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npakTuke. JlJIT CaMOKOHTpOJS TPEACTABICH KOMILICKT TECTOBBIX 3aJaHUNl W
CUTYaIIMOHHBIX 3a/1a4.
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31.08.19 Ileguatpusi.
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HPEAUCJIOBHUE

IIpu obcnenoBanuu neret okojo 30 % W3 BceMl MOYEYHON MATOJIOTHHU
COCTABJISIIOT HACTEACTBEHHBIE U BPOXKICHHBIE OOJIG3HM OpPraHOB MOYEBOM
cucTteMbl. TOUHas 9acToTa BCEX HACIEACTBEHHBIX Ooje3neit OMC He m3BecTHa.
BpoxneHHble aHOMaIMU M HACIEICTBEHHBIC 3a00JICBaHHUS MOYEBOW CHCTEMBI
MPEACTABIAIOT CO00M OOMMPHYIO TPYIITy, BKIIOYAOIIYIO  3a00JICBaHHS C
aHATOMUYECKUMH aHOMAJHUsSMH, C HM3MCHEHHUSIMH Ha TKaHEBOM YpPOBHE, TakK
Ha3bIBACMbIC TIOYEYHBIC JUCIUIA3UM, C TEHETUYECKH JECTEPMUHHUPOBAHHBIMU
HapylIEHUsIMH B OOpa30BaHUM CTPYKTYPHBIX O€IKOB M O€IKOB-(EpPMEHTOB, a
TaKke OOYCIOBJICHHBIE XPOMOCOMHBIMH abeppalusMd. OTa  IATOJIOTHUS
OOHapyXUBaeTCS HE BCErJa cCpaszy e IOCIe POXKICHUS U MOXKET JI0BOJBHO
JUTUTEILHOE BPEMS CYIIIECTBOBATh CKPBHITO, OECCUMIITOMHO, JIMOO MAaCKUPYSCh MO/
pa3JIMYHbBIC TPUOOPETCHHBIC 3a00JICBAHNS.

AKTYyaJIbHOCTh IUATHOCTUKU U aKTUBHOT'O HAOJIOJICHUS 32 BPOXKJICHHBIMUA U
HACJICICTBEHHBIMH  3a00JieBaHUSMH B HedpoJorud  OOYCJIOBJIIEHA  UX
MOTEHUUAIBHOW  BO3MOXHOCTBIO K  Pa3BUTHI0  XPOHHYECKOM  IOYEUHOU
HEIOCTAaTOYHOCTH. 3HAHHWE  KIMHUYCCKHX  CHMITOMOB  HACJICICTBCHHBIX
3a00JIeBaHU TIO3BOJIUT TPUHATH MEpPbl TI0 paHHEMY UWX BBIABICHUIO U
COOTBETCTBYIOIIEMY BEJICHUIO OOJIbHBIX.

B nanHom yuyeOGHOM mocoOuM TIPEACTABICHBI COBPEMEHHBIC JaHHBIE 00
ATUOJIOTHH, SMHIACMHUOJIOTHN U KJIacCHU(UKAIIMKA BPOXKJICHHBIX M HACIEICTBECHHBIX
3a00JIeBaHUI TOYEK y JeTed, MaTOreHEeTHUUYECKHE MEXaHU3Mbl PAa3BUTHSI ITHUX
3a00JIeBaHUI U UX OCIOKHEHUH, MPEJICTABICHBI aITOPUTMBI THAarHOCTHKH, OOITHe
NPUHIUINBL  JIeueOHOW moMoimyd  OOJBHBIM, OCOOEHHOCTH JIUCIIAHCEPHOTO
HaOmonenus. IlocoOue TO3BOJIIET TMOJAYYUTh JIOMIOJIHUTEIbHBIE 3HAHHUS 1O
BPOXKJICHHBIM M HACJICJICTBEHHBIM 3a00JICBaHUSIM y JIeTe W UCIOJIb30BaTh UX B
KIIMHUYECKON TpakThke. JIJisi cCaMOKOHTPOJISI MPEACTABICH KOMILIEKT TECTOBBIX
3aJlaHUil W CUTYaUMOHHBIX 3anay. llpenHazHadyeHo Jis  OpAMHATOPOB,

oOyuaromuxcs no crnenuanbHocty 31.08.19 [lequatpus.



TEMA: «BPOKAEHHBIE 1 HACJIEACTBEHHBIE

3ABOJIEBAHUS NOYEK Y JETEN»

HEJIb u3y4yenusi teMbl «Bpox/eHHBIC M HACIEJICTBEHHBIC 3a00JIeBaHUs

IIOYCK Y HGTCﬁ))I BJIQJICTh aJITOPUTMOM IIOCTAHOBKHU KIMHHUYCCKOTO AWarHo3a,

HAa3HA4YUTh JICUCHUC U HpOCI)I/IJIaKTI/I‘IeCKI/Ie MCpOoIIpUuATUA ACTAM C BPOKACHHBIMU

aHOMAaJIMAMH M HACJICACTBCHHBIMU 3a00JICBaHHUSIMH TTOYCK.

B pesynbTaTe n3ydyeHus TeMbl 00yHYarOMUNACs JOJIKEH:

3HAThb:

aHATOMO-(H3UOJIOTHICCKHE OCOOCHHOCTH IOYE€K W MOYEBBIBOISIINX
IyTEM;

(GYHKITUU TTOYEK U METO/IbI MX OLICHKH;

CEMUOTHKY 3a00JICBAHUN OPTaHOB MOYEBOM CUCTEMBI;

METOMbI TOTIOJHUTEILHBIX UCCICI0OBAHMHN I OLICHKM COCTOSIHUS MOYEK;
METO/Ibl PAHHETO BBISIBIICHUS MMATOJIOTUH MOYEK Y AETEH;

TUMNBl HACIEIOBAHUA MATOJOTHUM TOYEK: ayTOCOMHO-IOMHHAHTHBIM;
ayTOCOMHO-PEIIECCUBHBIN; JIOMHUHAHTHBIH, CLIEIIJICHHBIN c X-
XPOMOCOMOM; PELIECCUBHBIN, CLIETIIIEHHBIN ¢ X-XPOMOCOMOM;

3HaYeHUE MOP(POJOTMUECKOr0 UCCIEOBaHUs OUOMNTAaTa TOYEUHOU TKaHU

B JMAarHOCTHUKEC HACJICACTBCHHBIX 3a00JIeBaHH MMOYEK.

yMeTh:

coOpath kajio0bl, aHaMHe3 3a00JIeBaHUs, KU3HHU;

MIPOBECTH OOBEKTUBHOE HCCIIEJOBAaHUWE peOEHKa IO BCEM OpraHaM H
CUCTEMaM,;

OLICHUTH PE3YJIbTATHI JOMOJHUTENBHBIX MCCIEIOBAHUN (aHAIN3bI MOYH,
KIMHUYECKHE M OWOXMMHYECKHE AaHaUu3bl KPOBH, WMMYHOTpaMMa,
GyHKIIMOHATBHBIC po0HI, Y3U, PEHTIEHO-YPOJIOTUUECKOE
UCCIIEIOBaHHUE, THCTOJIOTMUECKUE, ITUTOJIOTMUECKHUE UCCIIEIOBAHUS);

OLCHUTD TAXKCCTb COCTOAHHUA 6OJ'IBHOFO, BBIICIUTD BC,Z[YHII/Iﬁ CUHAPOM;



00OCHOBaTh KJIMHUYECKUW AWAarHo3 W MpoBecTH AuddepeHInaIbHyo
JTMArHOCTHKY;

HAa3HAUUThH JieueHue (JeueOHas Jauera, MEIMKAaMEHTO3Has Teparus,
¢du3noTepaneBTUIECKOe JeUeHHE);

COCTaBUThH IIJIaH JMCIIAHCEPHOTO HAOMIONEHUA U TPOPUIAKTHUECKUX

MEPOIIPUATHHN.



BPOKAEHHBIE U HACJIEACTBEHHDBIE
3ABOJIEBAHUS MOYEK Y JETEN

OIIPEJEJIEHUE

B nerckoMm Bo3pacTe, HauMHas C NEPHUOAA HOBOPOXKIAECHHOCTH, IPOSBISAETCS
okoso 80 % HaclenCTBEHHBIX 3a00JIEBaHUHN TTOYEK, MHOTHE U3 KOTOPBHIX BO3MOKHO
JUMAarHoCTUPOBaTh €II€ B IMPEHATAIbHOM NEPHOJE W Ha pPaHHUX I3Tamnax
smpuorene3a. OcrtaBmuecs ke 20% HacleICTBEHHBIX 3a00J€BaHMM MOYEK
NPOSIBIISIIOTCA  y’)K€ B 0oJjiee B3pOCIOM COCTOAHMHM. To €ecTb, HE BCE
HACJIEICTBEHHbIE 3a00JI€BaHNUs IOYEK SBIISAIOTCS BPOKICHHBIMU.

Knunnueckas auddepeHuUpoBKa BpPOXKIACHHBIX U HACJEJICTBEHHBIX
3a00J1eBaHUI MIOYEK B OOJIBIIMHCTBE CIIy4aeB YCIOBHA.

Bpoxxnennsle 3a0osieBaHUs MOYEK — 3TO 3a00JEBaHUS TOYEK, KOTOPHIE
CYLIECTBYIOT C POXICHUS peOeHKa M SBISAIOTCS PE3YJbTaTOM HAPYIICHHS
IPOLECCOB pa3BUTHUs 3apojsiia. OHM OOHApYXUBAKOTCS HE BCErAa cpasy Ioclie
POXIEHUS M MOTYT JUIMTEIIBHOE BPEMs CYIIECTBOBATh CKpPBITO. Moryr umerhb
HACJIEICTBEHHYIO U MPUOOPETEHHYIO IPUPOTY.

