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KJINHUKO-TEHETUYECKHUE OCOBEHHOCTHU TEYEHUS HACJIEACTBEHHbBIX
HE®PONIATUI ¥ JETEH B YCJIOBUAX ®EPTAHCKOM JTOJTUHBI

LPaxmanosa JI.K, 2Ianuesa M.III., *Maodaxcudosea H-M., *Formaboesa M.M.

'TamkeHTCcKas MeUIMHCKAs aKaJeMHus, 2AHIMKAHCKUH FOCY1aPCTBEHHBINA MEIUIIMHCKUNA HHCTUTYT
3M3 PecnyGnuku V30ekucTan, T. TamkeHt

v’ Pesiome

C uyenvio 6viaenenun KIUHUKO-2EHEMUYECKUX 0COOEHHOCHell medYeHus HACa1e0CMEeHHbIX
Hehponamuii y demeii ¢ ycnosuax Depeanckoii 0onunvl npoananuzuposanst oannvie 168 ucmopui
oonesnu Odemeit ¢ 6o3pacme om 1 0o 14 nem c ouaznoszom znomepynonedpum (ocmporii-130 u
xponuueckuii-38) 3a 2017-2021 22., nonyuaguux cmayuoHapHoe 1eueHue 8 0emcKoil MHO2ORPoGuIbHOl
knunuke AITMH. Bvino eviasneno, umo 6 ycnogusax Depzanckoil 00UHbl OMMeUaemcs meHOeHyuA
yeenuuenue uuUcCAa OO0NLHBIX C UHPeEKUUeEl MOUEEHIGOOAWUX nymel U OucMemadonuiecKux
Hehponamuii cemeitnozo zeneza. Yacmoma cyvaes naciedcmeennozo Hedhpuma vluie cpeou 00IbHBIX
XPOHUYECKUM 2710MEPYIOHePPUNOM, YeM C OCHMPbIM 2iomepynonedpumom u nuenonedppumom. K
anzopummam panHeil OUAZHOCMUKU HACIE0CMEEHHO20 Heppuma y O0emeil OMHOCAMCA COUEMAaHHOe
nopaxcenue opzanoe cayxa u 3peHus, NOYEUHbIX 3d001e6aAHUIL Y HECKONbKUX YTIeHO8 CeMbl UNU CPeduU
POOCMEEHHUKOE.

Knrouesvie cnoea: nacnedcmeennvix nepponamuii, KIUHUKA, 2eHEeMUKA, 210MepPYToHedpum.

FARG'ONA VODIYSI SHAROITIDAGI BOLALARDA IRSIY NEFROPATIYALAR
KECHISHINING KLINIK-GENETIK XUSUSIYATLARI

'Rakhmanova L.K., 2Ganieva M.Sh., *Madjidova N.M., 2Boltaboeva M.M.

Toshkent Tibbiyot Academyasi, Andijan Davlat Tibbiyot Instituti, 30’zbekiston Sog’ligni Saqlash
Vazirligi, Toshkent

v" Rezyume

Farg‘ona vodiysidagi bolalarda irsiy nefropatiyalar kechishining klinik-irsiy xususiyatlarini aniglash
magsadida 2017-2021 yillar davomida ADTI ko ‘p tarmoqli bolalar klinikasida glomerulonefiit (o ‘tkir-130
va surunkali-38) kasalligi bilan statsionar davolangan 1 yoshdan 14 yoshgacha bo‘lgan bolalarning 168
ta kasallik tarixi ma’lumotlarini tahlil qildik. Aniglanishicha, Farg‘ona vodiysi sharoitida siydik yo ‘llari
infektsiyalari va oilaviy kelib chigadigan dismetabolik nefropatiyalar bilan kasallanganlar sonining
ko‘payishi tendentsiyasi kuzatilmoqda. Irsiy nefrit bilan kasallanish ko rsatkichi surunkali
glomerulonefrit bilan og’'rigan bemorlarda o'tkir glomerulonefrit va pielonefritga garaganda yuqori.
Bolalarda irsiy nefritni erta tashxislash algoritmlari bo’lib eshitish va ko'rish organlarining birgalikda
shikastlanishi, bir nechta oila a‘zolari yoki qarindoshlari orasida buyrak kasalliklari mavjudligi
hisoblanadi.

Kalit so'zlar: irsiy nefropatiya, klinika, genetika, glomerulonefrit.

CLINICAL AND GENETIC FEATURES OF THE COURSE OF HEREDITARY
NEPHROPATHIES IN CHILDREN IN THE CONDITIONS OF THE FERGANA VALLEY

'Rakhmanova L.K., 2Ganieva M.Sh., 3Madjidova N.M., ?Boltaboeva M.M.

