Ionarpa - xpoHHYeckoe 3a00JieBaHUE, CBA3AHHOE C HapyIIEHHEM MOYEKUCIIOro (IIypHHOBOTO) OOMEHA, MOBBIIICHUEM
COZIEpKaHUsL B KPOBU MOYEBOH KMCIIOTBI M OTIOKEHUEM B TKAHSAX OpraHW3Ma KPUCTALUIOB €€ HATPUEBOW coim (ypara
HATpHs), YTO KIMHWYECKH IPOSBIIETCS PElMIUBUPYIOIIUM OCTPBIM apTPUTOM M OOpPa30BAHMEM IOZATPHYCCKHX Y3ETIKOB
(M.IL Acranenko, 1989). 3aboneBaHne OTHOCHTCSA K TPYIIIIE MUKPOKPHUCTAIIMYECKUX apTPUTOB.

B KpacrosipckoM kpae 3Ta mpobiaeMa u3ydeHa HeIOCTaTOYHO. PaboT mo M3ydeHHIo pacIpOCTPaHEHHOCTH IOAAarpsl B
Kpae He IMpoBOWIOCh. COITaCHO HAIIUM HCCICOBAHMAM, B IOCICTHUE TOJbI B Kpae OTMEYAEeTCs POCT PacHpOCTPaHEH-
HOCTH MOJIarpsl eIy HAaCENICHNs, YBEeIMIEHHE YHCIa 3a00JIeBIINX B OoJee MOIOAOM Bo3pacTe (zaxe 25-30-1eTHuX), 4To
65110 peaxocTsio 5-10 ner Hazan. ITo nqanHBIM KpaeBoro peBmaronorudeckoro nentpa (KPLY) u I'Kb Nel (r. KpacHospek) B
nocnensue 6 net (1996-2001) exxerogHo ¢ moaarpoit edarcs 4.-5% oT Bcex O0IBHBIX ¢ 3a00JIeBaHISAMHU CycTaBOB. CTpYKTypa
cycTaBHOM maronorud, o nanHbM KPL, 3a 2001 ron npencraBieHa Ha guarpamme 1.

N3 163 GonpHBIX ogarpoit B Bo3pacte ot 20 1o 70 ser 6pu10 126 myxunH (76,6%), xenimH - 37 (23,4%). B nactosee
Bpems HaOMMIoJaeTcsl «OMOJIOKEHHe» nojiarpsl. Tak, mpeobanaromiee OOIBIIMHCTBO OOIBHBIX MYKYHH OBLIO B Bo3pacTe oT 40
110 59 ner, x0T B 32,7% ciydaeB oHa Habmoa1ack B 0osiee MOJI0I0M Bo3pacte. boabIMHCTBO GOMBHBIX
cpeau *KeHIUH ObLI0 B Bo3pacte 40-49 net, B 60s1ee MOI0OI0M BO3pacTe noaarpa Hadbmonanack B 14,7% ciaydaes.

B KpacHospckoM Kpae HauaTO U3y4eHUE PACIPOCTPAHEHHOCTH IOJArpbl B COOTBETCTBUU C LEIEBOW IIPOrpamMMOi
Wuctutyra pesmaronorun PAMH, mocraBuBimIel cBoed 3afgadell M3ydMTh COLUATBHBIE M 3KOHOMMUYECKHE MOCIEICTBUSL
peBMaTHUECKUX 3a00JIeBaHMI, UMEIOIINX CErOHS BXKHOE 3HAUCHHE.

INomarpa oTHOCHTCA K 4MCITy 3a00N€BaHUI C HACIEICTBEHHON MPEAPACION0KEHHOCThI0. JIOCTHKEHHUsT MOCTIeIHHX JIET
MO3BOJIIUIM OOOCHOBATh BAKHYIO POJIb TEHETUYECKUX (DaKTOPOB MpH moparpe. Jloka3aHo, YTO TEeHETUYECKH 00 yCIOBICHHBIH
nedexT B cucteMe epMEHTOB, MPHUHUMAIOIIUX YIacTHE B MOYEKUCIIOM OOMEHe, BEJIET K Pa3BUTHIO METaOOIMYECcKOro THIa
TUTIEPYPUKEMHH U IEPBUYHON MTOAArPhI. Y CTAHOBJICHO, YTO I0Jarpa 4acTo BCTpedaeTcs y OJIM3KHX POICTBEHHUKOB B OJHUX U
TeX K€ CEMbSX, YaCTO B HECKOJBKUX IMOKOACHMAX. Tak, B Snommu [9] omucaHo 6 ITOKOJEHHM SIIOHCKOH CEMbH C
HOlarpHYECKUM apTPUTOM U Iporpeccupyromieii Hedponaruei.

