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Baenenne. [onarpa (1) Berpeuaercs y Hacene-
HHS TUIAHETEL ¢ paanHYHOH YacToroil. Ecau runep-
ypukemua ([TYK) pervctpMpyerca v Kasxioro
JecATOro XUTeNs 3EMHOT0 Wapa, To CPelH Hace-
Aenua Puaunnui — y Kaxaoro sroporo [1].
Heknwuurensio peicok npouent VK (~60 %)
cpenM 3THoca Maop, xueyero B Hoeoli 3enan-
IHH, 4TO BO MHOTOM O0YVCNOBICHD TEHETHYECKH
NETEPMUHHPOBAHHEIM MeXaHWIMOM 3aBonepa-
Hus [2].

3a nocaeanune nonctoietHs 3aboneBaeMoCTb
Il eoapocna & 30 pas. B crpanax Eeponsl ew
cTpanalnT okono 2 % B3pociono HaceneH s, npu-
HEeM CPerd My®UMH crapiue 30 neT oHa 1oCTHraeT
6 % [3].

B ¥kpawune I1 coctarnger 400 u Gosnee yelorek
Ha 100 Teic. Hacenenms [4]. Hetr oaHosHauHoro
OTBETA O MPHYMHAX CTOAb LWHPOKOH M HEOUHO-
POLHONR pacnpoCTPAHEHHOCTH 3TONH foae3Hu B
Mupe. BONBIMHCTRO WecheaoBaTenei ckaoHA-
IOTCH K MHEHHIO O ABYX MPHYHHAX 3HAMHTENLHO-
ro pocta 3abonepagMocTH — MeHeTHYSCKHM Ha-
PYLWEHMAM H OCOBEHHOCTAM MUTAHWA.

Lens paboTel 3akn04anace B BRIABIEHHH KJIH-
HHKO-PEHTIEHO-1aD0PaTOpPHBIY OCODEHHOCTEH
TeMeHHs HacneacTeeHHo obvenosneHHoi M.

MaTepuansl v METOABI, AHUINIMPORATH PEIVIL-
TaThl KOMIUVIEKCHOTO 0OCNenoBaHua M Habmone-
HWA B IMHAMMHEKE 32 |68 DonbHbBIMK NepaudHO [,
HAXOAMBIIMMMCH B KIMHUKE MPONeleBTHYECKOH
Tepanuu JOHEUKOro rocyaapcTBeHHOTO MEAH LIMH-
CKOro YHHBEPCHTETA Ha Base peRMaToNOrMYecko-
ro v Hedponoruveckoro uenTpos loHeukoro ob-
JACTHOIO  KJAHHHYMECKOD TEPPHTOPHAIBHOTIO
o0LeIMHeHHA 3a nocaeaHue 15 ner. [na awmar-
HOCTHEH 1 NoaAbL3OBANUCE KPUTEPHAMH, PEKO-
MEHI0BAHHEIMM 3kcnepTamy BO3 (2000 ). Mpwu
coDecenoBaHMM ¢ MAUMEHTAMM COCTABIAANM HX
ponocioBHbeie. B 3aBMCHMOCTH OT HAWMHA Hac-
NEACTBEHHOTO BApHaHTA 3a001eBaHHA NALMEHTH
ObiH pacnpeaencHbl HA ABe rpynnsl. B nepeyio
(74 yenopexa) BOLLTH JIHLA ¢ HATHYMEM Hacnen-
cTReHHOro KoMnodenTa I, o rTopyio (94 yeno-
BHKB} — L OTCYTCTBHMEM HACHEACTBEHHOID KOM-
MOHEHTA,

YpoBHH MOMERDIT KHCIOTE W OKCHIYPHHONA B
KPOBH U MOYE DONBHBIX MCCEN0BANH C IOMOLLLBID
aHanu3atopoe «Cone-Progresss (DUHIAHINA) W
«Vitalab-Flexors ([onnanama), aktueHOCTE thep-
MEHTOB NYPHHOBOTO 0DMeHa (KCAHTHMHOKCHAAZE
H 5-HYKNeoTHIa3bl) — crekrpodoToMeTpu4ec-
KM Metonom («CdP-46s, Poccua). Onpenensau
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MOYEYHLIE KIMPEHCH MOUYEBOH KHCAOTHI, OKCH-
MyPUHOMA M KPEaTHHHHA.

