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KIMHUKO-TEHETUYECKHUE ®AKTOPBI PUCKA PABBUTUSA HACJIIEACTBEHHbBIX
HE®PHUTOB Y JJETEH B YCJOBUAX ®EPTAHCKOM JOJIUHBI

Paxmanoea Jlona Kapumoena

Tawkenmckas MeEOUYUHCKASL aKaoemus

bonmaboesa Myxkaooac Mawpaodosna

AHoudicanckuii 20cy0apcmeerHull MeEOUYUHCKULL UHCIUMYM

C yenvio 6viA6IeHUA KIUHUKO-2EHEMUYECKUX (DAKmMOpOo8 pUucka pazeumusi HAC1e0CmEeHHbIX
Hepumos y demeii 6 ycaosusx Depeanckou OONUHbL NPOAHATUZUPOBAHbI OaHHble 168 ucmopuii
bonesnu demeil 6 ospacme om 1 0o 14 nem c ouacnozom enomepyronegppum (ocmpwiti-130 u
xponuueckuui-38) 3a 2017-2021 ee., noayuaswiux CcmayuoHapHoe JaedeHue 8 OemcKoll
mHozeonpoguivhol xkiunuke AI'MU. Bvino evisereno, umo 6 yciogusx Depeanckoil 001UHbL
ommeyaemcs MeHOeHYUs YeeludeHue yucia OONbHLIX ¢ UHGeKyuel MouesblgooAWUx nymeu u
oucmemadonuueckux Hegponamuili cemelHo2o e2ene3a. Yacmoma cayuaed HACIEOCMBEHHO20
Hegppuma e@vlule cpedu OONbHLIX XPOHUYECKUM 2N0OMEepPYIOHepuUmom, yYem C OCMPbIM
enomepynoneppumom u nuenoneppumom. K aneopummam panneti OUAGCHOCMUKU HACTIEOCMBEHHO20
He(puma y Oemell OMHOCAMCA COYEMAHHOe NOPAdCEHUEe OP2aHO8 CIYXA U 3PEeHUs, NOYedUHblIX
3a601e6aHUL Y HECKOILKUX YTIeHO8 CeMbU UTU CPeOU POOCMEEHHUKOS.

Knioueswvle cnoesa: nacreocmeennvlx Heghponamuil, KIUHUKA, 2eHeMUKA, 210Mepylonedpum.

CLINICAL AND GENETIC RISK FACTORS FOR THE DEVELOPMENT OF
HEREDITARY NEPHRITIS IN CHILDREN IN THE CONDITIONS OF THE FERGANA
VALLEY

In order to identify clinical and genetic risk factors for the development of hereditary
nephritis in children in the Fergana Valley, we analyzed data from 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.