JL.U. Anekceea c coaBT. [1] mpu oOcnenoBanun 94 npodanI0B ¢ moaarpoit U 154 ux poACTBEHHUKOB MEPBON CTEIEHH
POJICTBA TaKKe BBIIBUIIH OOJBIIYIO YaCTOTY 3a00JIEBAHMS CPEM POACTBEHHUKOB B 00€MX BBIOOpKaxX. TO CBUAETEILCTBYET O
3HAYEHUH TeHeTUYECKUX (haKTOPOB U MPEIPaCIONOAKEHHOCTH K 3TOMY 3a001eBaHKI0. MBI Tak)ke HAOJFOJaIi TPH CEMBH, TTIe
B OJIHOM CTpamaiM OTell U J[Ba €T0 CBIHA, B IPYTOH - Jie U [1Ba €ro BHyKa. B Tperseil cembe MbI HaOMOqAMN MOKATPy y ABYX
OpaTbeB-OJIM3HELIOB.

B moareeprknenne ponu reHeTHYecknx (akTopoB Tarke MOXHO npuBectd Habmomenust Nicklas J. et al. [8], koTopbie
MIOKa3aJIy, YTO TeH, OTBETCTBEHHBIN 3a TMIIOKCAHTUH-TyaHHH-(pochopubosunTpancdepa’y HaXOUTCA Ha JUIMHHOM PyKaBe
X-xpomocoMsl. [ umepypuxemus HacaenxyeTcst Io ayTOCOMHO-JOMHHAHTHOMY THITY.

JlebekTHble pernaparoHHBIe MEXaHM3MbI BBI3BIBAIOTCS MYTAIWel B OMNpENeleHHBIX reHax. IIpy HaclmencTBeHHO 00Y-
CIIOBJICHHOM TTOJIarpe peKo BCTpedaeTcst ypoIuTHa3Has popMa HepOImaTuu, Jarie BbISABISETCS OCTPBIN TIIOMEpYIOHEPPHT C
M3MEHECHISAMHE B KaHAIbLaX, CTpoMe U cocymax. OcoOEHHOCTBIO JaHHON (POPMBI SBISETCS TO, YTO OHA OOBIYHO HE CBA3AHA C
I10JI0M U MPOSIBIISIETCS B MOJIOZIOM Bo3pacte [7].

IlepBnyHasi runepypuKeMHusi XapakTepU3yeTCss TEHETHYeCKH OOYCIOBICHHBIME JeeKTaMH B DH3UMAX,
yJacTBYIOIIUX B MeTabomu3Me MypuHOB. CIocoOCTBYOIMME (haKTOpaMH SIBISIOTCS TaKUe, KaKk YIOTPeOIeHHE B ITHUILY
MPOIYKTOB, COIEPIKAIIIX OOMIBIIOE KOMMIECTBO ITyPUHOB, TEM 00JIee €ClI OHU COUETAIOTCA C YIOTPEOIeHHEM ATKOTOIbHBIX
HAIMUTKOB (OCOOCHHO IMBA M CYyXUX BUHOTPAAHBIX BHH). J[pyroif BaKHBI MEXaHU3M IEPBUYHOM I'MIEPYPUKEMHU - Ha-
pYIIEHUE 3KCKPEUH MOYEBON KHCIOTHI MOUKAMH.

BonbIIMHCTBO aBTOPOB B TEUEHUH MOAATPHI BRIACISIIOT OCTPBIi apTpUT U €€ XPOHMUEeCKyIo dopmy [4, 6] 1 yka3bIBalOT Ha
CIeyIoIMKe CTaIHH IOAATPhIL:

1. BeccummToMHas THUNepypuKeMus (IOBBIIICHHE COHEPMKAHMS MOUEBOM KHCIOTHI 0e3 KakuX JIHOO KIMHUYECKHX
IIPOSIBJICHUIA);

2. Octpslil Hogarpu4ecKuii puCTyII;

3. MexXIpHCTyIHBII IEPUOT;

4. Xponmueckas ToycHas moaarpa.

Kak nokasanm Hamy HaOJIOACHUS W PETPOCIEKTUBHOE U3ydeHHEe MaTepuania, A HoJarpbl XapakTepHo Oojee dactoe
MOpaKEHUE CYCTAaBOB HIDKHUX KOHEUHOCTEH, pexe BepXHUX. EClIi UX pacmoIoKUTh 0 YaCTOTE BOBIEUEHHUS B IIPOLECC, TO B
MOJIOBHHE CIIydaeB B J1€00Te HAOMIOAAIOCH MOPAKEHHE MIEPBOr0 ILTIOCHE(ATaHTOBOTO CYCTaBa, 3aTeM CYCTABOB ILIIOCHEL,
IISITOYHON KOCTHU, TOJICHOCTOIHBIX CYCTaBOB, KHCTH, JTy4e3aIICTHBIX M JOKTEBBIX. THIMYHBIA MPUCTYI OCTPOTO apTpHTa
Habmonancst Hamu B 77,1%, HO naneko He B Hadane 3aboneBanusl. B nebroTe MoxeT HaOMIOAAThCsl BOBIEUEHHE B MPOLIECC
MENKIX CyCTaBOB KHCTEH pYK, JTy4e3alsiCTHBIX CYCTaBOB, PEXKE KOJEHHBIX U TOJICHOCTONIHBIX, MHOIJ]A M CYCTaBOB
MO3BOHOYHUKA. JTO MOXET MMUTHPOBATh Takue OOJe3HM, KaK PEeBMATOMAHBIN apTpuT, Oose3Hb Peifrepa, ocreoapTpos,
OCTEOXOHJPO3 M BECTU K OMMOKAaM B JHArHOCTHKE. PaHHee pacro3HaBaHHE IOAarpbl, CBOCBPEMEHHOE HA3HAUCHUE
CrIeu(pUIecKoro Je4eH s MO3BOIAIOT MONTYIaTh HOIOKUTEIbHBIC PE3YIbTaThl U COXPAHITh 3[0POBbE U TPYIOCIOCOOHOCT
CTPaJIAfOIIMX MOAArPOi Ha JUIMTEIIBHOE BPEMsI.



XpoHuueckas Iojarpa XapakTepu3yercsi HEIONIHOM JMKBUALUMEH CUMITOMOB B IOP&KEHHBIX cycTaBax. IIpu 3rToil
¢dopme mpoucxoauT obpasoBanue To(ycoB U NOpaXxKeHHe BHYTPEHHUX OpPraHoB. B mepBble 2 rofa 3a0oneBaHus TODYCHI
obpasyrotes peaxo. K MmoMeHTy mosiBineHus ToycoB B CycTaBax MOTYT OBITh JECTPYKTUBHBIEC NIPU3HAKH, AedopMarus,
TYTOHNOJBIDKHOCTE. B mocnmenyromme rofgsl 5TH NpOsIBICHMS ycunmuBaroTcs. lIpuctymer Gomelf cTaHOBATCS Oolnee
MPOJODKUTENBHBIMIL. MI3MEeHeHHs B CycTaBax HapacTaroT IO Mepe MPOrpecCHPOBaHMS 3a00IeBaHNUs, TOBIDKHOCTh B HAX
pe3ko orpaHmuuBaeTcs. [Ipy 9acThIX M TXKENbIX MOAATPUYECKUX MPUCTYHAaX BCIEACTBHE MOPAKEHHS MHOTUX CYCTaBOB
BO3MO>KHO OIPAHHYEHUE CIIOCOOHOCTH OONBHBIX K CAMOOOCITY)KUBAHHUIO.

Todychl mpeAcTaBIsIOT cOO0H MIOTHBIE OOpa3oBaHMS IMOJ KOXKEH, BO3BBIIIAIONIINECS HAJ MOBEPXHOCTBbIO, B HHUX
MPOUCXOJUT 3HAYUTETBHOE CKOIUICHHE KPUCTA/UIOB ypaToB. OHM MOTYT MMETh Pa3INIHYIO JIOKATH3AIHIO: B TKAHAX CYCTaBOB
(Xpsie, CMHOBHANBbHONH MeMOpaHe, amudu3ax KOCTEH, Kalcysie), B OKOJOCYCTABHBIX TKAHIX (CYXOXWJIMSX, CBSA3Kax), B
00J1aCTH JTIOKTEBOI CyMKH, B TIOUKax (puc. 2, 3).

Todyce! SABITOTCS MOKA3aTeNEM JUIMTEIBHOCTU U TSHKECTH HAPYIICHUS MOUEKUCTIOro ooMeHa. OOBIMHO OHU MOSIBIIIOTCS B
cpemHeM uepe3 3-5 niet oT Havana 3aboseBanust. [laTorene3 uX BOHHUKHOBEHHS 4acTO B HEJOCTATOYHO KPOBOCHAOKAEMBIX
CTPYKTypax, 0COOEHHO B ILTIOCHE(ATAHTOBBIX CYCTaBax, 00YCIOBJIEH TEM, YTO HMEHHO B HUX PAHBINE U Yallle Pa3BHBAIOTCS
JIeTeHepaTUBHO- TUCTPOPIIeCKre N3MEHEHHS, YTO IPEAPACIIONaraeT K OTIOXKEHHIO yPaToB.