Tashkent Medical Academy, 2Andijan State Medical Institute, *Ministry of Health of the Republic of
Uzbekistan, Tashkent
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v Resume

In order to identify the clinical and genetic features of the course of hereditary nephropathies in
children in the Ferghana Valley, we analyzed the data of 168 case histories of children aged 1 to 14 years
with a diagnosis of glomerulonephritis (acute-130 and chronic-38) for 2017-2021, who received inpatient
treatment in the children's multidisciplinary clinic of ASMI. It was found that in the conditions of the
Ferghana Valley there is a tendency to increase the number of patients with urinary tract infections and
dysmetabolic nephropathies of family origin. The incidence of hereditary nephritis is higher among
patients with chronic glomerulonephritis than with acute glomerulonephritis and pyelonephritis.
Algorithms for early diagnosis of hereditary nephritis in children include combined damage to the organs
of hearing and vision, kidney diseases in several family members or among relatives.

Key words: hereditary nephropathy, clinic, genetics, glomerulonephritis.

AKTyaJIbHOCTb
HaCcTosIllee BpeMsl CIOXKHOW sBIAeTcsl mpobiemMa HedpomaTHidi, pa3BUBAIOIIUXCA NPHU
reHeTHYeCKOr npeapacnoioxennocta [1,2,3,4,8,9]. HacimencrBeHHbIE HEGpPUT 1O JTaHHBIM
He(POJIOTHIECKOTO OTAENa MeUaTPUH U JeTCKoi xupypruu M3 PY3 o MHOTOIETHIM HAOIFOIEHUSIM
COCTaBIISIET B pa3HbIe TOJBI 6—8% 0T 001ero yrciaa O0NBHBIX ¢ maTojorueii nmouek. B depranckoit
JTONTMHE OHOM W3 MPUYXH HACIIEACTBEHHBIX W BPOXKAEHHBIX HE(PPUTOB SBIISIOTCS POJACTBEHHBIC OpaKH,
HACJICJICTBCHHbIE 3a00JIEBaHUSA Y POAWTENEH, POJCTBEHHHKOB, IIEPEHECEHHbIE WH(EKIIMOHHBIE
3a00JIeBaHUsl MaTepH, a TaK)Ke TepaToreHHOe JIEHCTBUE pa3iIMYHBIX JEKAPCTBEHHBIX MpernapaToB B
NIepuo]] IEpBOrO TpuMecTpa OepeMeHHOCTH. KitnHudeckue HaOII0JeHNsT YUSHBIX MOTBEPKIAIOT, YTO
JUTSI psifia BPO K IEHHBIX WIIA HACIIEJICTBEHHBIX 3a00JIeBaHUI MOYEBBIIEIUTEIEHON CHCTEMBI XapaKTEPHBI
CTHUI'MBbI COCAUHHUTCIBbHOTKAHHOI'O I[I/I33M6pI/IOFCHe3a, IMPpUYCM HE€ TOJIbKO BHCHIHHUE, COMAaTHYCCKHUE, HO
TaK)Ke, B YaCTHOCTU, OPTaHOB MOUEBOM CHCTEMBI, CBSI3aHHBIC C HACJICACTBEHHOMW Iepenadei 0ose3Hei
WIH COCTOSTHHEM, KOTOpPOE€ Ha3bIBAIOT «OT OpraHa K oprany» [4,5,6,7]. B cBsiz3u ¢ 3TUM B mocieqHue
TOJIBI HACTOSATENBHO TpeOyeTcs M3yduTh T€HEeTHYECKHE OCHOBHI 3a00JIeBaHUM TMOYEK, KIMHHYECKU
MPOSBISIONINECS HEPOTATHIMH.
Hean ucciegoBanusi — U3yYUTh KIMHAKO-TCHETHUECKHE OCOOEHHOCTH TEUCHHUSI HACIIEACTBEHHBIX
HepomnaTHil y neteit B ycioBusx depraHCcKoi JOJIHHBI.

MarepuaJ 1 MeTOAbI

Hawmu 6puti Tpoananu3upoBaHsl JaHHBIE 168 ncTopuit 0one3nu Aereii B Bozpacte oT 1 1o 14 net ¢
nuaruo3om riomepynonedput (I'H) (octpeiit-130 u xporundeckuii-38) 3a 2017-2021 rr., monydaBimx
CTallMOHAPHOE JIeUeHHe B JIETCKOH MHoromnpodmibHo# kianHnke ATMU. W3 Hux: HepputHdeckuit
Bapuant OI'H- 84 (61,8%), Hedporuueckuii Bapuant — 22 (16,2%) u y 30 mereir (22,1%)-
HepoTHUECKUI CHHIPOM C remarypuei u runepronueii. Hepporuueckas popma XI'H-31 (65,6%),
cmernanHas ¢opma — 7 (21,4%), remarypuueckas dopma- 4 (11,5%). et ¢ HaciaeqCTBEHHBIMU
HeQpuTamu (YIIOpHAs FeMaTypHsl, TYTOYXOCTh, TOPaXKEHHE II1a3, HapylIeHne QyHKIMN MTOYeK XOTS Obl
y OJIHOTO 4YJIeHa CeMbH) ObLIM OTOOpaHBl M3 YMCIIA JETe C OCTPBIMHU IJIOMepyiloHeppuTamu (B 8

ciy4asix) U 'y 4-x cpeau XpoHuueckux hopm riomepyiionedpuros (Tadi.l).
Tabéamnua 1

