TIPO-
THB MH(QUIMPOBAHHBIX KJIETOK OCTPOBKOB JlaHrepraHca.
ITOT TpeTuii MEXaHN3M, TaKXKe U3BECTHBIN KaK 6UpycHoe
Oexcasr, 0OBACHAET BPEMEHHOH pa3phiB MeXIy IepeHe-
cenHoil nHGekuen u navyaroMm CJl. OnHaKko ocTaeTcs He-
SICHBIM, y4aCTBYeT JiX KaKoi-11b0 U3 3THX MEXaHU3MOB B
HOBPEXIEHNH B-KIETOK, a TaKKe He BbIABJIEHA BUPYCHAs
undekus, craslias ero npuyntod. Hexoroprie snnze-
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MHOJIOTHYECKME U IKCTIEPUMEHTATIbHbIC AaHHblE IO3BO-
JISTOT TIPEANOJIOKHTE, YTO HHMEKIUY MOTYT BBIIIOJHSTD U
3aIUTHYIO QYHKIHUIO, OHAKO MEXaHM3MbI TAKOTO TPOTEK-
TUBHOTO 3¢ dekTa HeuM3BeCTHHL. B Xozne snuaeMuonornye-
CKUX MCCeI0BaHUIl TAK)KE HE yCTaHOBIEHA B3aUMOCBSI3b
MEJKy BaKI[MHALUSIMYU B IeTCKOM BO3PAacTe U Pa3BUTHEM
CH tuma 1[38].

MexaHu3Mbl pa3pyileHns B-ki1erok. HecMoTpsa Ha TO
yro CJ] Tuna I yacto MaHudecTHpyeT BHE3AIHO, ayTo-
MMMYHHBIH TIPOIIECC O IOSBJIEHUSA NEPBBIX CUMITOMOB
3abo/eBanusa 0OBIYHO WAET B TeUeHHEe MHOTHX JIET ¥ CO-
IPOBOXIAETCS MPOIPECCHPYIOLIMM CHUXEHHEM 3aIacoB
urcyauna (puc. 24.30) [39]. Knaccuyeckue mposiBJIcHUST
3abosieBaHUs (THUNEPIJIMKEMHsA U KeTo3) HabmoaoTcs
Ha MO3IHUX cTaguax 60Je3Hu, Koria paspyireHo > 90%
B-kierok. Bosbioii Iporpecc B MOHUMAHHUH NaTOTeHe3a
C/I tuna I 6bl1 JOCTHIHYT NPH M3YYeHUH MBIIIEH ¢ SKC-
nepumMenTanbHpiM CJ] 6e3 oxupeHus, y KOTOPBIX NPHU-
CYTCTBOBAJM IPU3HAKH ayTOMMMYHHOIO DPa3pylleHus
KJIeToK ocTpoBKoB JlaHrepranca, Habmonaembie npu CJ1
tuna I y uenoBexa. OCHOBHBIM MMMYHHBIM HapylieHUEM
npu C/I tuna | aBagercs 0TCyTCTBHE ay TOTOJIEPAHTHOCTH
T-xetok [40]. YTpara TOJEPaHTHOCTU MOXeT ObITh pe-
3yJIBTATOM KOMOMHALMM HEIOMHOLEHHOU HeJeuny KJIo-
HOB ayTOPEAKTUBHBIX T-KJIETOK B TMMyCe W HapyLLCHUS
(GYHKINY PeryJsiTOpHbIX T-KJIeTOK UM Pe3UCTEHTHOCTU
apexTopubix T-KIETOK K O/IABIAIONMM BO3AEHCTBUIM
perynsATopHbIX T-KJIeTOK. B aTHX yCIOBUMSX ayTOpeaKTUB-
Hble T-KJIeTKH He TOJbKO BBLKUBAKOT, HO U PEaTHPYIOT Ha
ayToaHTHreHbl. CUMTAETCS, YTO NEPBOHAYAJIbHAS AKTHBA-
U 5TUX KJIETOK MPOUCXOAUT B IEPHUIIAHKPEaTUYECKUX

leneTuyeckas ' BeipaxenHbie | [porpeccupylouiee
NPEAPAcNONOKEHHOCTb . HMMYyHHbIE | CHHKEHHE

| HapyWeHHs | BbIENeHUs

' ' HHCYNHHA

' HopmanbHoe |

| BblJENEHVE \ HopMarnbHbiit

| MHCYMMHa ¢ ypoBeHL

! FNIOKO3b!

]
i
i i
3 ]
: '
1 r
x | l
(=3 ] Ll
5 | '
S ! :
. ! |
; :
(=] ] 1
o | | |
< ] )
g_: ]
= L}
3
=
! ABHbIi
. 1 CaxapHbliA
0
' [imaber

[
[}
i
'
'
|
|
|
|
|
|
)
\
i
i

1 1 L 1

5 10 15 20 25
Bospact (rogb!)

PWC. 24.30 Cragum passuTus caxapHoro guaGera tvna l. Mposounpytowue
haKTOpbI BbIAENEHbI XMPHBIM WpKdTom [Eisenbarth GE: Type 1 diabetes: a
chronic autoimmune disease. N Engl J Med 314:1360, 1986. Massachusetts
Medical Society. All rights reserved].
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muM(paTUYECKUX y3J1aX, BEPOSITHO B OTBET Ha aHTUTEHBbI,
BBICBOOOMKIAIOIIHECS U3 TTOBPEXIEHHBIX KJIETOK OCTPOB-
k0B Jlanrepranca. 3aTeM aKTMBUPOBaHHbIe T-KIeTKH IIe-
peMeNIalnTCs B MOMKETYLOYHYIO JKeJle3y, TAE IOBPEKIAIOT
B-xeTky. B moBpexaeHNM y4acTBYIOT MHOTOYNC/IEHHbIE
momyasiyu T-Ki1eToK, Bkiaovasd Tyl-KIeTkH, KoTopble
HOBPEXAAIOT B-KJIETKH, BbIIESAS IUTOKUHBL, B T.4. [FN-y
u TNF, u uurotokcuueckue T-mumbonutsr CD8+, ko-
TOpBIE HENOCPEACTBEHHO YHHUYTOXKAIOT PB-KieTKU. AyTo-
aHTUIEHaMM KJIETOK OCTPOBKOB JlaHTepranca, CayKaliux
MUILICHAMHE 11 MMMYHHOM PEAKIINH, SIBJISIOTCS UHCYJIUH,
B-kmeTounblil hepMeHT AeKapOOKCHIa3a IIOTaMMHOBOM
kucaotel (GAD) u ayroanTtureH 512 KjieTOK OCTPOBKOB
Jlanrepranca (ICA512) [41].

B narorenese CJI Tuna I, BeposiTHO, y4aCTBYIOT aHTH-
TeJa, IOCKOAbKY y GOJBIIMHCTBA NMAlleHTOB C 3TUM 3a-
HosieBaHMeM U YeHoB ux cemei 6e3 cummromor C/l, Ho ¢
puckoM pa3sutisi C/I BBISBIISIOTCSA ayTOAHTHTEA K aHTH-
reHaM KJeTok ocTpoBkoB Jlanrepranca. Hannuue antures
K KJeTKaM ocTpoBKOB JlaHrepranca — IPOrHOCTHYECKUA
Mapkep 3a6o/ieBaHus [42], 0o1HAKO He SCHO, ABJIAIOTCA JIH
ayTOAHTHMTE/a IPMYMHON OBPEX/IEHIST MM OHY BhIpaba-
TBIBAIOTCS B Pe3yJibraTe OBPEX/IEeHUS KJIETOK OCTPOBKOB
Jlanrepranca.

NATONEHE3 CAXAPHOIO AUABETA TUNA i

CJl tuma II sBiseTcst KIaCCHUYECKUM IPUMEPOM MYJib-
THhaKTOpHaNbHOM KOMILIEKCHOH 6ose3Hn. B ero pas-
BUTHH UTPAIOT CYIIECTBEHHYIO POJIb TaKKe (GaKTOPhI, KaK
MaJIONIOBUKHBIA 00pa3 KM3HH U OCOGEHHOCTH IHETHI,
OCKOJIbKY yCTaHOBJIEHa B3aMMOCBs3b 3abosieBaHMA C
oxupeHreM. Takke B naToreHese yuyaCTBYIOT M FEHETH-
yecKre (aKTOPBI, IOCKOJBKY YPOBeHb KOHKOPAAHTHOCTH
JIAaHHOTO 3ab0JIeBaHys CPEAN MOHO3MTOTHBIX OJIM3HEIOB
BapbupyeT oT 35 10 60% (cpeau AMBUTOTHBIX OIM3HEL0B
OH MeHblie B 2 pa3a). Takass KOHKOPAAHTHOCTD JaXe BbI-
e, yem npu CJI Tuna I, 4to yxasbiBaeT Ha 601bIIYIO POJTL
reHeTuyeckoro kommoHenTta B matorenese CJI tuma II.
Kpowme Toro, puck passurust C/l tuna Il y noToMKos 110-
BBINIaeTcs 6o/ee 4eM B 2 pasa, eca 06a poauTesIsl CTpajia-
10T 9TUM 3a60J1eBAHHEM.

JlomoNHUTEIbHBIMA 1OKA3aTENbCTBAMH TEeHEeTHYECKON
IIPe/IPacIONOKEHHOCTH SIBJISIIOTCs] OOHAPY KEeHHbIE B X0/1€
MWUPOKOMACIITAGHBIX MCCJIEIOBAHNI FeHHBIX aCCOITMAIMT
no KpaiiHe#t mepe 12 crmennbudnsx JoKycoB [43, 44].
JleTasibHOE ONMCaHHE PEe3yJbTaTOB ITHX HKCCIAETOBAHUMN
He BXOJUT B 3a4a44 2Toi T1aBsl (6yAyT IPUBEAEHDI TOJIb-
KO HECKOJBKO TUIIHYHBIX IPUMEPOB TAKHX aCCOLMAIIMIL).
[TonuModu3aMbl T€HOB, CBA3AHHBIX ¢ DYHKIMeEH B-KieTok
U CeKpeLueil WHCYJIMHA, OTIPE/EJIAIOT TIOBBIMIEHHBIH PUCK
passutus CJ/l Tuna II. Camad xapakTepHas U BOCIPOU3-
BOAMMAS CBSI3b 3aTparuBaeT (HaxTop TPAHCKPUILIMHU 7,
noxobusii gpaxropy 2 (TCF71.2), Ha xpoMocome 10q, Ko-
OUPYIONHii cuHTe3 (HaKTOPa TPAHCKPUIILIMY CUTHAJIBHOTO
nytu WNT. Onnako B otiinaue or C/I Tuna I CJI Tuna II
He CBSA3aH C TeHaMH, YYaCTBYIONIUMHU B 00€CTIeUeHNH UM-
MyHHOU TosiepaHTHOCTH U perynsaunu (HLA, CTLA4 w
T.J.), ¥ HE UMEET Ay TOUMMYHHO! OCHOBBL.

Xapaxtepupivu miast CJI tuma II meTabommyeckMMu
HapymeHussMu IBAA0TCS: (1) CHMJKEHHE YyBCTBUTENb-

HOCTH Tnepudepudeckux TKaHeH K MHCYJuHYy (MHCYJIV-
HOPE3UCTEHTHOCTh); (2) muchyHKUuSA B-KIeTOK, KOTO-
pasi TIPOSIBJISIETCS] HeANeKBaTHOU CeKpelned WHCYJIMHA
Ha (hoHe MHCYIUHOPE3UCTEHTHOCTH ¥ TUIIEPIIHKEMUU,
W HCYTMHOPE3UCTEHTHOCTh NPEIIECTBYET Pa3BUTHIO TU-
nepriaukeMun U oObI9HO Ha paHHUX craauax CJI compo-
BOKZIAaeTCSl KOMIIEHCATOPHO# rutepdyHKIuei B-KIeToK 1
runepuHcyanHemMmeit (puc. 24.31).