B xnmHIYecKkol KapTUHE MOfarpbl HaOMOAIOTCS MOPAKEHU MHOTUX BHCIEPAIBHBIX OPTaHOB, U3 HUX Haubolee

4acTo MOpaKEeHHE MOUeK - ojarpuueckas Hedpomarus. IToi mpodiaeMe MOCBIIIEHO OO0JBIIOE YHUCIO MYOIMKAIUiA
[3]. E€ pa3Butnre cBs13aHO ¢ 00pa3oBaHUuEM TO(YCOB B KaHAIBIAX, YPATHBIX KAMHEH B JIOXaHKAX TOYEK, YTO CIIOCOOCTBYET
BO3HMKHOBEHHIO TYOyIOUHTEPCTHIMATBHOTO HedpHTa. JIOBOIBHO YaCTO M PAHO BO3HHMKACT MOUYEKaMEHHas OOJIE3Hb.
Ilo HammM gaHHBIM, OHA BbIsSBIeHA y 30% O0mbHBIX mopgarpoi. OMHMM W3 YacTBIX MPOSBICHUH MOJATPHI SBIIETCA
apTepuajbHas runeprensus. Hepenko apTepuanbHas runepTeH3us NOSBISIEICA B repBble 1-2 ropa. Ilo HammiM nas-
HBIM, apTepuaibHas TunepTeHsus BbisBIeHa y 60% OombHbIX, Ha paHHMX cTammsx 3aboneBaHus peHTreHorpadust
CYCTaBOB HE IIOKA3bIBAaeT KaKUX JMOO XapaKTepHbIX u3MeHeHuil. C mporpeccupoBaHHEM MpoLecca MOSBISIOTCI
PEHTICHOIOTMYEeCKHE TIPU3HAKY, TUITMYHBIE JUI mofarpsl. HabmonatoTes BHYTPUKOCTHBIE KUCTEBHIHBIE 00Opa30BaHUs
Pa3IUYHBIX Pa3MepoB, 00YCIOBIEHHbIE TO(ycaMH, KOTOPBIE MOT'YT PAcIIOIaraThCsa BHYTPH CYCTaBa, PAIOM C HUM H JJaxe
Ha HEKOTOPOM OTHAIECHUH OT Hero. XpOHUYECKUH IONAarpUYEeCKUM apTpUT MOXKET COIIPOBOKAATLCA JECTPYKLMEH Xpslla
Y pa3BUTHEM KPAEBBIX KOCTHBIX 3p03uil. Tak Ha3bIBaeMbIi «CUMITTOM MPOOOMHUKa» MOXKET BCTpedaThesi, HO He Beeraa. B
HAIlINX MCCIENAOBAHUIX OH HAOMIOAANCS PEAKO, B OCHOBHOM y OOJIBHBIX CO CTakeM 3aboineBaHus 3-5 u Gonee aer. Co
BPEMEHEM BBISBIIETCS BBIP@KECHHA JECTPYKIMMS HE TOIBKO CYOXOHIPATBHOIO YJacTKa KOCTH, HO M BCEro smmdusa 1
Jaxe 4JacTé Auadmsa (BHYTPUCYCTaBHOM OCTEONHU3), 3HAUUTENBHOE PACIIMPEHHE H3BEJCHHBIX CYCTaBHBIX OTIIEIOB
Kocrell u 3a0cTpeHHE WX KpaeB. YacTo STH W3MEHEHHUS OOHAPYKUBAIOTCS B CYCTaBaX CTOM (B IEPBYIO
ouepens B cycTaBax OOJNBINIUX MalbIleB) U KucTed. Clieayer OTMETUTh, YTO CyCTaBHAS IIENb JIUTEIHHO
ocraerca Heu3MeHeHHOH (puc. 1).

Beumy MHOTOOOpasms KIMHUYECKHX CHMIOTOMOB TIOJarpa NPEACTaBISCT HWHTEpPEeC I BpadeH
pa3nuuHBIX Tpodwueld. M3ydeHue COIMYTCTBYIOMMX MOJAarpe COCYAWCTBIX OCIOXKHEHWH, MOpaKeHUH
BUCLICPAIBHBIX OpPTaHOB, YTOYHEHHE BOIPOCOB TICHETUKH, DIHUIEMUOIOIMHU IIOJArphbl MPENCTaBIsAET
OOJBIION TEOPETHICCKHHA U PAKTHICCKUA HHTEPEC U TpeOyeT MPOBENCHUS MHOTHUX HCCICIOBAHUN B 3TOM
ILIaHE.

9u 22%

4%

[lvarpamma 1. CTpyKTypa CycTaBHO NaTon0rMM no AaHHbim KPLL.



Puc. 1. PeHTreHorpadus cton 6oabHoro nogarpoit. Onpegenserca
[EeCTPYKUMA AUCTabHBIX MeXKbanaHrosbIx CycTaBoB NepBbIX
nanbLeBs 1 NAtoCHe-(aNaHroBbiX CYCTaBOB NATLIX NabLEB 06enx
HOr.

Puc. 2.

Puc3.