CTpyKTypHasi XapaKTepUCTHKA Pa3JIMYHBIX (JOPM rjioMepyoHeppuTa
(o mamabiM OJIMMII r. AHooKaH)

Octpslil riOMepynoHeppHT XpOHUUYECKHH TTIOMEPYITOHEPPUT
Hedpotnueckmii | Hedpurnaeckuit | Hedbporuueckuit | Hedporuuecka | [emarypudeckas | CmemnraHHas
CHHZIPOM CHUHJIPOM CHHJIPOM C 1 popma bopma ¢bopma
remMaTtypuei u
TUIIEPTOHUEH
abc % abc % abc % abc % abc % abc | %
32 25 84 65 14 10 27 71 4 10,5 7 18,5

OO0mee KOJTMYECTBO AETEH C HACIEACTBEHHBIM HE(PPUTOM MPUXOAMIOCH HA BCE CIydal OCTPOTO
romepyinoHedpura 6,2% W Ha XpoHHWYeckue QGopmbl JaHHOTO 3abomeBanuss — 12,5%. U Tak
HACJICJICTBCHHBIN He(pUT HambOIee 4YacTO BCTPEYACTCS CpPEAM XPOHHYECKUX 3a00JIeBaHUU IMMOYEK
MPEUMYILECTBEHHO CPeIu OOJIbHBIX XPOHUYECKUM TIIIoMepyioHehpuToM (Tadi.2).
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Tabanna 2
Bo3pacTHo-TI010Basi XapaKTEePUCTHKA JIeTel ¢ HacelcTBeHHbIM HegpuToM (%)

Ne Bospact Manpunkn | JleBoukn Bcero
00ciIeI0BaHHbBIX Aoc. % Aoc. %
OOIBHBIX

1. 1-5 ner 1 8,5 - - 1 8,5

2. 6-10 et 6 50 - - 6 50

3. 11-14 net 2 16,7 3 25 5 41,7
Bcero 9 75 3 25 12 100

Kak mokaspiBatoT gaHHbie (Ta011.2), cpean 00CaeI0BaHHBIX IeTel mpeodiaananT Maabuukn (75%),
YTO 3HA4YMTENbHO mpeBbimaeT (3:1) momo meBodek (25%, p<0,01). Haumbombinee kommyecTBO
00ce10BaHHBIX MPUXOAUIIOCH Ha Bo3pacT 6-10 net -6 neteii (50 %) u 11-14 net (41,7%), HaumeHblIee
Ha BO3pacTHOM nepuos 10 S et (8,3 %). [Ipeobaananue 101 MaTbuuKOB CPeIn 00CIeIOBAaHHBIX IeTeH
C HACJEICTBEHHBIM HE(PUTOM B HALMX HCCIEIOBAHUSIX YKa3bIBa€T HA CLEIJICHHOCTh C MOJOBOH X
XPOMOCOMOM NpHU PELECCUBHOM THUIIE HACIENOBaHUs. B kauecTBe KOHTPOJIBHOU rpymIibl B3Th 30 Aereit
B Bo3pacte 1-14 Jiet, cTpajaronux He HACIeICTBEHHBIMU 3a00ICBAHUSMU TTOYECK.

B wuccnenoBaHum 4IeHOB ceMbHM OONBHBIX JETEH HaMH HCIIOJIB30BaH KOMIUIEKCHBIH ITOIXO:
KITMHIKO-aHAMHECTUYECKHe, JTabopaToOpHble (KIMHUYECKHEe W OMOXMMUYECKHE) W TEeHEaIOTHYEeCKHe
uccnenoBanusi. Taxke MPOBOIWIACH BO3AYIIHAS W KOCTHAas ayAMMETpPHUsl CIyXOBOTO IOpora Ha
OTCYCCTBCHHOM ayJqJUOMCTPEC. BriaBiaenne cturm IlI/I33M6pI/IOI‘€H€3a 6I)IJIO JOMNOJHUTCIIBHBIM OIIOPHBIM
METOJIOM AWarHOCTUKU. W3 oOmeKInHuYecKnX 1abopaTOpHBIX METOMOB 00s3aTeIbHBIM  OBLIO
NpoBe/IeHHEe KIIMHUYECKOTO aHajIn3a KPOBH, MOUM U Kana. [Ipu nHTepnperanuu nokasaTesei aHaim3a
MOYM TPOBOJMIOCH TUITUPOBAHUE BAapUAHTOB remMatypuu ¢ mnomoinsio kpurepues West C.C. 1976,
Bragon J. 1977 nut. o A.}O.Mnneka u coapt. (2000), creneHp BBIPAXKEHHOCTH SPUTPOIUTYPHH TI0
pekomenparmsm  T.B.Cepreeoit  (1976). OrieHka COCTOSIHHSI CEpICYHO-COCYTHCTON CHCTEMBI
MPOBOJMIIACH ITyTEM M3MEPEHUs apTEePUAILHOTO JaBIICHHS, pacyeTa CepJeuHOro HHIeKca, YASIbHOro
u muHyTHOoro oOwrema cepana, OKI'. LludpoBbie naHHBIE 00paboTanmd METOAOM BapHAMOHHOMN
CTaTUCTHUKHU C BBIYUCICHUEM NOCTOBECPHOCTH YHCJIICHHBIX pa3n1/1111/1171 10 CTI)IOI{GHT&.