IMpu HANHYHK NPOTEHHYPHUECKDIO THNA Hed-
pPONaTHKH BLITIOJHAIN DHONCHIO NOYKH C Nocneny-
UMM H3YYEHHEM THCTONOMHYECKHX CPe3oBR noc-
pencTeom ceeToBOit Mukpockonuu: 11 (14,8 %)
Buoncuit B neproii rpynne, 10 (10,6 %) — o BTO-
poii rpynne GonbHBIX.

Penrrenorpadmio cycTanos BLINOMHANK COr-
AACHO CTAHIAPTHBIM METOOHEAM H YETAIKAM.

CraTHCTHYECKAs OUEHKA Pe3VILTATOB OCylUec-
TBAEHA NOCPeacTBoM KpuTepua CThlodeHTa IR
NapaMeTpHYecKMy nokasareneil W xM-ksagpar
(¥?) — mns HenapameTpuuecknx. Hanwume cra-
THCTHYECKH NOCTOBEPHBIX PasiuuMil nokasare-
Nel paccHuTeiBanu npu p < 0,05.

Pesyabrarel wcchenosanmii w ux odcysuenue.
XApaKTepUCTHKA DONBHBIX IPENCTARNeHa B Tabn.
I. K 3tomy caeaver A0NoAHHTE, 4TO ¥ NALUHEHTOR
NEPBOH FPYINEl MMENACE CBRIL BOIHUKHOBEHHHA
[T c HaTHuMeM Takoid xe DoaeiHu vy poauTensi
(Bonee yem 890 % — y otua). ¥ 5(6,7 %) naum-
eHToB AebioT [1 npuxonunca Ha JeTckHil wau
KHOWeCKHIA soapact. Havano saboaesaHns y no-
napnsoilero SonblHHCTEA DonbHBEIX (74,3 %)
MPOARIANOCE THIHYHBIM DOMEBLIM NPHCTYIIOM B
obnacti |-ro nmwocHedanadrosoro cyctasa, v oc-
TATBHBIX — NOPAKEHHEM NMOYLK.

Kak caeayer uatabn. |, cpeaduil pospact Boik-
HBIX HA MOMEHT NEPBUYHOIO obpallleHs B KIK-
HHKY, BospacT B aeGote 1, a Takxe cpeauss npo-
AOMKHTENBHOCTE 3a00MeBAHMA Y MAlUHEeHTOB
NepBOH rpynnbl G6UIH CYILECTBEHHO MEHBLLIE, YeM
BO BTOpOoN. OTMeuanu HATHYMME CTATHCTHYECKH
NOCTOBEPHON PA3HHLBLI MERAY CPeaHeR npoion-
MHUTENBHOCTBID ¥XHIHM NAUWEHTOB C Hacnen-
CTBEHHBIM BapHaHToMm Goneswu u Oe3 Takosoro.
[Mopaxenune nouek u cycravos B aebioTe 3abone-
BAHHA ¥ NALHEHTOB MEPBOH TPYNNE HABMIODATH
JOBOMNEHO YacTo (41.9 1 33,8 %). CratMcTHYECKH
NOCTOBEPHOH pa3HMUbL Pa3iWYHbIX BAPHAHTOR
aApTepHATLHON TMNEPTEHIMM B TPYNNax GoabHBIX
nofyyeHo He opuio (2= 5,7; p=0,057). Teueuue
Il B nmeproit rpynne xapakTepHIoRANOCH Donee
YACTBIM PA3IBHTHEM HEKOPPHIMpyeMOil runep-
TEHIMH, HATHYHE KOTOPOH, BOIMOXHO, W odyc-
NOBAMBAET CTOML BLHICOKYID YACTOTY CMEPTEH OT
KApIMOBACKYIAPHOH naTtonorud, Hecmotps Ha
TO, YTO CTATHCTHYECKH JOCTOBEPHBIX PAIHYHIL B
CPOKax HACTYMIEHWA XPOHHYECKOH NoYe4HOH
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Tabnwuua 1
Xapakmepucruxa Goisiex nojarpoi
Ipynmnp GOMbHBIX
MposBNeHHA TPHIHAKOD
nepias BTOpAn