BBenenne. B Hacrosiiee Bpems CIOXKHOW  siBisieTcs mpobiema  HeppomnaTHid,
pa3BUBAIOIIMXCS TPU FeHETHYecKoil npeapacnonoxenHocty [1,2,4]. HacnenctBeHHslit HeGpuT no
JTaHHBIM HE(PPOJIOTMYECKOro OT/Aea NeAuaTpuu U aerckod xupypruu M3 PY3 mo MHoronerHum
HaOJIOACHUAM COCTABIIsET B pa3Hble rofbl 6—8% 0T 00111ero uncia 60IbHBIX C MATOJOTUEH MMOYEK.
B ®epranckoii nonuHe OAHOW U3 MPUYUH HACIEICTBEHHBIX U BPOXKIEHHBIX HE(QPUTOB SBISIOTCS
POJCTBEHHBIE OpaKH, HACJIECTBEHHBIE 3a00JIeBaHUS y pOAUTENEH, pOJICTBEHHUKOB, ITEPEHECEHHbIE
MHOEKIMOHHBIE 3a00JeBaHUs MaTepH, a TaKKe TEepaTOreHHOe JIeHCTBHE  Pa3IMYHbIX
JIEKapCTBEHHBIX IIperapaToB B IMEpPHOJ MepBoro TpumMectpa OepemeHHocTH. KiuHudeckue
HAOJMIOACHUST YyUYEHBIX TMOATBEPXKIAIOT, YTO JJIs psiia BPOXKIEHHBIX MM HACIEICTBEHHBIX
3a00JIeBaHUN MOYEBBIJICTUTEILHON CHUCTEMbl XapaKTEPHbl CTUTMbl COEJUHUTEIbHOTKAHHOTO
Iu33MOpHOreHes3a, MPUYeM He TOJIBKO BHEIIHUE, COMAaTHYECKHE, HO TAaKKe, B YACTHOCTH, OPTraHOB
MOYEBOU CHCTEMBI, CBSI3aHHBIE C HACJICJACTBEHHOW Tepeaadeii 00Je3He U COCTOSTHUEM, KOTOPOE
Ha3bIBAIOT «OT OpraHa K oprany» [3,5,6,7]. B cBs3u ¢ 3TUM B NOCIE€IHUE TOABI HACTOSTEIHHO
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TpeOyeTCcsl M3YYHTh TEHETHYECKHE OCHOBBI 3a0O0JICBAaHUM IMOYEK, KIMHHYECKU MPOSBISIONIHECS
He(ponaTUsIMH.
Heap wuccaenoBaHus — U3YYHTh KIMHUKO-TGHETUYECKHE OCOOCHHOCTH  TEYCHUS
HacJIeACTBEHHBIX HepponaTuil y nerei B ycinousx depraHckoi JOJUHEI.
Matepuajabl U1 MeTOABI
Hamu Obutn ipoaHanu3upoBaHbl 1aHHbIe 168 wcTopuii OoJie3HU neTel B Bo3pacTe oT 1 10
14 ner ¢ quaranozom rnomepynoHedput (I'H) (octpsiii-130 u xponudeckuii-38) 3a 2017-2021 rr.,
MOJTy4YaBIIMX CTAllMOHAPHOE JICYCHHE B JIETCKOW MHoOTomnpoduiabHol knuHuke AI'MU. U3 Hux:
Hepputuueckuii Bapuant OI'H- 84 (61,8%), neppornueckuii Bapuant — 22 (16,2%) u 'y 30 gereit
(22,1%)- HedpoTHUECKHIT CHHAPOM C TeMaTypueii u runepronueir. Hedporuueckas dpopma XI'H-
31 (65,6%), cmermannas ¢opma — 7 (21,4%), remarypuyeckas dopma- 4 (11,5%). Hetu ¢
HACJIe/ICTBEHHBIMU He(ppuTaMu (ymopHas reMarypusi, TyrOyXOCTb, IOpaXEHHE IJ1a3, HapyLIECHUE
(GYHKIMH TOYEK XOTS OBl Y OJHOTO 4WIEHAa CeMbH) OBLIM OTOOpaHBI M3 YHCIA JETeH C OCTPHIMU
roMepysnoneppuramu (B 8 ciaydasx) Uy 4-x cpead XpoHHUYecKuX (GopMm TioMepysioHe(ppUToB
(Tabmn.l1).
Taoauna 1
CTpyKTypHasi XapaKTepPUCTHKA Pa3JIu4HbIX opM riiomepyioneppurta
(mo manaeiM OJIMMII r. AHaMKaH)

Octpslii TIOMEpYIIOHEPPUT XpoHHUECKUH romMepyioHehpuT
Hedporuueckuit | Hebputuuec- | Hepporuuec- | Hedpporuuec- | I'ematypuuec- | Cmemian-
CUHIPOM KWW CHHIPOM | KHU CHHIPOM | Kast popma Kas popma Hast

C remMarypuei ¢dopma

u

TUIEPTOHUEH
abc % abc % abc % abc % abc | % abc | %
32 25 84 65 14 10 27 71 4 10,5 7 18,5

OO01ee KONMWYECTBO AETE C HACIEACTBEHHBIM HEPPUTOM MPUXOIUIOCH Ha BCE Clydau
octporo riomepyioHedputa 6,2 % u Ha XpoHudeckue GopMbl gaHHOTO 3a00neBanus — 12,5%. 1
TaK HAacJeICTBEHHBbIM HeppuT Hamboiee 4acTo BCTPEUYAETCs CPeAr XPOHUYECKUX 3a00JeBaHHA
MOYEK MPEUMYIIECTBEHHO Cpear OOIBHBIX XPOHUYECKUM TIIoMepylioHedpuTom (Tabdi.2).