PesynbTat n o0cysxkneHue

B xo/1e mpoBOAMMEBIX UCCIIEJOBaHHW HaMU ObLIa W3y4eHa CTPYKTypa 3a0oneBanuii mouex (2016-
2018 rr.) mo nanHbIM Hedposoruyeckoro oraeiaeHuss OJMMI] r.Anamxkana (tadn.3).

Kaxk BunHO n3 nanHbIx (1a61.3), cpenu HehpoJOorndecKux OOJIbHBIX, TOJ] 32 TOJIOM YBEIUUUBACTCS
JIOJISL IeTel ¢ OCTPHIMU M XpOHWYECKUMH (popmamu nienonedpura, ero octpsie hopmsi ¢ 20,95 B 2015
roay ysenuuminch 10 27% B 2017 rony, B To ke Bpems ero xponndeckue Gopmsl ot 10,5 % 1o 14,04%.
OO6mmas n0js nuejoHepuTa B CTPYKTYype HEPPOJIOTHYSCKUX 3a00JICBAaHUM 3a TOJIbI MCCIICIOBAHHS
cocrasuia 36,1%. Hanpotus, nons riiomepynoHepuToB B CTPYKType HEQPOIOrniecKux 3a00aeBaHNi
yMmeHbmmiIack — octpoie ot 32,1 % no 17,3 %, a xponuueckue ¢ 23,9 % mo 12,4 %. OOmas nons
TJIOMEPYJIOHe()PHUTOB 32 3TH TOABI cocTaBmia 43,4 %, 4TO MpeBbIIIAcT OOIYIO OO0 MHETOHePPUTOB
(36,1 %, p <0,05). Hamu uccienoBaHust MOKa3ajiu, YTO B OOIICH CTPYKTYpe HO30JIOIMU 3200 ICBaHHI
MOYEK YBEIIMYNBACTCS U YICIbHBIN Bec HHPEKIMU ModYeBbIBoaAMX myTei (ot 1,98 % B 2015 roxy no
7,7 % B 2017 rony).

AHanu3 1aHHBIX TIOKAa3al, 4TO B CTPYKType HedpoJorndeckux 3a001eBaHni yBETMUUBACTCS H IOJIS
nucMmetabonuieckux Hedponatuii ot 8,57 % B 2015 roxy no 17,47% B 2017 roxy, T.e. TOYTH BIBOE.
Hame BHMManme mpuBiekaer TOT (GakT, YTO JUcMeTaboinveckue He(PpomaTud B HAIIUX
UCCIIeIOBaHUAX ObUTH O00YCIIOBJIEHBI CEMEWHBIMHU, CPEJIOBEIMH W HACJIECTBEHHBIME (PaKTOpamH, T.C.
aHaJIOTUYHAsi CUMIITOMAaTHKa OTMeYajach Y POAMTENEH, CHOCOB U MX MOXHO OTHECTH K CEMEWHBIM
¢dopmam Hedponaruu. Ecnm ydectb, uyTO MHOrHMEe BTOpPHYHBIE (DOpMBI TNHeENoOHedpHUTa Yalle
00yCIIOBJIEHBI CEMEHHBIMH JUCMETA00IMYECKMMU He(hPOIIaTHIMK, TO CEMEHHbBIC WIIM HACIIECTBEHHO
o0yciioBiieHHbIe HedpornaTuu B pernoHe depraHckoil MONMHMHBI COCTaBISIOT 25,2% ciiydaeB Bcex
3a00JIeBaHUH MOYEK 32 UCTEKILINE OB
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Ta6auna 3. Ho3zosioruueckasi CTpyKTypa 3adoJieBanuii movek (% k o0umemMy 4yuciay 60J1bHbIX)

Ne HanmenoBanune 2015 rox 2016 rox 2017 rox Bcero
3a00neBaHuN Abc. | % AbGc. | % Abe. | % Abc. %