o (=74 | (n=94)
Mon GoabHBIE (MY#RTHHBL HEH-
LHHBL) 6t /7 BB /6

Cpenxni pospact (M £ m, roaw) 33,4 £ 1,28 39,1 £0.91*
CpellHHid BO3paCT B Havane
sabonepaHuA (M X m, rodael)
CpeaHan npoIoiEHTENEHOCTE
saboneparun (M + m, roaet)
CPE,EI,H:HH FIPO,JD.I'IKHTL‘J'I BHOCTE
AMIHN (M o, rooms )
Hanuuue peHTTeHoNorHuec KMy

2324056 34240,12*
52+206 l46X0.10*

44,5 2,15 56,2 £ 0,.14%

HIMEHEHWR cveTapos M KocTell, 36(75.6) 41 (43.6)

Mepiwil npHIHaK nonarpe, o (%)

CYCTARHON KPH3 Ii41.9)  66(70.2)
noYeyHan KoaHKa I8 (24,3) 24(25.5)
MOUYEROH CHHIPOM 25(31.5) 4(4.3)"

APTEPULTBHAR THICPTEH 3HH,

n (%) 54(72,9)  67(71.3)
NATEHTHAA 1{1.4) 2(2.1)
CTOHKAR 35(33. 7 55(58.%)
HEKOPPHIHPYEMan 18(24.3)  10{10.6)

Cpokn Hactyrewns XTTH, n (%)

B TEYCHHE MEPpRbLIX Snerc

MOMEHTA HAYANA NMOJATPLL 13(17,8) 7{(7.4)
B TeveHne nepnuix [0 ner ¢

MOMEHTE HAYANA TIOJATPhI 28(37.8)  18(19.1)

ConyTeTByioman naToaorms,

n (%)
spoHHqeckde opsbl HBC 1
NOCTHHGAPKTHLI Kapano-

CrEIIep0l 18 {24.3) T(7.4)
caxApHBA aHabeT 2-ro THNA,

n (%) 12(16,2) 10 (10,6)
THIOTHPEOS 4(5.4) B (K,5)
XPOHHYECKMH TernaThT 1 (1.4) I
THIEPTHITHAEM UK 26 (35,1) 44(46,8)*

Mpuymnps cMepTenEHEX

wexonos, i (%) XTTH 16 (21,6) T{14)
EAPAHOBACKYJIHPHBE KATACT-
podes 621,60 14{14.9)
UepetpOBACKYIAPHBLIE KATACT-
poiis 2(2.7) 8 (8.5)
APVTHE MPHYHHBL 1{1,6) 6 (b, 4)*

Mpusmevanua. D18 onpeleneHHA CTATHCTHYECKHX
PAVIHYHE MeRIy rpAyTINaMi DoJibHBIX MPHMEeHEH KPUTEpHi
CTeloneHTa (IUIA NapaMeTpHueckx nokasarenei) 1y (s
HenapaMeTprucckux noxasatencit). * Paimmuma mexny
AHANTOTHYHEIMH NMOKA3aTCTAMH ¥ OOLHBIY ncpnni:i H BTO-
poil rpyTIN CTATHCTHYECKH DOCTOREPHE! npu p < 0,05,
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1 2 3 4 5 6 7 8 9 10111213 14
B 1-arpynna & 2-a rpynna

Puc. 1. HacTora OTAC/EHBX MPH3HAKOE NOLarps (no
BEPTHKANH) ¥ GONBHLIX NepBoi W BTopoi rpynn, %: | —
AETKOe TEUSHHE Noaarpel, 2 — TedYeHME NOOArpM Cpea-
HEl THAECTH, 3 — THREIDE TeYeHHe NOLArpel, 4 — HH-
TEPMUTTHRYIOIEAA opMa apTpuTa, 5 — XpoHMYeckan
qropMa apTpHTa, b — JaTeHTHLIH THN HedponaTtiK, 7 —
VPOUITHTHASHBA THD HEQPONATHH, § — NPOTEHHYPHYEC-
Kuit THn Hedponatii, 9 — nepudepudeckne Tothyck,
[0 — meTadonqeckmiil BAPHAHT runepvpikesMun, 11 —
NOYEMHBIA BAPHAHT MHNEPYPHKCMHA, 12 — CMEeaHHBIR
BAPHAHT runepypuresun,. 13 — XTTH. 14 — aprepuans-
HadA THNEPTEHIHA