UHCYNMHOPE3UCTEHTHOCTDb

WHCYAMHOPE3UCTEHTHOCTh — 3TO HapylieHHe Deakiliu
TKaHeH-MHulIeHei Ha MHCYJIUH, KOTOPOe IIPUBOIAMT K CHU-
JKEHMIO TIOTJIOIEHUS TTIOKO3bl MBILIIIAMHI, YMEHbIIEHUIO
[JIMKOJIM3a M OKUCJIEHHUS JKUPHBIX KUCAOT B IIEYEHU, a TaK-
e HapyIIeHUIO MOJaBJICHUS TTIOKOHEOreHe3a B TeYeH .
Pe3ybraThl UCCIEL0BAaHUIN Ha MBIIIAX, TUIIEHHBIX TKaHe-
crelHIECKUX UHCYJIMHOBBIX PELleTOPOB, MO3BOJIAIOT
HPEANOIOKUTE, YTO HAaMOOJIbIIHI BK/Ia/ B IIaTOTeNe3 HH-
CYJUHOPE3UCTEHTHOCTH N ivo BHOCUT yTpara YyBCTBH-
TeJIbHOCTH TEIaTOLUTOB K HHCYyuHy [45]. Ilpu nHCyH-
HOPE3MCTEHTHOCTY OTKCAHbI pa3iMyHble (PYHKIMOHAIb-
Hble AeeKThl CUTHAIBHOTO MyTH MHCYJMHa (HaIpumep,
cHkenue GochopuIMPOBAHUS TUPO3HHA M yBeIMdeHne
dhochopuIrpoBaHns ceprHAa WHCYJIMHOBOTO peLEnTopa
u 6exoB IRS), ocimabasiiomue mepefady curHana [46].
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PWC. 24.31 Pa3ssuTue caxapHoro gua6eta tuna Il. MHCYNUHOPEIUCTEHT-
HOCTb, CBA3aHHAA C OXMPEHUEM, UHAYLMPOBAHA AAMNOKUHAMM, CBOGOAHLIMM
KUPHBIMU KncnoTamy (COKK) U XpOHUYECKKUM BOCNANEBHUEM XKUPOBOK TKaHW.
B-KNETKM NOZXKENYNOYHOH Keneabl KOMNEBHCUPYIOT MHCYNUHOPE3UCTEHT-
HOCTb FrNepceKpeLnert NHCYNUHa, 0JHaKO Yepe3 HeKOTOPoe BPeMs BO3HUKA-
eT AeKOMNEHCalNA B-KNeToK U pasBvBaeTCs caxapHbii Auabet [Kasuga M:
Insulin resistance and pancreatic -cell failure. J Clin Invest 116:1756, 2006].



CaMoii BaXXHOU TPUYMHON HMHCYJMHODPE3UCTEHTHOCTHU
SIBJISIETCS OXKUPEHME.

OxupeHne ¥ MHCYJIHHOPE3UCTEHTHOCTh. JTIHIEMUO-
JIoTHYecKas B3auMOcCBs3b oxkupenus ¢ C/I tuna I 6pLia
yCTaHOBJIEHA MHOTO JIET Ha3aJl, IPH 9TOM 0coboe 3HaUeHHe
uMeeT BucHepasbiblit Tun oxupenus (80%). Oxunpenne
OKa3bIBAeT CUJIbHOE BAMSIHUE HA YYBCTBUTEJIBHOCTDH TKA-
Hell K MHCYJIMHY U, KaK CJIeACTBHe, HA CUCTEMHBIH roMeo-
CTa3 TJI0K03bl. VTHCYITMHOPE3UCTEHTHOCTD OTMeYaeTcsl
Jaske TOT/a, KOT/Jla OXKUPEHNE He COMPOBOXKAaeTcs TUIlep-
TJIHKEMUEl, YTO CBUIETENbCTBYET O (hyHAaMeHTaNIbHBIX
HapyIeHUsIX Tiepefayyl CUTHANIA WHCYJIMHA TIPH M30BITKe
aunuos (cm. nanee). Puck pazputus CJI moBbIaeTcs 1o
Mepe yBeIuueH s MHeKca Maccsl teia. [Ipy nHcymmHOpe-
3MCTEHTHOCTH BaKHO HE TOJIBKO aBCOIOTHOE KOJHUIECTBO
JKHMpa B OpPTaHU3Me, HO TAK)Ke XapaKTep ero paclpezeie-
HHA: abgoMuHabHoe (IIEHTPAIbHOE) OXKUPeHHe B GOIh-
1iei cTeneHy acCOMMPYETCS C PAa3BUTHEM HHCYJIHMHOpe-
3UCTEHTHOCTH, 4YeM BUCIlepaIbHOe (Tepudepuyeckoe, T.c.
B ATOANYHOM 00JaCTU U OAKOKHOE).

OxupeHre MOKET CHUKATh PESUCTEHTHOCTD K UHCYJTH-
Hy pasjnaHbiM 0OpasoM (cm. puc. 24.31) [47]:

O [epeKpecTHBIN aHANTU3 MOKA3ajJ HaIudyie OTpHIIa-
TENbHON KOPPEISIINY MEeXTY YPOBHEM HEHACBILIEH-
HBIX JKMPHBIX KHCJIOT B IJIa3Me KPOBU HATOLIAK U
YYBCTBUTEIBHOCTBIO K MHCYIHHY. 1Ipu oxxupenuu
B MBIIIEYHO! TKAHW M TKAHU IEeYeHH YacTO 3Ha-
YUTEJbHO ITOBBILUIEH YPOBEHb BHYTPHKJIETOYHBIX
TPULIMUEPUAOB, TIPEANOTIOKUTENBHO H3-32 0O0Jb-
IIOTO KOJIMYECTBA HUPKYJIUPYIOUIUX HEHACBIUIEH-
HBIX JKUPHBIX KHCJOT W OTJIOXKEHUS UX B 3THX
TKaHAX. BrcuepanbHas JKUpoBas TKaHb Hoee «Jiu-
HOJMTUYECKAsI», YeM IOJAKOXKHAsh, 4TO OODBSICHSET
GOJBIIHE BPE TAKOrO THUIIA PACIIPe/eeHUs KUPa.
VI36BITOYHOE KOTUIECTBO BHYTPUKJIETOUHBIX HEHA-
CBIMIIEHHBIX JKUPHBIX KUCJIOT Heperpykaer myTH ux
OKHCJIEH VST, YTO IIPUBOIUT K HAKOILJIEHUIO B I[UTO-
IJIA3Me IPOMEKYTOUHBIX MPOAYKTOB 06MeHa — -
AIWITINLEPOJIA U 1{epaMuzia. DTU IPOMEXKYTOUHBIE
MPOAYKTBl CHOCOOHBI AKTUBMPOBATH CEPUHOBYIO
U/WJIM TDEOHWHOBYIO KMHA3bI, YTO MIPUBOLUT K aHO-
MaTbHOMY (POCHOPUIUPOBAaHUIO CepHHa B MoJle-
KyJiax MHCYJIMHOBOTO perenrropa u 6esnkos IRS. B
oT/IMYMe OT MOIUMUIMPOBaHUS THPO3UHA (ocdo-
PUIMPOBAaHHE AMUHOKHUCJIOTHBIX OCTaTKOB CEPUHA
ocabisieT nepenayy CUTHAIA MHCYJiMHA. B HOpMe
UHCYJIVH MOJAaBJISeT IJIIOKOHEeOreHe3 B MedYeH! IIy-
TeM GJI0KAIbl aKTHBHOCTH (hochoeHONTHPYBaTKAD-
OGokcuKrHasbl (mepBoro ()epMeHTa B ITOH Iernu).
OcnabjieHde Tiepefayy CUrHaga MHCYJIMHA TO03BO-
JisieT 3TOMY (hepMEHTY YCHUIUBATDH IJTIOKOHEOTEHe3.
ITpu cBOEM U36BITKE CBOOOAHBIE JKUPHBIE KUCIOTHI
KOHKYPHMPYIOT ¢ TJIIOKO30# B KavecTBe cybcrpara
OKHCJIEHUS, YTO ITOAABJISIET TIMKOMUTHYecKue dep-
MEHTBI 110 MEXaHU3My 0OpPaTHOM CBsA3M U yCyTyHIIst-
eT uMeloIIMiicst IUcHATAHC TIIOKO3bL;

© yCTAaHOBJIEHO, YTO JKHUPOBas TKaHb SBISIETCS He
TOJIHKO TTACCUBHBIM JIETIO JIUIVIOB, HO ¥ 3HAOKDUH-
HBIM OPTaHOM, TPOAYLUDPYIOIINM TOPMOHBI B OT-
BET HA M3MEHeHUs MeTabOJIMYECKOTO COCTOSHHIL

ITIABA 24 3npokpunnas cuctema 1283

W ieHTHOUIIMPOBAHBl pa3iuyHble GeNKHU, CeKPeTH-
pyemble SKUPOBOH TKAHBIO B KPOBb, 0003HAUAEMbIE
TEPMHUHOM <«aIUTIOKUHBI> (HUPOBLIE UUMOKUHDL).
Ectb npozunepzruxemuueckue adunoxuit, HanpyMep
PE3UCTHH, PETHHOJCBsA3bIBaONIMI 6enok 4 (RBP4),
U aHmuzUnepeuKeMutecKie a0UnOKUts. — NENTHH ’
AIUNOHEKTHH. JIENITUH ¥ afUNOHEKTUH YCUIUBAIOT
YYBCTBUTEIBHOCTh K WHCYJUHY IIyTeM HETOCpPe-
CTBEHHOTO MOBbleHus1 akTuBHOCTH AMD-akrtu-
BUPYEMOU MpOTenHKWHA3hl — (epMeHTa, CTIocob-
CTBYIOIIEr0 OKUCJICHHUIO JKUPHBIX KUCJIOT B NT€YeHH
M cxeneTHeix Mbruiax. [Ipu oxupeHun ypoBeHb
aIUTIOHEKTUHA CHUKAETCS, YTO CIOCOOCTBYET pas-
BUTHUIO MHCYJIMHOPe3ucTenTHOCTH, Heobxoaumo oT-
MeTuTh, uT0 AM@-akTUBUPYeMasi IPOTENHKUHA3A
TaKXe SIBJISIeTCS] MUILIEHbIO /ISt MeT(pOPMUHA, KOTO-
Phiii OGBIYHO UCHOIB3YIOT B KAYECTBE IIEPOPATHHOTO
caxapocHUamoollero npenapara {48];

O JKUpOBasl TKaHb TaKXe CEKPeTHpPYeT Ppa3JHYHbIe
MPOBOCTIAIUTENbHBIE TUTOKUHBI Tumna TNF, IL-6
U MOHOI[UTAPHbBIN XeMoaTTpakTaHTHBIH Gemok 1
(mpuBJeKaeT Makpodard K MecTaM OTJIOXeHUs
JKupa). JKCIEePUMEHTHI TOKA3aJH, YTO CHMKEHHE
YPOBHSI [IPOBOCHANUTENBHBIX IIMTOKUHOB TMOBBIIIA-
€T YYBCTBHUTEJBHOCTb K MHCYJTHHY. DTH LUTOKHHBI
WHAYLUPYIOT MHCYJUHOPE3UCTEHTHOCTD, YCUIMBAsA
KJIETOYHBIH CTPECC, UTO B KOHEUHOM UTOTE IIPUBO-
IUT K AKTHBAlMM MHOTOYHCJIEHHBIX CHUTHAJIBHBIX
KaCKaJIOB, IPENSITCTBYIOMNX AeHCTBUIO HHCYINHA B
nepudepryecKUX TKaHAIX;

O penenTop Y, aKTHBUPYIOUINH Tposndepalinio nep-
okcucoM (PPARY), ABAsieTCS AIEPHBIM PellelITOPOM
U (pakTOpOM TPAHCKPUIILHMH, KOTOPBIH dKCIIPecCcH-
pYeTCsl B KMPOBOW TKaHM U MIpaeT BaXKHYIO POJb
B nuddepeHNIMPOBKE aIUIOUUTOB. THA30MUANHDI
(kyacc anTHANAOETHYECKUX TIPETIAPATOB) AEHCTBY-
10T KaK arOHUCTHI anurasaoB 1yist PPARY, ynyumas
YYBCTBHUTEJBHOCTH K UHCYAUHY. AkTuBauus PPARY
CTUMYJIMPYET CEKPEIVIO aHTUTUIIePIJIMKeMUYeCKUX
aUNOKUHOB (THUIA A[MIMOHEKTHUHA) W IepeMella-
€T TIPOLeCC OTJIOXKEeHUS HEeHACHIIIEHHBIX KHUPHBIX
KHUCJIOT M3 MeYeHU U CKeJEeTHBIX MBIIII B KIPOBYIO
TKaHb. Kak Oyzmer ckasano najee, peikie MyTaI[H
reHa PPARG, colpoBOXAamOIHecs: Cepbe3HbIM Ha-
pylleHueM ero GYHKINUH, MOTYT IPUBECTU K Pa3Bu-
THIO MOHOTI'eHHOH (hopMbl C/I.

AncthyHKUKMA B-KNeTOK

IMpu CH tuna II B-xieTku, mMo-BUAUMOMY, CO BPEMEHEM
HCYEPTIBIBAIOT CBOU BO3MOXKHOCTH 3/IalITUPOBATHCS K [JIU-
TEJILHON MHCYJMHOPE3UCTEHTHOCTH IeprdepriecKux TKa-
He#t. Ha paHHUX cTaguax MHCYJHHOPE3UCTEHTHOCTH, Kak
W TIPY OXKUPEHUHU, CEKPELMsI HHCYJIMHA B OTBET Ha JTI000#H
YPOBEHb TIJTIOKO3bl YCUJIMBAETCS ropasfno OoJbiine, YeM
B HOpMe. Takass rUMepHHCYJINHEMUS SBJIAETCS KOMIIEH-
CAaTOPHBIM OTBETOM ODPTaHW3Ma Ha MHCYJUHOPE3UCTEeHT-
HOCTB nepudepHYecKUX TKaHel ¥ YacTo rofaMi Nojjep-
JKMBaeT HOPMaJIBHBIH YPOBEHD IJIIOKO3BI B [1J1a3Me KPOBH.
[Tocme wuCTOIEHMS KOMIICHCATOPHBIX BO3MOXKHOCTEH
B-KeTOK pa3BUBAETCsS MPOTPECCUPYIOIast TMIleprInKe-
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(cm. rnasy 8). C nomMouwbio cneymnanbHOrO OKpalUMBaHUS B
ouare BOCMANEHUA MOXKHO BbIIBUTb CMIUPOXEThI.