1. Octpslii muenoHepuT 95 20,9 | 117 20,9 159 27,2 371 23,2

2. XpOHNIECKUH 48 105 | 77 13,8 82 14,04 207 12,9
mHeToOHeQPUT

3. Ocrtperii rnomepynoredput | 146 32,1 | 159 28,4 102 17,3 407 25,47

4. XpOHNIECKUH 109 23,9 | 104 18,6 73 12,4 286 17,9
TIIOMEpYIOHEPPUT

5. Ju3merabonnaeckue 39 8,57 | 64 11,45 99 17,47 202 12,64
HepponaTuu

6. Wudexmun MoyeBbIX myTei | 9 1,98 17 3,04 45 7,70 71 4,44
— IIUCTHUTBI.

7. TyOynonarun 1 022 |2 0,36 1 0,17 4 0,25

8. BpoxneHHbIi 2 044 |10 1,79 9 1,54 21 1,31
HepoTHYECKUI CHHAPOM

9. XpoHnyeckast ~ moveyHas | 2 044 |4 0,72 6 1,03 12 0,75
HEJIOCTATOYHOCTh

10. | HacnenctBennsiii uedpur: | 4 0,88 5 0,89 8 1,37 17 1,06
CUHAPOM Anbriopra,
cunapom Jloy u @aHkoHU.
Bcero 455 100 559 100 584 100 1598 | 100

CymecTBeHHOE 3HAUCHWE B HAIUX HCCICHOBAHHUAX OBUIO YIENEHO IpoOjeMe HACIIEICTBEHHBIX
Heppuros (HH). Hamu HH Obun auarHocTHpOBaH B TOM Cilydae, €Ciid y peOeHKa OTMEYaeTcsl yropHas
remMatypust (Makpo- WJIM MUKPOTeMaTypHs) B COUCTaHUM C MOPAKEHHEM TIJIa3, OPraHOB ClIyXa, a TaKxke
BBISIBJICHUU CPEAM WICHOB CEMBH (POIMTENIH, CHOCHI) XOTsA OBl OJHOTO OOJILHOTO ¢ 3a00JICBAHUEM ITOYEK
aHAJIOTMYHOTO TeHe3a. Kak BUIHO M3 pe3ynbTaToB Hamux ucciaepoBaHuii HH umeer TenmeHmmo x
yBenudeHuto (4 ciydas B 2015 roay u 12 cnygyaes B 2017 romy). HH mpu TmiatenbHOM MjIaHUPOBaHUU
LIeJICHANPaBIEHHOT O UCCIIEA0BAaHUS, BKIIOUABLIETr0 ayAMOMETPUUIECKHE U TeHEaIOTHUECKHUE UCCIIEJOBAHUS
JMMarHOCTUPOBaH 3a wucrekmme 3 rtoma y 18 mereir, uyro cocraBuno 3,17 % w3 uymcma Bcex
rocrnuTanu3upoBaHHbix (1598 npeteii). Juarmo3 HH ycraHoBneH B 8 chywasx cpenu Jgeted ¢
TJIOMEpYIOHE(PUTAMH - B 2-X CIyYasX IPU UX OCTPOM TEUCHUH U MEPBUYHOM OOpaIIeHHH, B 6 CIydasx
Opd  XPOHHYECKOM TECUCHHH TMATOJNOTHH;, B 4-X clydasx y JAeTedl C muenmoHeppuToM Ha (oHe
JUCMEeTa00INYecKOi Hedponatuy, y 5 neTed, roCHUTAIN3UPOBAHHBIX B pa3muuHbIx ctagusx XIIH mpu
oOparlieHus K CrieuanIucTaM ¢ mpodieMaMu 3peHus U CiIyXa.

IMocneanuii akT TOBOPUT O 3amo3aaion auarHoctuke HH, WX OTHOCHUTENBHO CKPBITOM JeOroTe, uTo
COKpalaeT CpOKH BO3MOXKHOHW KOHCEPBATHBHOW Tepanuy, JTaHHOW KaTeropuu OOJBHBIX M 00YCIOBINBAET
OTHOCHUTEIBHO OBICTPBIM JeTanbHbIl ncxon. Ham ananmmus BeiOopkm nereit ¢ HH mokasam, 4to oHu
MIPEUMYIIECTBEHHO cOCTOsTN M3 cenbckux pernoHoB (Illaxpuxan, Kyprantema) - 11, wem ropoackux
(r.Axmmxkan) - 7. O TpynHocTsix nuarHoctuku HH cBupetenscTuByeT 1 TO ¢axT, uro u3 uncna gereit ¢ HH
B 8 CIy4asx OHM JIJIUTEHHO (10 6 J1eT), HaOIroAaIuch B yCIOBHUAX MOTUKIMHUKH, IETCKUX CTAIlHOHAPOB O]
IUaTHO30M «TJIOMEPYIOHEPPUT», «HeHPOTHISCKUN CHHAPOMY, «BTOPHUYHBIA MUETOHEPPUTY», «HHPEKITHH
MOUEBBIBOJSIIMX IyTeH» M HE MCIOJIb30BAIM JONOJHUTEIbHbIE (F€HETUYECKHE, ayAHMOMETPUYECKUE)
MeTOJIbl uccienoBanusi. Bospact aereit ¢ HH Obu1 mpeumymectBenHo a0 8 net (58,3 %), uem 12 ner u
crapme (41,7%) m cpemm HUX mpeoOmamanu OeTd Myxkckoro moma (75%), dem meBouku (25 %) u
COOTHOLICHHE MaJIbYUKOB K JAEBOYKaM cocTaBuio 3:1.

