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3HAYEHME NPEAPACIIONIC)XEHHOCTH
B PA3BYUTHUH U IUATHOCTUKE 3ABOJIEBAHUN MOYEK

C. B. Manvyes, B. M. Jasvidoaa

Kagedpa neduarpuu Ne 1 (3a8.— npog. C. B. Manvyes) Kaszancxozo uncruryra
ycoee puerncreosanus apaved umenu B. H. Jlenuna

B rteuenue 1983—1986 rr. B nedposoru-
YECKOM OTAeJEHUH Obuto obcaenoBaHo 1896
meteil ¢ 3aboJsieBaHMAMM MOYEBOl CHCTEMBI.
[MpuMeHeHMe MWIMPOKOTO KOMIUIEKCA KJIMHHYE-
CKHX, J1a60paTOpHBIX, PEHTTEHOJOTHYECKHX Me-
TOAOB MO3BOJWJIO AUMArHocTuposath 20 paszimnu-
HBIX BapMaHTOB MOYEUHOH MAaTOJIOTMU BHYTPU
12 HozosOrMyeckux rpynn. B o6iueit cTpyKType
3a6osieBaumit moyek y AeTeil MPUOOpeTEHHblE
Hedponatun cocrapum 819,.

[nenonedppur B Hacrosiliee BpeMs siBJseT-
¢ mnpeobnapaioiiiet Ho30J0rHUECKON hopMOii;
OH Obu1 amarHocTHposaH y 1406 yenoBek, TO
ectb y 74,2% OT unc/la MOYEUHbIX OOJIBHBIX.
CoOTHOLIIEHHE TIEPBMYHOTO U BTOPUYHOrO MHHUeE-
JoHedpUTa COCTABWIO, [0 HAIIMM [AHHbIM,
1: 8. BHegpenue B mpakThKy MeTona ypodrnoy-
METPUHM TIPUBEIO K YJIYYIIEHHWIO JMAarHOCTHUKH,
a CJeNOBaTeJbHO, K YBEJIMYEHUIO 4HCJIa BbBIsIB-
JIEHHBIX OOJNBHBIX MUENOHEPPUTOM C hyHKLIMO-
HaJIbHON 00CTpyKLWmel, OOYyC/IOBJIEHHOM Hasu-
YMEM HEWPOTeHHOro MOoueBOro mny3pips. Tuia-
TenabHaAa auddepeHnaipHas JUarHoCTUKa re-
MaTypHii, 0COOEHHO NPOTEKAIIMX B BUIE H30-
JIMPOBAHHOIO MOYEBOr'0 CHHAPOMA, CIOCOBCTBO-
BaJla YMEHBLICHHUIO YJIEJIbHOTO BecCa IJIOMepYJio-
Hedpura y neteir o 3,9%. BpoXaeHHblEe wu
HaCJEeACTBEHHbIE He(MPOMATUH, BKJIOUYAIOLINE
HaCJIeACTBEHHbIM HedpuT, TyOyjonaTuM, AN3-
MeTabonMuecKy0 HeppoNnaTHIO, OYEUHBIE AUC-
Na3u¥ ¥ aHOMAIUM MOYEBON CHUCTEMBI, ObLIH
oOHapyxeHpl y 19% MoYeyHbiX GOIBHBIX.

B pamkax II Pecnyb6aukauckoit (PCOCP)
MPOrpamMMel MO AETCKOW HEdPOJIOrMd MbI MpPO-
BeJIM yrayOieHHOE oOCiemoBaHME CeMeil, B KO-
TOPBIX MMEETCS IMOoYeyHasi NaTOJOTUA, C LEJIBIO
BbIsIBJIEHUsI HauboJiee 3HAYUMBIX (PAKTOPOB
TIPEeAPACIONOKEHHOCTH K Pa3BUTHUIO Hedpoma-
TUA y JeTeil M CO3J@aHUsl CHUCTEMBI PaHHEro
obHapy)xeHus y HMX 3a60JieBaHMil IOUEK.