HacnenctBeHHpIMM — Ha3bpIBalOT —3a00JieBaHUs TOYEK, OOYCIIOBJICHHbBIE
M3MEHEHUSIMU T€HETUYEeCKOM MH(pOpMalU{, BOZHUKIIMMHU Ha PA3TUYHBIX 3Tamax
(Guno- 1 OHTOreHe3a BCIEACTBUE MyTalMi MpU BO3AECHCTBUU PA3IUYHBIX SHIO0- U

9K30I'CHHBIX ITPUYHMH.



3MBPUOIEHE3 MOYEBOW CUCTEMBI

OCHOBHOM  OpraHoreHe3  MOYEBOM  CHUCTEMBI  (QOpMHUpyETCS B
AMOPHOHANEHBIN TIEPUOJ, O UEM CJIETyeT TOMHHUTD MPH HAOIIOCHNUH 332 PA3BUTHEM
oepemenHocTu. OO0s13aTeIbHO BHUMaHUE U K (eTaqbHOMY MEpUOAY pPa3BUTUS
peOeHka, T. K. MHOUIMPOBAHHE MAaTEPH MOXKET CKAa3aThCsi HAa COCTOSHUU YKe
noutu chopmupoBanHbix OMC. KonudectBo HeDpOHOB —  OCHOBHBIX
JEUCTBYIOUIUX SJIEMEHTOB MOYKH OCTAHETCS MPEKHUM B HOPMAJIbHBIX YCIOBHSIX
HAa BCEM TMPOTSDKEHWH JKU3HU, €CIM HEeT 3a00JIeBaHWM, BBI3BIBAIONINX WX
CKJIEpO3UpOBaHWE U ToTepro (yHKUMU. B aHTeHaTanbHOM NEPUOAE MOXKET
3aKJIaJIbIBATHCS] MEHBIIIEE YUCI0 HE(POHOB, YEM ITO HAOIIOAACTCSl OOBIYHO.

OMOpPHUOHAIBHOE PAa3BUTHE MOYKHU MTPOXOAUT MOCIEA0BATENIbHO 3 cTaauu: 1)
npeanoyka (pronephros) WM TOJIOBHAs TMOYKa; 2) TMEpBUYHAs I[IOYKa
(mesonephros) wiau TynoBUIlIHAS; 3) OKOHUaTeNbHas Mouka (metanephros) wam
Ta3o0Bas. 3aKJiagKa KaX/10M MOYKH pa3BUBAETCA HE3aBUCHUMO JPYT OT JApyTa.

[Ipenmouka (pronephros) mosBIsIeTCS Ha MEPBOM MecsIe SIMOPHOTEHE3a Ha
3aJIHEM CTEHKE TYyJOBHUIA (3a0pIOIIMHHO) B TOJOBHOM KOHIIE SMOpHOHA Ha
JopcoyiaTepaibHON CTeHKe OpromHoi mosioctd B Buae 8-10 map MoOYeBBIX
KaHAJIbLIEB (MPOTOHEPPUINIA), KOTOPHIE OJHUM KOHLIOM OTKPBIBAIOTCS B MOJIOCTh
Tena, a IPYruM - B OOIIMI TPOTOK (Me30HEePpaIbHBINA UK BOJb()OB MPOTOK) Ha
Ka)XJI0W CTOpOHE Tesa. Y 3apojbllia Mpeanoyka He GyHKIMOHUPYET U B KOHIIE 3
HeJenu  mojaBepraercss — oOpatHoMy — pa3BuTHiOo.  CoXpaHSieTCs  TOJBKO
Me30He(PpambHBIM MPOTOK, KOTOPHIA OJHUM KOHIIOM OTKPBIBAECTCS B KIJIOAKy, a
BTOPBIM — B TIOJIOCTH Tela.

JIo WMHBONIONMH TIPEANOYKH Ha 4 Hemene SMOPUOHAIBHOTO Pa3BUTHS U3
HEe(POreHHOM TKAaHM BO3HHMKAET TMEpBUYHAs Mouka (mesonephros), KoTopas
coctouT u3 20 map MOYEBBIX KaHalbleB (Hedpuauil), OIMH KOHEL KOTOPBIX
BIaJlaeT B Me30He(dpaabHBIM WK BOJb()OB MPOTOK, APYroll KOHEI[ KaKIOTO
KaHaJblla OKaHYMBAETCS CJEMO U MMeeT Kamcyny. K 3ToMy KOHIy OT aopThl

NOAXOAST COCYHbl, OO0pa3ylone KanuwuIapHbIA kiayOouek. B pesynbraTte



oOpa3zyercsi MOYEYHOE TEJbIIe, COCTOAIIEE U3 KAMMUISIPHOTO KIyOOUYKa U Karcybl.
[lepBuuHass mouyka SIBISETCS TJIaBHBIM BBIICTUTEIBHBIM OPraHOM B TEYEHHE
NEpPBOM  IOJIOBUHBI  BHYTPUYTPOOHOTO  pa3BUTHUsI  4YEJIOBEKAa, JOCTUTaeT
MaKCHMaJbHOTO pa3BUTHs Ha 2 Mecsle M TepecTaeT CylecTBOBaTh Ha 4-5
Mecsiax SMOpUOTeHe3a.

OxkoHuarenbHass mouka (metanephros) 3axnajgpiBaeTcss Ha 2 MecCsIe
sMOpuoreHe3a B KaynajdbHOW uacTu 3apojsimia. OHa dopMupyercs u3 ABYX
UCTOYHHUKOB: 1) 3aqHEro KoHIa Me30He(ppaJbHOrO NPOTOKa U 2) HEPPOIrEeHHOM
TKaHU (METaHEPPOreHHOW O1acTeMBbl).

CHuUBy OT IOpcambHOU CTEHKH Me30He(palbHOTrO MPOTOKA, Y CAaMOTO MECTa
€ro BIAJEHUS B KJIO0AaKy 0OOpa3yercs CIIENO€ BBIMSYMBAHUE (MOYETOYHHUKOBBIN
JTUBEPTUKYH), KOTOPOE PacTET BBEPX IO HAIPABJICHUIO K HEPOTCHHON TKaHH U
BpacTaeT B Hee. M3 3Toro BbImsiuMBaHHUA 00pa3yeTcs MOYETOYHHK, MOYEYHas
JIOXaHKa, TOYEYHbIE YallleuKH, coorpaTenbHble TpyOouku. 13 HedporeHHON TkaHU
pa3BUBAIOTCS Karcyna KIyO0odYKa, H3BUTHIC U TIPSIMbIE KaHAIBIIBI HEPpOHa.

Takum  o0pa3oM, cekpeTropHas cHCTeMa TIOYKH pa3BUBaeTCs U3
He(POTeHHON TKaHM, a DKCKPETOpHasi U3 Me30oHe(]panbHOro nmpotoka. Hapymenus
B COCIMHEHUU HTHUX CHUCTEM OOYCJIOBIMBAIOT BPOXKIEHHYIO MaTOJOTHIO
(TTOJTUKUCTO3 TTOYEK).

OxoHuaTenbHas MoYKa A0 2 Mecsia ’MOpUOTreHe3a pacnosaraercs B Ta3y. B
CBSI3U C POCTOM 3apojiblilia K 3-My MecCsIly OHA MOJHMMAEeTCs Bhlle Oudypranuu
aopTHI, @ K MOMEHTY POXKICHHUS pacrojiaraeTcsi Ha ypoBHE 1-T0-2-TO MOSICHUYHOTO
no3BoHKa. OKOHUATENbHAs TMOYKa HAuWHAET (YHKIIMOHHUPOBATH C 3-TO Mecsla
BHYTPUYTPOOHOTO Pa3BUTHSL.

MonekynsipHass peryisiiusi HedporeHesa BecbMa clokHa. B oOmei
cinoxHoct B (popmupoBannun OMC yuactByer 6osnee 200 reHoB. B pasButum
OMC npuHuMaroT ydacthe (HaKTOpbl TPAHCKPHUIIMU U POCTOBbIE (DAKTOPBHI.
bonpmioe 3HadueHune B Tporiecce (QOPMHUPOBAHUS MOUEBOM CHCTEMBI HMMEET
aronTo3, T. K. 0 OKOHYATEJIbHON MOYKHU Yy UYeJIOBEKa pa3BHBAETCS IMEpPBUYHASA U

BTOPHUYHAs IIOYKH, KICTKH KOTOPBIX CBOCBPEMCHHO B HOPMAJBHBIX YCIIOBUAX
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JOJDKHBI DJIMMUHAPOBATCSA. ATONTO3 BEChbMa BakKeH B Tpoiiecce (hOpMHUPOBAHUS
OKOHYATETHHOW TIOYKH, HO HEKOTOphle (aKkTOpel pocTa, B YaCTHOCTH
AMUTENUaIbHbI  (pakTOop pocta U (akrop pocrta (GuOPOOIACTOB, 3AIIMIIAIOT
KJIETKH MeTaHe(pPOTeHHON TKAaHM OT aromnTo3a Ha cTagud  (popMUpoOBaHUS
MeTaHedpoca.

B MonexynsapHoi#l peryisiun HedporeHesa NpUHUMAET y4acTHe TIIHAIbHbBIN
Heriporpodpudeckuit pakrop (GNF). Hapymenue ero GpyHKIuu BeIeT K pPa3BUTHIO
JUCIUIACTUYHOM TIOYKM WJIM €€ areHe3ud. bonplioe 3HauyeHWe B Pa3BUTUHU
OKOHYaTEeIbHON Mouku uMeeT ceMmeiicTBo reHoB PAX. JIea u3 Hux (PAX2 u
PAXS) skcnpeccupyroTcs B pa3BUBAIOLICHCS MOYKE C HEKOTOPHIM MEPEKPHITHEM
no BpeMeHu. IIpu wmyranmum rena PAX2 y demoBeka MOXKET pPa3BUThCS
3a00JieBaHUE, TMPU KOTOPOM HMMEIOT MECTO IMOoYeYHas AUCIUIa3us, Iy3bIpHO-
MOYETOYHUKOBBIHN pedlitoKc.