Kak BusiHO u3 qanHbix (Tabi. 4), XxapakTepUCTHKA aKyIIEPCKOro aHaMHe3a Matepeit 6onbHbIX aereit ¢ HH
MOKa3aja, 9TO MaTepy Yallle CTPagaan TOKCUKO3aMU OEpEMEHHOCTH, BBISIBICHBI KPOBOTCUCHHS B aHAMHE3E;
Cpely PKCTpareHUTAIbHBIX 3a00J€BaHUN Yallle BbISABIIACH MATOJIOTUS [MOYEK U MOYEBBIBOJAIINX ITyTeH
(P<0,01), cepaeuno-cocymucteie 3aboneanus - (P<0,01), 6one3nu sug0KpUHHOTO TeHe3a (P<0,01), yem
3aboneBanus JKKT, rematonoruueckoro u amieproyiornieckoro renesa (P<0,05). Y marepeii poabl yaie
OCTIOKHSUTHCh JHCKOOPIUHUPOBAHHBIMU pojaaMu - ObicTpble U crpemutenbheie (P<0,05)., cmaboctb
ponoBoii gesrenpHOocTH (P<0,01), oTCcnolikoit HopManbHO pacmnonoxkeHHoH mianeHTs! (P<0,05) n o6BUTHEM
nynoBuHsl (P<0,01) um sBuaMch ocHOBaHWMEeM pa3BuTHs y Iwoga rumokcuu (P<0,05) m acduxcum
HOBOpoxAeHHBIX (P<0,05). Cpenu nereit ¢ HH mpeoGnamanu netw, poauBIIHECs NCXOAHO HU3KOH Maccoi
tena (<2700 rp.) (P<0,01), uem netu maTepeit KOHTPOJIBLHON TPYIIIBL
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W3yueHne 4acToThl nepeHeceHHBIX 3a0oneBanuii netbMu HH rokasano, 4To OHM OTHOCSTCS K TPYIIIE 4acTo
6ouneromux nereit (P<0,01), ¢ moBTOpHBIMH MHMEKIMIMHU PECTUPATOPHOI crucTeMbl (10 4-5 pa3 B roa), cTpagaiu
pa3nmuaHbIME (opMaMH NMUMIEBOH u nekapcTBeHHor amieprun (P<0,01), B paHHeM neTcTBE 4acTO MEpEeHOCHIIN
KUIICYHbIC HHPEKINH (TeNaTUT, CaIbMOHEINIIE3b], KUIICUYHbIE KONMN-MHPEKINN | T.1.), Y HUX B aHAMHE3€ BBICOKA
4acTOTa epeHeCceHNs BUPYCHBIX HH(EKINI — KOpb, KpacHyxa u T.1. (P<0,01).

Tabnuua 4
AKyliepckuii aHaMHe3 MaTepeii 00JIbHBIX JIeTeill ¢ HacJeACTBeHHBIM Hegputom (%)

Ne IlepedeHp HO30J0TMUECKUX V marepeit nereii c HH YV matepeii 310pOBBIX P
EIVMHALL n=18 neTen
n=30
abc % Abc. | %

1. | Teuenue 6epeMEHHOCTH:
- T€CTO3BI OEPEeMEHHOCTH; 4 33,3 5 16,7 <0,01
-KpOBOTEUEHUS B |-if IOITOBUHE 2 16,5 1 3,33 <0,001
OEepPEMEHHOCTH;
-3KCTParcHUTENLHBIC
3a00JIeBaHMUA:
a)CeplIeYHO-COCYTUCTHIC 5 41,7 3 10,0 <0,01
3a00JIeBaHNUS;
0)3abonepanus XKKT; 3 25,0 5 16,7 <0,05
B)3a00eBaHUS SHIOKPHUHHOTO 5 41,7 6 20,0 <0,01
reHesa;
T)3a00JICBaHMS ITOYCK H 6 50,0 8 26,7 <0,01
MOUYEBBIBOISIINX MyTEH;
J)IIPOYHE: aIJIePTOJIOTHICCKHUE, 4 33,3 7 23,3 <0,05
reMaTOJIOTHUECKHE.

