OMOLIMCTEUHYPUA

)&

BbinosnHMna ctyaeHTKa
4-ro Kypca 3-1 rpynnbl
JleyebHoro daKynbTeTa:
Bopucakosa H0naua



@ Bnepsble 310 3a601€eBaHMe 6bIJ1I0 onucaHo B 1962
r. FoMoUMCTHMHYpPMA BCTpeYaeTCa C YacToToM 1
cayyan Ha 50 000— 250 000 HOBOpOXKAEHHbIX
NeTeN 1 nepeaaeTca no ayToCoOMHO-
peLEeCCMBHOMY TUMY HacneaoBaHMA. B cbiBOpoTKe
KPOBU M OCOBEHHO MoYe NAEN, CTpaJatoLmx
JlaHHbIM 3a60/1IeBaHUEM, OOHApPYKMBAETCA
60/1blLI0E KOIMYECTBO aMUHOKMC/IOTbl METMOHMHA,
a TaKKe TaKoro BellecTBa, Kak rOMOUMUCTMH (B
HOpPME He COAEPKMTCA B TKAHAX U
OMONOrMYECKUX KUAKOCTAX YenoBeKa), U
3Ha4YUTE/IbHOE CHUXKEHUE coaeprKaHMA
AMUHOKUCNIOTbI UUCTHHA.



® W3yyeHne BAUAHMSA BbICOKMX KOHLIEHTPALMM METUOHMHA U
FOMOLMCTMHA NPOBOAUIOCH B SKCMNEPUMEHTAX HA XXUBOTHbIX, YTO
BbIABWUJIO NATONOrMYECKOe B/IMAHUE U3ObITOYHOIO KOMYeCTBa 3TUX
BELWECTB Ha OpraHmM3mM. TakKMM 06pa3oMm, yBeEJIMYEHME KOIMYECTBA
FOMOLMCTMHA B CbIBOPOTKE KPOBU NPUBOAMT K 06Pa30BaHMI0 04aros
pacnajia TKaHM B MOYKax, cesie3eHKe, C/IM3UCTON 060/104Ke
YKenyJKa, KOCTHOM CMCTeMe cocyp,ax 1 APYrMX opraHax.
Mospexaatoliee JjencTemne I'OMOLIMCTMHa Ha BHYTPEHHIOI 060/104KY
apTepuu, C NocneayoWmMM CKONJIeHMEM Ha HEU TPOMOOLUUTOB
(KpOBAHbIX NMACTUHOK, NPMHUMAIOLWMX YHacTUe B CBEPTbIBaHMMU
KpoBu), 6b1s10 y6ep,MTeano MOKa3aHo B OnbiTax Ha 6abyuHax.
[MpUMeHeHue npenapaToB, 061a4alWmMX CNOCOOBHOCTLIO
npeAoTBpalwaTb o6pa3OBaH|4e TPOM6OB, He NPUBOAMT K
BOCCTAHOBJ/IEHMIO MOBPEXAEHHON BHYTPEHHEN 060/I04KM
KPOBEHOCHbIX COCY/Z10B. AHANIOrMYHbIE MU3MEHEHUA 0BHAPYKEHbDI Y
NOJEN C FOMOLMCTUHYPUEN NPU UCCNIEJ0BAHUM B3ATHIX OT HMX MPK
YKM3HU YYACTKOB Pa3/IMYHbIX TKAaHEW (MEYEHOYHOM, KOCTHOM M Ap.).






MPU TOMOLIMCTEUHYPUU
NEPBOHAYA/IbHO
BO3HUKAET HAPYLLEHME
OBMEHA
CEPOCO/EPXALLEN
AMUHOKUCIOTbI
METUOHUHA

B nocneayrouwemM npomcxoamut
BOBJIEYEHME B NATO/IOMMUYECKMIA NPOLECC U
APYrux BUAOB 0OMEHA BeLLecTB, YTO U
ABNSETCSA OAHOM M3 NMPUYMH PA3BUTMSA
BCEX MPOSIBJIEHUM AaHHOro 3a60/1eBaHMA,
KOTOpble MOryT 3aTparnmBaTb COBEPLUEHHO
pas/InyHble OpraHbl U CUCTEMDI
4ye/I0BeYECKOro opraHmM3ma.



O]

Mpn 3TOM O6GpaLaeTcs BHUMAHME Ha
06LWMPHOE pa3HOObpa3ne CMMNTOMOB
3Toro 3abonesaHusA. OgHaKo
60/IbLUMHCTBO aBTOPOB CYUTAET, YTO
AN TOMOUMUCTMHYPUU XapaKTEPHO
Ha/IM4Me CBOeobpa3HOro KoMieKca
CMMNTOMOB, KOTOPbIX BK/IOYAET B
ceba YMCTBEHHYIO OTCTaJIOCTb C
(hopMMpPOBaHMEM CHMIMTOMOB
nopaxeHMa HEPBHOW CUCTEMbI
(MpoAB/IEHUA 3aBUCAT OT YPOBHH
nopaxKeHMa HEPBHOM CUCTEMbI),
3KTOMMIO XPYCTAJIMKOB, ,u,ecpopMau,MM
ckeneta, TPOMH603MO0/IMIO U
nopaxeHue cepaeyHo-CoCyAnCTOM
CUCTEMBI.