@aktop TpaHckpuniuu WTl nOpuHMMaeT akTHUBHOE y4YacTHE B
dbopmMupoBaHUM TOJOBOM U MoueBOMl cucteM. Myrtauuu renoB WT1 npuBoast k
pa3BUTHIO TiceBnorepModpoauTMa u Hepporuyeckoro curapoma. Coobiaercs
Takxke, yto myTtauuss WT1 mMoXkeT mMpuBOAUTH K JIU3r€HE3UU MOYEK U PA3BUTHIO
[MOYEYHOU HETOCTATOYHOCTH Y B3POCIIBIX.

benkn ceMencTBa WNT CTUMYJIUPYIOT TpaHchOpMHUPOBaHUE
MeTaHedporeHHOM TkaHu B kieTku osnurenus. ['enst EMX2 u BP2 B
IMOpUOTeHe3€e B3auMOACHCTBYIOT ¢ TeHOM PAX2. KneTku, skcrpeccupyronme rel
BP2, craHOBATCS B OKOHYATEIbHOW IMOYKE WHTEPCTULHAIBHBIMHU KJIETKAMH, a
KJIETKH, dKcrpeccupyromue red PAX2, — snutennaibHbIMU KJICTKAMH.

BaxHyto pojib B pa3BUTHU TOYKM HMEET B3aUMOOTHOIICHUE MEXKITY
MoJIeKyJlaMu aare3uu, B yacTHoctu E-karrepuna u NCAM (Mosekysbl aare3uu
HEPBHBIX KJIETOK), C TJIMKONPOTEMHAMU BHEKJIETOYHOro Mmarpukca. MHx
B3aMMOJICUCTBUE PETYIHPYETCS HMHTETPUHAMU — TETEPOTEHHBIMU OeIKaMu,
00pa3oBaHHBIMU JIBYMsI LIEMAMH — o ¥ 3. [[71s1 pa3BUTHA MOYKH CYIIECTBEHHAS POJIbh

npuHaIeKUT o3B!~ u a8P'-uHTerpuHam.
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CymecTBeHHYI0  poiib B (OpPMHUPOBAaHMM  TIOYKM  OKAa3bIBAeT
uHTep(hepoHOno00HBIN (aKkTOp pocTa: MpPU €ro OJIOKUPOBAHMM HEBO3MOXHO B
HKCIIEPUMEHTE TMOJYYUTh PA3BUTHE OKOHYATENIbHOM MMOYKU. ODNUAepMabHBbIHI
dakTop pocta, ¢akTopsl pocta (GuOPOOIACTOB M MX PEIENTOPHI YYaCTBYIOT B
o0pa30BaHUU KaHAJbIEB. BaxkHy0 posib UTPalOT (PEPMEHTHI: METAJIIONPOTEHHAZBI
(MMP7, MMP19, TIMP1), xoTopble BIUAIOT Ha Jerpajalldio MaTpUKca, 4TO

Ha6J'IIOI[aCTC$I IIPH MTOYCYHBIX JUCIIIA3UAX.
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KIIACCUDOUKALIUA HACJTEIACTBEHHbBIX U
BPOKJIEHHbBIX HE®POIIATUI

[Tpennoxena cienyromas kinaccuduKamys HACIEACTBEHHBIX U BPOXKICHHBIX

Hedponatwuii (mo M.C. Urnarosoi, FO.E. BensTumeny, 1989, ¢ nonosHeHusMm):

1. Hegpo- u yponamuu npu anamomuyeckux aHOMAaIusax nouex:
- KOJIMYECTBEHHBIE (areHe3usl, arsas3us, 100aBoyHas MOYKa, YABOCHHE);
- MO3UIIMOHHBIE (UCTOMUS, HEPPONTO3, POTAIHS);
- HapytieHue Gopmel (moaKoBooOpasHas, L- u S-o0pa3Hbie moukn);
- I3MEHEHUS MOYETOUYHHUKOB, MOUYEBOTO MY3bIPs U YPETPHI (KOINYECTBA,
Kanuopa, popmei);
- U3MEHEHUS MMOYEUHBIX COCYJIOB (apTepUATbHBIX, BEHO3HBIX,
IUM(DATUYECKHX);
- Hapywmenue nHHepBaunu OMC, HEpenKo ¢ CUHAPOMOM HEHPOTEHHOTO

MOYEBOTO ITy3bIpS.

2. Heghponamuu npu napeHxumamosHvix aHOMAIUIX NOYEK:

A. Kucro3Hsle:
* MMOJIMKUCTO3HAsI 00JIE3HB MTOYEK;
* KOMILJIEKC MEAYJIISIPHBIX KUCTO3HBIX 0OJIE3HEHN, BKITFOUYAIOIIINX
He(ppoHO(DTHU3 ¥ KHCTO3bI B COUCTAHUH C APYTUMU aHOMAITUSIMU;
* KUCTO3HBIE IUCILIA3HH;
* TJIOMEPYJIIPHBIE KUCTO3HI;

b. beckucro3Hnsie:
* oJIuroHe(poHUs, OJIMroMeraHepPOHHS;
* cerMeHTapHas runoriaszus (001e3Hb ACKk—YIMapKa);
* IPY TUTOIUIACTUYECKOMN TUCTUIA3HH TTOYEK;
- pedurokc-HedponaTus (couetanue BpoxaecHHOTo [IMP Hepeako

OJIHOBPEMEHHO C JIUCIIA3UIMU pa3inuHbIX yuacTkoB OMC).
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3. Heghponamuu npu kiemounvix, cyoOK1emouHvlx, MEMOPAHHIX AHOMATUSLX

novek:.

A. Hacnencrennsiit Hepput (Cungpom Anbropra);
b. bone3ns ToHKHUX 6a3albHBIX MEMOpaH;

B. TyOynonaruu nepBUYHBIE:

* C IPEUMYIIECTBEHHBIM MOPAKEHNEM IPOKCUMAJIbHBIX KaHAJIBLIEB
(Oonesns u cunapom e Toun—/leOpe—PaHKOHM, MNIULIUHYPUS,
uucTuHypus, pocdar-auader u ap.);

* C IPEUMYILECTBEHHBIM IMOPAXKEHUEM JTUCTAIBHOTO KAHAJIBLIA
(moueunslid TyOysIpHBINA auua03 I THNa, HeporeHHbI HecaxapHbBIN
I1adeT, MCEeBAOTUIOATBIOCTEPOHU3M );

* C IMIOBPEXKJICHUEM BCETO KAHAJIBLIEBOTO AINIApaTa;

* C HapyIlIeHHEM peadcopOIu HATPUS B SMUTEIUATBHOM
HaTPUEBOM KaHajle KOPTUKAJIBbHON YacTu cOOMpaTeIbHbIX TPYOOK (¢
PaHHUM pa3BUTHEM apTEpPUAIBHON TMNEpTEeH3UH (cuHapoM Jlnaia,
TUIEPATIBIOCTEPOHU3M U Jp.) U apTepUaTIbHON THIIOTEH3UN

(cungpomsl baptrepa, cunapom ['urenbmana);

I'. TyOynonaruu BTOpUYHbBIE TIPH HACIIEICTBEHHOMN MATOJIOTHMH OOMEHa
BEILIECTB:
* Tu3MeTaboInuecKkue HeyponaThu ¢ KPUCTAIUTYPUSIMU;
* OKcasiaTHas HepponaTus (HACIEICTBEHHAS TIEPBUYHAS
runepokcanypus I, I, III Tunos);
* u3MeTaboIdeckas HeypomaTus ¢ OKCaIaTHO-KaJIbIUEBOH
KPUCTaJUTypHUEN;

* ypaTHas (1mojarpudeckas) HegponaTusi.
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HE®PO- U YPOITATUU IIPU AHATOMHUNYECKHUX
AHOMAJIUAX ITIOYEK

KOJIMYECTBEHHBIE

Azeneszusn nouxku

Aecenesus nouku (nouex) — TOIHOE OTCYTCTBUE MOYCUHBIX CTPYKTYP OJHOM
WM 00€UX MOYEK. ATeHe3Us MOYEK MOXKET COUYETAThCs ¢ OJHO HIIU JIBYCTOPOHHUM
OTCYTCTBUEM MOYETOYHUKOB U MOUEBOTO ITy3bIpS.

Cornacao MexayHapoaHoi kimaccudukanuu o6onesnerd 10 Beimensior Q60
AreHe3us W Ipyrue peayKiumoHHbIe AeheKThl Mouku. BriouaeT arpoduio movyku
BPOXKACHHYIO U HH(PUIBTPATUBHYIO, BPOKICHHOE OTCYTCTBHUE MOUKH.

Q60.0 Arenesus modyeuyHasi OJJTHOCTOPOHHSIS.

Q60.1 Arenesus modyeuHasi AByCTOPOHHSIS.

Q60.2 AreHe3us noyeyHasi HEyTOYHEHHas.

Q60.3 I'mnonnazus moyeyHass OqHOCTOPOHHSIS.

Q60.4 I'mnonnasust noyeyHast IByCTOPOHHSIS.

Q60.5 I'mnonuna3us noyeyHass HEYTOYHEHHAs.

Q60.6 Cunapowm Ilotrepa.