2. | Tedenue pomoB:
-TUCKOOPTUHUPOBAHHBIC POJIBI; 3 25,0 5 16,7 <0,05
-c1abocTh POJOBOM
JIeSITCIbHOCTH; 5 41,7 7 23.3 <0,01
-OTCJIOMKA TUTAIIEHTHI;
-00BHTHUE MYTIOBUHBL; 4 33,3 8 26,7 <0,05
-TMIIOKCHS I1JI0J1A; 3 25,0 4 13,3 <0,01
-ac(hUKCHST HOBOPOIXK/ICHHBIX; 6 50,0 10 33,3 <0,05
-pOKACHHUE Tl C HU3KOH 7 58,3 12 40,0 <0,05
Maccoit Texa (<2700 rp)

5 41,7 6 20,0 <0,01

OCHOBHBIMH  KJIMHWYECKMMH cuMnroMamu HH ObutH  CHMOTOMBI MHTOKCHKAIMU: OJIETHOCTS,
[aCTO3HOCTh, CHHIONIHOCTH MOJI TJ1a3aMH, OBICTpast yTOMIISIEMOCTb, TOOBHBIe 00 (puc.1). Yposens AJl y
oomeaerx HH cocraBun CAJl (90,0+5,6 mm pr.ct.), A/ (54,0+1,76 MM PT.CT.) U YacTO BBISBILLICA
apTepuajbHasi TMUNOTEH3Us — 66,7% 10 CpaBHEHHIO C E€ThbMH KOHTPOJIbHOM rpynmnsl (23,3% u 56,7%)
(P<0,001). Oteunslii cunApoM OBUT BEIPa’KCHHBIM B TepMuHaIbHOM cTaguu XIIH y neteii ¢ HH.

80
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30
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B 0eTU KOHTPO/IBHOMN
rpynnbl

Puc. 1. YacToTa KIMHUYECKHX CUMIITOMOB Y JeTeil ¢ HacjleCTBeHHBIM Hedputom (%)
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MoueBoi CUHIPOM MpOSBIUICA YIIOPHOU npoTeunypueit — 3,57+0,71 % B mopuusx MOYM U IOKa3aio
norepto 1,65 rp Oenka npu obIIeM cpeaHeM CyTOYHOM auypese y 6ombHbIX neteit ¢ HH (808+£69,5 mu).
Taxoke BBIIBUIN YMEPCHHAs reMaTypHs, TO €CTh 3PUTPOILUTYPHs COCTaBHiIa 3-4 HEU3MEHECHHBIX U 6-8
W3MEHEHHBIX SPUTPOITUTOB, a JICUKOITUTOB 7-8 B TOJie 3peHUs. Y JeNbHBIA BeC MO4H OOJBHEIX jgereii ¢ HH B
cpeanem coctaBui 1012+2.59.

Takum ob6pazom, HH B pernone ®depranckoli JOTHHBI MPOTEKAET ¢ MPEOOIaHUEM TUIOTSH3UBHOIO,
OTEYHOTO CHHIPOMOB, YeM MOYEBOI'0 M WHTOKCHKAIMOHHOTO. ['eMaTypuueckuii cunapom npu HH wamre
BCEro 0OYCIIOBJICH HapYIICHUEM TIIOMepYJISIpHOU mpoHutiaeMocTy. OTHaKO BhIsSBIeHHE HaMu ciydaes HH
cpeau OONBHBIX ¢ MHEeToHePPUTOM (4 CiTydasi) CBUIETEIBCTBYET O Pa3BUTHH WHTEPCTUIIMATBEHOTO HedpuTa
Ha (oHEe nucMeTaboNMMYecKoi HedpomaTuy W HE HCKIOYaeT TYOYISpHBIA TEeHe3 TeMaTypud H3-3a
OKCaJIypuH, ypaTypHH.

Jnsa moareepxkaeHus quaraoza HH ocoOeHHO OBLIO BaXKHBIM BBISBICHHE CTHUTM Iu3sMOpuorenesa. B
HAIIUX HCCICAOBAHUAX HAMOOJEee OTIMYHUTEIBHBIMA CTUTMaMH JH33MOpHOTeHe3a ObUIM THUIEPTEIOpU3M
MIEPEHOCHIIBI B COCKOB, M3-3a aedopmaruu rpyauoi kiretku (P<0,001) (Tabi.5).

W3BecTtHO 4TO, XapakTepHbIMH mpu3HakamMu HH sBISIOTCS CHIKEHHE Topora ciyxa (CHHAPOM
AnbrniopTa), 4TO Yallle BCEero CBs3aHO C HEBPUTOM CIIyXOBOT'O HepBa.