Tabanna 2
Bo3pacTHo-110J10Basi XapaKTEPUCTHKA JieTell ¢ HACJIeICTBeHHBIM Hepputom (%)

Ne | Bozpact Manpuyuku eBoukn Bcero

00CIIeI0BaHHBIX Abe. % Abec. % Abe. %

OOJIHBIX
1. | 1-57er 1 8,5 - - 1 8,5
2. | 6-10 mer 6 50 - - 6 50
3. [ 11-14 ner 2 16,7 3 25 5 41,7

Bcero 9 75 3 25 12 100

Kak mokassiBatoT ganubie (Ta0i1.2), cpean oO0CIeA0BaHHBIX JAeTel MPeo0IagaloT MaTbYHMKH
(75%), uto 3HaumrenbHO mpeBbimaeT (3:1) momo aeBoyek (25%, p<0,01). HawubGombimee
KOJIMYECTBO 00CIIEOBAaHHBIX MPHUXOJMUIOCh Ha Bo3pacT 6-10 nem -6 nereit (50 %) mn 11-14 nem
(41,7%), nHauMeHsbIllee HA BO3pacTHOU mepuof do 5 zem (8,3 %). [Ipeobnananue 1011 MaTbYMKOB
cpenu oOCIEeIOBaHHBIX JIETEH C HACJIEICTBEHHBIM HE(PPHUTOM B HAIIMX HUCCIETOBAHUAX yKa3bIBaCT
Ha CIETUIEHHOCTh C MOJIOBOM X XpOMOCOMOU TMpH PElECCUBHOM THUIIE HAcleqoBaHUs. B kauecTBe
KOHTPOJIbHOU Tpymibl B3sAThl 30 mereil B Bo3pacte 1-14 net, cTpamaroniux HE HAcleICTBEHHBIMU
3a00JIeBaHUSMH TTOYEK.

. _____________________________________________________________________________________________________|
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B wuccnemoBaHuM 4IEHOB ceMbH OOJBHBIX JI€TEH HaMU WCIOIH30BaH KOMILJIEKCHBIN
MOAXOJI: KJIMHUKO-aHAMHECTUYeCKue, JjabopaTropHble (KIMHUYECKME U OHOXMMHYECKHE) U
TCHEAJIOTHYECKUE HCCIIe0BaHusA. Takke MPOBOAWIACH BO3AYIIHAS M KOCTHAs ayJIuMETpUS
CIIyXOBOTO IOpOTa Ha OTEYECTBEHHOM ayAHOMeTpe. BpisBieHHe cTUrM au3sMOpuorenesa ObLIO
JIOTIOJTHUTEIBHBIM OTIOPHBIM METOJIOM JIUAarHOCTUKU. M3 OOIIEKTMHUYECKHX J1ab0paTOPHBIX
METOJIOB 00s3aTeNbHBIM ObUIO MPOBEACHHE KIMHUYECKOrO aHaliu3a KpoBU, MouM U Kana. [lpu
WHTEPIIPETAIMH MTOKa3aTelell aHalli3a MOYM TIPOBOJAMIOCH THITMPOBAHKUE BAPUAHTOB TEMATYPHH C
nomoibio kputepueB West C.C. 1976, Bragon J. 1977, mo A.}O.Unneka u coast. (2000), creneHp
BBIPAXXEHHOCTU 3puUTpounTypun no pekomengauusm T.B.Cepreesoit (1976). Ouenka coctosHus
CepJCYHO-COCYIUCTOM CHUCTEMBI MPOBOAMIACH IIyTEM H3MEPEeHUs] apTepuaibHOro JaBJICHUS,
pacuera cepJIeyHOr0 WHACKCA, YIeIbHOr0 1 MUHYTHOTO o0beMa cepama, IKI'. [ludpossie nanHbIE
oOpaboTaqu METOJOM BapUALMOHHON CTATUCTUKHU C BBIYUCICHHEM JIOCTOBEPHOCTHU YHCIIEHHBIX
paznuuuit no CThIOJICHTA.

Pe3yabTaThl M MX 00cyskaeHHe. B Xxo1e mpoBOAMMBIX HCCIEAOBaHUM HaMU Oblila U3yyeHa
CTpyKTypa 3aboneBanuii modek (2015-2018 rr.) mo maHHBIM HEPPOIOTHUECKOTO OTICICHHS
OJIMMI] r.Aumkana (ta6m.3).

Tadauma 3
Ho3on0ornyeckasi cTpykTypa 3a00/1eBaHNi I0YeEK
(% K 001mIEeMYy UKy 00JIBbHBIX)

Ne | HammeHOBaHue 2015 rox 2016 rox 2017 roxn Bcero, p<0,01
3a00JIeBaHUI Aobc. | % Abc. | % Aobc. | % Abc. | %

1. Octpeiii uenoHedput | 95 20,9 | 117 20,9 159 27,2 371 23,2

2. | XpoHWdecKui 48 10,5 | 77 13,8 82 14,04 | 207 12,9
UeT0HEHPUT

3. | Octpsrit 146 | 32,1 | 159 |284 102 | 17,3 407 25,47
TJIOMEpYJIOHEDPUT

4. | XpoHUYyeCcKHid 109 |239 |104 |18,6 73 12,4 286 17,9
rJIOMepyJIoHEDPUT

5. Ju3merabonndyeckue 39 8,57 | 64 11,45 | 99 17,47 | 202 12,64
HedponaTtuu

6. Nudexknymun  MoueBbIxX | 9 1,98 | 17 3,04 45 7,70 71 444

ITyTEN — IUCTUTBL.

