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B cmamve npeocmasnen ananus OUOXUMUYECKUX USMEHEHUL, NPUBOOSWUX K NAMOI02UU
HACIEOCMBEHHBIX KOIIA2EHO0308. 30ech NOKA3aH COCMAB, NEPEUYHASA U BMOPUYHAS CIMPYKMYPA KOJI-
nazena. M3 nacnedcmseHHvix Koanazeno306 cunopom Mapgana, cunopom Menxeca, comoyucmu-
HYPUSL, AIKANMOHYPUSL AGTSIOMCS PE3YIbIMAMOM OUOXUMUYECKO20 OeheKma KOoJLa2eHd.

KomnareH rimko3aMUHIIMKAHBI M CTPYKTYPHBIE TNIMKOIIPOTEHHBI — TPU CTPYK-
TYpPHBIX 3JIEMEHTA, BXOMSIIUE B COCTaB MEXKKIIETOYHOIO MATPUKCA COCTUHUTEIHHON
TKaHW U 00CCIIEUMBAIONINE TaKMe Ba)KHEBIC e QYHKITNH, KaKk OMOMEXaHHIECKYI0, TPO-
(udeckyto, 3alUTHYIO U perapaTuBHyto [1-3].

3a nocneqHue 15 et 3HAYUTENLHOE YUCIIO HACIIEACTBEHHBIX Ne(eKTOB OOMEHa
COCIMHUTENFHON TKaHH, CBSI3aHHBIX C ATHMU COCIWHEHHUSIMH, OBIJIO M3YYEHO Ha MO-
JIEKyJIIPHOM YPOBHE.

Komnaren (K) cocraBisier okosno 30% Bceit OekoBO# Macchl OpraHu3Ma 4elo-
BEKa U UTPAET OCHOBHYIO POJIb B OCYIIECTBICHIUH ONOIOTHYecKON (DyHKIIMH COeTUHU-
TenpbHOU TKaHU. 3a mocienaue 10 et nneHTHdUIIIPOBaHA TIepBUIHAS CTPYKTypa K u
BBISICHCHBI MEXaHU3MBI €0 HAJMOJICKYJISIPHOM OpraHu3anuy B GUOPHUIEI U BOJIOKHA
[4,5]. Bce Tuner Monekys K cocToAT M3 Tpex a-liemnel, CKPYUYeHHBIX B TPEXCIUPAITh-
HYI0 Makpomojekyny umHoi 300 HM u nuamerpom 1,5 HM. Heckoiabko Takux Mak-
POMOJIEKYJI, COSTMHEHHBIX OOKOBBIMH U MPOJIOJIBLHBIMU CBSI3AMHU, 00pa3yroT huOpumIiI-
ny. B Hacrosiiee BpeMsi H3BECTHA TIEPBUYHAS CTPYKTypa 4 BUAOB O-LICTieH, KOTOPBIC
obpasyrot LI u III K, paznuuaromuecs no tonorpaduu. Lenu a 1/ (IV), oOpasyromiue
IV tun K, 6mu3ku mo-cBoemy aMHHOKHCIOTHOMY cocTaBy kK o 1 (III), HO comepxat
ro0yIsIpHBIe ToMeHBI. [locTympyeTcs cymecTBOBaHUE eIie 4 TUITOB Ol-TIeTeH - o-A,
a-B o (VI), a, (VI), obpasyromux V u VI tumer K [6-7]. [lockoapky o 1ienu pasiu-
YaIOTCS aMUHOKHUCIIOTHOM MOCIIEIOBATEIBHOCTRIO (UTO TOKA3aHO COMOCTABICHUEM UX
u PHK), kaxxp1ii UX THUI KOJUPYETCS OTJCIBHBIM XPOMOCOMHBIM JIOKYCOM.