Usyuenne pomocsoeubix 1140 pereit ¢ 3a-
0oJIeBaHMAMM  TOYEK [OKA3aJI0, UTO TAaK Has3bl-
BaeMble ceMeiiHble HedpOomaTUH COCTABJISAIOT
18%. Tepmun «cemeiiHble HedbpomaTUH» YKa-
3bIBAET Ha HaJIMuYME IOYEUHBIX 3aboeBaHMi
Y HECKOJIbKMX WIEHOB CEMbH, MPUYEM BTH 3a-
GoseBanusi MOTYT GBITh OZHOTHIIHBIMM B KJIM-
HHYECKOM ¥ MOP(dOSIOrHYecKOM BbIpakeHuH
WA HEOJHOPOAHBIMHM, HacJIeCTBe HHbIMH,
BPOXJEHHBIMU U NPUOOPETEHHBIMM.

Bo B3sThix moa nabmopenume 190 cempbsx
u3 1700 poacTBeHHMKOB, BKJO4Yas mNpoGaH-
0B — GONbHEIX JeTeil, 3a0osieBaHUsT TMOYEK
O y 582 (34,2%) 4ejoBeK. B cTpykType
3a00NeBaHKit MOUYEBOH CHCTEMbl Y B3POCJIbIX
wienoB cemen I, II m III crtenenm poactsa
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349, OGOJBHBIX CTpPajaJl MOUYEKAMEHHON O60-~
ne3upio, 349 — nuenonedppurom, 159, — mo-
Mepynonedputom, 109 — aHomanmsiMu Moue-
BOM cuctembl, 7% — npounMu 3a00JI€BaHUSAMMU
ouex.

BbU10 NMpOBEJEHO CPaBHUTEJIBHOE H3ydeHUE
COCTOSIHUSI 3A0POBbs POACTBEHHHUKOB AeTeil C
HedponaTusiMi U3 HaGMIOAABLIMXCS ceMel M
POACTBEHHMKOB M3 CeMeM 3A0pOBbIX MpodaH-
noB. B cembax OGoJbHBIX jeTeii 3aboJsieBaHMsA
rouyek BbisiBAeHbl y 27,9% pOACTBEHHUKOB,
CepAeUYHO-COCYANCTON cuctembl — y 7,89, Ha-
pywenusi oomena sewects — y 3,7%, Gonesuu
KeNYyIOUHO-KUINeYHoro Tpakta — y 4,5%,, cpe-
M POACTBEHHMKOB 3J0POBbIX NOpPOOaHAOB —
cootrBercTBenHo y 0,53%, 6,9%, 3,2%, 4,5%.
TakuMm o06pa3om, uactora 3abo/ieBaHMIl Mouex
B rpymlile CeMeiHbIX HedponaTHil Geia B 50
pa3 Bbllle [pPU MPUMEPHO ONMHAKOBOM uUMCJIE
OO/IbHBIX C CEPHEYHO-COCYAMCTON MaTONOrueH,
OOMeHHBIMH 3a00JIeBAHUAMH U OOJIE3HAMM Ke-
JIyAOYHO-KMIIEYHOTO TPaKTa.

N3yyeHue COCTOAHWSA 3OPOBbS POAMTENEH
B rpynne ceMmeiHblX HedpornaTui I0Kasajo,
uto B 689, ceMeil 3abo0jieBaHMEM TIOYEK CTpa-
pana marb, B 20% — orten, B 6% — oba po-
aurensi. Cesizb MeXay 3a00sieBaHMAMHU POAM-
TeJIel M UX JeTell MOXXET MMEThb reHETUUECKYIO
NPUPOAY WIH 3aBHCETh OT TEPATONEHHbIX BIIMSI-
HUI 3a0o0JieBaHUsT MAaTeEPHW Ha aHTeHaTaJbHOE
pasBuTHe peGeHka. B Hammx HaGaOIEHUAX
HaJIMuve MoYeuHblx 3abosiesanmii B 519, cemeii
COUETANIOCh ¢ HEONAroNpUATHBIM aKyLIEPCKHM
aHAMHE30M: TOKCHMKO3 I moJioBuHbl Gepemen-
HOCTM OBt y 26%, Il monosmHbl — y 299,
yrposa mnpepbiBaHus OGepeMeHHOCTH — Yy 169%,.
B psine ciiyyaeB KOHCTAaTUPOBAHO COYETAHHUE
2—3 daxktopoB. Bosiesuu Bo Bpemsi Gepemen-
HOCTHU (ITHeBMOHHsI, rpunm,” OP3, anemus, nu-
HIeBas aUuleprusi) nepeHecjau TOJAbKO 5%, Ma-
Tepey, MpUyYeM JIeKapCTBa MPHUHUMAJIMCh TOJb-
ko 1% marepeit. IMaronoruss popos Obina oT-
meueHa y 109 martepeit. ConuaibHO-3KOHOMMU-
yeckue (aKToOpbl He OKa3blBaJM BJUSHUA HQ
pa3BuTHe ceMelHbIX Hedponatuit. [Ipodeccuo-
HaJIbHbIE BPEJHOCTM ObLIM BHISIBJAEHBI JIMIb B
2 ceMbsiX.