Tabnuua 2

HacTora peHTIEHOAOMHYECKHY NPHIHAKOR
MOPAMENHA CYCTAROE ¥ DOALHBIX IO1EPOR
nepeoil # BTOpoi rpyan, n (%)

ITpymnst GombHBX
PenTreHonorwicckne Py

NpH3HaKH NP HTOpah
in=74) in="9)

Cy®eHHe CYCTABHOM Wenm 12 (16,2} 10 ¢10.6)
QKON0CYCTABHON OCTEOMOP03 66 (29.2) 390414
Yaypauun CyCTaBHBIX IOBCPX-
HOCTEl KocTel 7{9,5) T(7.4)
Menkie KHCTOBMIHEE NPo-
CHEETNEHHA 12 (31.1) 13(13.,8)
Kpynusle kuctosmanse
NpOCEETNSHHA 39 (52,7 36(38,3)
Ocreonus 16 (21,6) 9{9,6)
Mamenesna cycraproro xpawa 53 (41,6)  66(70.2)
OTHoxeHHA KaTbLHA B TKAHAX
CYCTABA W NePHAPTHKYIADHBIY
TRAHHN 24(32.4) 43{43.7)

CTATHCTHYECKHE pAasIHYHA ¥r=159 p=0,001

Mpumevanue, B Tabn. 2 npencrapieH NpoUeHT oT
YHCTA MALHEHTOR B KAXION HI TPV,
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HenoctarodnocTH (XITH) e BemeneHo, oTMeda-
&M, UTO B Nepioil rpynne Habnwaanack TeHIeH-
uHs K DonbLIEN YACTOTE ee pa3BHTHA, YEM BO BTO-
poi. OCHOBHBEIMH NPHYMHAMH CMEPTH DOMbHBIX
1=i rmpynnot asuancs XTMTH u cepoeuHo-cocyamnc-
ThIE KATACTPOQEL.

Ha puc. | wzobpaxena 4acTtoTa OTACNLHBIX
npuiHakor I1. M3 Hee cnenyeT, UTO v NalMeHTOR
nepeo rpynns npeobialand CPeaHeTAMEN0e H
THACAOE TeyeHHe Doae3HH, MeTaDoanyeckmii THN
'YK, xponudeckan hopma apTpuTa, YpoiuTHa-
HEl TN Hedponatun v XTTH.

Y nauueHToB NEPBOW TPYNIMEl TAKXKE 3HAUM-
TENLHO Yalle BCTPeYAICH OKOIOCYCTABHOH OCTE0-
Nopo3, KPYNHBIE KHCTOBWIHBIE TPOCBETAEHHA
(CHMNTOM «npoBoRHUKa» ) W ocTeoan3 (Tabn. 2).
Painuuns 4acToTel NPUIHAKOB MEAIY TPYNNaMu
DOALHBLIX OBLUTH CTATHCTHYECKHN AOCTOBEPHEI (¥2 =
= 15,9, p=0,001).

[Mpu oueHKe COCTOAHMA NYPUHOBOID ODMeHa
OTpefeneHbl CTATHCTHYECKH OOCTOBEPHLIE pai-
JIHYHA KOHUEHTPALMK B KPOBH MOYCROH KHCIO-
Thl W OKCHNYPHHOIA, HX KIHPEHCOB, a4 TaKKe
KOHLUEHTPRUWM KCAHTHHOKCHAA3E! (Tabn. 3).