Kaxnas o-uens conepxut okono 1000 aMMHOKHCIOTHBIX OCTaTKOB, MPUYEM 3a
WCKJIFOYEHHEM KOPOTKHX KOHIIEBHIX IOCIENOBATEIHHOCTEH KaXKOas TPEThS aMHHO-
KHCJIOTA SIBIISIETCSI TIUIMHOM. Takum oOpa3om, Gopmyna kaxaoi o-nenu (X-V-rium-)
333 Ha OOUH aMUHOKHUCJIOTHBIN TPUIUIET MPUXOIUTCS OAUH BUTOK JIEBOBpAIAIOIICH
o-cripany. B oOpa3oBaHuU CTPOTO YMOPSAI0UYESHHON MPaBOBpAIIAOIIEH cynepciupa-
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JU U3 TpeX O-Iernel pelrammas poib NPUHAAISKUT MIHLIKUHY. JTa aMHHOKHCIIOTA,
3aHHUMAIOIIask TOXKAECTBEHHOE MOJI0KEHHE B TPEX OL-LIETIAX, SIBISIETCS MECTOM HX CXO-
JKJICHUS IISHTpa TPOIHO# crimpanu. TpexcrnupanbHas KOH()OpMAIUs 3aBUCUT TAKIKE OT
MIPUCYTCTBHS TIPOJIMHA U OKCIIPOJIMHA — JIBYX PUTHIHBIX NUKIUYECKUX aMUHOKHCIIOT,
OTPAaHMYMBAIOIIMX POTAIMIO TOJHUMENTUAHOTO cTepxHsI B. K muekonuraromux u
ntul okono 100 X npuHamiexxuT nponuny u okoso 100 V npuHaIIeKuT — OKCHIIPO-
muHy. OkcunponuH, kpome K, oOHapykeH TOIBKO B 3JIaCTHHE, ¢ 1  — CyOKOMITOHEH-
T€ CHCTEMBI KOMIUIEMEHTa ¥ XBOCTOBOH CTPYKTYpE alleTHIIXOJIMHICTepasbl. bes okcn-
MPOJIMHA TPOIHAs CIMpalb HeCcTaOuiIbHA pU TeMmepatype Tena [8]. [Ise tpetu X u Y
MIPEJICTABICHBl APYTUMU aMHUHOKHCIOTaMH, KOTOPHIE CHIDKAIOT CTAOMIBHOCTH TPOWA-
HOW CIMpaiy, HO BayKHBI IS CIEAYIOMIET0 YPOBHs oprann3annu K-cOopku Tpexcu-
paBHBIX MOJEKYn 6 (GUOPWILIIBI. JTH aMUHOKUCIOTH WMEIOT TEHICHIUIO ITy4KO-
BaThCs B TUAPO(OOHBIX M 3apa)KCHHBIX IpyIax, UX OOKOBBIC IEMH HAMPABJICHBI OT
LIEHTpa CIIUPAIU U ONPEIEISIOT CII0C00, KOTOPBIM OTHENbHBIE MoJieKylbl K coeanHs-
I0TCS APYT C JIPYTOM.

Kpome paznuumii B reHeTHYeCKd AETEPMUHUPOBAHHON aMUHOKHUCIOTHOM Mocie-
JIOBaTENbHOCTH, O- LIEMM Pa3IMYaloTCs MO COAEPYKAHUIO OKCHIIPOJIMHA, OKCHIIM3WHA U
TJIUKOJIM3UPOBAHHOTO OKCHJIM3aHa — IMPOIYKTOB MOCTTPAHCIAIMOHHON Moudukarmm K.
BonpmmHCTBO MOJIEKYIT OKCHUTIPOJIMHA TIPEJICTABICHO TpaHC — 4 M3oMepamM, HO OOHapy-
YKeH M TpaHC 3-okcunpoirH. OKCUIN3UH TakKe SBISETCS XapaKTepHONH aMHHOKHCIIOTON
i K. Ko maorum OH — rpynmam 3Toif aMMHOKUCIIOTHI yepe3 O-IIHMKO3UIHYIO CBS3b
MIPUKPETUIEHBl MOHO- M JIMCAaXaphpl: TajlaKkTo3a WM TIFOKo3Wiranakro3a. Ha mpomece
THIPOKCHIIMPOBAHUS ¥ TIIMKO3WIMPOBAHNS AMHHOKHCIIOT BIMSET PS/I YCIOBHUH, TOITOMY
KJIETKH, UCTIOJIB3YIOIIME AJIs TpaHcessiuuu oauHakoByro 1 PHK, moryT npoaynuposars K,
Pa3ITUYAIOIIUIACS TT0 COAEPIKAHUIO MOTUPHUITMPOBAHHBIX aMHHOKHCIIOT.