B rpynne cemeiHpix Hedpomnaruit (190 ce-
mei) Obuto 250 neteit: u3 mHux 217 (86,89%)
cTpajany 3aGoieBaHMSIMM T10YEK, TOJBKO 33
(13,29%,) pebenka GbuUIM 310POBBHL

Bcem GosbHBIM A€TSM ObLIO [POBEAEHO
KIMHNYecKoe u JabopaTopHoe oOcaemoBaHue,
BKJIOYaBllee u3yyeHue yHkiuu novek. 100
Jeteil M ux GoJbHbIE poaMTenH ObLIM 06CaEmO-
BaHbl [0 pacUIMPEeHHON MporpaMme C AOIIOJHH-
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TeJbHBIMU OMOXMMHMUYECKMMM aHaIM3aMu  JIMC-
MeTaboMMUECKMX HapyuleHuii. B  pesynbTare
Gp0  BblAENIEHO 8  HO3OJOrMYECKUX  Ipyrm.
MoHOreHHO HacJielyeMbie HedponaTuu, 11pu
KOTOPbIX HaJMYMe NaTOJOrMYEecKOro reHa pea-
m3yeTcss B OOJIE3Hb BHE ® 3aBUCHMOCTHM  OT
BHEIIHNX BJIMSHUMA, ObUIM JMArHOCTUPOBAHBL Y
3% OGonpHBIX (HacneICTBEeHHBIA HedpwuT —
2,6%, Tyoynonarun — 0,3%). [MonaurenHo ua-
! icreniyembie 3a6oneBanus mouek Obiiv oGHApy-
”\ #eHbl Yy TOJIOBMHbI OOJBHBLIX AeTel (AucMeTa-
Gommueckue Hedpomatum — 16,8%,, BTOPUU-
Hblii  AucMeTabosmMueckuii  nmenonedpuUT —
35,3%). 210 MyabTH(daKTOpHaibHble 3aCose-
panus, X TpaHncdopmalms B GoJe3Hb ocyie-
CTBJIAETCS TOJBKO IPH OIPeAe/IEHHbIX YCJIOBM-
AX BHENIHEN Cpeab!, M, MeHssl DTU YCJOBUS,
HanpuMep NHMTAaHUE, MOXXHO NpeAynpe/iuTh pa3-
BATHE TOYEYHOro 3a00NEeBaHUA.

BpoxpeHHble 3a00JIEBAHMS MOYEK, KOTOPbIE
MOryT 6BITH OOYCIOBJIEHBI HACJIE ACTBEHHbIMN
(aKTOpaMM WJIHM ' 3aBMCETH OT TEPAaTOTEHHbIX
BO3/IEACTBUII B AHTEHATAJILHOM TNEpUOAE pas3-
BUTHA TUIOAA, OBLIM JMArHOCTUPOBAHBL Yy /4
GoNBHBIX B BHAE aHOMaJ Uil MOYEBOW CHUCTEMbI
(158%) n noueunnix aucrurazuii  (9,5%).
JlaHHAS IATOJIOTHA CYLIECTBYET y pebeHka yxe
np# POXJEHHH.