7. TyOGynonaruu 1 0,22 |2 0,36 1 0,17 4 0,25
8. Bpoxnennsiii 2 0,44 |10 1,79 9 1,54 21 1,31
He(pOTUYECKUI
CUHJIPOM
9. XpoHuueckas moueyHast | 2 0,44 |4 0,72 6 1,03 12 0,75
HEJI0CTATOYHOCTD
10. | HacnencrBeHHBIH 4 0,88 |5 0,89 8 1,37 17 1,06
HedpuT: CUHJIPOM
Anpriopra, CHUHJIpOM
Jloy u ®aHKOHH.
Bcero 455 | 100 | 559 | 100 584 | 100 1598 | 100

Kak BumHO u3 nmaHHbIX (Ta0s.3), cpeau HedpONOTHYECKUX OOJBHBIX, TOJ 332 TOJOM
YBEJIMYMBAETCS JI0JIS I€TEH C OCTPBIMU M XPOHUYECKUMHU (pOopMaMu IHeoHedpuTa, ocTpbie (GOpMBI
¢ 20,95 B 2015 roxy yBenuuunucs 10 27,% B 2017 roay, B TO ke BpeMsl XpoHUYecKHe (HOpMbI OT
10,5 % nmo 14,04 %. OGmas nons nueaoHedpuTa B CTPYKTYpe HEPPOIOTHIECKUX 3a00IeBaHUN 3a
roJibl MccienoBanusi cocraBmia 36,1%. Hamportus, mons riaomepynoHeppUTOB B CTPYKTYpe
Hedposlornyeckux 3a0oyeBaHuii yMeHbIIMIach — octpsle oT 32,1 % mo 17,3 %, a xpoHuyeckue ¢

|
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239 % no 12,4 %. OOmas mons TIoMepyloHeQpUTOB 3a ATU ronabl cocraBuna 43,4 %, dro
IpeBBIIACT 001IyI0 H0r0 nuenoHepuTos (36,1%), (p<0,01). Hamum ucciaemoBanus mokasai, 4TO
B 00IIEH CTPYKType HO30JIOTUH 3a00JIeBaHHMI MOYEK YBEIHMUMBACTCA M YJICIbHBIH BeC MH(EKIHU
Mo4YeBbIBOAAIUX TyTer (0T 1,98 % B 2015 roxy no 7,7 % B 2017 roxy).

Ananu3 naHHbIX (Tabm.3) mokasayi, YTO B CTPYKTYpe HE(PpOIOrHYecKuX 3a0oJieBaHHN
YBEIIMYUBACTCSA M J0JIA AucMeTabonnueckux Hedpomaruit ot 8,57 % B 2015 romy no 17,47% B
2017 romy, T.e. moutu BABOe. Hamie BHUMaHME MPUBIEKAET TOT (PAKT, 4TO AMCMETabOINYECKHe
HedpornaTuu B HAlIUX MCCIENOBAaHUAX ObUIM OOYCIIOBIIEHBI CEMEMHBIMHU, CpPEJOBBIMU H
HACJICJICTBEHHBIMHU (PaKTOPaMH, T.€. aHATOTMYHAsi CHMITOMATHKa OTMEYallach y pOAUTENEeH, cCHOCOB
U UX MOXKHO OTHECTH K ceMeilHbIM gopmam Hedpomnatuu. Eciu ydectb, 4TO MHOTHE BTOpUYHbBIE
(dbopMbI TUeoHedprTa Yarie 00yCIOBICHBI CEMEHHBIMU TUCMETA00THUYSCKUMH HEPPOTIATHSIMHE, TO
ceMeiHble WJIM HAacJeICTBEHHO OOYyCIOBJIEHHbIE HedponaTuu B peruoHe depraHckoil IAOIMHBI
cocTaBisIoT 25,2 % cirydaeB Bcex 3a00JeBaHUI MOYEK 32 UCTCKIIHE TOIBI.