[MponyxToM TpaHCHsUMH B puOOCOMax SIBISIOTCS He3penble mpo-o-nenu. Co-
3peBanue wiu mporeccuHr K ocymecTBisiercss BHYTpH W BHeKIeTodHO. CTpyKTypa
PO O-IIeTleH OTIMYACTCS OT CTPYKTYPHI 3PEJIbIX O-IIeTe HAaTu4YheM CUTHAIBHOM IM0-
CJIEIOBATEIHLHOCTH aMHHOKHCIIOTHBIX OCTaTKOB, MPUKPETIIEHHON K N-KOHITY U yIpaB-
JSIOMIEH TMPOABMKEHHEM BHOBH CHHTE3MPOBAHHOTO TOJMIIENITHAA B IUCTEPHBI IIEPO-
XOBATOTO HJIOTUIA3MATHYECKOTO PETUKYJIyMa, a TAKXKe JOMOJHUTEIBHBIX MPOTENTU-
noB Ha N- u C- koHuax. Buytpuknerounsiii nmpoueccunr K Bxiroyaer oTmiernsieHue
mpoTea3oi (IpoJiea3aMu) CHTHAIBHBIX MOCJENOBATENFHOCTEH, THAPOKCHINPOBAHHUE
NpOJIMHA ¥ JWruHa Tpems (epMeHTaMu (TIPOJIHI-3-TUAPOKCHIIA30H, MpoHi-4-
THAPOKCHIIA30U U JIM3UITHIPOKCUIIA30H ), TIIMKONIU3UpoBanne okcmiusnHa Y JAI1-rmm-
Ko3mITpaHcepazaMu, 00pa3oBaHHE MEXKIECTIOUYCUHBIX W CYIb(DHIHBIX CBsI3ed, U B
KOHIIC CKpyYHMBaHHUE IIeTIeld B TPOIHYI crupaib. Bce Tpu ruppokcuiiasbl TpeOYIOT
HaMYKe OXMHAKOBBIX KodakTopos (Fe**, Momexymsiproro O,, 0-KeTOryaTtapaTa 1 ac-
KOpPOMHOBOHM KHCIIOTBI) W IEWCTBYIOT JIMIIb HAa HECTIHPATN30BAaHHBIE O-IICMH, MPHU
CTPOTO ONpeeTeHHON JIOKAIN3alUN THAPOKCHINPYEMOH aMHHOKHCIOTH B IPOIIET-
tune. Kak Tonbko cnimpanuzanus npo-K 3akaHuuBaeTcs, OH CEKPETUPYETCs U3 KIETOK,
MIPHYEM OT CKOPOCTH CEKPELNH MPSMO 3aBUCHT OT CKOPOCTH CITUPATH3AIIHH.

BrekiieTouHbli npoueccuHr 3akiatodaercs B npeppaienuu npo — K B K u ocy-
LIECTBIISIETCS C IOMOLIBIO 1O KpaiiHel Mepe IBYX (epMeHTOB: Mpo-K aMuHOnpoTeass
u npo-K-kapGokcumnporeasst B npucytctBun Ca’ . ITocie OTIIEIUICHHS KOHIEBBIX
MeNTHI0B MOJIeKyJIbl K cronTanHo cobuparorcs B GuOpmmiel. s co3peBaHUs TO-
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CJIETHUX JOJDKHBI 00pa30BaThCs CIIMBKH Mexay MoJekynamu K, uro Tpedyer okmc-
JUTENHHOTO Je3aMUHUpoBaHus (¢ moMoImbo Cu-conepikamiedl JTH3MIOKCUIIa3hl) -
aMUHOTPYTIIIBI OIIPEIEICHHBIX JIM3WIOBBIX H OKCHIIM3UIIOBBIX OCTaTKOB, IPUBOIAIIETO
K O6pa30BaHI/IIO PCAKTUBHBIX aJIbACTHUAOB, CO3AaHNIO BHYTPUMOJICKYJIAPHBIX CIIMBOK
MEX]y IETSIMU OJTHOM MOJIeKYJIbI K IyTeM alibJoJbHON KOHACHCAIIMH U KOHACHCAIIUN
MEX]y aJlICTUIOM JIN3WHA, OKCHIU3UHA WU TJIMKOTU3WIOKCUIH3UHA U €-aMUHOTPYII-
MO HeIe3aMHUHUPOBAHHBIX aHAJIOTOB.