ITo Mexnaynapoanoi kinaccudukanuu 6one3Heit 10, moueunas rumoruiasus
SBJIIETCSI OJJHUM M3 BUJIOB areHe3uu. XOTs OOJBIIMHCTBO aBTOPOB YKAa3bIBAIOT HA
CYIIECTBEHHYIO Pa3HUILy MEXIY dTUMHU MOPOKAMH: areHe3us MOYKU OTHOCUTCS K
MOpPOKaM KOJIMYECTBA, a TUIMOIUIa3usi — K MOPOKaM CTPYKTYphI MOYKUA. Mexmy
STUMU JIByMS BHUJAaMU aHOMQJIWM aBTOPHI BBIACISIIOT arula3uid — PE3Koe
HEJIOpa3BUTHE TTOYKH, TPU KOTOPOM HEKOTOPHIE MOYEYHBIE CTPYKTYPhI COXPaHEHBI,
T.€. aria3us SBIETCS KpallHEW CTEIEHBIO THITOILIa3uu. BriepBhie aria3uio MOYKu
onucas Bezanuii B 1543 1.

Cpennsis wacmoma OaHOCTOpoHHEW areHesmm cocrtaBisger 1 Ha 900-1500

POKJEHUI, JBYCTOPOHHSSI areHe3us BcTpedaerca ¢ vactorod 3,5 nwa 10 000
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poxaenuii. Cpeau BceX OOJIBHBIX ¢ aHOMAIHMSIMHU TIOYEK areHe3Wsl OJHOM MOYKU
BCTPEUYAETCS] OTHOCUTENIBHO YacTo — Yy 4—-8 %. Kak mpaBuiio, OTCyTCTBYET JieBasi
nouyka. Yame mnopaxarTcs MaJIbUUKU: COOTHOLIEHWE TMOJIOB MK IpHU
JIBYCTOPOHHEH areHe3uu nouek — 2,6:1, mpu ogHocToponnenr — 2:1.

Omuonocuyecky NaHHBIA TOPOK HEOAHOPOJIEH. B OOJBIIMHCTBE ClydyaeB
areHe3usi MOYEK BCTpedaeTcsl cropaaudecku. OTMEYEHO YBEIMYEHUE CIy4acB
JAHHOTO TIOPOKa pa3BUTHUS Cpead JAETed MarTepeil, CTpajalomux JAuadeTOM.
W3onupoBaHHas areHe3usi MOYKU — CJEACTBUE HapylleHus AuQdepeHIIupPOBKU
He(porenHol Onactembl. Ilpu JBYCTOpOHHEH areHe3uH IIOYEK BCIIEACTBUE
HapyIICHUs y M0 SKCKPEIUU KUJKOCTH Pa3BUBAETCA MAJIOBOJUE, YTO, B CBOIO
ouepellb, NPUBOAUT K KOMIIPECCHM IUIOAA. JTO U SBISIETCS OCHOBHBIM
MaTOr€HETUYECKUM 3BEHOM B (POpPMHpPOBAHMU XapaKTEPHOM KIMHUYECKOU
KapTHHBI ar€HE3UU MTOYEK.

Cpox Hauboiiee paHHEH npeHamanbHOU YIbMpAa38yKOBOU OUACHOCMUKU
arere3un mouek — 13-17 Hemenu OepeMeHHOCTH. BrpImeneHa maTorHOMOHUYHAsS
Tpuaja »dXOrpapuyecKux TMPU3HAKOB AareHe3uu Oo0euX T[IOYEK: OTCYTCTBUE
M300paXKEeHUsI CTPYKTYp MOUYEK IJIoAa B OOBIYHOM MECTE U B MECTaX BO3MO>KHOMU
AKTOMHUYECKOMN JIOKAIU3AlNU, OTCYTCTBUE AXOTEHH MOYEBOTO Iy3bIpsi, MaJIOBOJIME
B paHHue cpoku (10 17 Hemenn 6EpeMEHHOCTH).

[IpeHaranbHblii AMArHO3 areHe3uu O0EuxX TMOYEK MOXKET BbI3BIBATH
CEepPbE3HBbIE TPYIHOCTH, TaK KAaK B YCJIOBUAX BBIPAXKEHHOTO MAaJOBOJMS
3HAYUTENIPHO 3aTPyJHEHA BU3yaJlM3allds BHYTPEHHHMX OpraHoB Iuiofa. PanHum
MPU3HAKOM JBYCTOPOHHEM areHe3uu TMOYeK SBISETCS OTCYTCTBHE MOYEBOTO
ny3bipss nocie 13i Hemenu recraruu. K mo3gHUM NOPOSIBIEHUSM OTHOCHUTCS
MajioBojue nocie 16—18ii Henenn, a B HEKOTOPBIX CiIydyasx — rociie 261 Heaenu.
Judbdepennnanbuas AUArHOCTUKA TPOBOJIUTCS C BBIPAKEHHOW THIIOIIIA3UEH
MOYEeK, TMpPU KOTOPOM TaKKE OTMEYAeTCSd MAJIOBOJUE W  MOXKET He
BU3yaJIM3UPOBATHCS MOYEBON My3bIph. BaXKHBIM JUArHOCTUYECKUM KpUTEpPUEM

IIOPOKA SIBJISIETCS OTCYTCTBUE ITOYEYHBIX aPTEPUML.
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AreHnesus noyek 4dacro coderaercsa ¢ gpyrumu BIIP u sBisercs cocrtaBHOU
YaCTBhI0 HM3BECTHBIX KOMIUIEKCOB MHOYKECTBEHHBIX BPOXKICHHBIX IIOPOKOB
pa3BuTHs (CUHAPOM KayJalibHOU perpeccuu u 1p.). [Ipu onHOCTOpOHHEH areHe3uu
IIOYKH, KAK IPABHJIO, OTCYTCTBYIOT COOTBETCTBYIOIIME MOYETOYHUK M IOJIOBAs
xKenesza. Y JIeBouek areHe3us nmodku B 70 % ciiydaeB cOueTaeTcsi ¢ aHOMaIUsIMU
MOJIOBBIX OpPraHoB (OTCYTCTBHE WJIM HEAOpPA3BUTHUE MaTKU U €€ MPUJATKOB,
JByporasi MaTka, aTpe3usl Biarajuia u ap.). Y ManpuukoB B 20 % ciydaeB
areHe3usi MOYKH COYETAETCS C OTCYTCTBUEM WJIM HENOPa3BUTUEM CEMEHHOTO
ITy3bIpbKa, PEICTATEILHON JKEIIE3bl U JIP.

Knunuxa. J1ng neteil ¢ 3Toi naTojgoruen XapakTepHbl JUIEBbIE JUCMOPPUU
— BBICTyHaroMMe JIOOHbIE OYIphl, 1eHOPMHUPOBAHHBIE HU3KO PACIOJIOKEHHBIE
YIIHBIE PAKOBUHBI, MIHUPOKUM IUIOCKMH HOC, MUKPOTHATHS, TUIIEPTEIOPU3M IJIa3,
ANUKAHT, OAYTIOBATOCTh juua — Jjuno Ilorrepa. Benencteue MmanoBoaus u
KOMIIPECCUU IUIOJA HapsiAy ¢ TUINUYHBIM JIUIOM mpaktudecku y 100 % nereit ¢
JAHHBIM MOPOKOM HAOJIOAAOTCS BTOPUYHAs TUIOILIA3Us JErKUX U Jnedopmanus
HIDKHUX ~KOHEYHOCTEH (BBIBUX Ta300€IpeHHBIX CYCTaBOB, KOCOJIANOCTH),
ype3MepHas CKJIaq4aTOCTh KOXHM M YBEIMYECHHE pa3mepa xuBoTa. [loutn
IIOJIOBUHA [JI€TEM C areHe3Weu II0YeK POXKIAKTCS HeAOHOIEHHbIMU. [lopok
JICTANbHBIA — JIETU C areHe3uel (arnasuen) o0eux MovYeK poXKIaroTCsl MEPTBHIMU
WM YMHUPAKOT B NEPBBIE THU IOCIE POXKIACHHUSA, XOTS OINUCAHBI CIy4YaW >KU3HU
nereit 6e3 mouek B reueHue 10—23 gHei.

OnDHOCTOPOHHSIST areHe3usl MOYKH C HaJuYMeM MOYETOYHUMKA OTHOCHUTCA K
MIEPBOMY KIIMHUYECKOMY THUITY U CUATAETCS] BPOKIEHHBIM TOPOKOM pa3Butus. [Ipu
OIHOCTOPOHHEN AareHe3WH BCs Harpy3ka IPUXOIUTCS TOJIBKO Ha OJHY ITOYKY,
KOTOpasi MOYTH BCErja YyBEJIWYMBACTCS B pa3Mepax. B yBennueHHOW opraHe
KOJIMYECTBO CTPYKTYPHBIX 3JIEMEHTOB JaeT BO3MOXHOCTH BBINOJHATH PaOOTY
cpa3y 3a aBe mouku. Ho mpu mojaydyeHWM TpaBMbl MOYKH YBEIUYUBACTCS PUCK
PA3BUTHSA TSIKEIIBIX MMOCIEACTBUNA U OCIIOKHEHUM.

OOHOCTOPOHHSISL areHe3usl MOYKHU ¢ IPUCYTCTBUEM MOYETOYHUKA — JIaHHAS

aHoMaiiust (OPMHUPYETCS YK€ Ha paHHUX dTanax AMOPUOHAIBHOTO Pa3BUTHS
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OpPraHoB MOYEBOM CHCTEMbI. [IposiBIIeHMEM @NaHHOM MATOJIOTUH CYUTAETCS
OTCYTCTBHE YCThSl MOUYETOYHHMKA. [l0 mpuymHE HEKOTOPHIX CHEIUPUICCKUX
OCOOCHHOCTEHM CTpOEHHUsI OpraHu3Ma IPEeACTABUTENICH MY>KCKOTO I10J1a, areHe3us
OJTHOW TOYKH y HHUX OOBEAUHSETCS C OTCYTCTBHEM IIPOTOKA, OTBEYAIOIIETO 3a
BBIBEJICHHEC CEMCHHOM JKMIKOCTH, a TakkKe C M3MEHCHHIMH B CEMCEHHBIX
my3bIpbKax. Takue MpoIecChl MPOBOIUPYIOT pa3BUTHE OONM B 00JIACTH T1axa,
KpecTiie, 00JeH mpu IAKYIAINN, KPOME TOTO K HAPYIICHHUSIM TOJIOBBIX (DYHKITHIA.