Jlloau, cTpajaroupe
FOMOUMCTUHYPUEU, KaK NpaBuJio,
MMEIT BbICOKMI POCT, XyO0LLABOE
TenocnoxeHune. Ana HAX XapakTepHbI
A/WMHHbIE TOHKME KOHEYHOCTM,
yAJIMHEHME NasibLEB KMCTEM M CTON,
BaJIbI'yCHOE MOJIOXKEHUE KOJIEHHbIX
CyCTaBOB, pa3/IN4yHble UCKPUBIEHMUA
NO3BOHOYHMKA, BOPOHKOOOPA3HbIE MM
KUNeBUAHbIE p,ecbopMau,MM rpysHoM
KNEeTKWU, YMEPEHHO BblParKEHHbIM
OCTEOMNopo3 KOCTHOM CMCTEMbI. M3-3a
Ha/IMYKMA O0CTEOoNopos3a y mua C
FOMOUMCTUHYPUEN HEPELKO
BO3HUKAOT MHOIMOYMUCJIEHHbIE
NnepesioMbl NPU HE3HAYMTEIbHOM
TpaBme. HapAagy C 3TMM, BCTpeyvalTCA
onucaHuA Takux dopm 60s1€e3HU, NpU
KOTOPbIX M3MEHEHUA ONOPHO-
ABUraTesIbHOro annaparta
MWHMMa/IbHbI UM OTCYTCTBYIOT BOBCE.



HAUBOJIEE XAPAKTEPHOM
NMATOJIOTMEN CO
CTOPOHDI I'1A3 MPU
FOMOLUMUCTUHYPUU
ABJIAETCA NOABbIBMX
XPYCTAJIMKA

Mpy 3TOM OH, KaK NpaBMJI0, CMeLLAeTCs
KHM3Y. [laHHasa 0CO6EHHOCTb MMEET
AaNeKo He nocsieHee 3HaYeHue npu
pacno3HaBaHUM 3TOro 3a60/iIeBaHMA.
OAHaKOo B HEKOTOPbIX C/y4asaX XpyCTasIMK
MOYKET CMEeLLATbCA U B pYromM
HanpaB/IEHWM.



® HWKaKMX KOHKPETHbIX BUJO0B SIe4YeHMA He 6blJI0 0OHAPYKEHHO NPOTMB
FOMOLMCTUHYPUEN, OFIHAKO, MHOIO JIIOJEMN IEYATCA C NOMOLLbIO BbICOKMX
/103 BUTaMMHa B6 (TaKKe M3BECTHbIM KaK NMMPUAOKCHH ). [4] YyTb MeHee
50% oTBEeT Ha 3TO obpalieHne 1 He0BX0AMMOCTU AOMOJIHUTEIbHOIO
npuema BuTamMmHa B6, BCl0 OCTaBLUYHOCA XM3Hb. MHOrMM TpebytoTcA
METUOHMH ANETbI, 1 BOJIbLUMHCTBO M3 HUX HYXXAAKTCA B IeYEHMU C
TPUMETUATNUUMH . TakKxKe fob6aBneHMe LMCTEMHA B paLUMOHE MOXET OblTb
MO/IE3HDbIM.

® betanH (N, N, N-TpUMeTUArAMUMH) MCNONIb3YIOTCA A1A CHUXEHUA
KOHLIEHTPALMKU rOMOLMCTEMHA NYTEM COAENCTBMSA KOHBEPCHM
romMouucTemHa obpaTHO B METMOHUH. NepedopMmrpoBaHNE METUOHUH
3aTeM NOCTENEHHO yAaNAeTCA BK/OYEHWEM B Tene 6e/ika. MeTMOHUHA,
KOTOPbIM HEe NpeBpallaeTca B 6e/10k npeobpasyeTca B S-aZeHO3NUN-
METMOHMHA, KOTOPbIM MAET Ha (POPMMPOBaAHUE FOMOLIMCTEMHA CHOBA.
beTanH, TakMM 06pa3om, ABAAETCA e AMHCTBEHHbIM 3P PEKTUBHBIM, €CNU
KOJIMYECTBO METMOHMHA 6yp,eT yaaneHo mano. [No3toMy neyeHue
BK/IlOYAET B Ce6A KaK 6eTanH M AUETY C HU3KMM COAEepKaHUEM
METUOHMHA. B Knaccmyeckom romoumctmHypuen (CBS, mnm cystathione
6eTa-CMHTa3bl HEAOCTAaTOYHOCTM) Ma3Mbl METUOHMH 06bIYHO BO3pacTaeT
Bbile HOpMbl Ha 30 MKMO/Ib / N1, @ KOHUEHTPAUMA JO/KHA_
KOHTPOJIMPOBaTbCS Kak NOTEHLMANIbHO TOKCUYHBIX YPOBHEN (6o1ee 400
MKMOJIb / 11) MOXKET ObITb AOCTUIHYTA.