Herpagamus K ocymiecTBiaseTcss KoutareHa3oi. DToT (GepMEeHT pacIierisieT
HaTuBHBIN K nipy (pU3HM0IOrMYeCKX YCIOBHSX Ha JBa HepaBHBIX pparmenta: C (25%)
u N- tepmuHanbHbIA (75%). Pacmiemienne Bcex o-IeTIed OCYIIECTBISIETCS MEXKIY
DIALIUHOM U M3osiediiuHoM. O0pa3yrommecs MpHu pacileiUieHuu (parMeHThl JICHATY-
PUPYIOT MOJ NEHCTBHEM TKaHEBBIX MpoTea3. MI3BECTHO HECKOIEKO HHTHOUTOPOB KOJI-
narenassl (OJITA, UUCTEHH, O -aHTUTPUIICUH) U YCTAHOBJICHO, YTO €€ JCHCTBUE KOH-
TPOJHMPYETCs CTePOMAHBIMH ropMoHamu. Kommarenasza c¢ pasHoil 3¢(QeKTHBHOCTHIO
pacuieruiser pasHble TIsI K.

Ycnexu ouoxumuu u Onoxummuueckoit reneruku K mosposimnu pacumdpoparthb
MEXaHW3M psi/ia HacIeICTBEHHBIX 3a00JIeBaHUI, UMEHYEMBIX TEleph KOJIJIareéHOBBIMHU
oomnesasamu [9-10]. C apyroii CTOpOHBI, UCCICNOBAHNS HAPYIICHUN MTPH HEKOTOPBIX U3
ATHUX 3a00JICBAaHUI JTAI0 HOBYIO MH(OPMAIUIO O HOPMAaIbHBIX MEXaHU3MaX OMOCHHTE-
3a K. Tak, u3yueHune CBOICTB HM30JIMPOBAHHON IM3UITUAPOKCHIIA3Hl MPUBEIO K OT-
KpPBITHIO, YTO HEIOCTATOYHOCTHh 3TOTO ()epMEHTA €CTh NMpUYMHA OOJIC3HH JJepca-
Hanmnoca (B3M1) tun VI (tabnuua).

UccnenoBanne K y COOTBETCTBYIOIIMX OOJBHBIX MO3BOJIMIO BBISCHUTH DPOJIb
OKCHIIN3HWHA, 00ECTIEYMBAIOIIETO CIIMBKH 1 CIEI0BaTENFHO, CTAOUIHHOCTH MOJIEKYJIBI.
B3aumnoe oOoraieHue OMOXMMUU M MEIUIIMHCKON T'€HETHKH, KaK MPaBHJIO, OCYIIE-
CTBJISICTCS UMCHHO TaKUM ITyTeM. BUOXUMUS TaeT MEeTO JJist

Tabmauma
HacJyieqcTBeHHbIEe KOJLIareHOBbIE 00J1€3HU YeJIOBEKa

Jlokanuzanus Hapy- bone3uu Tun Hacne- MonekynsapHblid feexT
LICHHH 110 CTaUsIM JIOBaHUS
OHMOCHHTE3a U Aerpa-
Jauun K
BuyTpuknerounas BO/J1 tun I Al AHOManbHas CTpyKTypa GuopHLI
Tpanckpunuus u (wm) | B3/ tum 11 Al AHOManbHas CTpyKTypa GuOpHLI
TPAHCIAHA B2/ tun IV Al CHmxenne ckopoctu cunTes3a K, tun 111
Hecosepmiennsrit Al CHmkeHHne cKopocTd cuHTe3a npo-K, tum 1
OCTEOIeHE3 np cpaBHenuto ¢ npo-KIII, nanuuue K III B
KOCTSIX, JeumuT mpo-o,-ueneil, apyrue
n3MeHeHus B crpykrype K
IIpoueccunr npo-K B9/ tun VI AP HenocraTounocts JIM3WITUAPOKCUIIABHI,
bynne3nelii snu- ALl BeyIlas K CUHTe3y HectabunpHoro K
JEPMOJIH3  TIpO- HenoctaTouHOCTh  ramakTO3MI-OKCHIN3UH
CTOM TIIIOKO3MIITpaHChepa3Hoil aKTHBHOCTH
Breknerounas  mpo- | B3/ tum VII AP Henocrarounocts npo-K amunonpoeasbl, My-
neceunr K BOJI tun V XP Talys B CTPYKTYPHOM JIOKYCE IPO-CL-LICTTH
HenocTaTouHOCTh JTM3HIIOKCHIA3BI, BEIY-
mass k HecrabwisHOocTH K KOXH, cep-
JICYHBIX KJIaIIaHOB
Cutis laxa XP HenocraTounocTs JIM3MIIOKCHIA3BI, BEIy-
masi K HecTabunpHocTH K kKoXku
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Herpamamus K Juctpodudeckuii AP [loBblmeHHE CHHTE3a CTPYKTYypHO-H3MeE-