Onyxonu ¥ onyXonesuaHbIe
obpa3oBanua

Onyxonau KocTeli pa3inyaioTcs M0 KJIMHUYECKOMY Teye-
HUIO ¥ MopdosorndeckuM mnpusHakaMm. KpaiiHe BaxHO
TIPABUJIBHO JUATHOCTUPOBATh, CTAAMPOBATE U JIEYUTH 3TH
OILYyXOJH, 4TOOBI OOECIIEYUTh HE TOJBKO BBICOKYIO BBI-
JKUBAEMOCTD TAIMEHTOB, HO U COXPAHUTH ONTUMANBHYIO
(DYHKIIMOHATBHOCTD CKEJIeTa.

Omnyxoau KocTell B OCHOBHOM KJAaCCUDUIIUPYIOT 110 TH-
0y KJETOK WU TKAHU, U3 KOTOPOI OMYX0JIb Pa3BUBAETCSL.
OmnyxoJy HeolpeeIeHHOTO THCTOTeHe3a IPYIIHPYIOT 110
KJIMHUYeCKOMY TeyeHmio (Tabm. 26.6). Haubosee pacnpo-
CTpaHeHbl OMyX0Ju U3 HGubPO3HOH TKAHU U OCTEOTEHHBIE
omyxosn, CaMbIMH YacThIMH J00POKAYeCTBEHHBIMHU Oy -
XOJISIMHU SIBJISIIOTCSL OCTEOXOHAPOMa U (hUOPO3HBIH KOPTH-
KkaabHbIi gedext (hudpoma). CaMbIMKM YACTBIMHM 3JI0Ka-
4eCTBEHHBIMH OMYXOJISAMHU KOCTU (HCKITI0UAs TOPAXKEHHS
KOCTHOT'O MO3Ta — MHUEJIOMY, 37I0KAa4eCTBEHHYIO TUMGbOMY,
JIENKEMHIO) SIBJISTIOTCS XOHAPOCAPKOMA, OCTEOCAPKOMA U
capkoma IOuHra.

UcTtuHHas pacnpocTpaHEHHOCTH ONMYXOJIeH KOCTel He-
U3BECTHA, T.K. HE BCE COCTOSIHUS HCCJIEAYIOT aJeKBATHO.
JTobpoKaueCcTBEHHBIE OMTYXOJIH HAOMIOAAIOTCSA 3HAYNTEN -
HO yallle 3JIOKaYeCTBEHHBIX U MaHUDeCTUPYIOT IpenuMy-
mectBeHHO B Bo3pacte A0 30 jer. Omyxomu, AMarHoCTH-
POBaHHBIE B IOKUJIOM BO3pacTe, ¢ GoJbiedl BEPOSITHO-
CTBHIO OKaxkyTcs 370kavuecTBeHHbIMU. B CIIIA exerogHo

JTHATHOCTUDPYIOT = 2400 HOBBIX CJIyYaeB OCTEOCAPKOMBI U
1300 cMmepTeit ot atoro 3ab0seBaHUs,

Omnyxomu KocTeil MOTYT PasBUTLCS B JIO6OM BO3pac-
Te W TOpakaTh JOOble KOCTH. BOJBITHHCTBO OMyXOJIeH,
KOTOpbI€ AMArHOCTUPYIOT B IETCKOM M IOHOIIECKOM BO3-
pacTe, JIOKATU3YIOTCA B JUTHHHBIX TPyOUaTBIX KOCTSX.
HexkoTtopbie omyxosu MeIOT crienuGUIecKyo JOKaIN3a-
IUI0 U Pa3BHUBAIOTCS B OIPeAeJEHHOM BO3pacTe, O YeM
Ba)XKHO ITOMHUTb IIPU JUATHOCTHKE.

BonpmuHCcTBO onmyxosell 13 KOCTHOI TKAHU SIBJISIOTCS
CTIIOPAZITYeCKIMIA, HO HEKOTOPBIE aCCOIMUPYIOTCS C Ha-
CJIeJICTBEHHBIMM CHHAPOMaMU UJM cIeUdUIeCKUMH Te-
HETUYECKUMH HapylieHussMu. Hanpumep, ocTeocapKkoMBl,
passuBaonmecs: npu cunapome Jln—Dpaymenu u cun-
JIPOME HACJIEACTBEHHOU PeTHHO6IaCTOMbI, 00YCJIOBJIEHBI
MyTanuell rena, kogupymwoniero pd3 u RB (cum. rnasy 7).
C pasButHeM omyxosel KOCTeH acCOIMHUPYIOTCS TaKke
oCcTeoHeKpo3, 6osesns Tlemkera koctell, obnydeHne, UM-
MJTAHTAIMS MeTAIIUYeCKUX KOHCTPYKIMI NIpH Iepesio-
Max, O/THAKO MTPOIIEHT TaKUX OIYyXOJeil KpaliHe MaJl.

KinuHudecku OMyXoau KOCTell NpOSIBASIOTCS Pa3jny-
HbIM 06pazom. [loGpokauecTBeHHBIE HOBOOOPA3OBAHUS B
GOJIBIIVHCTBE CIYYAEB HE HMEIOT CUMITTOMOB U SIBJISIOTCS
cayyaliHOI HAaxoAKoH. MHOTHe 370KaYeCTBEHHBIE OITyX0-
JIU COTIPOBOKIAIOTCS 60OMBIO, & B HEKOTOPBIX CJIy4asix mep-
BBIM TIPOSIBJIEHUEM OOE3HU SIBJISIETCS] NIATOJNIOMMYECKUN
nepesioM. BaxHyio posib B IMarHOCTHKe OIlyXoJiel KocTei
WrpaeT peHTreHorpadudeckoe ucciaenoBanue. ITomumo
JIOKaJMU3allUU U Pa3MEPOB OIYXOJIH peHTreHorpadus Mo-
XKeT IPeNoCTaBUTh HHGMOPMALIUIO O XapaKTepe pocTa HO-
BOOOPA30BaHVsl, OJHAKO I OKOHYATENBHOTO CYKIEHUS
HEOOXOIMMO THCTOJIOTHYECKOE HCCeI0BaH e GHOIITATa.

TABJINUA 266 Knaccudhuxauus OCHOBHLIX NEPBUYHBIX ONyXonel KocTel
Fucrtorenes Ho6poxa4ecTeeHHbie 3n0Ka4yecTBEHHbIE
TemMonoaTu4eckue onyxonu Mwuenoma
3nokayecTBeHHan nuMcoma
XOHAPOreHHsle ONyxonu OcteoxoHapoma XOHZpocapkoma
XoHgpoma [eauddepeHUMpoBaHHan XxoHApocapkoma
Xongpobnacroma Me3seHxumansHasn XoHapocapkoma

XoHApoMUKCOUAHAs hrubpoma

OcTeoreHHbie ONyXxonu Octeoua-ocTeoma Ocreocapkoma
Octeobnactoma
®uBPOreHHble onyxonu ®uBPO3HbIK KOpTUKaNbHLIN fedekT (thubpoma) ®ubpocapkoma

Heoccuchuumpyrowas ubpoma
Pubpo3Has rmcTuouuToMa
Jecmonnactuyeckas ubpoma

HescHbIA [MFaHTOKNETO4HAR ONYXONb
ConurapHble KUCTb

AHeBpu3MarnbHas KUCTa KocTu

HeipoakTodepmanbHble ONyXonu Capkoma tOuHra

HoTtoxopganbHbie onyxou [o6pokayecTseHHan HOTOXOPAANbHO-KIETOYHAS

Onyxonb

Xoppoma

[Unni KK: Dahlin’s Bone Tumors, 5th ed. Philadelphia, Lippincott-Raven, 1996, p. 4; npepocTasneHo Mayo Foundation.]



ONYXO/U U3 KOCTHOWU TKAHU

O6mMM IPU3HAKOM 3TON TPYTIIB OMyXOJeil SIBJSIETCS
MPOAYKIMA KOCTHOH TKaHU OIYXOJEBBIMU KJIETKaMH.
OO6BIyHO OIyx0mH (3a MCKJIIOYEHHEM OCTEOMBI) Ipei-
CTaBJIeHbl TIEPEILJIETeHHBIMI KOCTHBIMH TpabeKylIaMH C
HepaBHOMEPHOH MUHEePaIU3alHel.

OcTteoma

OcteoMa — 210 0OBIYHO OAMHOYHAS KPYNHOGYTpUCTAS
OIYX0JIb OKPYTJIOH (POPMbI, Ha IIUPOKOM OCHOBAHUH, Pas-
BHBaloLascs U3 cybuepuocra. Yaiie BCero Tokaauayercs
Ha BHEIIHEH WM BHYyTPeHHeil IOBEPXHOCTH KOCTEH uepe-
Ta ¥ JIMLEeBOro ckeseTa. OCTEOMBI BbISIBJSIOTCS B CPeIHEM
Bo3pacTe. MHOXECTBEHHbIe OCTEOMBbI XapaKTEpHb! IS
cundpoma laponepa (cm. rnasy 17). OHu cocToAT u3 Tpa-
6exy/1 KOMIAKTHOH KOCTHOH TKaHM M KOCTHOTO MaTpHK-
ca, (popmupylonmx moxodue raBepcoOBLIX KaHaIOB. J[ist
HEKOTOPHIX BapUaHTOB OCTEOMBI XapaKTEPHO HajuyHe
Y4acCTKOB Ty6UyaTOTO BELIECTBa, IPH 3TOM MEKKOCTHbIE
IIPOMEXKYTKH 3aII0JTHEHBI KDACHBIM KOCTHBIM MO3IOM.

Octeombl OGBIYHO PACTYT MEIJIEHHO, KIAMHUYECKH He
IpOABJIAS cebsl, KpOMe CirydaeB ¢ 06CTPYKIMEN CHHYCOB,
IIDY BO3JEHCTBIH Ha FOJIOBHON MOST MJIM IJ1a3Hoe SI6J10K0,
AehopMaluy MOJOCTH PTa I MOSIBIEHUH BBHIPAXKEHHBIX
KOCMETUYECKUX JieheKTOB.

OCTGOH[J,-OCTEOMa M octeobnacroma

TepMuHBl «OCTEOHA-OCTEOMA» U «OCTEOOIACTOMA» HC-
TOJIB3YIOT 71 0003HAYeHHUsT T0OPOKAYECTBEHHBIX OMYX0-
Jiel, MMEIOINX CXOXKHe THCTOJIOTHYECKUEe IPU3HAKH, HO
Pa3JIMYHBIX 110 Pa3Mepy, CUMIITOMAaM U JIOKaIH3al[HH.

Ocmeoud-ocmeoma B GONBUIMHCTBE CITyYaeB UMeeT Pas-
Mep MeHee 2 ¢M 1 0OBIYHO HABII0AaeTCs B IOAPOCTKOBOM
U IOHOLIECKOM Bo3pacTe (75% mNalueHToB MOoJOXe 25
sieT). COOTHOIEHHE MYXKYUH U KeHIuuH — 2 : 1. Omyxoub
MOeT TIopakaTh JIOOYI0 KOCTb, HO 4Yallle AOpCajbHbIe
OT/IeJIbl IO3BOHOYHMKA U KOCTH M06aBOYHOTO cKeseTa. B
50% wabmiomenuit nopaxaercs GenpeHHas uian GosbLIe-
6epioBast KOCTb, OOBIYHO BOBJIEKAETCSA HAAKOCTHMIIA, pe-
K€ — KOCTHOMO3roBOH KaHasl1. OCTEOMI-OCTEOMBbI MOTYT
COIIPOBOXKIATHCS BHIPAXKEHHBIMH HOYHBIMU GOJISIMH, KOTO-
phble yZIaeTCs KyIUpOBaTh IPUEMOM alleTHICATULIIOBOH
kucaotsl [33]. Ilpeanomnaraercs, uyto Goab 06ycnoBIeHa
u30BITKOM CHHTe3a IpocTarnananna Ey, cunTesnpyemoro
nposndepupyIUME 0CTEOOIACTAMHE.

Ocmeobnacmomb: B TO3BOHOUYHYKE, KAK MPABUIO, MMe-
10T pasmep 6ostee 2 cm. XapakTepHa Tynas 60.b, He IIpe-
KpalaoIascs Jaxe TocJe [premMa aleTuICATHIIMI0OBOH
KUCJI0ThL. OTyX0Jib, KAk MPABHJIO, HE BHI3HIBAET BBIPAYKEH-
HYIO KOCTHYIO PeaKIlHUIo.