CymiecTBeHHOE 3HAUEHHWE B HAIIMX HCCIENOBAaHUSAX OBUIO  yJelneHo mnpolieme
HacneactBeHHbIX HeppuToB (HH). Hamu HH Opin quarHocTipoBan B TOM ciydae, eciiu 'y pedeHka
OTMeYaeTcs YIopHas reMaTypusi (Makpo- UJIM MUKPOTeMaTypusi) B COUETaHUU C MOPAXKEHUEM TJia3,
OpPTraHOB CIIyXa, a TaK)Xe BBIIBICHUHM CPEIU WICHOB CEMbH (POAMTENH, CHOCHI) XOTS OBl OJHOTO
0oipHOrO C 3a00JieBaHHEM IOYEK AaHAJOTMYHOro TreHe3a. Kak BUAHO W3 pe3ysNbTaTOB HAIINX
uccinenosannit HH nmeer tennenuuio k ysenunuenuto (4 ciydast B 2015 rogy u 12 cinyyaes B 2017
roay). HH npu TmarensHOM MlaHMpOBAaHUU 1I€JICHANPABICHHOTO HMCCIEAOBaHUS, BKJIIOYABIIETO
ayJIMOMETPUYECKHUE U IeHEAIOTMYECKUE UCCIIEI0BaHUsl JMAarHOCTUPOBAaH 3a UcTekiue 3 rogay 18
nereid, uro coctaBuio 3,17% u3 umcna Bcex rocnutanusupoBaHHbIX (1598 nmereit). narnos HH
YCTaHOBJICH B 8 CIy4asx CpeAd JeTel ¢ TIIOMepyJIoHeppuTamMu - B 2-X CIydasX MPH UX OCTPOM
TEYCHUH U MEPBHUYHOM OOpalleHHH, B 6 cilydyasx MPU XPOHUYECKOM TEUCHHH MATONOTUH; B 4-X
ClIydasix y JeTe ¢ muenoHepuToM Ha (GOHE aucMeTabonmueckod Hedporatuu, y 5 AeTew,
TOCMUTANIM3UPOBAHHBIX B pa3nuuHbiXx craauax XIIH mnpu oOpamieHuss K crenuanucraMm ¢
po0JIeMaMu 3peHUs U CITyXa.

[Tocnenuuit gaxkt roBoput o 3amo3ganoi auarHoctuke HH, MX OTHOCHTENIBHO CKPHITOM
ne0roTe, YTO COKpAIaeT CPOKU BO3ZMOKHOM KOHCEPBATUBHOM Tepanuu JAHHON KaTeropuu 0OJIbHBIX
1 00YCJIOBIMBAET OTHOCUTENBHO OBICTPBIN JeTanbHbli ucxon. Ham ananu3 Beibopku nereit ¢ HH
MI0Ka3aJjl, 4YTO OHU MPEUMYLIECTBEHHO COCTOSIN U3 cenbckux pernonoB (llaxpuxan, Kypranrena) -
11, yem ropoackux (r.Anmmxan) - 7. O TpyaHoctsx auarHoctuku HH cBuuerenbcTuByeTr u TO
¢akt, yto u3 uncia aerert ¢ HH B 8 ciyyasx onu anutensHo (10 6 JieT), HAOIIOAATUCH B YCIOBUSAX
MOJUKIMHUKHY, JETCKMX CTalMOHApOB IO/ JMArHO30M «TJIOMEpyJIoHeppUT», «HeppoTudeckuit
CUH/IPOM», «BTOPUYHBIN MHETOHEPPUT», «MH(EKIIMY MOUYEBBIBOASIINX MyTEH» U HE UCIOIb30BAIN
JONOJTHUTENbHBIE (TE€HETHUECKUE, ayIMOMETPUUYECKHE) METO/bl HccienoBaHus. Bo3pacT neteil ¢
HH 6p1 mpeumymiectsenHo 1o 8 ner (58,3 %), uem 12 ner u crapue (41,7%) u cpeau HUX
npeobnaganu et Myxckoro mona (75%), yem neBouku (25 %) U COOTHOIIEHUE MAbYMKOB K
JIEBOYKaM cOCTaBmio 3:1.