OyinesHbId  3mu- HEHHOM KOJlIareHassbl
JEePMOIIH3
Bropuunsie
IIpoueccunr npo-K AnxanTonypust AP I'unepnpoayKiusi TOMOr€HTU3UHOBOM KH-
CJIOTHI, HHTHOUPYIOMIEH aKTHBHOCTD JIM3MII-
THJIPOKCHIIA3bI
TIponeccunr pudbpmmt | Bonesus Mapda- ALl Hecrabunprocts K W3-3a  yMeHbIICHUS
Ha cmMBOK aedunut cuHresa mpo-K
I'omouucTunypus AP I'unepnponykuust TOMOLMCTEMHA, B3aUMO-

neiictBytomero SH- u NH, ¢ ampnerua-
HBIMH IPYIIaMH JIM3UHA, YTO MPENSATCTBYET
crabmwm3anuy GuopmILT

Bonesnr MeHke- XP Jepexr uHTEHCTHHANBHONH — abcopOuum
ca Cu?', uro Hapymaer (GYHKIHIO IH3HI-
OKCHIa3bl
IIpumeuanne: A]Jl- ayTOMCOMHO-IOMHHATHBIH T,

AP — ayrocoMHO- perieccuBHbli; XP — X-cuernieHHbli

pacmupoOBKH U JUArHOCTUKH, IEPBUYHOTO OMOXMMHYECKOTO edeKTa, MeTuIITHCKAsI
reHeTHKa 00BICHSET PYHKIIMIO TOTO WM WHOTO OMOXMUMHUYecKoro mporecca [11-12].
B tabmune nepedncieHbl N3BECTHBIE Y YEIIOBEKa KOJIJIareHOBBIE OOJIE3HH C yKa-
3aHMeM HapymeHus ctaanu OuocnHTe3a K. [1o KTMHIYECKNM MPOSIBICHUSM MTPUHIIH-
MHAATHHO PA3IUYAIOTCS TOJNBKO NMedeKTsl OnocuHTe3a U AedekThl aerpamanuid K, aro
ABIISETCS. OJHUM, U3 MPOSIBICHUI KaHAIM3allMU, MaTOJIOIMYECKUX MpoleccoB. MyTa-
IIUM MHOXECTBA JIOKYCOB, YYACTBYIOINX B OMOCHHTE3€ OJHONH MaKpOMOJIEKYJIBI, TIPH-
BOJSAT K (POPMHPOBAHHUIO CXOJHOTO KJIMHHYECKOTO (eHOoTHmna. [ToNHBIH CUMIITOMO-
komIuiekc gedexroB Omocunreza K (B3/1) BKiIOUaeT MCTOHUYEHHOCTD, MTOBBILICHHYIO
JIOMKOCTb U PaCTSLDKUMOCTh KOXKH, THIEPIOABUKHOCTD CyCTaBOB, CKOJIHO3, IOMKOCTh
(heTanpbHBIX MEMOpaH, pa3pbIBBl apTEPUi, KHIIIOK, OTCIIONKY ceTJ4aTKu. Jlokamu3anus
U TSDKECTh NpOsiBIieHHs AedeKTa npu pa3nuuHbix popmax BOJ] 3aBucuT oT TKaHeBOH
cnenu(UIHOCTH CHHTE3a pa3indHbBIX TUNOB K W mojwmayuienn3Ma MyTaHTHBIX JIOKY-
coB. EmuHCcTBEeHHBIN wW3BecTHRIM nedekT nerpamarmuu K mposBisercs ITUCTPO-
¢udeckum Oysure3HbIM snuAepMonn3oM. [lomoOHO TeMorioOuHONaThsM, KoJia-
TeHOBBIE 0OOJIE3HHM XapaKTepU3YIOTCS BBIPAKEHHOW T€HETHYECKOW IeTepOreHHOCTHIO.
[locnennsist oTpaxkaeT — MyTaOWIBHOCTD, PEATM3YeTCs B TMOJIHAIUIETN3ME JIOKYCOB U
OMOXUMUYECKOM TomMopdu3Me OonpmuHcTBa OenkoB. Ilo-BMamMmoMy, Kosuiare-
HOBBIE 0OJIE3HH 10 CBOEH I€HETHUECKOM reTepOreHHOCTH HaMHOT'O MIPEB30MIyT reMo-
TJIOOWHOTIATHY, TaK KaK YUCIIO JOKYCOB, YYacTBYIONIMX B OMocHHTE3e 3penoro K, Ha-
MHOTO BBIIIIE TAaKOBOTO, YeM IS 3penoro remornoouHa. CrpaBeuInBOCTh 3TOTO TO-
JIO’KEHUS TOATBEPKIACTCS TCHACHIIMEH KaKION HO30JIOTMYECKON SIUMHUIIBI K OeCKO-
HEYHOMY JApOOJICHHIO HA TOATHIBI, Pa3iMyarolliecs MEXaHU3MOM MOJICKYJISIPHOTO
nmaToreHe3a W TUIOM HaciemoBaHus. [lo aHanmormwm ¢ reMorJoOMHONATHIMH MOYKHO
OKHJIaTh, YTO MHOTHE JIeEKThl TPAHCKPHUIILINHI, TPAHCISIIUN U JAaXKe TIOCTTPAHCIISIH-
OHHOW MOIM(UKALWU MPU TIIATEIFHOM HCCIEIOBAHUU OKAaXKYTCSl MPOAYKTaMH HYK-
JICOTHUIHBIX 3aMEH B JIOKycax Ipo o-reneld. Takas curyanus yxe umena mecto ¢ B3]
VII, nepBuuHbIi IedeKT, KOTOpOW CBS3BIBANM C HEAOCTAaTOYHOCTHIO Mpo-K amuno-
mporeassl. [Ipu mepenpoBepke KylIbTyphl GUOPOOIACTOB OJHOTO M3 TaKMX OONBHBIX
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0Ka3aJoch, YTO aKTUBHOCTH (DepMEHTa HE M3MEHEHa, HO HapylleHa aMMHOKHCIOTHAs
MOCIIEI0BAaTEIBHOCTD PO O-LIeNH B 0bnactu AericTBus npo- K amunonporeassl. Le-
JBII PsIl APYTMX MOHOTEHHBIX HACJIEICTBEHHBIX OO0JI€3HEH C M3BECTHBIM U HEU3BECT-
HBIM TEPBUYHBIM OMOXUMHYECKHM Je(EKTOM XapaKTepH3yeTcs HapylIeHHeM OHo-
cunre3a K (6onesns Mapdana, 6one3np MeHkeca, FTeMOCUCTHHYPHSI, IKAITOHYPHS).