Mopdonorus. Octreona-ocreoma u octeobnactoma MMeroT
CepOo-KOPUYHEBLIN LIBET, OKPYTNYIO MAK OBaNbHYIO hopmy.
Onyxonn Xopowo OTrPaHUYEHbl OT OKPYXatolWMX TKaHe !,
COCTOSAT M3 XaOTUUHO PaACNONOXEHHbIX TpabeKyn KoMnakr-
HOM KOCTHOM TKaHMW, OKaMMNeHHbIX ocTeo6nactamu (puc.
26.19). Crpoma npeactaBneHa pbiX1OM COeAMHUTENbHOM
TKaHbIO C MHOXE@CTBOM AUNATUPOBAHHbBIX, NepenonHeHHbIX
KPOBblO Kannuanapos. OTHOCUT@NbHO HEGONbLLIOM pasMep
ONyX0/iu, HeTKas rpaHuua C OKPY>KAIOWMMK TKaHIAMU U
AO6POKAUYECTBEHHBIE MUKPOCKONUUYECKME XapaKTepUCTUKN
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PUC. 2619 Ocreonp-octeoma, NpefcTaBneHHas 6ecnopsaoqHO Pacrono-
XeHHbIMU TPaBeKynamm He3penoi KOCTHOM TKaHW, OKailMAeHHbIMK 0cTeo6na-
cTamMu. MexTpabekynapHoe npocTpaHCTBO 3aN0MHEHO BACKYNAPU30BAHHOM
COEAMHUTENBHON TKaHbIO.

ABNAOTCA KpUTepmuaMmu auddepeHUnanbHON ANMarHOCTU-
KM € ocreocapkomMomn. OcTeoMA-0CTeoMbl, 0CO6EHHO pac-
NONOXEHHbIE NOJ HAAKOCTHMLUEN, OGLIMHO MPOBOUUPYIOT
peakTUBHOE M36bITOYHOE pasBUTUE KOCTHOM TKaHW BOKPYT
nopaxeHus. AKTUBHbIM Y4acTOK ONYyX0nK (04de) peHTreHo-
rpagpMuecku NponBseTcs B BUAe HeGONbIIOrO OKPYroro
NPOCBETNEHUSA C BO3MOXXHOMN L@HTPasbHOMN MUHepanusa-
umen (puc. 26.20).

OcTteonz-ocTeoMy 4acTo JiedaT € IOMOIIBIO Pajio-
abmarun. OcTeob1acToMy 06BIYHO APOGAT UIU BBIPE3AIOT
e uKoM. MasurHu3aius Kpaiiie peaxa, HO BO3MOXKHA
nocye 06JydeHHs: KPYIHOH OCTeOBMACTOMBI, JOKAIH3Y-
IOLeHCS B OCHOBAHWY Y€PEIa K B TO3BOHOUHUKE.

OcTeocapkoma

OcreocapkoMoli Ha3bIBAIOT 370KAYECTBEHHYIO ME3EHXH-
MaJIbHYIO OIyXO/ib, KJIETKH KOTOPOi MPOAYIUDPYIOT KOCT-

PUC. 26.20 PeHTreHorpamMma UHTPakopTUKAaNbHOI 0CTEON-0CTEOMbI B BIJE
OKPYri0ro o4ara (30Ha NPOCBETNEHUA) C LEHTPANbHOM MUHepanusaumen.
04ar oKpyXeH PeakTBHOM KOCTHIO C MACCUBHBIM YTOMLIEHHBIM KOPTHKaNb-
HbIM CROEM.
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HbII MaTpukc. OcTeocapkoMa — caMasi paClpOCTPaHeHHAs
3JI0KAYeCTBEHHAS TIEPBUYHAS OMIYXO0JIb KocTel (6e3 yueta
MUEeJTOMBI 1 JuMbOoMBl), cocTaBisomas = 20% obiero
4uCIa MEPBUYHBIX 37I0KAYECTBEHHBIX OIMyXOJel KOCTel.
OcreocapkoMa MOKeT PasBUThCS B JTIOOOM BO3pacTe, HO
BBIZIENSAIOT 2 MHKa 3a6ojeBaeMocT: o — 710 20 jer
(75%) |34], npyroii NIpUXOAUTCS HA B3POC/IBIX NAIUEHTOB,
crpagaomux 6oe3Hbio [Teakera KOCTEN UM JTYyYEBBIMU
capkomMaMu. COOTHOLIEHNE MYKYMH U sxeHmuH — 1,6 @ 1.
Oryxo0Jib 06BIYHO JIOKAIU3YETCA B MeTaduse IJIMHHBIX
Tpy6YaThix KocTeld, B 50% ciaydyaeB — B 00JACTH KOJEH-
HOro cyctapa (puc. 26.21), 0flHaKO TI0 CTATUCTHKE Y JIUI]
cTapite 25 JeT WIOCKNe U TpyGJaThle KOCTH BOBJIEKAIOTCA
C PaBHOU 4aCTOTOM.

IMarorenea. Okomno 70% ocTe0CapKOM acCOLMHPYIOTCS
¢ HecnenuMUUeCKNMHU TeHeTUYEeCKUMU HapyUIeHUs MU,
HaIpUMep H3MeHEeHUeM IUIOMIHOCTH U XPOMOCOMHBIMU
abeppanusamMu. MexaHW3M Pa3BUTHS OCTEOCAPKOMbI HEM3-
BECTEH, OIHAKO YCTAHOBJIEHO, YTO BAXXHYIO POJIb UTPAIOT
MyTalluu AByX renos: (1) rena RB, peryisitopa KieTou-
HOTO 1INKJIa; (2) reHa p53, IPOLYKT SKCIPECCUU KOTOPOTO
peryaupyet penapanuio JJHK 1 HeKoTOpble acmeKThl Me-
tabonusma (cm. TnaBy 7). TIpu 3apoABIIEBBIX MyTaIUAX

PWUC. 26.21 Ham6onee pacnpocTpaHeHHan NOKanu3auus 0cTeccapkoM.

reHa RB pucK pasBUTHUS OCTEOCAPKOMBI BO3PacTaeT B
1000 pas. ITamuentr! ¢ cunapomoM Jlu—Dpaymenu npu
3apOJBILIEBOH MYTAIlMK reHa p53 TaKkKe UMEIOT BhICOKUH
PHUCK pa3sBUTHUS OCTeocapkoMbl. IIpu ocTeocapkome BbI-
ABJIAIOTCA U HapylleHus reda INK4a, KOTOpBIi KomupyeT
pl6 (peryasTop kierouHoro nukiaa) u pld (peryasrop
p53). Hactoe pasBuTiie 0OCTEOCAPKOMBI B 30HE aKTUBHOTO
POCTa KOCTH, BO3MOKHO, OOBACHAETCS MYTaHTHBIMU W3-
MEHEHUSIMU OCTEOBIACTOB, KOTOPhIe TPUOOPETAIOT OIly-
XOJIEBBIE CBOICTBA.

Mopdonorua. OcteocapkoMbl rpynnmMpyioT no:

* JjoKanusauuu (MHTpaMeaynaspHas, MHTPaKopTUKanbHas,
NOBEPXHOCTHAN);

e cTeneHun auddepeHUMPOBKMU (BbICOKO- U HU3KOAM D De-
peHUMpOBaHHbIE);

®  MYNbTULEHTPUUHOCTH (CUHXPOHHAA, MeTaXpPOoHHas);

* MEePBUUYHOMY MOPaXKEHUIO KOCTM (noanexkawas KOCTb
MHTaKTHa) MM BTOPUUYHOMY MOPaXKeHUI0 KocTu (npu
HanMYyMKM B aHaAMHe3e yKasaHMI Ha CylecTByollee 406-
pokayecTtBeHHOe HOBOOGpa3oBaHue, 6onesHb Meaxera
KOCTeM, HEKPO3 KOCTU, 06nyUeHue);

®  rUCTONOrMYECKMM XapaKTepuctukam (octeo6nactnyeckas,
XoHgpo6nacruueckas, pubpobnactmueckan, TeneaHru-
JKTaTUUYECKARA, MENKOK/IETOUHAsA, TMraHTOKNeTouHas).

Yaue Bcero ocreocapkoma pa3BuBaercs B MeTaguse
ANUHHBIX TPy6BUaTbiX KOCTEN U ABNAETCA MepBUUHOM, 060-
COBNEHHON, WHTpaMeayNNApHON, HU3KoauddepeHUUpo-
BaHHOM.

Makpockonuueckn 0OCTeocapkombl NpeacTaBiAdIOT Co-
601 KpynHble 3epHUCTbIe HOBOOGPA3OBAHMA CepoBaTo-
6en0ro uUgera, ¢ ovyaramu KpPOBOU3AMSHUA M KUCTO3HOW
AereHepauuu (puc. 26.22). Yactro onyxonb paspyliaer
KOPTUKANbHbLIK CNOA KOCTH, OPMUPYR MATKOTKAHHbLINA

PWC. 26.22 OcteocapkoMma NpoKCUManbHOro otaena GonblwebepLosoil ko-
cTn. CepoBato-6enasn onyxons 3an0NHAET GONbLIYIO YaCTb KOCTHOMO3MOBOrO
KaHana merachusa v npokcuManbHoro auacdusa. Onyxonb UHGUALTPUPYET
KOPTUKaNbHbIA CHORA, PA3pyLLaeT NepuocT u PopMUPYET MATKOTKAHHBIA KOM-
NOHEHT BOKPYT KOCTH.



KOMMOHEHT, UHPUNBTPUPYET KOCTHOMO3IOBOM KaHas, 3a-
MelaeT KOCTHbIM MO3M W paspyilaer KOCTHbie Tpabekynbt.
B peakMX cnyyasx ocTeocapkoma neHeTpupyeTr 3nudus
1 NpoHuKaeT B cyctaBs. flociie MHBa3MKU CycTaBa ONyxoib
pacnpocTpaHaercs No CBA3KaM U CyXOXWUAWSM, npopac-
Tas uyepes MeCTO MPUKperyieHUs CyCTaBHOM Kancynbl.
OnyxoneBble FTMraHTCKUe KAeTkn MOryT MMeTb pasHblid pas-
Mep, hopMy U HepeaKo rMnepXpoMHbie YPOANMBbIE 94pa;
XapakTepHbl aTUNUUYHbIE MMTO3bl. ONyX0/ieBble TMraHTCKue
KNeTkun hopMuUpyloT ocobylo KOCTHYIO TKaHb, Xapakrepu-
3yIOWYIOCS HepaBHOMEPHbLIM  pPacnofiOXKeHUeM MNpUMHU-
TUBHBIX Tpabekyn (puc. 26.23). B pasHbix nponopumsax
MOryT 6blTb MPEACTABAEHbl U APYTrMe Me3eHXWMManbHbie
TKaHKU: Xpaw, coeanHuTenbHasa TkaHb. [1pu Hanuuum 3no-
KayecTBEHHOW XPsAUeBOM TKaHM OMYXOflb HA3bIBAIOT XOH-
dpobnacmudeckold ocmeocapkomoti. Hanuume cocyancron
MHBA3UK O6bIMHO XOpowo 3amMetHOo, B 50-60% onyxonen
06Hapy>XMBAIOTCA ovyaru Hekposa.

Kaunnyeckue npusnaku. OcreocapkoMa — 3710 60J1e3-
HEHHOE, YBEJIMYMBAIONIIEeCs! B pasMepe HOBOOOPa30BaHHe.
VHorza nepBeIM CUMIITOMOM SIBJSIETCS IIATOJOTMYECKUI
nepeJsioM. Ha pentreriorpamMmme BblsiBJgeTCs KPYHIHBIHM ouar
JECTPYKIUU ¢ MHPUIBTPATUBHBIMU KpasmMu., Omyxoub
4acTo IIpopacTaeT B KOPTUKAJIbHBIH CJOH KOCTH, IpU-
MOHUMAsl HAJKOCTHHUILY, CTUMYJIUDYSI peaKTHBHOe ¢Hop-
MUPOBaHHe KOCTHOH TKkaHU (puc. 26.24). XapaKTepHbIM,
HO He 3HAYMMBIM JHAaTHOCTHYECKUM DEHTIEeHOJIOTUYe-
CKHM IPU3HAKOM OCTEOCAPKOMBI SIBJISETCST MPEY20NbHUK
Koomana — TpeyronbHas TeHb MEXAY HAAKOCTHUIEH U
KOPTHKJIbHBIM c10eM. OCTeocapkoMa — 3TO arpecCuB-
Hasl OIIyXO0Jb, KOTOpasl PACIPOCTPAHSETCS TeMaTOTeHHBIM
nyTeM. Ha moment auarsoctuxu B 10—-20% Habmonenuit
BBISIBJISTIOTCSI MeTacTa3bl B jierkux. [Ipu ayroncun 8 90%
CJly4aeB BBISBJSAIOT METACTa3bl B JETKUX, KOCTAX, TOJOB-
HOM MO3T€ U IPYTUX OpPraHax.