Kax BumHO U3 naHHbIX (Tab1.4), XapaKTepUCTHKA aKyIIePCKOTO aHAMHe3a MaTepei O0IbHBIX
nereit ¢ HH mnokasanma, 4ro marepu daine cTpajaid TOKCHMKO3aMU OEpEeMEHHOCTH, BBISBIIEHBI
KpPOBOTEUEHHsI B aHAMHE3€; CPeIM SKCTpareHUTaJIbHBIX 3a00JIeBaHUI Yallle BBIABISIIACH ATOJIOTUS
mouek W wmoueBsBoAsAmMX myTedt (P<0,01), cepmeuno-cocyamcthie 3aboneBanus - (P<0,01),
O6one3nn sHIOKpuHHOTO TeHe3a (P<0,01), gem 3aboneBanust JKKT, remaronormyeckoro wu
ajieprosiornyeckoro  reuesa  (P<0,05). YV marepeit  poAasl  yame — OCIOXKHSUIUCH
JTUCKOOPAMHUPOBAHHBIMU pojamMu - ObicTpble u crpemutenbHblie (P<0,05), cmabocth poaoBoit
nesrenbHocTH (P<0,01), orcinoiikoit HopManbHO pacnoioxeHHo# mianeHTs! (P<0,05) u o6BuTHEM
nynoBuHbl (P<0,01) u sBuinch ocHoBaHueM pa3Butusa y 1uoga runokcuu (P<0,05) u achukcun
HoBOpoxkJIeHHBIX (P<0,05). Cpenu nereit ¢ HH npeobnaganu netu, poauBIInecss HCXOAHO HU3KOU
Maccoii Tena (<2700 rp.) (P<0,01), uem netu Matepeil KOHTPOIBHON TPYTIIIHI.
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Taoauna 4
AKylIepCKUil aHaMHe3 MaTepeil 00JIbHBIX JAeTell ¢ HacJeACTBeHHbIM HeppuToMm (%)

Ne [TepeueHb HO30JI0TUUECKUX €AUHUII VY Marepeii nereit VY marepeit P
¢ HH 30POBBIX JIETEH
n=18 n= 30
abc % Aolc. %
1. | Teuenue 6epeMEHHOCTH:
- TECTO3bI OEPEMEHHOCTH; 4 33,3 5 16,7 <0,01
-KpOBOTEUEHHUS B |- 1OJIOBUHE 2 16,5 1 3,33 <0,001
OepeMEHHOCTH;
-3KCTpareHUTEIbHbIC 3a00JICBAHU:
a)CcepAeUHO-COCYTUCThIC 3a00JICBAHUS;
0)3a0oneBanus XKKT; 5 41,7 3 10,0 <0,01
B)3a00JIeBaHUs YHJIOKPUHHOTO I'eHE3a,;
r)3a00JIeBaHMS TIOYEK U 3 25,0 5 16,7 <0,05
MOYEBBIBOJISIINX ITyTEH; 5 41,7 6 20,0 <0,01
J)IPOYHE: AJICProJOrHYecKHe,
reMaToJIOTHYECKHUE. 6 50,0 8 26,7 <0,01
4 33,3 7 23,3 <0,05
2. | TedueHue posioB:
- INCKOOPIUHUPOBAHHBIC POJIBL; 3 25,0 5 16,7 <0,05
-c11a00CTh POIOBOM JI€ATEIbHOCTH;
-OTCJIOMKA ILIALEHTHI, 5 41,7 7 23.3 <0,01
-00BHTHE ITYTIOBHHBI,
-THUITOKCHS III101a; 4 33,3 8 26,7 <0,05
-ac(puKCUsT HOBOPOXKJACHHBIX; 3 25,0 4 13,3 <0,01
-pOKJIEHUE JIeTeH ¢ HU3KOW MacCo 6 50,0 10 33,3 <0,05
tena (<2700 rp) 7 58,3 12 40,0 <0,05
5 41,7 6 20,0 <0,01

N3ydeHue yacToThl mepeHeceHHbIX 3a0oneBanuit y aeteit HH moka3zano, uto oHn oTHOCSATCSA
K rpymrme yacto 6onetomux nereit (P<0,01), c moBTOpHBIMU HHPEKIUAMU PECTTUPATOPHON CUCTEMBI
(mo 4-5 pa3 B roj), cTpajaiv pazaUYHBIMH (OpMaMHU THINEBOW M JIEKAPCTBEHHOW aJlIEprHH
(P<0,01), B paHHEM AeTCTBE 4acTO MEPEHOCHIIN KHUILEYHbIe MHPEKIUH (TeaTUT, CaTbMOHEIIE3HI,
KHIIIEYHBIE KOJMU-UH(EKIUU U T.1I.), y HUX B aHAMHE3€ BBICOKA YacTOTa MEPCHECCHUS BUPYCHBIX
uHGeKImii — Kopb, KpacHyxa u T.4. (P<0,01).