Hapsimy ¢ mepekpriBanreM (EHOTHUIIOB WMEETCS HIMPOKas KIMHAYEecKas Ba-

prabeNbHOCTD B MPEeiax KaKI0H HO30JIOTHUECKON SIMHUITBI, XapaKTepHas IS BCEX
HACIICZICTBCHHBIX JIe(DEKTOB OOMEHA U SIBJISIOIIASCS CJICACTBUEM TOJIHAUICIN3MA MY-
TaHTHBIX T€HOB.
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BIRLOSDIRICI TOXUMANIN PATOLOGIYASI iL9 OLAN IRSi
XO9STOLIKLORIN OYRONILMOSINDO BIOKIMYOVI
GENETIKANIN NAILIYYOTLORI

M.S.BABAYEYV, T.0.0SGOROVA, A. K. KORIMOVA
XULASO

Moqalade irsi xollagenozlarin patologiyasina goatirib ¢ixaran biokimyevi
deyisiklixlerin analizi tesvir olunmusdur. Burada xollagenin terkib hissesi, bi-
rincili vo ikincili strukturu tesvir edilmisdir. Irsi xollagenozlardan Marfan sin-
dromu, Menkesa sindromu, homosistinuriya, alkaptonuriya xollagenin bio-
Kimyovi qiisuru naticesinde amole golmisdir.

PROGRESS OF BIOCHEMICAL GENETICS IN THE STUDY
OF HEREDITARY CONNECTIVE-TISSUE PATHOLOGY DISEASES

M.Sh.BABAYEV, T.A.ASKEROVA, A.K.KERIMOVA
SUMMARY
The article is dedicated to the analysis of biochemical changes that lead to
the hereditary collagenoses pathology. Components of collagen, its primary and
secondary structures are described there. It’s also studied that hereditary colla-

genoses such as Marfan’s syndrome, Menkesa’s syndrome, homosystinuria, alkap-
tonuria are generated by biochemical defects of collagen.
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