PanHUM W HEpeAKO E€IUHCTBEHHBIM IIPOSIBIICHUEM AarcHE3WM IOYEK SIBJISETCS
anypusi. Tak Kak areHe3usi TMOYKHA COIMPOBOXKAAETCS OOBIMHO THUNEpTpodueit
KOHTpajaTepajJbHOW, MPU TNajbllalldd JKUBOTA €€ NPUHUMAIOT 3a OIyXOJb.
Kinnnnueckoe 3Hau€HHUE COCTOUT B OACHOCTH 3a00JIEBAaHUS € JUHCTBEHHOM ITOYKH.

CaMpIM  OmacHbBIM  MPOSIBIICHUEM  JAHHOW  MATOJOTUM  CUYUTAETCS
JIIBYCTOPOHHSII arcHe3usi Mo4YeK. Takas aHOMaIMs OTHOCHUTCA K TPEThEMY
KJIMHUYECKOMY THITy. JIeTH C JaHHBIM ITOPOKOM 4Yalll€ BCErO POKIAIOTCA YKE
MEPTBBIMU.

AreHe3usi TpaBOW IIOYKM MPOSIBIAETCS NPAKTHYECKH TaK e, Kak W,
pa3BHBAIOIIAACS B JIEBOM, HO HEKOTOPBHIE CHEHUAIMCTHI YTBEPKAAIOT, 4YTO
OTCYTCTBHE TMPABOM TNOYKM JUArHOCTHUPYETCS HAMHOIO 4Yalle B OTJIMYHAE OT
arcHe3uu JICBOM, B OCHOBHOM Y TPEACTABUTEJIIBLHUI[ MKEHCKOTO moJsa. Takue
MPOIIECCHI MOTYT COOTHOCUTHLCS CO CHENU(UKON aHATOMUYECKOTO CTPOCHUS, TaK
KaK pa3Mepbl MPAaBOro OpraHa HAMHOTO MEHBIIE Pa3MEPOB JIEBOTO, TAKXKE OHA
HECKOJIbKO KOpPOY€ M MOABWKHEE B OTJIWYKE OT JIEBOW MOYKH, U B HOPMAJIBHOM
COCTOSIHUM HAXOJUTCS HUXKE — ATO JenaeT e€ 0osee ysI3BUMON. ATeHe3us MpaBon
MOYKU MOXKET HadyaTh MPOSIBISITH Ce0s y)KE€ B TEpPBbIE JTHU TOCTE TMOSBICHUS
pebeHka Ha CBET MpU YCJIOBUHU, YTO JieBas MOYKA OKA3bIBACTCSI HE B COCTOSHUU
MPOBOJUTh KOMIMEHcaTOpHYr (yHkmuio. CumMnTomMaThka MTPaBOCTOPOHHEN
AHOMAJIUU TIPOSIBIISIETCS OOMJIBHBIM MOYEHCITYCKaHUEM, YaCThIMU CPHITUBAHUSIMH,
CUJIbHBIM O0€3BOKMBAHUEM OpraHM3Ma, MOBBIIMICHUEM apTEPUAIBHOTO JIaBJICHUS,
MpU3HAKaMu OOIIETO OTPABIICHUS OpPTraHW3Ma M HETOCTATOYHOCTHIO.

AreHe3us JIeBOM IMOYKH — JaHHas1 aHOMaIus IPOTCKACT ITPAKTHYCCKH
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TaK)Xe, KaK M IPABOCTOPOHHSISI aHOMAJHs, HO B HOPMAJIBHOM COCTOSIHUM JI€Bas
MOYKa 3HAYMTENIBHO BBICTYIAET BIIEPE] B OTIMYME OT MpaBoi. OTCYTCTBHE JEBON
IOYKH y HOBOPOKIEHHOI'O CUMUTAETCs 0oJiee TSKEIBIM CIIydyaeM, IMOTOMY 4TO €€
paboTy MoTpedyeTCsl BBIMOJIHATH IPaBOM MOYKH, KOTOpPasi B CBOIO o4epean Ooliee
IOJIBUYKHA U Xy’K€ paboTaeT 1o CBOEH Mpupoze.

BusyasbHble CUMITOMBI OTCYTCTBHMSI JIEBOM IIOYKH COBIIQJAIOT C
CUMITOMATUKON oTcyTcTBHsI TpaBod. [logoOHBIE NpU3HAKU MPOSBISIIOTCS IO
IPUYUHE BHYTPUYTPOOHBIX MOPOKOB — KOMIIPECCUU IIJI0JA U MaJOBOJUS — 3TO
paclIMpeHrne CIMHKYA HOCA, CIMIIKOM IIMPOKO MOCAKEHHBIE U133, OYyTJIOBATOCTh
JMIA C HEMOJHOLIEHHO Pa3BUTBIM MOAOOPOJKOM, HUZKO IMOCAXKEHHBIE YIIIH.

PaHHsIs1 HEOHaTabHAs M MOCTHATaJIbHAs JUArHOCTHKA 3aKitodaerca B Y3U
MOYEK HOBOPOKIEHHOTO MPU HAIMYMU MHOKECTBEHHBIX CTUTM JIH33MOpPUOTEeHE3a,
IIOPOKOB Pa3BUTHsI MOJIOBBIX OPraHOB U JAJMUTENbHOHN (Oosiee 12 yacoB) aHypuu, a
TaKXKe LUCTOCKOIIHH, 9KCKPETOPHOU yporpaduu, aoptorpaduu,
MTHEeBMOTIEpUTOHEOTrpaduu.

Jleuenue. Pa3BUTHE areHe3suu IMOYEK Y HOBOPOXKACHHOIO SIBISETCS
CEPBE3HON YIpO30M ISl €r0 KU3HU. B HacTosmiee BpeMs CyIIECTBYET TOJIBKO J1Ba
METOJIa OpraHU3alMK JICYeHUs OO0JIE3HU — 3TO aHTUOAKTEpUaJIbHOE JICUCHUE WU
OIEpaTUBHOE BMEIIATENBCTBO, TO €CTh IIEPECAKA IOYKH.

[Ipu nBYCTOpPOHHEW areHe3uu IOYEK HPO2HO3 OCTAETCA JIETAIbHBIM, a
OpUYUHAMHU THOENIM OOBIYHO CTAHOBHUTCS HEJOCTATOUHOCTH JIETKUX 0 NpPUYUHE
YMEHBIIEHUSI UX Pa3MEPOB, OTCYTCTBUE PabOThl MOYEBBIIETUTEILHON CUCTEMBI U
Jpyrue MOpoKU. B CBsI3U ¢ 3TUM NpH JUAarHOCTHUPOBAHUU Yy IUIO/AA JIBYCTOPOHHEHN
areHe3ny TOYEeK Bpayd PEKOMEHAYIOT NpepBaTh OEpPEeMEHHOCTh HE3aBHCHMO OT
cpoka. /[laxxe mnpu HEBO3MOXXHOCTH TOYHO BBISIBUTh HAJIWYUE JBYCTOPOHHEM
areHe3uM WM SPKO BBIPAKEHHYIO THIIOIUIA3MI0 WM JMCIUIA3Usl  CIEAYeT
npepsiBaTh OEPEMEHHOCTh, TOTOMY YTO MEPEUHCICHHbIE aHOMAJIUU CIIOCOOCTBYIOT
MaJIOBOJIMIO, & MAJIOBOJIME B CBOIO OYEpEb MPUBOJUT K HEOCTATOUHOCTH MIOYEK U
e€ TsDKENbIM IOCHEACTBUSAM. B cilydae OJHOCTOPOHHEW aria3uyd NpU HaJW4YUH

3I0POBOM MOYKH MPOTrHO3 OJArONPUSTHBIM.
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Annazus nouku

Annasus - BpOXKIEHHOE OTCYTCTBHE OJHOW WM OOEUX MOYEK M MOYEYHBIX
cocynoB. JIBYCTOpOHHsISI amla3usl MOYEK HECOBMECTUMA C JKU3HBIO. ATula3us
OJIHOM TIOYKH BCTPEUYAETCS OTHOCUTEIBHO 4acTo - Y 4-8 % OOJIbHBIX C aHOMAIHSIMHU
nouek. OHa BO3HUKAET BCIEACTBUE HENOPA3BUTUS MeTaHE(POreHHOW TKaHW. B
IIOJIOBUHE CJIy4YaeB HAa CTOPOHE aIljla3uu IMOYKU OTCYTCTBYET U COOTBETCTBYIOLIMIA
MOYETOYHHK, B OCTAIBHBIX CIIy4asiX JUCTAIbHBIA €r0 KOHEI] 3aKaHYMBAETCS CIIEIO.

Anasusi MOYKM COYETAeTCS] C aHOMAJIMSMU MOJOBBIX opraHoB y 70 %
neBouek Uy 20 % manbuukoB. Y MaJbUMKOB 3a00JieBaHUE BCTpeUaeTcs B 2 pasza
yare.

WNudpopmanysg o HaIMYUU €IMHCTBEHHOW MOYKU y NAl[MEHTa KpallHe BakHa,
TaK Kak pa3BUTUE B HEW 3a00JieBaHMI Bcerja TpedyeT 0co00il TAKTUKH JICUEHUS.
EnvHcTBeHHass mnouka (QYHKIUOHAJIBHO OoJiee MpHUCIOCOOiIeHa K BIUSHUIO
pa3IMuYHBIX OTpHULATeabHBbIX (akTopoB. Ilpu mnoueuHoil amnasum Bceeraa
HaOJIoaeTCs ee KoMIeHcaTopHas (BUKapHasi) runepTpodus.