B Hammx wuccienoBaHISIX ayIHOMETPHYECKHAE MOATBEPXKACHUS CHIDKEHUS ciiyxa — Tyroyxocts I-11
CTereHu BhlsiBieHa B 6 ciydasnx (30 %), B 7 cioydasx -KIMHHYECKOE CHUKEHHUeE ciyxa y aereit ¢ HH, T.e.
KJIMHUYECKOE U MHCTPYMEHTAJIbHOE CHIDKEHHE ClTyXa Y O0NbHBIX cocTaBmiio 72,0%, KOTOpHIi coryacyercs
¢ maHHBIMH JuTepaTypsl (50-60%). HeobxommMo ydecTs, 4TO MO Mepe IpPOTPEeCCHpOBAHUS OONIE3HH, C
BO3PACTOM IPOHCXOIUT yBEIHUCHHE YHCiIa OONBHBIX NeTell ¢ HapymeHweM ciyxa. B 3-x cimydasx Obun
MOJTBEPXKACH KOXJICAPHBIM HEBpPHUT. MHTEPEeCHO OTMETHTh, YTO YacTOTa CTUTM JAuU3dIMOpUOreHe3a
MpEeBAIHNPOBAJA y AETEH ¢ CHIPOMOM AJBIIOPTA U TIOHMKCHHBIM CIIYXOM.

Tabmuma 5

7 (1]
YacroTa cTUrMbI 1M39MOpHOreHe3a y JeTeil ¢ HacaeACTBEHHLIM HeppuTom (%)

Ne Crurmsl Hetu ¢ HH KounTponbnas
(n=12) rpymma (n = 30) P
Aoe. | % Abe. | %
|. Anomanuu uepena

1 Opaxu- u gonuxoredain 1 8,3 - - -

2. VIUIOIIEeHHBINA 3aTHUIOK 2 16,7 2 6,6 <0,01
3. BripakeHHBIC HaTOPOBHEIC OYTH 2 16,7 1 3,3 <0,01

. Anomanuu 1uyo
1 | CemtoBuIHBINA HOC, YIUIONICHHBIH HOC 1 8,3 3 10,0 < 0,05
2. THIIEPTEIOPHU3M 3 25,0 1 3,3 < 0,001
3. DIHUKaHT 4 33,3 3 10,0 < 0,05
4, Bricokoe rornyeckoe HEOO 2 16,7 1 3,3 < 0,05
5. AHOMaJIMHU PacONOKEHHUS YIIen 2 16,7 4 13,3 < 0,05
6. JucriacTuaeckuit poct 1 8,3 5 16,7 < 0,05
. Anomanuu mynosuwe, koneunocmu
1. CanpaneBumHast mes MeXAy 1-2 2 16,7 1 3,3 <0,01
MajgbLaMK KUCTEH U CTOII
2. l'umeprenopusM COCKOB 3 15 2 6,6 < 0,001
3. Jedopmanus rpyaHOH KISTKH 4 33,3 1 3,3 < 0,001
4, Kinonaxrmnus 2 16,7 3 10,0 < 0,05
BriBoabI

1. B Oepranckoid n0onMHE B CTPYKTYpe HO30J0THUeCKHMX (opM 3a00neBaHUN TMOYEK H
MOYEBBIBOSIINX ITyTE€H OTMEYaeTcs TEHICHIMS K YBEIWYCHUIO YWCla OONBHBIX ¢ HHQEKInen
MOUYEBBIBOAIIMX MyTeH U AUCMETa00IMYECKUX HeponaTHii HACJIEJACTBEHHOTO reHe3a.

2. Yacrora ciyyaeB HAacJe€ICTBEHHOIO He(QpUTa BbIIE CpeAd OOJBHBIX XPOHHUUYECKUM
TJIOMEPYJIOHE(QPUTOM, YEM C OCTPBIM TJIOMEPYIOHE()PUTOM U MTUEITOHES)PUTOM.

3.V OONBHBIX ¢ HACIIEJCTBEHHBIM HEQPPUTOM Hallle BCTPEUAIOTCS OpraHocneuduieckue CTUrMbl
(aHOManMsl MOYEK M MOYEBBIX MyTel) IO CPABHEHMIO C BHEIIHUMH COMAaTHUYECKUMU CTUTMaMHU.
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4. K anroputMaMm paHHEH IHArHOCTHKH HACIEACTBEHHOr0 Hedpurta y AeTeldl  OTHOCATCS
COUYCTAaHHOE MOPAKCHUE OPraHOB CIIyXa W 3PCHUS, BHISBICHUE MMOYEYHBIX 3a00JICBAHUH Y HECKOJIBKHIX
YJICHOB CEMbBU WJIU CPEIHU POJACTBEHHUKOB.

5. Jlnst paHHe MUarHOCTHKH HACJIEICTBEHHOTO HedpHTa Cpeau aeTeil HeoOXOIUMO BKITFOUEHUE
TeHeaJIOTHIECKOT0 METO/Ia M3YYEeHHs HACIEACTBEHHOCTH MPH OCTPHIX M XPOHWYECKUX 3a00ieBaHHN
MOYEK.
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