Ihcronorvueckoe nayyeHue BHONTATOR NOMEK
v DOMBHBIX C MPOTEMHYPHUECKHM THIIOM Hedpo-
NATHU BBEIABMIO HATHYME H3IMEHEHWI, HANMOMM-
HABILIMY KAPTHHY NEPBHYHOND ME3AHTHATLHOTD
nponndeparusHoro romepyiodedpuTa y 5 s 11
DonbHBIX Nepeoil rpynnel. B noweuHoi TkaHM oc-
TANBHBEIX 6 NMAUMEHTOR ITOH PyNNbL DLUIM BeIpa-
HEHBI TYOYI0-MHTEPCTHUHATBHO-CTPOMATEHO=CO-
CYIHCTHIE MIMEHEHHA, KOTOPLIE PACLIEHEHEI HAMH
KAK MPOSBIEHHS XPOHUHMECKOTO NOAArpHYecKoro
TYOVNOHHTEPCTHUMATBHOMO Hedputa. ¥ 3 u3 10
GUONMCHA NOYEK BTOPOH PYTINE NALMEHTOB M3MEe-
HEHHA HANOMHHATH Me3aHTHonpoiHdepaTHEHET
rMoMepyIoHePUT, a ¥ OCTANBHBIX 7 ObLIM TyDy-
JTOHHTEPCTHUHANIBHBIE M3MEHEHHH, aHATOrH4-
Hble DONBHBIM NEPBOII IPYNILL.

Cuwuraercd, yto Il HacnenveTcA Mo ayTOCOMHO-
DOMHUHAHTHOMY THIY, & YACTOTA HAPYIUEHMI My-
puHoBOro obmeHa cpeam BIMKARLLMX POACTBEH-
HUkoB konebnerca ot 20 oo 80 %, B OCHOBHOM
cpead MyA4HH nepsoi auuum poacrsa (5] lMo
pajHeIM OUEHKAM B neppoil aMHuu poactea [1
perpedaetcs B 25—60 pas uawe, wem B obuiei no-
nyasaumu [1, 6].

ILna wumocTpaumy ocobeHHOCTEH TEYeHUA re-
HeTHYeCcKH oDycaorneHHodl Il npueoaum pono-
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Pue. 2. Ponocnosnas fonshoro I, 32 roga (nctopud Gonesun Ne 31463). B kaxaom nokoaeHHn Hal cHMBOZAMH 11003
VKAZAH MOPAIKOBRI HOMER JTHLL, 2 MO HUMH BOIPACT (FOIK). ¥YMepiide noMedeHbl CHMBOIOM +, N01 HEM 0B03HaYE-
HA NPHYEMA cMepTH, YepHBM UBETOM NMoMeyensl Tuua, cTpataoue nogarpoid. Cumeon == obosxawact GeaneTHENH
opak. Manvuaum yMepiipx 8 repeos noKoacHe | roae 1ux xnssn: Meanckas MM, (1878—1948); Meanckmi 1M,
(1890—1922); Konowa B.H. (1893—1955); Koaowa TL.M. (1892—1962)

caosHyl nauuwenta [0, 32 ner, aeGrwot 3aGonesa-
HHS KOTOPOro mnpuencs Ha 23-0 roa KuiHu
(prc. 2)., OcoDeHHOCTBIO TEYEHHA NATONOTMK
apuauces Maduectauma I ¢ THKeIBIX W YACTBIX
CYCTABHBIN aTak, DulcTpas TpaHcopMALMA HH-
TEPMHUTTHPYIOILETD apTPHTA B XPOHMYeCcKHil (ue-
pe3 2.5 roaa), nossaeHue nepudepHuecKuy To-
(BYCOB VAL YEPE3 HECKOILKO MECALIEB OT Havana
BoNe3IHH, CONPOBOAAAKOIISECH HX CaMONpPoMi-
BOJILHBIM BCKPBITHEM W HHpMuUMpoBaHuesm. Ye-
pe3 3 roga or Hauaia 3ab0JeBAHMH PAIBMIACK
CTOHKANA apTepuankbHan runepreHius. Yepes 4 ro-
A4 NOABAITHCE NPU3HAKH HedpoanTHa3E C OTX0M-
NEHHEM YPaTHBIX KOHKpemeHToB. [lepesle npui-
HAKH CHHAKCHMA (YHKLHH NOYEK BOIHHKIHM B
30-neTHem BO3pAcTE,