OkckperopHas yporpadpus u Y3U no3BosisitoT 00HApYKUTh €IUHCTBEHHYIO,
YBEIMYECHHYIO B pa3Mepax MOYKy. XapaKTepHbIM MPU3HAKOM 3a00seBaHus
SBJIIETCSI OTCYTCTBUE MOYEYHBIX COCYZOB Ha CTOPOHE aIlJIa3uH, O3TOMY JIHArHO3
JIOCTOBEPHO YCTAHABJIMBAETCS HAa OCHOBAHWH METOJOB, MO3BOJISIIOLIMX JIOKAa3aTh
OTCYTCTBHUE HE TOJIbKO TOYEK, HO M €€ COCylnoB (moudeyHasi apTepuorpadus,
MYJbTUCHIUpPATIbHAS KOMIBIOTEPHAas W MarHUTHO-PE30HAHCHAsl aHruorpadus).
[Mucrockonuyeckas KapTHHA XapaKTEPU3YeTCs OTCYTCTBHEM COOTBETCTBYIOLIEH
MOJIOBUHBI MEXMOYETOUYHHUKOBOW CKJIAIKU W YCThd ModeTouHuka. [lpu cuemno
OKaHYMBAIOIIEMCS. MOYETOYHHKE €ro YCTh€ TUIOTPOPUPOBAHO, COKpAIICHHE U
BbIJICJICHHE MOYM OTCYTCTBYIOT. Takasi pa3HOBUIHOCTH MOpPOKA MOATBEPKIACTCS

KaTeTepu3aifeil MOYETOUYHHKA C BBIMTOJIHEHUEM PETPOTPaAHON ypeTporpaduu.

/lobasounas nouka
Jlobasounas nouka — 000COOJICHHBIN OpraH, JISKANUNA OTAETHLHO OT JIBYX

OCHOBHBIX IMTOYCK — HMIXKC U MCIHAJIbHEC.
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[To MKB10 ortnocutca k pyOpuke Q63 Jlpyrue BpOXICHHBIE MOPOKHU
pa3Butus nouyek. Q63.0 JlobaBouHas mouka.

Omuonoeus u namoeene3. I'eHe3 3TOr0 MOPOKa CXOJIEH C yJIBOCHUEM TTOUKH,
OJTHAKO CJIUIIKOM ObIcTpas nuddepeHnranus NPpUBOAUT K MOJTHOMY pa3JICICHUIO
JIBYX MeTaHe(pOoreHHbIX OyiacteM ¢ (OpMHUpOBaHHMEM ABYX Moyek. J[obaBouHas
moyka Bcerja HMeeT CcoOCTBeHHYIO  (uOpo3Hyr0  Kamcyly, CHCTEMY
KPOBOCHA0XKEHHUS, YAIICYHO-JIOXAHOYHYIO CUCTEMY M MOUYETOYHUK. MOUYETOUHHK
yaie OTKpPhIBAeTCA J100aBOYHBIM TPETHUM YCTHEM B MOYEBOU MY3bIpb, NMPU ITOM
HIDKE W MeIualbHEE JBYX OCHOBHBIX YCThEB, HO MOXET M CIHMBATBhCS C
MOUYETOUYHHKOM OCHOBHOW TIOYKM TIO THUIy PACIICIUICHHOTO MOYETOYHHKA.
Bo3MmoskHa Takke ero 3KTOMMs, KOTJla OH BIAJaeT BO BIAralidile WM MPSIMYIO
KUIIKY. DKTOMHS MOKET COMPOBOKIATHCS MOCTOSTHHBIM MOATEKaHUEM MOYH.

[IpenatanpHasi  UArHOCTHKAa OCHOBBIBAETCA Ha Y 3-BU3yalU3allUH
JOTIOJTHUTEJILHOW — TOYKU, ONpPENeISIomecss HIKE HOPMalbHOM TOYKH B
MOSICHUYHOW 00JIaCTH, B MAJIOM Ta3y WM B MOJAB3JOIIHOM OOJIACTH U HUMEIOIIEH
MEHBIITUE Pa3MEPHI.

Knunuxa. ]JloOaBouHasi TMOYKa HE JAa€T KIMHUYECKUX TMPOSIBICHUMN [0
pa3BUTHS B HEM Kakoro-nmuOo 3adosieBanus. OHA MOXKET ObITh THIOTUIa3UPOBAHA,
JUCTOTMPOBAaHA, UMETh KHUCTHI.

Pannsis HeoHaTanbHAs M MOCTHATANbHASI OuaeHOCMuKa AOOABOYHOW TOYKU
3aTpyHEHA B CHIIY OTCYTCTBUSI KJIMHUKH, MAJIBIX Pa3MEpPOB, Cl1a00i CrTOCOOHOCTH
K BBIBEICHHUIO KOHTPACTHOTO BemiecTBa. [109ToMy €€ MOKHO BBISIBUTH TOJIBKO TIPH
MPOBEJCHUU  KOMIUIEKCHOTO  ypoJjiorudeckoro  oOcnemoBanus (Y3U wu
DKCKPETOpHOUM  yporpaduu, KOMIBIOTEPHOW TOMOTpauu U  MarHUTHO-
PE30HaHCHOM TOMOTrpadun).

Jleuenue. 3aboneBanus 100ABOYHOM TMOYKH Jie4aT IO OOMICTIPUHSATHIM
cxemam. [Ipu HEOOXOTUMOCTH XHPYPTHYECKOTO BMENIATENHCTBA (THUIOTLIA3US,
JUCTIIIA3Hs, YIIOPHBIN BOCTIATMTENBHBIN TPOIECC) OPTAaHOCOXPAHSIONINE ONIEPalin

Ha 100aBOYHOM MouKe HenenecooOpa3Hel. [lokazano BeinonHeHne HEPPIKTOMUMU.
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Yoeoenue nouxu

Voeoenue nouxu - Hamboiiee paclpoOCTpaHEHHAs aHOMANIUA KOJIHYECTBa
MOYEeK, BCTpeyaeTcs B OHOM ciiydae Ha 150 ayroncuit. ¥V »KeHIIMH JaHHBIA MTOPOK
pa3BUTHS HAOJIIOAAETCS B 2 pa3a vale.

Kakx mnpaBuno, kaxjas ©3 TOJOBUH YJIBOCHHOM TIOYKM HMEET CBOE
KpOBOCHaOkeHHE. XapaKTepHbIM IS TaKoW aHOMAaJuu SIBJIAETCS aHATOMO-
byHKIIHMOHATBHAS acUMMETpHsl. BepXHssi mojoBuHA yare ObIBaeT MEHEE pa3BUTA.
CummeTpus oOpraHa Wid TMpeodsialaHue B Pa3BUTUU BEPXHEH IMOJOBUHBI
BCTPEUAETCS 3HAUUTEILHO PEXKE.

Y aBoeHUE MOYKH MOKET OBITh OJHO- U JBYCTOPOHHHM, a TaK)K€ TOJHBIM H
HeroyHbIM.  [lonHOE yABOeHHWE ToJpa3yMeBaeT HalUYue JBYX YallleYHO-
JIOXaHOYHBIX CHUCTEM, TBYX MOUYECTOYHHKOB, OTKPBHIBAIOIIUXCS BYMS YCThSIMH B
MOYEBOM ITy3bIpe. [Ipy HEMoNMHOM YyJIBOGHUM MOUYETOYHHKHA B KOHEUHOM HTOTE
CJIIMBAIOTCA B OJIMH M OTKPBIBAIOTCS OJTHUM YCTHEM B MOUEBOM ITy3bIpPE.

Hepenko momHoe yJIBOEGHHE MOYKH COMPOBOXKIACTCS aHOMAJIMEH pa3BUTHS
HUKHETO OT/eNia OJIHOTO W3 MOYETOYHUKOB: €r0 BHYTPHU- WM BHEIY3BIPHOU
AKTOMHEHN (OTKPHITUE B YPETPY WM BJIarajuiie), 00pa3oBaHUEM ypeTepoliese Uiu
HECOCTOATEILHOCTBIO  My3bIPHO-MOYETOYHUKOBOTO  COYCThS C  pa3BUTHEM
pedmokca. XapakTepHbIM MPU3HAKOM SKTOIUU SIBIISIETCS TOCTOSTHHOE MOJTEKAHNE
MOYH TIPU COXPAHCHHOM HOPMaJbHOM MOYCHCITYCKAaHWH. Y JIBOCHHAs TOYKa, HE
MOopa)KeHHass KaKUM-JIN00 3a00JIeBaHUEM, HE BBI3BIBACT KIIMHUYECKUX MPOSBICHUN
U OOHapy>KMBaeTcsl y MalMEeHTOB MpHU cllydaitHoM oOciieqoBaHuu. OJHAKO OHA
Jaiie, 4eM HOpMaJlbHas, IOABEPKCHA Pa3IMYHBIM 3a00JICBAHMSIM, TaKUM Kak
nueoHepuT, MOYCKaMEHHasI 00JIe3Hb, ruapoHedpos, HedporTos,
HOBOOOpAa30BaHUSI.

[TocTaHoBKa OuacHo3a HE TPEACTABISET CIOXKHOCTA M 3aKIIOYAETCS B
nposeneann Y3U, skckpetopuoit yporpaduu, KT, MPT u samockonuueckux

(L[I/ICTOCKOHI/IH, KaTeTCpu3anus MO‘ICTO‘IHI/IKOB) METOOO0B HUCCICAOBAHUA.
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OnepaTuBHOE Jeuenue BBIIOJHAKOT TOJBKO MPHU HAIWYUM HapyLICHUN
YPOJIWHAMHUKH, CBSI3AHHOW C aHOMAJIbHBIM XOJOM MOYETOYHUKOB, & TAKXKE IPYTUX

3a00J1eBaHUI yJIBOCHHOM MOYKH.