Jleuenue ocTeocapkoMel KoMILIeKcHOe. OHO BKIIIOUaeT
XUMHOTEPANHNIO, KOTOPYIO Ha3HAYAIOT UCXOMAS U3 IIpeno-
JIOXKEeHUS], YTO BCe TTallieHThl HA MOMEHT IOCTAHOBKY JHa-
THO3a UMEIOT OTAAJeHHBIE MeTaCcTasbl, KOTOPbIE CAUIIKOM
Masbl s oOHapyxKeHus. [IpH OTCYTCTBUM METacTas3os,
a Takxe NPHU PAIUKAJIbHOM XUDYPIHYECKOM JICYEHUU U

PHUC. 26.23 Tpy6as KOCTb pewwleT4aToro CTPOeHUa, CChopMUPOBaHHAA aHanna-
CTUYECKMMU KNETKAMU 3N10KA4ECTBEHHON ONYX0/Y; BbIPAXKEHHbIE MUTO3bI.
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PUC. 26.24 Octeocapkoma uCTanbHOro otaena 6efpeHHOW KOCTH C Bbl-
paXKeHHbIM (HOPMUPOBAHNEM MATKOTKAHHOTO KOMMOHEHTa. HapgkKocTHuua,
KOTOPYIO NPUNOAHWMAET ONYXOnb, POPMUPYET NPOKCUMANbHBIA Kpail Tpe-
yronbHuka Kogmana {crpenka).

HPOXOXKIEHUH KyPCa XUMHOTEPANNU 5-TE€THSST BbIKUBA-
emocTh cocTapiisieT 60—70%. IIporHo3 mpu mMeractasax u
PELUAMBAX OMYXOJel IJIOX0M: 5-IeTHSS BBIKHBAEMOCTb

= 20%.
ONYXOJIU U3 XPAULEBOMN TKAHU

Omnyxony U3 XpsAILIeBOil TKaHW XapaKTepuayiotcsa ¢op-
MHPOBAaHMEM TMAJIMHOBOIO WM MUKCOMIHOTO XPSIia,
pexxe — GubpoOsIACTHIECKOTO WU 3nacThudeckoro. Jlo-
6poxavyecTBEHHbIE OTYXOJIH M3 XPSIIEeBON TKaHU HabJIo-
Jal0TCsl Yalle 3710KaYyeCTBEHHBbIX.

OcTeoxoHppomMa

Ocreoxonapoma (3x30cmo3s) — R0OPOKaYECTBEHHAs OILy-
XO0J1b, TIPEICTABJISIONIAsE COOOH KOCTHBIH BBIPOCT, IOKPBI-
ThIX xpsimoM. OCTeoxoHAPOMa SBJISETCS CaMOU pacIpo-
CTPaHeHHO OMyXOJIbI0 U3 XPSIIEBOI TKaHu, B 85% ciryya-
€B OMHOYHasl. MHOXeCTBEeHHBIE OIYXOJU PACCMOTPEHbI
B COCTABE CUHOPOMA MHONCECTIBEHHBIX HACACOCMBEHHbIX
9K30CM03068 — AyTOCOMHO-JIOMUHAHTHOU HACJIEICTBEHHOH
Gonesnu. HacjiecTBEHHBIE DK30CTO3bI 00YCIOBIEHBI 3a-
POJBIIIIEBON MUCCHHI-MyTaluel OAHOIO U3 ABYX I'€HOB:
EXT1 vin EXT2. [Inst ciopaAyyecKux OMyxoJeil xapak-
TePHA HHAKTHBAILIUS TOJIBKO reHa EXT1. DT reHsl KOMUpy-
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PUC. 26.25 OcTeoxonapoma. (A) PeHTreHorpamma 0CTEOXOHAPOMbI 3aHEH NOBEPXHOCTY ronenn. (B) Ha akcuanbHon KT BUAHLI KOPTUKANbHbIA CROMA KOCTH U
LUEHTP 0CTEOXOHAPOMBL. PAZOM € 0MYX0NbIo pacnonoxeda mano6epuosas KocTb. (B) Makpockonu4eckuit npenapar 0CTEOX0HAPOMBI. BULHA XPALLEBAR «WAANKA»
C 3HXOHAPanbHoR occntukaumeit. (M) «LLinanka» uMeeT CTPYKTYPY HEOPraHU30BAHHOMO NAACTUHYATOrO XPALLA.

10T GeJIKH, y4acTBYOUINE B OMOCHHTE3E TenapaHcyabdat-
nporeorsukana (cM. TiaaBy 3). CHUXeHHE IKCTIPECCHH
EXT1n EXT2 npuBOANT K HAPYILEHUIO S3HAOXOHAPATbHON
occudUKAUM U AaHOMAJBHOMY DPOCTY KOCTHON TKaHH.
OnuHOYHBIE OCTEOXOH/IPOMbI JAUATHOCTHPYIOTCS Yallle
BCEro B TO37IHEM TOAPOCTKOBOM W IOHOIIECKOM BO3pac-
T€, a MHOXKECTBEHHBIe — B AE€TCKOM BO3pacTe. My KUHHBI
6oJieroT B 3 pasa yarie, 4eM KeHIUHBI. OCTeOXOHAPOMBI
JIOKQJIU3YIOTCS TOJIBKO B KOCTSX 3HAOXOH/PATIbHOTO IIPO-
UCXOXK/EHUS 1 Pa3BUBAIOTCS U3 MeTahU3apHOH IJIaCTHH-
K1 JVIMHHBIX TpyOUaThix KOCTel, yaile B 061aCTH KoJleHa,
Kopotkue Tpy6uaThie KOCTH KMCTEH U CTOI, a TAK)KE KOCTH
Ta3a, yepena u pebep MopaxkaioTcs PeaKo.

Mopdronorus. OcteoXoOHAPOMbI 06bIYHO UMEIOT LIMPOKOoe
OCHOBaHue U rpnboBMAHYIO hopMy, pasMep BapbupyeT OT
1 po 20 cMm. lUnanka «rpuba» coCcTOUT U3 A06pOKauecTBeH-
HOro rManUHOBOrO XpALla PasHOM TONWMHbBI (puc. 26.25), a
no nepudeprm onyxonb NOKPbITa NEPUXOHAPANBHBIM CNO-
eM. Xpsl MMeeT BUA Ae30PraHU30BaHHOM POCTOBOM Nna-
CTUHKM Y NOABEpPraercs dHXOHApPanbHOM occudmKalunm,
HOPMUPYSA KLWASAMNKY» U KHOXKKY» ONYyX0NnU. KOpTUKanbHbINA
CNOM HOXKK OMYXONU CANBAETCA ¢ KOPTUKANBbHBIM C/TOEM
MaTepPUHCKOM KOCTU TakKUM 06pa3oM, UTO OCTeOXOHAPOMa
UMeeT eANHYIO € KOCTbIO KOCTHOMO3TOBYHO NOAOCTb.

KiImH1n4€ecK 0CTEOXOHAPOMBI TPOSIBJISIIOTCA MENJIEHHO
YBEJIMUUBAIOLIMMCS B pazMepe 06beMHBIM 06pa3oBaHueM,
BBI3BIBAIOILMM OOJIb, €CJIM HOXKA OILYXOMH 1eOPMUPYET
6/u3sexamunii Heps. Bo MHOTHX CIyYasix OCTEOXOHAPOMY
0OHApYKHUBAIOT CayyatiHo. IIpy MHOXKECTBEHHOM Hac/le-
CTBEHHOM 3K30CTO03€ IIOPAXKEHHbIE KOCTH MOTYT OBITh YKO-
pPOYEeHbl M H3OTHYThl U3-32 HApYIUICHUs SMHQPU3APHOTO
pocra. OGBIYHO 3K30CTO3bI IIEPECTAIOT PACTH IOCTE 3a-
KPbITUS POCTOBOH IacTuHKU. KpaiiHe penko B ciyuasx
CTIIOPAaJINYeCKOTO0 3K30CT033, HO HOCTATOYHO YacTO IIPH
MHOECTBEHHOM HACJEICTBEHHOM 3K30CTO3€ OIYXOJb
AaeT Hayalo POCTY XOHAPOCAPKOMBI HJTH KaKo#-1u6o apy-
TOH OIYXO0JIH U3 He3PENOH COeTHHUTEILHON TKaHU.

Xongpoma

XoHzpoMa — 3T0 06pOKauYeCTBEHHASA ONYXOJb U3 TKAHU
THAJIMHOBOTO XPsIia, 0OBIYHO Pa3BUBAIOINASCA B KOCTIX

SHXOH/PATBHOTO IPOUCXOXKIEHU. XOHIAPOMBI MOTYT JIO-
Ka/M30BaThCsl B KOCTHOMO3TOBOM KaHase (9HXOHOPOMbL)
U Ha MOBEPXHOCTH KOCTH (Cybdnepuocmaivivie, WA 10K-
CmaKopmuKaivhvie, XOHOPOMbL). JHXOHAPOMBl — CaMBIH
YacTbI BUJT BHYTPUKOCTHBIX OIMYXOJEH U3 XPALIEBON TKa-
HH, KOTODble OOBIYHO AMATHOCTUPYIOT B Bo3pacte 20—40
JeT. Kak npaBHiIo, MPeACTABISIOT COO0H COJUTAPHOE Me-
TapusapHoe nopaxkenue TPyHUATHIX KOCTEH, Yalle BCEro
KOPOTKHUX TPyG4aThiX Kocreil kuctedl u crom. CuHAPOM
MHOKECTBEHHBIX HHXOHAPOM (9HXOHOPOMAMO3) HA3bIBA-
10T Takxe Gonesuvio Onive. CoueTaHne SHXOHAPOMATO3a
U TEMaHTHOM MSTKUX TKaHeil HOCUT Ha3BaHUE CUHOPOMA

Mappyuuu.

Mopdosiorua. SHXOHAPOMEI — Npo3pauHbie, CEPOBATO-
rofy6ole, pa3MepomM O6bIUHO MeHee 3 CM, XOpOLUO ouep-
YEeHHble Yy3enKuM M3 TKaHWM LMUTONOrMYeckn pobépokaue-
CTBEHHOrO rmanuHosoro xpsauwa (puc. 26.26). Mepucpepuns
Y3€/IKOB MOXEeT MOoABepPrHYTbC 3IHXOHAPANILHOMY OKO-
CTEHEHWIO, a LEeHTpanbHas 4Y4acTb — O6bLI3BECTBAEHUIO M

PUC. 26.26 3nxorapoma. O4ar 13 ruanuHOBOro Xpsla pacnonoxeH noj ToH-
KWM CI0eM peakTUBROA KOCTH.



Hekposy. Mpu 6one3znn Onnbe u cnHapome Maddyuum B
3HXOHApPOMAX MOryT Habnwgatbca NPU3HAKK KAETOUHOM
atMnuK, 4to 3atpyaHser anddepeHUManbHyI0 AMarHoCTu-
KY € XOHAPOCapKOMOM.

Kannnyeckue npusHaky. bBolbIINHCTBO 3HXOHAPOM
6eCcCUMITOMHBI U SBASIOTCS CAYYaHHBIME HAXOAKAMMU
T[IPH PEHTTeHOIOTHYeCKOM obcenoBanuu. VIHOT A 9HXOH-
APOMbI GOJIE3HEHHBE U MOT'YT BBI3BIBATH HATOJIOTHYECKHE
nepesnoMsbl. [Ipn aHXOHAPOMATO3€ OMYXOJIb MOXKET OBITH
60J1b11I0#1 ¥ BBI3BIBATD BbIPAXKEHHYIO ehOpPMAINIO CKese-
ta. PenTrenorpaduueckast KapTHHA 9HXOHIPOMBI BeChMa
XapaKTepHAa: HEMUHEPAJIU30BaHHBIE OYATU ITPOSIBIISIOTCS
B BHJE XOPOILIO OYEPYEHHBIX YYACTKOB ITPOCBETJIEHUS,
OKDPY’KeHHBIX PEHTTe€H-TIO3UTHUBHOI KOCTHOII TKaHbio (9TH
yuyacTKy 110x0xu Ha 6ykBy C uim O). Ilpu nerpudukaunu
MaTpPUKCa IPO3pPadyHOCTh HOBOOOPA3OBAHHS HEPABHOMED-
Ha. Y3eJKU NPHUIIOAHUMAIOT 3HJ0O0CT, HO HAJKOCTHUIIA
00bIYHO ocTaercss MHTaKTHOH (puc. 26.27). IToreHuunan
pOCTa y 9HXOHAPOM OrpaHuYeH, HOTBITHHCTBO OIyXOJei
crabunpubl JleueHue ompemensieTcss KJIMHUYECKOH Kap-
THHOHU, 0OBIYHO OTPAHUYHBAIOTCA HAOTIONEHUEM WU YiIa-
serueM onyxosu. OaunoyHble 9HXOHAPOMbL PEIKO MO
BEPraloTCsl 3/I0KAYECTBEHHON TpaHCOpPMAalMy, OZHAKO
[P BHXOHIPOMATO3€ 3TO MPOMCXoAUT ualle. [lanmenTs!
¢ cunnpoMoM Mabddyuun HaXOASTCS B TPYIIIE PUCKa T0
Pa3BHUTHUIO 37T0KAYECTBEHHBIX OMYXOJI€EH, B YaCTHOCTH OILY-
XOJIell SIMYHUKA U TJIUOM.