AHANMHI polochoBHOd npobaHla CBHASTEAb-
cTBYeT 0 ToM, uTo Il cTpananu noutH Bee MYAUH-
Hbl — QeAVIIKA, DALM, ABOOPOLHBHA Opat ¥ ne-
maAHHKHKH. [1pn 3TOM ¥ nIeMAHHKHKOB B BO3pacTe
10 1 13 ner HabnwaaTHCh NMOYEUHBIE KOIMKH ©
OTXOXIEHHEM KOHKPEMEHTOB H «[eCKas, a pai-
BHTHE CYCTABHOID CHHAPOMA ¥ HUX HECKONLKD
3ANa3fdpIBAN0 BO BPEMEHW (NEPBBIA cycTaBHOM
Kpu3 Habmwoaanca B sospacte 17 u 21 roaa coot-
BETCTECHHO),

Hayuerue Hachenosanus npu I obHapy&uio
HApPYUIEHHWA CHHTE3A 3H3IUMOB, YYACTEVIOLIHX B
obMeHe nypuHOB — rmwKo30-6-thocihaTazst M
rmoramuHbochopubosuanupodocharamuuo-
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Tpancchepassl (puc. 3) |7, 8]. Hapaoy c atiwm ye-
TAHOB/IEHO, 4TO B OCHOBE PASBUTHA TCHETHYECKH
netepmuHuposadHoil 1 nexar Hapywenua npo-
uecconr penapawnu knerounoit JHK [1].

[Tpu I, ceazaHHoi ¢ nedMUUTOM THMOKCAHTHH-
rvadiH-hochopubozniTpadcdepainl (v BIPOCALIX

Tadnnua 3
[Mokazarenn nypuroBoro oiMens ¥ fabHbIX
noarpoi neproi B atopoi mpynn (M £ m)©

Ipynnu BoakHEY

nepean
(= Td}

MokasaTtean RTOpan

n="9)

Moyeras KHCIOTA KPOEM,

MEMOUB/ 655,1 £ 8,02 4629 + 26,32*
Moveras KHCIOTE MOMH,

MI/CYTEM 21,0 £ 18.04 B43.,4 £ 14,58
KanpeHe Modepoil KHCTo-

Thi, M/ MHH 1960233 71110
ORcHIYPHHOU KPoRK,

MEMO BT 892721 560%12,77*
Kampenc okcunypuiona,

M/ MEH 2034018 126+234*
KcantuHokcuaasa,

MEMOME/T-MHH 3.6 = 0.05 7.2 = 0,09*
S-HyKneoTHIAA,

HMOM by M- MIH 8.4 +0.07 E3+0,18

*PasimaHA MeRay AaHATOTHUHBIMH NOKAATENAMH B Nep-
RO W BTOPO FPYINax CTATHCTHHEC KH AOCTOBEPHB NpH p <
< 0,05,
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Puc. 3. BHOCHHTEY NYPUHOBKX HYETEOTHIOR, «—» obpaTian HHrubuuna; ATD — anesosndrpudocdopian Kueiora;
QPP — dochopubosunnupodoctar; @PIMC — docdopuborinupodocdarcurTerasa; FTPPT — runokcaHTHH-
ryaHundochopubosuaTpancpepaa; 5-HIAA — S-nykneoTHnaza

OHA cocTarnAeT okono | %), sabonepaHMe MaHM-
hecTHpYeT HedPOIHTHAZOM MAW PAIBUTHEM TY-
BynouHTepcTHUMANEHOTO HedpuTa [1, 10].

VY MANBYHKOB OTCYTCTBHE TMNOKCAHTHHIVAHHH-

thochopubosunTpancdiepaisl nposrnAeTCA CHHA-
pomom Lesh-Nyhan (tasenan [YK, coactuueckuii
uepedpanbHEIR Napamyy, XOpPeoareTos, ayroarpec-
CHA ¢ camonoepexteHuaMu ). OcobeHHOCTRID KITH-
HUYECKOND TeMeHWA HedponaTHK ¥ 3THX IeTel AR-
Jserca yparHbii HedponuTHal u remarypus [9, 11).
2TOT reHeTHYECKHH fedekT HaCenyeTca no peuec-
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CHBHOMY THMY, CUETUIEHHOMY © X-XPOMOCOMON.
[Nosbliwenne akrusHoctH tocthopubosuanupo-
thochaTCHHTETA3BI MM YTHETEHME TMIOKCAHTHH-
ryavuHgocdopubozunTpatcdepashl MOYT CoOnpo-
poxaarses passurvem [ B netckom sospacre |12,
13]. D1 dhepMeHTEl KOHTPONMPYIOTCA reHamu X-
XPOMOCOMBI, MOITOMY DONEIOT NPEUMYLLECTBEHHO
JIHLA My#CKoro noaa [14].