IIpuobpeTeHHbie HedponaTM, B Pa3BUTHU
KOTOpHIX OoJiblIee 3HAYEHHME WMMEIOT BHEIHUE
(aKTOPBL, 6aKTepuasbHasg WJIM BHPYyCHasi WH-

Gexiusi, Oblma BoissBAeHBI y 19,69, GoJbHbIX
") vﬁepnuqﬂmﬁ muenonedppur — y 16,4% wu rio-
mepyaoHedpur — y 3,2%) M3 rpynnel cemei-
wbix Hedpomarwmit. Ilpexmonaraior, 4To npea-
DACHIONIOKEHHOCTL, HANpuMep, K  Pa3BUTHIO
| momepynoHedppUTA MOXKET peann30BaTbCH de-
| pes auckoopauHamo dyukimit T- n B-inm-
(ouuTOB, KOTOpasi MepesaeTCsi MO HACJISACTBY
| ¥ TMpOSBASETCS B YCJIOBUSIX BO3JCHCTBUSL Ha
0praHu3M He(PHUTOrEHHBIX UITAMMOB CTPenTO-
KOKKOB.

,

TakumM 06pa3om, B OOLIE#t CTPYKType 3a-
GoneBaHMii MOueK y JAeTeil Ha A0JIO BPOXKJEH-
HBX M HAaCJeACTBEHHBIX 3aboJieBaHMilI NPHUXO-
mres 19%, a B rpynme ceMelHbIX Hedpona-
mit — 80,5%, B TO )Xe BDPeMsi NPUOBpPETEeHHBIE
HedpponaTuy cocTaBasior Bcero 19,5%.

BpoxaeHHble M HacJIeACTBEHHbie Hedpora-
MM XapakTepu3yIOTCsl CJAYYalHBIM BblsABJIEHU-~
€M, TOPNUAHBEIM TedeHueM, Majoil oddexTne-
HOCTBIO aHTMOAKTEpUAIbHOM Tepanuu. IDTUM
IETAM NPOTMBONOKA3aHO MPUMEHEHHE TropMo-
B U MMMyHOJENpecCaHTOB. VIMEHHO y HUX
* OTMEUAIOTCA HeGJIaronpusiTHbIA TPOTHO3 U HC-

X0l B XPOHMYECKYIO ITOYEUYHYIO HENOCTATOu-
HocTh. Tak, U3 8 AJIMTENbHO HAOIIONABIIMXCS
Hamy GONLHBIX C TTOUeYHON AMcIUiasued y 3 Jje-
Teit 6BLUTM paHO BHIABJIEHBI MPHU3HAK¥ MOUYEUHON
HelOCTATOYHOCTH.

Camyio GoNbIIYIO TPYIINY CeMeHHbIX Hedpo-
natwit (Gosee 509,) cocTaBWIM OONbHbIE AETH
¢ HeponaTusiMu 0OMEHHOIrO reHesa B coueTa-
HEHM C HHTEPCTHIMATIbHBIM HE(DPUTOM U MUEJIO-
sepputom. B cemeiiHoM aHamHe3de y 75 %%

12. «KasaHckuit meguumnckmin sxypram» Ne 3.