XoHpgpo6nacroma

XouapobactoMa — peikasi 106poKadeCTBEHHAS OIYXOJIb
(MeHee 1% mepBUYHBIX omyxouei Kocrteit). O6bIYHO Ha-

PUC. 26.27 Natonoruyeckui nepenom Npu sHXoHApoMe dananru. PeHTreH-
HEraTUBHbIE Y3eNKU FTMANKHOBOTO XPALLA NOA CKNaA4aTbiM SHAOOCTOM.
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OJI0maeTCs y OAPOCTKOB, COOTHOLIEHHUE MY)KYMH U XKeH-
mHH cocTaBsgeT 2 : 1. BonbIIMHCTBO XOHAPO6IaCTOM JI0-
KaJau3yeTcs: B 00JACTH KOJIEHa, Y TOKUIIBIX HAI[HEHTOB —
B KOCTHAX Taza ¥ pebpax. XoHAPOOIACTOMA Pa3BUBAETCHA
peruMyIecTBeHHO B 3mudu3ax U anobdusax (0TPOCTOK
kocTy BOJIU3K anudu3a, BOSHUKIIHI U3 CAMOCTOSATEIbHO-
ro Spa OKOCTEHEHMUs], HarpyMep rpeGeHb MOAB3A0UTHON
koctn) [36].

Mopdonoruna. Onyxofib COCTOUT U3 TAXKENA U KOMMAKTHO
PaCNOIOKEHHbBIX MHOTOTPaHHbLIX XOHAPO6NACTOB C uyeT-
KUMWU MEXKNEeTOYHbIMK TpaHULaMMu, YMepPeHHbIM KONU-
YyeCTBOM PO3CROM LMTONA3MbI U 94POM € NPOAOSbHbIMU
60po3aamMu (puc. 26.28). Yacto BbISBAAIOTCH YYaCTKM He-
KpO3a U OuYarm MMUTOTMYECKOW aKTMBHOCTM. Onyxonesbie
KNETKM OKPY>KeHbl HEGONbLMUM KOMYECTBOM TMANIMHOBO-
ro Marpukca, HaNOMUHAIOLWEro KpyXeBo. Y3enku XopoLlo
chopMUPOBaAHHOTO Xpsilla BCTpeyaloTcs peako. Mpu kanb-
uMcrKaunMm marpukca Co3faeTcs xapakTepHas KapTuHa
MEeNKoAYenCcTon MuHepanusaumm (cM. puc. 26.28). B tkanm
ONYXONU paccesHbl HEOMyXoneBble 0CTeoKNacTonoAo6HbIe
TMraHTCKue KJieTku. MHoraa onyxonb noaBepraercs Bbipa-
>)XEHHOM KMCTO3HO-TEMOPpPAarnyeckon gereHepaumnm.

XoHapob1acToOMbI 06BIYHO GOJIE3HEHHBI, H3-32 YACTOTO
PACIIONOKEHUS BOJIIM3H CYCTaBOB CTUMYJIUDYIOT CYCTaB-
HO¥ BBINOT ¥ HapyulaoT ux ¢yHKUM0. [Ipyu peHTreHo-
rpaduM OTUYETAMBO BBISBJSIOTCA OYaru IPOCBETJIEHUS C
KOHTYpaMH, TIOX0XUMH Ha reorpauueckyio KapTy, 4acTo
C ouaramu KaJplnpuKanuu. MeractasupoBaHue B JerKue
HabII0AAETCS PENKO, HO BCTPEUAETCSI MPY OMYXOJISTX, TIPO-
BOIUPYIOIIUX MEPBUYHBIE HATOJOTMYECKUE IepeIOMBI,
WJIM TIOCJIE TIOBTOPHBIX KiopeTaxkeil. B mocienHem ciayuae
MonajaHue ONyXoJH B JIETKHE IPOUCXOAUT, BEPOSITHO, Ye-
pe3 CUCTEMHBIM KPOBOTOK B pe3yJbTaTe TPaBMUPOBAHUS
COCyZa BO BpeMsl Ollepallyii.

XoHapoMuKconaHas cpubépoma

XonapoMuKkcouaHas Gubpoma sBASETCA CaMON pefkon
OTIyXOJIbI0 M3 XPSIIEBOW TKAHW ¥ M3-32 Pa3HOOOpasust

PUC. 26.28 Xoxapobnactoma CO CKYOHO MUHEPanW30BaHHbIM MaTPUKCOM,
OKpyXawwwum xongpobnactsl ¢ HOPMUPOBAHNEM CTPYKTYpPb, HaNnOMWHa-
101LeN NPOBONOYHYIO CETKY.
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6T acumMeTpuuHOi. Bosee uem B 50% Habmomenuit
HEepPBBIMH HOPAXKAIOTCS MEXK(DANIAHTOBBIE CYCTaBbl KHCTEH
U CTON, 4TO MOXKET COIPOBOKAATHCS COCUCKOBUAHOI
nedopMalieil agblieB. MOTYT BOBJIEKATHCS M KPYIIHBIE
CYCTaBBL: JIOKTEBBIE, TOJICHOCTOMHDIE, KOJIEHHbIE, GEpeH-
Hele [50]. B 20-40% ciy4yaeB BBIABJIAIOTCS HapyIIeHUs
MOSCHUYHO-KPECTIIOBOTO OT/ea. BHecycTasHble mnopa-
KEHHUA BCTPEYAIOTCS PENKO, B OCHOBHOM KOHBIOHKTUBHT
u uput. [ucTonornuecky ncopuaTHIecKuil apTpuT UaeH-
THYeH PeBMaTOUAHOMY apTPUTY, OXHAKO TICOPUATUIECKMI
apTPUT NMPOTEKaeT OOBIMHO Jlerde, peMuccun HoJee J1u-
TeJNbHEI ¥ IECTPYKTUBHBIC U3MEHEHHS CYCTABOB HabMI0[a-
I0TCSI peKe.

MHOEKLMOHHbLIWU APTPUT

CycTaBBl MOTYT IIOPaXKaThCsl TEMATOTEHHBIM IIyTEM JIIO-
6p1Mu MUKpOOpranu3Mamu. Kpome toro, undunupopanue
MOJKeT NIPOM3ONTH IIyTeM MPAMON MHOKYJISIINY WK pac-
OPOCTPAHUTLCA C TPHJIETAONMX TKaHel (mpu abciecce
U ocreoMuennte). VIHGMEKIMOHHbIA apTPUT MOTEHIIH-
aJIbHO OTACEH, T.K. MOXeET OBICTPO IIPUBECTH K IECTPYKIIUK
u cTolikoii nepopmanuu cycrasa.

bakTepuanbHbIf apTpUT

Yacro#l mpUYUHON 'HOMHOILO apTpUTa ABJAAIOTCS OaKTe-
puanpHble nHGekMY. O6bIYHO aKkTepuy MOHAAA0T B I10-
JIOCTD CyCTaBa IpH GaKTepreMUH, Y HOBOPOKAEHHbBIX €CTh
OMACHOCTDb 3apa’kCHHsI U3 OYATOB IOAJIEXAIero arubu-
3apHOTO OCTEOMHUETUTA.

CaMbIMH PacIIPOCTPaHEHHBIMU BO3OYAUTENAMY SBJISI-
I0TCS1 TOHOKOKKY, Staphylococcus spp., Streptococcus spp.,
H. influenzae w rpamorpunare/bHble MUKPOOPTaHU3MBI
(E. coli, Salmonella spp., Pseudomonas spp. u 1p.).

Aptpur, Boi3Bauubiil H. influenzae, xapaktepen nmas
neTeii Maaauie 2 net, a S. aureus — OCHOBHAs IPUYKHA ap-
TPHUTA Y B3POCJIBIX, TOHOKOKKY MPE0OIALAI0T ¥ MOTOAEK.
[TauueHTsl, CTPagAIOLINE CEPIIOBUAHO-KACTOYHON aHEMU-
eil, TIogBepKkeHbl 3apaskeHuto Salmonella spp. B mobom
BospacTe. Ha3BanHble MH(pEKUUN TOPaKAT MYKYUH U
SKEHILMH ¢ OAUHAKOBOM 4acTOTO, KpOMe TOHOKOKKOBOTO
apTpuTa — OH 6osiee XapaKTepeH sl CEKCYalbHO aKTUB-
HBIX KeHI(uH. IIpenpacmonararommmMy ¢axtopamMu s
pasBUTHS GAKTEPHANBHOIO apTPUTA SBJIAIOTCA UMMYHO-
neUIUT (BPOXK/ICHHBIA WUIN TPUOOPETEHHSIH), XPOHH-
deckue 3a00JIEBaHUS, TPAaBMbl CYCTaBOB, XPOHMYECKHUIT
apTput 1060f ITHOJOTMM W BHYTPUBEHHOE BBe/eHHe
HapKOTHKOB.

Kiaccideckast KIMHUYeCKast KAPTUHA: OCTPOE HAYAJIO
3aboseBanust, 60Jb, OTEK MH(DUIMPOBAHHOTO CycTaBa U
OrpaHuYeHye aMIVIMTYAbI ero ABMKeHud. Cpenu cucreM-
HBIX IIPOSABJIEHUH — JIMXOPAAKA, JEHKOIUTO3, IOBbILIEHHE
CO3. llpn aucceMuHaliy TOHOKOKKOBOH MHbeKIHH
CHMIITOMBI MeHee BbIpakeHbl. B 90% nabmiomeHuii He-
TOHOKOKKOBBIX apTPUTOB NOPAXaeTCs OAWH KPYMHBIN
CyCTaB, 4allle KOJEHHBIH, nanee (B mopsiike yObIBaHus
4acToThl) OeJpeHHbIH, NIe4eBol, JOKTEBOI, 3aISICThe,
IPYAMHO-KIIOUUYHBIM cycTaBpl. OCeBble CYCTaBbl yallle
[OPaKaIOTCA IPU HAPKOTHYEeCKOH 3aBucuMOCTH. BricTpas
JAMAarHOCTHKA ¥ a[leKBAaTHOE JIeUueHHe [T03BOJIAIOT PEAoT-
BPaTUTb Ae(opMaluio cycTaBos.

Ty6epKyne3HblH apTpUT

TyGepkyne3Hblit apTPUT — XPOHMYECKOE, TPOrPECCUpY-
Iollee MOHOAPTHKYIsIpHOe 3abosieBanne. Berpewaeres Bo
BCEX BO3PACTHBIX IPYMNaX, 0COOEHHO YacTO y B3POC/IBIX.
O6bI9HO TyOEPKYIE3HBIHA ApTPHUT Pa3BUBAETCA KaK OCJIOXK-
HEHUe OCTEOMHEJINTA WU BUCIIEPATILHOTO (YAllle JIerO4HO-
ro) TybepkyJesa (cu. 1yiaBy 8) 1moc/ie TeMaTOreHHOTO ero
pacnpocTpaHenusi. 3aboJieBatne pa3BUBAETCS MEJIEHHO,
¢ Hapacramomeil 60sb10. CHCTEMHBIE TIPOABAEHUSA MOTYT
OTCYTCTBOBaTb. MUKpOCKONUYECKH HAGIOHAIOTCS KJac-
cHYecKHe Ty6epKyIe3Hbie TPAHYIEMbI C OUATOM Ka3€03HO-
ro Hekpo3a. CHHOBHANbHAS TKaHb MOXET COPMUPOBAThH
TIAHHYC Ha CYCTaBHOM XpsIlie ¥ BBI3BATH PO3UID KOCTH.
XpoHuueckoe 3aboneBaHre TPUBOJMT K BHIPAKEHHBIM
HapymeHHAaM PyHKLUIH CycTaBOB, GUOPOZHOMY AaHKUJIO3Y
u obnutepanuu cycraBHOU mosoctu. OGBIMHO MOpaka-
I0TCS KPYTIHBIE CYCTaBBl KOHEYHOCTeH, yaie GeApeHHbIE,
KOJICHHBIE U TOJIEHOCTOITHBIE.