HO3UTIMOHHDbIE

Hucmonusa nouku

AHOMamnus pacrojoXEHUs MOYKU - JUCTOINHS - HAXOXKJACHHUE TMOYKH B HE
TUMUYHOU JIJI HE€ aHATOMUYECKOM 00JIacTH. DTa aHOMaJIUs BCTPEYACTCS y OJTHOTO
3 800- 1000 HoBOpOkAEHHBIX. JIeBasi mOYKa OKa3bIBACTCS NUCTONMMPOBAHA YAllIE,
YyeM IpaBasl.

[TpuunHOl popMHUPOBAHUS TAHHOTO MOPOKA PA3BUTHUS SBJISIETCS HAPYIIIECHUE
NepeMeNIeHHs TTOYKHU U3 Ta3a B MOSICHUYHYIO 00J1acTh B MEPUO BHYTPUYTPOOHOTO
pazButus. [ucromusi oOycnoBieHa (QuKcalMeld TOYKM Ha pPaHHUX JTamnax
AMOPUOHATBHOTO Pa3BUTHS AHOMAJIBHO PA3BUTBIM COCYAMCTBHIM ammapaToM WU
HEJIOCTATOYHBIM POCTOM MOYETOYHHUKA B JUIUHY.

B 3aBucuMOCTH OT YypOBHSA pPAaCHOJIOKECHUS PA3IMYAIOT TOPAKAJIBHYIO,
MOSICHUYHYI, KPECTUOBO-TIOAB3IOIIHYI0O U Ta30BYK JIUCTOIHIO. AHOMAaUU
pPacCoJIOKEHUS] TMOYEK MOTYT OBITh OJIHOCTOPOHHUMH U JIBYCTOPOHHUMHU.
Jucronus mo4yku 0e3 CMElIeHUsI €e Ha MPOTHUBOIOI0XHYIO CTOPOHY Ha3bIBACTCS
romoJsiaTepajgbHOU. /[ucronupoBaHHas MoOYKa MpPU 3TOM PACHOJIAraeTcs Ha CBOEU
CTOPOHE, HO BBIIIE WA HUKE HOPMAIBHOTO MOJIOKEHHUS.

I'eTeponarepanbHas (MepeKpecTHast) TUCTOMNUS - PEIAKUN MOPOK Pa3BUTHUS,
BbIsIBJIsieMbId ¢ dyactoTrod 1:10 000 ayromcuit. OH XapakTepu3yeTcs CMEIICHUEM
MOYKHA Ha MPOTUBOTMOJOKHYIO CTOPOHY, BCJIEACTBHE Yero 00€ OHM OKa3bIBAOTCS
PACHONOKEHHBIMA C OJHOW CTOPOHBI IMO3BOHOYHMKA. IIpn mepexkpecTHOU
aucTonmuy 002 MOYETOYHHMKA OTKPBHIBAIOTCS B MOYEBOM ITy3bIpe, KaK W TpHU
HOPMAJIBHOM PaCIOJIOKEHUH TTOYeK. Moueny3bIpHbIA TPEYTOJIbHUK COXPAHEH.

JlucronupoBaHHasi TOYKa MOXKET OBITh NPUYUHOW TMOCTOSHHOM WM

HCpI/IO,Z[I/I‘IeCKOﬁ Ooomu B COOTBCTCTBYIOHICﬁ IIOJIOBUHE KHBOTA, MOSICHUYHOM
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o0nactu, KpecTie. AHOMAJIbHO PACMOJIOKEHHYI0 TIOYKY HEPEIKO YIaeTcs
IPOIIYNaTh Ye€pe3 MEPEAHION OPIOIIHYIO CTEHKY.

JlaHHasi aHOMalMsl CTOUT Ha IEPBOM MECTE€ CpeAu NPUYUH OIIMOOYHO
MPOU3BEACHHBIX XUPYPIrUYECKUX BMEIIATENIBCTB, TAaK KaK TIOYKY HEPEIKO
NPUHUMAIOT 32 OIyXOJib, ANMEHIUKYISPHBIA UHPWIBTPAT, MATOJOTUIO KEHCKUX
MOJIOBBIX OpPraHoB M Jp. B IHCTONHMpPOBaHHBIX MOYKAX HEPEIKO Pa3BUBAKOTCS
nuenoHedpur, TuApoHePPO3, MOUEKaMEHHasE OOJIE3Hb.

HauOounbiine TpynHOCTH B TOCTAaHOBKE JMAarHo3a BbI3bIBAET Ta30Bas
nucronusi. Takoe pacroyio)KEHHE TOYKU MOXKET MPOSBISITECA OOJIIMU BHU3Y
YKUBOTA U CUMYJIUPOBATh OCTPYIO XUPYPTrUUYECKYIO TATOJIOTHUIO.

[TosscHnuHast ¥ MOAB3JIOIIHASA AUCTONMWHU, JAXE HE OCIO0KHEHHBIE KaKUM-
100 3a00JIEBaHUEM, MOTYT MPOSIBISATHCS OOJSIMU B COOTBETCTBYIOIIEH 00JIaCTH.

bonu npu Hanbonee peaxoit TopakabHON AUCTONUU MOYKU JIOKAITU3YIOTCS
3a TPYAUHOM.

OCHOBHBIMM  METOJIaMH  JTMAaTHOCTUKM AaHOMAJIUM TOJOXKEHHUS TMOYeK
ABJISIIOTCSL YIIBTPA3BYKOBOE, PEHTreHoJiornueckoe uccinenopanue, KT u nmoueunas
anruorpadusi. Uem HIKe HAXOAWUTCS JUCTONMMPOBAHHAs TIOYKa, TeM Oosee
BEHTPAJIBHO PAaCIOJIOKEHBI €€ BOPOTa U pOTUPOBaHA Knepeau Jioxanka. [Ipu Y3U
U DKCKPETOpPHOUM yporpaduu Moyka pacrojaraercsi B HETUIIMYHOM MECT€ W B
pe3ynbTare MOBOpPOTA BBITJISIAUT  yruionieHHou. I Ipu HEJIOCTATOYHOM
KOHTPACTUPOBAHUU JIHCTONMUPOBAHHON MOYKH, IO JAaHHBIM 3KCKPETOPHOM
yporpaduu, BHIIOIHIIOT PETPOrPaIHyIO ypeTeponuenorpaduro.

UeM HUKE TUCTONHUS OpraHa, TeM Oojiee KOpOTKUM OyneT ModyeTouHuk. Ha
aHTUOTpaMMax IMOYEYHBIE COCYJIbl PACIOJIOKEHbl HU3KO U MOTYT OTXOAUTH OT
OprolTHOM aopThl, Oudypkaruu aopThl, OOLIMX MOJB3IOIIHBIX W MOJIYPEBHBIX
aprepuid. HeszaBeplIeHHBIM MOBOPOT MOYKM U KOPOTKHMM MOYETOYHHUK CITyXKaT
BOXHBIMU (P hEpeHITHATHHO-TUATHOCTUYECKUMH TPU3HAKAMHU, TTO3BOJISIOMIMU
OTJIMYUTH JUCTOMHUIO MTOYKU OT HedponTo3a. JlucTonupoBaHHas MOYKa, B OTIUYHE

OT PaHHUX CTaaul HEPPONTO3a, JUIIEHA MOOUIBHOCTH.
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Jleuenue AUCTOIMMPOBAHHBIX IMOYCK IPOBOAUTCA TOJIBKO B CJIy4ac pasBUTUA

B HUX IMATOJIOTMYICCKOroO Imponccca.

Hegponmos y oemeii

Hegponmos y nereil xapakTepusyercsi HE CTOJBKO JOCTYIMHOCTbIO MOYKU
Nanblallii, CKOJBKO €€ W30BITOYHON MOABM)KHOCTBIO, B PE3YJIbTAaTE KOTOPOil
MOYKAa BBIXOJIUT M3 CBOETO €CTECTBEHHOI'O JIOKA W IOJBEPIaeTCs XPOHUYECKON
TpaBMaTH3aLUH.

Y 16% 310poBBIX JeTei MOuYKa pacrojaraeTcss HU3KO W MOXKET ObITh
noctynHa naidbnanuu. K u30bITOYHONM MOABMKHOCTUA MOYEK B HACTOAILEE BpPEMS
IIPUHATO OTHOCUTH T€ CIIy4au, I/ie MOJBUKHOCTH IIPEBBIIIAET BBICOTY TEJIa OJHOTO
MOSICHUYHOTO IMO3BOHKA.

Hedponro3 y aereil He sABIsSETCS peAKuM 3a00JE€BaHUEM, BCTPEUAETCS BO
BCEX BO3PACTHBIX NEPHOJAX U B CpelHeM cocrasisieT 16,4% cpenu neBoYeK U
5,9% cpean MaibuuKoB. B BO3HHMKHOBEHMM HE(QPONTO3a MEPBOCTENEHHOE
3HaYCHHE MMEET BPOXKJIECHHAs aHATOMO-(PHU3UOJIOTHYECKasi OCOOCHHOCTh CTPOEHUS
OpraHu3mMa U B YaCTHOCTH «HEJIOCTATOYHOCThY KOH(Urypamuu
OKOJIOTIO3BOHOYHBIX MOYEYHBIX HHUII, OopMa KOTOPHIX WUIpaeT OOJbIIYyI0 POJb B
dbuKcarm noyex.