OCHOBHBIMH ~ KIIMHMYeCKMMH cumntomamMu HH  Obpim OnemHOCTH,  MACTO3HOCTB,
CUHIOIIHOCTh TOJI TJIa3aMH, ObICTpasi yTOMJISIEMOCTb, TOJOBHBIE OOJH, CUMITOMBI MHTOKCHUKAIIHH,
apTepualibHas TUIIOTCH3HsI, BHEIIHUE CTUTMBI JTU39MOPHOTECHE3a, MMOYCUHBIC CTUTMBI, TYyTOYXOCTbh,
aHoMaJyInu 3penus (puc.l).
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Puc. 1. YacTora KIMHNYECKHX CHMIITOMOB Yy JieTell ¢ HacaeACTBeHHbIM Hepputom (%)

Ypoeenb AJl y 6onpubix HH coctaBun CAJl (90,0+5,6 mm pr.ct.), JAL (54,0+1,76 Mmm
PT.CT.) W YacTO BBIABISJICSA apTepuaibHas THUNOTeH3Uus — 066,7% 1o CpaBHEHUIO C JETbMHU
KoHTpoibHOU rpynnsl (23,3% u 56,7%) (P<0,001). Oteunslii cuHapoM ObUI BBIPAXKEHHBIM B
tepmuHanbHoM craguun XIIH y perer ¢ HH. MoueBoil CcHUHAPOM NPOSBISIICS YHOPHOM
nporeunypueit — 3,57+0,71 % B mopuusx mMouu M mokaszajo mnotepro 1,65 rp Genka npu oOrieM
CpeIHEeM CyTOYHOM nuypese y 0ompHBIX aeredt ¢ HH (808+£69,5 mn). Takke BBISIBIIIM yYMEpEHHAs
reMaTypusi, TO €CTb JSPUTPOLUTYpHUs cocTaBuia 3-4 HEHW3MEHEHHbIX U 6-8 H3MEHEHHbIX
SPUTPOILIUTOB, & JICUKONUTOB 7-8 B ToJie 3peHMs. YACIbHBIM Bec Mouu OonbHBIX netet ¢ HH B
cpennem coctaBui 1012+2,59.

Takum oOpazom, HH B pernone ®epranckoil IOIUMHBI MPOTEKAET C MpeodiIagHUEM
TMIIOTEH3UBHOT0, OTEYHOI'O CHHAPOMOB, YEM MOYEBOIO M MHTOKCHKALIMOHHOTO. I'emarypuueckuit
cuaapom npu HH varme Bcero o0yciioBieH HapymeHHEM TIIOMEpYIIIpHON poHHuiaeMocT. OTHaKo
BbIsIBIIeHHe Hamu ciaydaeB HH cpeau OonbHBIX ¢ nmuenoHedpurom (4ciydast) CBUAETEIbCTBYET O
pPa3sBUTHH WHTEPCTUIMAILHOTO HeppuTa Ha (QoHEe aucMmeradbonnyeckod Hedpormatnn W He
UCKJIIOYaeT TyOyJIIpHbII reHe3 reMaTypuu U3-3a OKCalypuH U ypaTypHH.

Hdus  monrBepkaenuss guarHosa HH  ocoOeHHO  OBIJIO  BaXKHBIM  BBISIBICHHE  CTUTMa
qu3sMOpuoreHe3a. B Hammx — MccieqoBaHUSAX — HamOonee  OTIMYUTENbHBIMH — CTUIMaMu
J33MOpHUOreHe3a ObUIH TUIIePTEIopU3M mepeHocullbl u cocko (P<0,001) (tabmn.5).

W3BecTHO uTO, XapakTepHbIMM Npu3zHakamMu HH sBnsioTcst cHMbkeHue mopora ciiyxa (CHHIPOM
AnbriopTa), 4To Yarle BCEro CBsI3aHO C HEBPUTOM CITyXOBOT'O HEPBA.