ApTpHUT Nnpun 60ne3Hu Jlarima

Aptput npu 6onesnu JlaiiMa (cu. raBy 8) obyciossien
undexuueii B. burgdorferi, koTopast lepesaeTcs npu yKyce
xnema Ixodes ricinus. IlepBuyHoe posiBeHne — IOpaxe-
HHUE KOXH, K KOTOPOMY B TeUeHue HECKOJIbKUX AHEH I
HeleNb PUCOEANHSETCS TTIOPakeHHe IPYTUX OPTaHOB, B
NIepBYIO OUepeb CYCTABOR,

Y 60-80% namuentos ¢ 6ose3ubio Jlaitma, He moTydas-
KX JIeYeHNe, MOPaKeHUs CYCTaBOB NPOUCXOAAT B CPOK
OT HECKOJIbKUX Helesb 10 2 JIET OT Havasna 3ab0/eBaHud.
ApTpUT — TpoOsiBjeHue Mo3jHeld cTafun 3ab0JeBaHUL.
Knunnyecku aprput npu 6omesuu Jlaiima peunauBupy-
IOUWH ¥ MUTpupylomuil. IlopaxaoTes kpynHble CycTaBbl
(B mopsiike yOBIBaHUSI 4aCTOTBI): KOJEHHBIE, IICYEBbIE,
JIOKTEBBIC CYCTaBbl H JIOLBUKKU. B meprmoa obocrpenus
OOBIYHO TMOSIBISIETCA CUMIITOMATHKA B 00JACTH OXHOTO
WJIK JBYX CyCTaBOB, KOTOpas IJUTCS HECKOJBKO Helelb
um mecaues. Ha done unbekunu passuBaercss xpo-
HUYECKUH TIANMUJISIPHBIA CUHOBUT C THUIIEPILIA3UEN CHU-
HOBUOLIUTOB, OTJIOXeHHeM (GUOPHHA, MOHOHYKIEapHON
unduasTpaiyeit (ocobenno T-kierkamu CD4+) u dop-
MUPOBaHUEM «JIYyKOBUYHOTO» CKJIePO3a CTEHOK apTepHuil.
Mopdonornyeckyie U3MeHEHUST NMPU TAKEJIOM APTPUTE
OYEHb CXOXM C TaKOBBIMH IIPH DEBMATOMIHOM apTPHTE.
MeTogoM ummnpersariuy cepebpoM B 25% ciydaes BOIU3N
KPOBEHOCHBIX COCYAOB BBISIBJSIOTCS MUKDPOOPTaHHU3MBL
XpoHUYecKuil apTPUT, PE3UCTEHTHHIM K aHTHOHOTHKAM,
nabmonaercst B 10% ciyyaeB 1 06ycIOBIeH ayTOUMMYH-
HbIMM HapyuleHUsMH. Cunraercsi, 4to Mojekyasl HLA-
DR cBA3BIBAIOTCS € 3MUTOMOM IOBEPXHOCTHOTO OesKa
B. burgdorferi, uto uauuuupyet T-KJIeTOYHBINA OTBeT Ha
5TOT anuToll. T-KAETKU MOTYT NePeKPECTHO pearnpoBarth
C HeU3BeCTHBIMU aHTUreHamMu, DopMUPYETCa CHHOBHAD-
HbIA IAHHYC, KOTOPBIIi IPOBOLUPYET MIOCTETIEHHOE Pa3py-
IeHKe XPAIla U CTOHKYI0 fedopManuio cycrasa [51].

BupycHbi® apTpuT

ApPTpUT MOXeT Pa3BUTHCS Ha (POHE BUPYCHBIX 3aboJie-
BaHMIi, B YaCTHOCTH BBLI3BAaHHBIX aabha-BUPYCOM, Iap-
Basupycom B19, Bupycom kpacuyxu, EBV, Bupycamu
renatutoB B n C. KinHuueckne nposiBieHus: BUPYCHBIX



apTPUTOB Pa3HOOOPA3HBI M BapbHPYIOT OT OCTPBHIX 10O
HomocTphiX. Tloka He SICHO, ABJSAIOTCA JU CyCTaBHBIE
CUMIITOMbI CJIEACTBHEM HETIOCPEACTBCHHOTO MTOPaXKeHUsT
CYCTaBOB, KaK, HallpuMep, MPH KPacHyxe U HEKOTOPBIX
anbda-BUPYCHbIX WHOEKIUAX, WIH [POSBJIEHUEM CHU-
CTEMHON ayTOMMMYHHOH DeakuuH, Kak, Hampumep, I1pU
Apyrux (HopMax PEaKTHBHBIX WM MOCTHH(EKIHOHHBIX
aptpuros [52]. Y BUY-unduuppoBansx Hab/01a€TCS
IIMPOKUH CTIEKTP PEBMATUUECKHX COCTOSIHUH, B T.4. Peak-
TUBHBIII apTPUT, TICOPUATHIECKUH apTPHT, CENTHYECKUH
aptpuT. BepositHo, natorenes BMY-accouuupoBanHbBIX
(dopM apTputa sIBJISETCS ayToUMMyHHBIM. [Ipumenenne
HOBBIX METOJIOB JIedeHUS PETPOBUPYCHOH HHMEKIUH 10~
3BOJISIET YMEHbUIUTD IPOSBJICHNA aPTPUTA.

APTPUTbI, ObYC/TOBJIEHHDbIE ~
OTNOXEHUEM KPUCTANTOB CONIEU

OTnoXeHne KPUCTAJJIOB COJIEH B MOJIOCTH CYCTaBOB ac-
COLUUPYETCS C MIMPOKKUM CIIEKTPOM OCTPBIX U XPOHUYE-
ckux 3abosnesanuil. Cpeny SHIOTEHHBIX KPUCTA/LIOB BbI-
nensioT ypatbl us MoHodocdara HaTpusi, mupodocdara
KaJbiusl, ruApoKcranatuta. K aK30TeHHBIM KPUCTAJLIAM,
c1oco6HBIM BbI3BaTh 3ab0jIeBaHUsI CYCTaBOB, OTHOCAT
KPHMCTAJJTBI CTOKHBIX 3()UPOB KOPTUKOCTEPOULOB, Talb-
Ka, TOMMATIIICHA, MeTHIMeTaKpuiaTta 1 61oMaTepHaIoB.
K coxaneHHI0, HEKOTOPbIE [IPOU3BOANTENN IIPOTE30B IO~
MHMO CHJIMKOHA MCIIOAb3YIOT [TOJUSTUIEH 1 MeTUIIMETa-
KpUIaT. B mpollecce naHammMBaHus mpoTesa 06pa3yoTcs
KPUCTAJLIbI, KOTOPble MOTYT BBI3BAaTh JIOKAJIbHBIM apTPUT
Y HECOCTOSTENbHOCTh NPOTE3a. JHAOIeHHbIE U 9K30TEH-
Hble KPUCTAIBl AKTHBUPYIOT IMTOKMHOBBIN KACKal, YTO
JIE)KUT B OCHOBe TaToreHesa 3abosepanusi. O6cynuM nBa
HanboJiee BAXKHBIX BAPHAHTA STOTO BU/A apTPOIATHH: I10-
JIaTpy, BbI3BAaHHYI0 HAKOILIEHWEM YDaToOB, U MCEBAOTO/A-
TPy, BHI3BBAHHYIO OTJIOXKEHHeM Nupodocgara KaabUusl.

Moparpa M noaarpu4yecKui apTpur

Uei0BeK — eMHCTBEHHOE MIIEKOIUTalollee, CTpagailee
OT CIIOHTAHHO Pa3BUBAIIENCS TUNepyPUKEMUH, KOTOPas
o6ycopena neduimtom GepMenTa ypuKasel, obecredn-
Balollel Aerpajaluio MOYeBOH KHUCJIOTHI y MJIEKONUTA-
fouux. JlepUIMT ypUKashl B COUETAHUH C BBICOKOH CKOPO-
cThI0 peabcopOuuy MOYeBON KMCIOTBHI NMpPeapacroiaraet
K Pa3BUTHIO THIIEDYPUKEMUM M TIONArPhl, ABJISIOIIENCS
TePMUHAIBHOI CTafiuell TMIepyPUKEMUH,

Iojarpa XapakTepu3yeTcsl NOBTOPAIOIMMUCA IpU-
CTymaM¥ 0CMpPoz0 n00AzpUYECKOZ0 apmpuma B pe3yJibTaTe
KPHUCTa//IM3aLMK YPaTOB BHYTPYU WM OKOJIO CyCTaBoB. B
KOHILE KOHIIOB Pa3BHBaETCs XPOHUYECKUT no0azpuueckuil
apmpum u hopMupyorcs mogycwt. Tobycnl pencTans-
10T co60l KpPyIIHble arperatbl KDUCTAJIOB YPaTOB, OKPY-
JKEHHble BOCIAJUTEIbHbIMU dJeMeHTaMH (CM. fanee). Y
GOJIBIIMHCTBA NAIMEHTOR ¢ XPOHHYECKOH 110/1arpol pas-
BUBaeTCca ypemuueckas Hedponatus. I[unepypukemusi
(ypoBeHb ypatoB B 1asme bostee 6,8 Mr/am) ABAAETCA He-
0OXOLMMBIM, HO HE JJOCTATOYHBIM YCJIOBHEM JJIS PA3BUTHS
nogarpel. Bosee 10% HacejieHHsi 3aagnoro MOJIyLIapUst
KMeIOT MOBLIIIEHHBIN ypOBEHb YPAaTOB B ILIa3Me, OAHAKO
cTpajaoT nogarpoi Jnub Meree 0,5% ns Hux. [lomarpa
MOKeT ObITh HePBUYHON (B GOJIBUIMHCTBE CIy4aeB UIAKO-
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[maThyeckasl) ¥ BTOPUYHON (TUIEPyPHKeMHUs SIBJISIETCH
IIOCJIEACTBHEM yCTaHOBJIEHHOTO 3aboJieBaHusA, a CHUM-
[ITOMBI TIOATPbI HE JOMUHUDYIOT B OOIIEH KIMHUYECKON
kaprute) (tabu. 26.7). Poab runepypuKeMuu B pa3BUTHH
THIIEPTOHUYECKOH (0J1e3HH, XPOHUYECKOH TIOYeYHOH He-
JIOCTATOYHOCTH, CEPeYHO-COCY AUCTBIX 3ab0eBatmii, me-
TabOJIUYECKOrO CHHAPOMA U PE3UCTCHTHOCTU K MHCYJINHY
OCTAeTCs B LIeHTpe BHUMAHMSI HCCleJoBaTeIen.

Iarorene3. MoueBasi KUCJAOTa — KOHEUHbIH TPOAYKT
MeTa6o.n3va mypuHoB. ITnnepypukemust B 10% sabmone-
HMI pa3BUBAETCS B Pe3yJbTaTe TUNEPIPOAYKIMN yPaTOB
13-3a TIOBbIIeHUA MeTaboIM3Ma KJIeTKU (HallpuMep, nIpy
3JIOKQUeCTBEHHbIX OIYXOJISIX, [ICOPHa3e, Paclajue OILyXo-
Jieft IpY XMMUOTEPAIINH ) U CHUKEHHS NX OKCKPELUH.

YpoBeHb MOYEBOM KHCJIOTHI B IJIa3Me DETYIHPYETCS B
IOYKAX, TAe IIPOHCXOAAT MPOLECCH KIyOOuKoBOH Guib-
Tpauuy, peabcopbIMy, CeKpelud M TOCTCeKPETOPHON
peaGeopbuun. TIpumepno 90% ModeBofi KucaoTh pead-
copbupyeTcs, BaxHyl0 poib B aToM urpaer ren URATT
(tpascnoptepa yparos tuna 1). Chnkenne dbuasrpaniy 1
SKCKPELMH MOYEBOIl KHCJIOTHI JIEXUT B OCHOBE OOMbLIMH-
cTBa HabogeHuit nmepBuYHON moparpbl. CUHTE3 IypH-
HOB TIPOMCXO/MT TOCPEACTBOM ABYX CUIHATbHbIX ILyTeil:
(1) mytm mMetabonu3Ma de novo, KOTaa MyPUHbI CHHTE3H-
PYIOTCS M3 HEIypDUHOBBIX IIPEeNUIeCTBEHHMKOB; (2) ma-
TOJIOTHYECKOTO Iy TH META60/IN3Ma HYKIEHHOBbIX KUCJIOT
(puc. 26.46). B peryisiiiuit BTOpOro yTH y4acTBYyeT (ep-
MEHT TUIOKCAHTUH-TyaHuH-bochoprbosnnTpanchepasa
(HGPRT). [debuuur storo GepMeHTa MpuBOIUT K MO~
BHIIIEHIMIO CHHTE3a TyPUHOBBIX HYKJIEOTHIOB de novo u,
COOTBETCTBEHHO, YBEJIMYEHUIO KOHIEHTPAlMM MOYEBOU
kucaotol [lomnoe otcytctsue HGPRT accouupyercsi co
cuennennvim ¢ X-xpomocomoti cunopomom Jlew—Hatixena
U XapaKTepusyeTcs rHIepypHKeMHuel, TsuKeJabM HeBPO-
JIOTU4ecKUM AedUInuTOM, HapyIIeHUeM YMCTBEHHOTO pa3-
BHUTHS U NOJarpUYECKUM apTPUTOM. MeHee BbIDasKeHHbIN
aepuiut HGPRT MoxeT BhI3BaTh TMIIEDYPHKEMHIO, HO-
JlarpMYECKUI apTPUT M He3HauWTeJIbHbIH HeBpOJIOrnye-
ckuit gepunut. Jeuuut u nonuoe orcyrcTsre HGPRT
JOCTATOYHO PEIKU.