GosibHBIX ObLIa OOHapyKeHa MOYeKaMeHHas Go-
ne3un, OOpauiaeT BHUMaHME 3HAYNTENbHOE
npeobaananue neBouek (80%) cpean GonpHbIx
Jerei, a B CeMeNHOM aHaMHe3e — GOJbHBIX
MaTepeit c MouekaMeHHOW Gosie3usio (859).
Hapymenuss o6meBa LIaBeJieBOM KHUCJIOTHI M
KaJbLysi Habnroamuch B 3 pasa valle, ueM Ha-
pyuiennsi obmMeHa MOueBOi KUCJIOThL. Ilpu Guo-
XMMUUYECKOM HCCJCJORaHAM KPOBM M MOYM y
DO/IbHBIX € OKCaIaTHO-KaJbLMEBON Hedpona-
THell ga)ke B Nepuojie KIMHUKO-1aGopaTopHoi
pPEMUCCHM [PV HOPMaJIBHOM YPOBHE MOYEBOM
kucnorel B kposu (0,24 4= 0,01 MMonb/a) on-
PenesiANOCE IMOBKIILIEHHOE BbIJEJCHHE OKCaja-
Tos ¢ mouoii (B cpemnem 29,1 & 2,1 mr/cyT),
a TaKXxe MOUEBO KHMCJIOThI 2,3 +
-+ 0,1 wmMmons/cyt) wu Kaabuus (56,7 4+
+ 3,0 MKMOJIb -+ K[ - CYT ), NPV NOHMI)KEH-
HoM BbiperieHuu Mmaruus (1,24 + 0,02 mMmonsb-
- KPP - Cy'r"'), 4yTO CO31aeT 6nar‘0npuﬂTHble
yCJAOBMSA /i KamHeobpazoBaHus. Y 310pOBbIX
AeTed BbiBe/IEHWE C MOUYOM OKCaJaTOB COCTa-
puno 10,7 = 1,9 mr - xr~ ' - cyT ', mouesoi
kucaoroei — 1,7 + 0,1 MMOAB/CYT, KajbLMsi —
422 4+ 2,2 MKMOJb - K& ' - cyT ', Maraus —
1,46 + 0,03 mmoab - kv~ ' - cyr ', BoBenenme
DTAHOJIAMMHA C MOYOHM y JIeT€H C OKCaJlaTHO-
KaJIbLMeBOl HedponaTueif 6bIJIO BbILE MOYTH
B 2 paza (1,114 0,04 u 0,61 + 0,03 Mmoib/cyT),
4eM Y 3/10pPOBbIX, Y4TO CBUAETEIbCTBOBAJIO 00
aKTHMBALMM IPOLECCOB MeMOpaHok3a. AHajio-
IMYHbIE U3MEHEHWs, HO BbIPAaXKE€HHbIE B 00Jb-
Hiei cTeneHyu ObLIM OTMEUYEHb! y MaTepei ¢ OK-
CaslaTHO-KalblUEBOH MOUYEKAMEHHOU 60se3HBIO.

Y gereit ¢ ypatHoi HedponaTtueir Gpuio
YBEJIMUEHO COfep)XaHNe MOUeBOH KHCJIOTH B
kposu (0,37 + 0,02 MMOAb/JI) TPH HOPMAaJb-
HOM ypoBHe B Moue Kaabums (47,2 &+
+ 4,0 MKMOJIb + KI' = - cnyl), OKcCaJsiaTOB
(14,2 + 2,2 mr/cyr), MarHus (1,45 +
+ 0,1 MMOJb + KI' | - cyT '), HECKOJBKO HO-
BLIIIIEHHOM  BbIJEJICHUA MOYEBOW  KHCJIOThI
(2,0 &= 0,1 MMoOJib/CyT) U TeHOEHLMU K YBe:
JIMUEeHUIO BbIBeaeHUs >sTaHosamuua (0,68 +
=+ 0,03 MMOJb/CcYT). AHaNOrMuHble N3MEHEHHSA
ObwIM BBISBJEHBl M Yy MaTepel C ypaTHOH Mo-
YeKaMEHHOM ©0Jie3HbIO.

PeTpocnekTuBHOE M3yuyeHHe aHaJU30B MOYH
f0Ka3ajo, 4TC cpeau AeTel ¢ aucmeTadosm-
YECKUMH HAPYIIeHUAMU DPUTPOLMTYPUS U KpU-
CTanIypas WMENd MecTo y '/; GOJBHBIX 10
3 ger u y *>/3 — pgo 7 Jjer. Beuay TOro uro
vy 80,5%, GONbHBIX JeTel C CeMEWHbIMM He-
dponaTusaMu GbUIM JMArHOCTHPOBAHbI Hacjel-
CTBEHHbIE W BPOXX/JEHHbIE 3a00JieBaHUs [OYEK,
y 51% wumMencs HeGAarONpUSATHBIN aKyIIepCKUM
aHaMHe3, a CaMyl0 GOJIbIIYIO TPYIINY CeMENHHBIX
HedpornaTuii cocTaBuau petu ¢ HedponaTUsIMU
OOMEHHOTO reHe3a Mbl peKoMeHAyeM /s paH-
Hell JMATHOCTUKM OoJie3Helt mouek o0si3aTesib-
HOe W3y4YyeHHEe POHOCJIOBHON, aHTeHATaJIbHOro
riepuosa pa3BuTHA peGeHka u perysisipHble aHa-
JM3bl MOYM Yy JeTeit w3 rpynmnbl pUcKa C
3-MecsYHOro Bo3pacTa C y4eTOM MHHUMaJIbHBIX
U3MeHeHHU . : Tocrymaaa 22.12.87
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