B Hammx uccienoBaHusAX ayJMOMETpUYECKUE MOATBEPKACHUS CHUKEHUS ciyXxa — Tyroyxocts |-l1
CTeneHu BbisiBIeHa B 6 ciayyasx (30 %), B 7 ciydasx -KIMHUYECKOE CHUIKEHHE CilyXa y JeTel ¢
HH, T.e. KIIMHUYECKOE M WHCTPYMEHTAJIbHOE CHM)KEHHE ciyxa y OonbHBIX coctaBuio 72,0%,
KOTOPBIA coriacyercs ¢ maHHbiMH Juteparypbl (50-60%). HeoOxoaumo ydecTs, uTO MO Mepe
IporpeccupoBaHusi OOJIE3HH, C BO3PACTOM IPOUCXOAMUT YBEIMYEHUE 4YHCIa OONBHBIX JeTed ¢
HapyuleHueM ciayxa. B 3-x cioyuasx ObuUT moaTBEp:K/IeH KoXJieapHbIi HEBpUT. IHTEpeCHO OTMETHUTD,
YTO YacTOTa CTUIM JU33MOpHOreHe3a IMpeBajupoBajla y JeTe ¢ CHUApOMOM AnbHopTra u
MTOHM>KEHHBIM CITyXOM.
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Tabamna S
YacroTa cTUIMBI 1M33MOpHOreHe3a y aereil ¢ HacjieAcTBeHHbIM HedpuToM (%)
Ne Crurmsl Herun ¢ HH KoHntpoisbHas
(n=12) rpymma (n = 30) P
AGe. | % Abe. | %

|. Anomanuu yepena

1 Opaxu- u gonuxonedam) 1 8,3 - - -

2. VIUIOEHHBIH 3aTBUIOK 2 16,7 2 6,6 <0,01
3. | BrIpaxkeHHBIC HATOPOBHBIE TYTH 2 16,7 1 3,3 <0,01

. Anomanuu ruyo
1 | CemyoBuIHBIN HOC, YIUIOIIEHHBIN 1 8,3 3 10,0 <0,05
HOC
2. TUIIEPTEIIOPU3M 3 25,0 1 3,3 < 0,001
3. DNUKaHT 4 33,3 3 10,0 < 0,05
4, Bricokoe rornueckoe HEOO 2 16,7 1 3,3 <0,05
5. | AHoMmanuu pacroyioKeHUs yIien 2 16,7 4 13,3 < 0,05
6. JlucnactTudeckuii poct 1 8,3 5 16,7 <0,05
. Anomanuu mynosuwe, koneunocmu
1. | CamnmaneBuaHas meib Mexmy 1-2 2 16,7 1 3,3 <0,01
MaJbliaMi KUCTEH U CTOII

2. ['uneprenopu3M COCKOB 3 15 2 6,6 < 0,001
3. Jedbopmarius rpyaHOM KJICTKH 4 33,3 1 3,3 < 0,001
4, Kinnnomakrunus 2 16,7 3 10,0 < 0,05
BrIiBOADBI:

1. B ®epranckoil nonMHE B CTPYKType HO30JIOTHYECKUX (opM 3a0o0jeBaHMN IMOYEK U
MOUYEBBIBOJAIIUX IMyTeH OTMeuYaeTcsl TEHJEHIMS K YBEIUYEHHUIO 4Yucia OONBHBIX C HMH(pEKIuen
MOYEBBIBOAAIINX MyTeH U AUCMEeTa00INYecKUuX HeponaTuii HacaeICTBEHHOTO reHe3a.
2.  Yacrora ciydaeB HacleJCTBEHHOTO HeppUTa BBIINIE CpPeAH OOJBHBIX XPOHHUYECKUM
IJIOMEPYJIOHE(PPUTOM, YE€M C OCTPhIM TIJIOMEPYJIOHEPPUTOM U MNHEIOHEDPUTOM U  Yalle
BCTPEUAIOTCS OpraHocnenuuyecKue CTUrMbl (aHOMaJIUs MOYEK U MOYEBBIX MyTel) IO CPaBHEHHUIO
C BHEILIHUMHU COMAaTUYECKUMU CTUTMaMH.
3. K amroputrmam paHHEW IMAarHOCTHKH HACIEICTBEHHOTO HedpHuTa Yy IeTeid OTHOCSTCS
COYETaHHOE MOpPAaXEHUE OpPraHOB CIIyXa W 3pEHHs, BBIABICHHE IIOYEYHBIX 3a00JeBaHUN Yy
HECKOJIBKUX YJIEHOB CEMbH WM CPEIU POJACTBEHHUKOB.
4, Jlna paHHeW JMAarHOCTUKM HAclEeJCTBEHHOro  Hedpura  cpead JieTed HeoOXoIuMo
BKJIFOYEHUE TEHEATOTMYECKOTr0 METO/Ia U3yYEHHsI HACIIEICTBEHHOCTH MPHU OCTPBIX U XPOHUYECKUX
3a00JIeBaHUN TIOYEK.
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