TABMMUA 26.7 Knaccudhukaums noaarpss

Tepsu4kan noparpa (90%)
TUnepnpoayKuNs MOYEBOA KHCIOT
fueta
HeBbiABNeHHbIe hepmenTaTUBHbIE Hapylwenna (80-90%)
BblfBREHHbIE (PEPMEHTATHBHbIE HAPYLUEHHUS, HANPUMEP YACTUHHbIN
peduumut HGPRT (peaxo)
CHIKEHNE 3KCKDELMY MOYEBOH KMCNOTbI NPU HOPMANbHOM ee CUHTe3e

Bropu4Han nogarpa (10%)
TNepnpoayKLMs MOYEBOM KUCMOTHI NP HAPYLLIBRHOW e SKCKpeuui
VBenudeHne Metabonnama AfiepHbIX aMUHOKUCIOT {Hanpumep,
MPU NEAKEMUIX U APYTUX arpECCUBHBIX OMYXONAX)
BpoxeHHble HapyLIEHUs MeTabonnama (HanpuMep, NONHOe OTCYTCTBUE
HGPRT)
CHVKEHME IKCKPEUMM MOYEBON KUCNOThI NPYU HOPMArbHOM ee CUHTe3e
XpOoHU4ECKas 6OMEe3Hb MoveK

HGPRT — runoKcaHTUH-ryaHus-(ocdopubosuntpaHcdepasa.
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HyKnenHoBbIE KUCNOTbI

PWUC. 26.46 Metabonuam nypuHos. 06pasoBaxne nypuHOBLIX HYyKneoTuaos u3 cocchopubosunnupocbocdata (PRPP) npu nyTv metabonusma de novo
Katanuaupyetca amupo-PRT, npu natonoruyeckom nytu metabonuama — ageHosuH-pocchopubosuntpanctepason (APRT) W runoKCaHTUH-TyaHWH-(oC-

thbopuboauntpaHcdepasoit (HGPRT). PRT — docdopubosuntpaHcdepasa.

Kak yxaswBasioch paHee, TUIEepypuUKeMus He 00s3a-
TeJbHO NMPUBOJIUT K Pa3BUTHIO moaarpsl. Iepexony Gec-
CHMIITOMHOW THITEDYPHKEMHHU B MOAATPY CIOCOOCTBYIOT
MHoTHe (aKTOPBL, CPENU KOTOPBIX:

O go3pacm nayuenma U OAUMEIbHOCIb 2UnepypuKe-
muu. Ilogarpa pefiko pasBUBAETCs, €CJIU THIEPYPH-
kemusd aautcst MeHee 20—30 seT;

eenemuueckas npedpacnonoicennocmy. [TIOMUMO 11071~
noro orcyTctBuss HGPRT nopnarpa acconuupyercst
CO MHOTUMM HACJEICTBEHHBIMU H3MEHEHHSIMH U
nepesaeTcs U3 MOKOJIEHUS B IIOKOJIEHHE;

MANCENAS. ANAKOZ0NbHASL 3A6UCUMOCTIL, YBEJIUYUBA-
OIS PUCK NIPUCTYTIOB OJArPHI;

0dKCUpeHUe, KOTOpOe TIOBBINIAET PUCK Pa3BUTHUs Oec-
CHMITTOMHOU NOAArpsI;

HEKOTODBIE JeKApcmeeHtble cpedcmea (HampuMep,
THa3U/bl), CHIXXAIONINE DKCKPEIHIO YPATORB, YTO I10-
BBIIIIAET BEPOSATHOCTD PA3BUTHS ITOJArPbI;
ompasnenue ceunyom («CBUHIIOBas» nogarpa) (cm.
iaBy 9).

L)

LlenTpanbHBIM 3BEHOM HATOTeHe3a MOJATPhI SBJSAETCA
OTJIOXKEHHE B [IOJIOCTH CYyCTaBa KPUCTAJIIOB MOHOHATPHE-
BBIX ypaToB (puc. 26.47). PacTBOpMMOCTb MOHOHATPUEBBIX
YPaTOB B CyCTaBHOU KUAKOCTU 3aBUCHUT OT TEMIIEPATYPHI
(mpu 6osiee HU3KOI TeMIEpaType PACTBOPUMOCTb MOHO-
HATPHUEBBIX yPaTOB HUXKe ) U KOHIIEHTPAIIHKA HOHOB U MOYe-
BOI KHCJIOTBI BHYTPU cOCYAOB. Kpucraimusauus 3aBUCUT
OT HaJIH4Ms sIAPo0OPA3YIOIINX AreHTOB, HAPUMED Pac-
TBOPDHMMBIX BOJIOKOH KOJLIareHa, XOHIPOUTHHA cyJb(haTa,
NPOTEOTIMKAHOB, (DPArMeHTOB XPsIIIa U JPYTUX BEIIECTB.
ITockonbky cycTaBHAs XKUAKOCTD XYKE PACTBOPSIET MOYE-
BYIO KUCJIOTY, 4eM ILJIa3Ma, yPOBEHb yPaTOB B CYCTaBHOM
KHUAKOCTY [IOBBIIIAETCS OBICTPEE, YeM B MIa3Me, 0COOEHHO

B TepucepuIecKux cycTaBax (JIOAbDKEK M MAJbLEB), TAE
Temmepatypa obbiuHo = 20°C. Ha ¢oHe anuTenbHON TH-
NepypUKeMUH B CHHOBUM U CYCTABHOM Xpsile GopMUPY-
I0TCA KPUCTAJJIBI ypaToB M MUKpoTtodycel. B pesynsraTte
HEeHU3BECTHBIX IPUYMH, BO3MOXXHO TPAaBMbl, KDHUCTAJLIbI
HOIa[al0T B CUHOBHMATBHYIO JKUIKOCTh M 3aIlyCKAeTCst
KacKaJl OCTPOH BOCHANUTENbHOH peakiuu, obyC/IoBIu-
Ballell KIMHUKY MOAArPUYecKOro aprtpura. Makpodaru
(haroUTHPYIOT KPUCTAILIBI MOHOHATPUEBBIX YPATOB U IO-
CPEACTBOM HEYCTAHOBJEHHOTO MEXAaHHU3Ma aKTHBUDPYIOT
undaomacomy NALP3 — MyAbTUNIPOTEMHOBBIH KOM-
IIJIEKC, BKJIIOYAIOIKi IpoTeady kacnassl 1. Kacnaza 1 ak-
THBHPYET PsiI IUTOKHHOB, HanboIee 3HAYMMBIE M3 HUX —
IL-1B u IL-18. TL-1B uHAynupyeT SKCIPECCUI0 MOJEKYJT
ajAresuu U cuHte3d HeHTpouibHbIX XeMokuHoB CXCLS.
Heifitpodumbl B cuHOBUM BEICBOOOKAAIOT CBOOOIHEIE pa-
JIUKaJbl, JIeHKOTpUeHbl (JeiikoTpueH By) u sm3ocoMHbIe
epmentel. Tax uzeT pasBUTHE OCTPOTO IOAATPUYECKOTO
apTpuTa (cM. puc. 26.47), CHMITOMBI KOTOPOTO MCYE3aI0T
yepes HeCKOJIbKO AHel niau Henenb [53].
IToBTOpSstIONITECS MPUCTYIIBI OCTPOTO MOAATPUUECKOTO
apTpuTa IPUBOAAT K XPOHMU3ALUUU TIpoIecca U (GopMHUpO-
BaHUIO TOYCOB B BOCHATIEHHON CHHOBUY U OKPY>KAIOTIeH
CYCTaB TKaHH WU TAe-16o ente. Yepes HEKOTOpPoOE Bpe-
MS TIOpaKaeTCsl XPSALl U HapyiaeTcss GyHKIUsS CyCTaBa.
HeussecTHo, noueMy XpOHMYECKUI TOJarpu4ecKuil ap-
TPUT HEKOTOPOe BpeMsi GeCCHMIITOMEH, XOTsS B MOJIOCTH
CyCTaBa BBISIBSIIOTCS] KPUCTAJLTB MOYEBOH KHCJIOTHI.

Mopdronorua. Mopdonormueckue MMeHeHUs npu no-
parpe: (1) ocTpbit nogarpuueckmnin aptput; (2) XpoHuue-
CKMI TOPyCHBIM apTpuT; (3) TobyChl APYrMX NoOKanusauuim;
(4) noparpuueckasn Hedpponatusa (MHoraa).

Ocmpoll nodazpuveckuli apmpum Xapakrepusyercs
HEMTPOMUNBHBIM MHMDUNBTPATOM B CMHOBMU M CUHOBU-
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unepypukemua

OcaxpeHue Kpuctannos
MOHOHATPUEBbIX YPaTOB B CYCTaBE

AKTUBALMA CUCTEMBI KOMMNEMEHTA

1 KUHVHOBOW CUCTEMBI

| XemoTakcue HedTpocinna

| S = =

DarouTo3 KpUCTannos \
HenTpounamm

BbicBo6OX aeHMe
KpucTannos

~—4,

Jlnsuc Hedtpodunos

BbicBo60XOEHHE ———————p

NU30COMHBIX hepMEHTOR Cég

BoicBo6oXpenue LTB,,
NpPOCTarnaxuHoB,
CBOGOAHBIX paguKanos

Maroluma
Makpodaramin

BuicBo6oxpenue IL-1[3,
APYTHX LUUTOKUHOB

Xpsw

CuHoBHS —

BobicBofoXaeHHe
nporeas

MoppesaeHme

TKAHEN W BOCNANEHIE

PHC. 26.47 NatoreHes 0CTPOro Nojarpu4eckoro apTputa. IL — nHTtepneiikud; LTB, — neikotpuen By,

anbHOM XMAKOCTU. B uutonnasme HenMTPOMMUNOB 4acTo
NPUCYTCTBYIOT KPUCTanibl MOHOHATPUEeBbIX ypaToB, KO-
Topble (OPMUPYIOT B CUMHOBUKM HebonbluMe KnacTephi.
Kpucrannsl meioT popmy Uri U oTpuuatenbHoe ABOMHOe
nyuenpenoMneHne. CMHOBMA OTeUHA U COAEPXXMUT arpera-
Tbl NUMPOLMTOR, NAA3MATUUECKMUX KNeTOK M Makpodaros.
MpucTyn OCTPOro noaarpuyeckoro apTpura 3aeepluiaercs,
KOraa paspylwaloTca Bce KpUCTannbl.

XpoHuveckuld modgycHolli apmpum pa3BUBaeTCa Ha
hoHe aTak OCTPOro NOJArpMUeCcKoro apTpura ¢ NOBTOPHON
npeunnurayuen Kpucranios ypatoB. Ypatbi MOryT CUNb-
HO W3MEHUTb CYCTABHYIO MOBEPXHOCTb M CPOPMUPOBATHL
B CMHOBMU Aeno3utbl (puc. 26.48). CUHOBUA CTAaHOBMTCH
rMnepnnasnMpoBarHHon, hbpo3MPOBAHHON U YTONLWEHHOWM
M3-3a BOCMANUTENbHOFO WHGUALTpaTa, MOXeT chopMU-
pOBaTbCSH MAHHYC, paspywalowmnin xpaw U koctb. Mpu 19-
XXeNnom TeueHUH 3abonesaHus HabnwaawTCa HUOBPO3HLIN
aHKMNO3 KOCTU, YaCTUYHAS MM NONHAaA yTparta yHKUnK
cycrasa.

Toghyc — NaTOrHOMOHUYHBIM NPU3HaK noaarpbl. Togyckl
06pa3yloTcs B MeCTaxX KPYMNHbIX OTAOXEeHUHA KpUCTannos
MOUYEBOWM KMCNOTbI, OKPYXKEHHbIX BOCMANNTENbHBIM BafioM
K3 MakpoaroB, NMMGOUMNTOB U TMFAHTCKMX KJIETOK UHO-
POAHbBIX Tes, KOTOPble MOTYT 6bITb MONHOCTBIO MM YACTUUHO
3an0J/IHERbl KpUCTannamm MoueBon kucnotbl (puc. 26.49).
Todycbl MOryr chopmMMpoBaTbCH B CYCTaBHbIX XpAllax v
B NpUAeralwmnx CBAR3Kax, CYXOXWUIUSX, MATKUX TKaHSAX,

PWC. 26.48 Npenapat 60nbWworo nanbua npu nogarpe. Todyc 6enoro ysera
C NOPaXEHNEM CYCTABa M MATKWUX TKaHed.

BKAIOYAs CyMKY KONEHHOro CyCTaBa, CyCTaBHOM OTPOCTOK
NIOKTEBOM KOCTU M axUiN0BO CyXOXWNKeE, a TakxXe B MOY-
Kax yien. Pexxe Todycbl hOpMUPYIOTCS B NMOYKax, Xxpauiax
HoCa, KOXe Nanbues, nagoHen M cton. [oBEepPXHOCTHbIe
TOhYChbl MOTYT U3bA3BAATHLCA.