Beisoae. Hacneacteernas qropMa nogarpel xa-
PAKTEPHIYETCH PAHHMM HA4anoM (B 1eTCKOM MM
IOHOLIECKOM BO3PACTE), 3HAYMMTENBHBEIMM Hapy-
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n lenemuyecku ofycArelennan nodazpa: ocoDeHROCHIN IHEYEHUR

WIEHHAMH NTYPHHOBOTO 0DMeHa MeTaboanyecKkoro
THIA, THHENBIM H PELUHAHBHPYIOUIHM TEYEHHEM
CYCTABHOIO M MOYEYHOTO CHHAPOMOB C MPH3HA-
KaMH KOCTHON JecTPYKUMH, NMOPaXeHHEM Nouek
Mo THNY ypaTHOTD HedhpoliMTHAA, rloMepyno-
nedpuTa WM TYOVIOUHTEPCTHUIMANEHOMD Hed-
PUTE, PAHHAM PA3BUTHEM K DBICTPLIM Nporpec-
cuposannem XITH. seicokoil yactotoit octpoi
KEDJ’IHQBECK}'J‘IH[]HGFT naTonordid, HEraTHEHO
CKA3bIBAIOLIMMHCH Ha CPEAHER NMpOIoIKNTE b=
HOCTH #H3IHK nauneHTos. B 3Toil ceain ueneco-
obpazHa pa3paboTka TeparneBTHHECKHX MOIX0108,
HANPaRIeHHLIX KAK HA MEIMKAMEHTOIHYID Kop-
PERLHID HAPYIEHHOMD NypHHOBOro obMeHa, Tak
M DAZUCHBIX TIPHHLMIIOE KAPAHO- W PEHOMPOTEK-
UMK Y TAHHOR KATeropuH B01bHBIX.

SUMMARY. Analysis of clinical-roentgen-laboratory
features of the course of hereditarily determined gout in 74
patients is represented. It is exhibited that hereditarily in-
duced gout begins at the yvoung age and is accompanied by
the acute disiurbance of purine exchange resulting in serious
relapsing course of the articular {with availabiliy of ra-
diological attributes of osteal destruction) and the renal syn-
dromes (urate nephrolithiasis, immune complex glomeru-
lonephritis, twbulointerstitional nephritis) as well as in the
early occurrence and rapidly progressing chronic renal insul-
ficiency. The disease is accompanied by high frequency of
the cardiovascular pathologies negatively influencing the
mean lifetime of patients.

PEIKIME, Hapeneno peavibTaTv aHaumy KIHIKO-
peHTreHo-nafopartopiux oCobIHBOCTEH Nepediry cnanko-
RO OBYVMOBRICHOT NOJATPH Y 74 XBOpux Ta 94 3 ponoBomasmn,
BUILHHMH BLIL Hel, 3HCOBAHO, WO CcHaikopo o0yMoBicHa
NOAATPa XOpakTepUIVETRCH MOYATEKOM IAXBOPHIBAHHH B
MOTIOMY Billi, CYNPORMIKYETRCA BHPAMESHHMH Nopy-
IWEHHAMW IVPHHOBORD GDMINY, 110 NPHBOTATE 00 BAAKO-
ro pelHanBy nepediry cyrnofoBoro (3 HAABHICTIO PEHTTE-
HOAOTTMHAX O3HAK KICTEOBOI ACCTPYKLUI) 1 HHPKOBOID
CHHOpOMIB (YpaTHHi HedpoaiTias, IMYHOKOMILICKCHHA
raosepyaoHedipuT, TYByaoHTEpeTHIANRHII HedpuT),
PAHHBOI NOABK | WARWJIKOTO NPOrPECYBAHHA XPOoHi4HOT
HHPKOBOI HEAOCTATHOCTE. 3aXBOPIOBANHA CYIIPOROLIMKY-
ETBCH BHCOKOK YACTOTOK KAPMIOBACKYIAPHOT naTonorii,

AKS HETATHEHO BILTMBAE HA TPHBAICTE MHTTH NALIEHTIS.
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