B nepuonibl FHTEHCUBHOTO POCTa JETCKOIO OpraHu3Ma BO3HHUKAIOT YCIOBUS
JUI y4allleHHs HePpOonTo3a M YBEIWYEHHUs €ro CTeNneHU. TakuMu yCIOBUSMHU
ABJIAIOTCS  OOJbIIasi MOAATIMBOCTh COEIWHUTEIBLHOTKAHHBIX  00pa30BaHMIA,
OTHOCUTEJbHAs C€JIa00CTh MBIIIEYHOM CHUCTEMBl W HECOBEPIIEHCTBO (POPMBI
NIO3BOHOYHMKA, CBSI3aHHOE C BO3PACTHBIMH JAHMCIPONOPLUAMM JETCKOTO Tea.
Hekotopyto pojib B ONyHIEHUH MMOYKKM HIparoT AedopMalvi MO3BOHOYHHKA,
KOTOpPBIE YacTO COUYETAIOTCS C HE(hPOIITO30M.

CriocoOcTBOBaTh HEPPONTO3Y MOTYT Takue 3a00JieBaHUS KaK KOKJIIIOLI,
OpOHXMT, YacThle KaTapbl AbIXATEJNbHBIX MYyTEW, KOJUT, BEAYLIUME K HAPYLICHUIO
BHYTPUOPIOIIHOTO PaBHOBECHs, a TaKXKE pPAXUT, MPUBOIALIMN K aedopManuu

KOCTHOTO CKEJI€Ta M MBIILIEYHON TMIIOTOHHUH.
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OnpeneneHHOe 3HAYCHHWE B ATHUOJIOTHH HE(PPOINTO3a OTBOIUTCS TpaBMeE, a
TAaK)K€ YMEHBIICHUIO KOJIMYECTBA JKAPOBOM TKAaHM B  OKOJIOIMIOYCHHOM
MPOCTPAHCTBE NpU 00IEeM UCXyJaHuu. Bompoc o cTeneHu MOABUKHOCTH MOYKH
pemaercss ABYMs CIOCOOaMH: IyTeM Malblaldi TMOYeK B TOPHU3OHTAJIHHOM,
OOKOBOM M BEpPTUKAJILHOM TMOJOXKEHUSIX M TYTeM PEHTTEHOJIOIMYeCKOro
UCCJIEIOBAHMS B IBYX MOJIOXKEHUSIX — JIEXKa U CTOS.

Jlis TpakTHUYeCKOro HCMOJIb30BaHUS HauOoyiee NPUTOHA KIMHUYECKas
kiaccudukanus HedponTosa Hilbert, cortacHo KOTOpoi BeIACISIETCS TPU CTEIICHU
OITYIIICHUS TIOYKH: TIPH TEPBOM CTEIEHU MPOIIYIBIBACTCS HIDKHHUI MOJIOC MTOYKH,
IpyU BTOPOM — BCA NOYKA M TPU TPEThed — HMEET MEeCTO CBOOOAHOE
nepeMenieHre MoYKy B TI000M HaIPaBJICHUH.

Knunuueckue nposienenus HedponToza y geredl aoBoibHO Oemnbl. Ilo
HamuM  HaOmoneHusiM, B 20% cinydaeB JETH C OIYIICHHOM TIOYKOW He
MPEABABISIIOT KAKUX-TTHOO0 Kaj00 U TOJILKO MAJILIIATOPHBIC U PEHTTEHOJIOTHYECKUE
JJaHHbIE YTBEPXKAAIOT AWarHo3. Y 63% OOJbHBIX OTMEUAIOTCS HE3HAUUTEIIbHBIC
OojieBble OUIYHIEHHS B O0JIACTAX, COOTBETCTBYIOIIMX OMYUICHHOW IOYKE.
[Ipuctynoodbpa3nass 00ib BO3HUKAET NMPU 3HAYUTEIBLHOW (PU3NYECKOW Harpyske
(cmopTUBHBIX UTpax, Oere, MpbKKax) B moapedepbe, B 001acT (iaHKa )KUBOTA, B
MOSICHUIIE U Yallle BCEr0 UMEET KOJIIOIIUNA XapaKTep.

bonee penxkuM cumnromMoM HeQpomTO3a y METEH SBISAIOTCA HEOOJNBIINE
OTEKH TOJ TJiazaMu, HaOmrojaBimecs Hamu B 23% ciyudaeB. OTeKH CuUIIbHEE
BBIP2XEHBI B YTPEHHEE BpeMsi, 0COOCHHO TOCIIe YIOTPEeOICHHsI Ta HOYb OOJIBIIIOTO
KojauuecTBa  Jkuiakocth. Eme  pexxe  HaOmMoOAaroTCs  AMCHENCHUYECKUE,
HEBPACTEHUYECKUE U JU3YPUUECKUE SIBJICHUS.

OcHOBHBIM U HauOoJiee JOCTOBEPHBIM METOAOM OJuacHocmuxu HedpomnTo3a
y JeTei sBIseTcsl SKCKpeTopHas (min nH(y3uoHHas ) yporpadus, BhITIOJHEHHAS B
TOPU30HTAJIFHOM M BepTHKaIbHOM TosiokeHUsX. CummroMm [lactepuarikoro mpu
HedponTo3e y AeTeil nojoxureneH B 85% cimyyaes.

[Ipu omymieHWM MOYKKM BO3HUKAIOT YCIOBHS [JIs Tepernda MOYETOUHUKA,

NepepacTAKCHUA, CKpYUYHBaHUA 0o CAaBJICHUA IIOYECYHOM HOXKHM H
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TpaBMaTH3aI[MH HEPBHBIX MMPOBOJHUKOB, YTO SIBISIETCS MPUUYNHON BO3HUKHOBEHUS
YPOJAMHAMUYECKUX, TEMOJMHAMUYECKUX, HEMPOTEHHBIX HAPYIICHUH B CMEIICHHON
NOYKE U  TPUBOAUT K TaKUM  OCJIO)KHEHHUSM, Kak: IHUEIOHEPPUT,
ruapoHedporuyeckas TpaHcpopMalys YalIeuHO-JTOXaHOYHOW CHUCTEMBI TMOYKH,
[UENO-peHaNbHbIE PE(IIIOKCH, (OPHUKAIBHBIE KpPOBOTEUEHUS, HEPPOreHHas
TMIIEPTOHUSA U KaMHU TIOYEK.

Jleuenue nedponrosa y nereil TOKHO OBITh MATOT€HETUYECKUM, TO €CTh
HAIpPaBJICHHbIM, C OJHOW CTOpPOHBI, Ha KOPPEKLMIO (OpPMBI IMO3BOHOYHUKA U
OKOJIOTIO3BOHOYHBIX MOYEYHBIX HUIII, C APYTOi — Ha HOPMAJU3ALNIO0 MBIIICYHOTO
TOHyca OpIOIIHOW CTEHKHM M BHYTpUOpromHOro pAaBieHus. C 3TOH LENblO
PEKOMEHIYETCSI COUeTaTh ClEHUaIbHbI THMHACTUUECKUNA KOMIUIEKC YNPaKHEHUN
C HOIIICHUEM OPTOIEIUUECKOTO armapara (1mosica-HaOpIOIIHUKA).

Jletu, OosibHBIE HE(PPONTO30M, MOJIEKAT MOCTOSHHOMY JUCHAHCEPHOMY
HAOJIIOJICHUIO C IEPUOAMYHOCTHIO YPOJIOTHUECKMX OCMOTPOB HE PEXE OJHOIO pas3a
B 6 MmecsueB. Kpome Toro, KOHTpoJpHOE 00Cien0BaHUE OOJIbHBIX HEPPONTO30M
JOJKHO TIPOBOJIUTHCS MOCIIE KaX/I0T0 HMHTEPKYPEHTHOTO 3a00JIeBaHUsI.

[Ipodunaktuka uegponmoza M €ro OCIOKHEHHA CBOAUTCS K paHHEH
JMArHOCTHKE 3a00JIeBaHMs, CBOEBPEMEHHOMY Haualy KOHCEPBAaTHUBHOIO JICUEHUS,
OOIICYKPEIUISIIOIIUM U 00111€03J0POBUTEIBHBIM MEPOTIPUATHSM, a TAKXKE JICUCHUIO
3a00J1eBaHU M, CIOCOOCTBYIOIIUX PA3BUTHIO OMYIICHUS MOYKHU U €€ OCIIOKHEHUSIM.
Bonbmias yactora HedpomnTo3a perucTpupyercss y JeTed JOMIKOJBHOTO U
0COOCHHO MITAJIIIETO IIKOJIBHOTO meproaa. [loaToMy Hadamo mpouiIakTUYECKUX

MEpPONPUATUN CIEAYET OTHOCUTH K TUM IEPUOIAM.

C HAPYHIEHUAMMU ®OPMbI ITOYEK

K anomanusm ¢hopMbl OTHOCSTCS pa3TUYHBIC BUIBI CPAIICHHS TTOUYEK MEXKIY
coboit. CparieHHple TIOUYKM BCTpedaroTcss B 16,5 % ciydaeB cpemu BcexX UX
aHOMaJIAM.

Cpawenue TmONpa3yMEBAET COCIUHECHHE [BYX TOYEK B OJWH OpraH.

KpOBOCHa6}KeHI/IC €ro BCCraa OCyHCCTBIIACTCA aHOMAJbHBIMHU MHOXXCCTBCHHBIMU
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MOYEYHBIMU cOCyJaMU. B Takoil MOYKe HMMEIOTCA JIBE YalIE€YHO-JIOXAHOYHbBIE
CUCTEMBI U JIBA MOYETOYHHMKA. TaK Kak CpallleHWE BO3HMKAET HA PAHHUX 3Tamax
AMOpUOreHe3a, HOPMAIbHOW pPOTAllMM MOYEK HE MPOUCXOAUT, U 00€ JIOXaHKH
HaxoJATCA Ha NEpelIHEed IMOBEPXHOCTH OpraHa. AHOMAJIBHOE IOJIOKEHUE WU
CHABJICHHE MOYETOYHHKA HWKHEIOJSPHBIMU COCYJaMH MPUBOJUT K €ro
oOcTpykiuu. B CBA3M C O9TUM HEpeAKO JaHHAsg aHOMAIMS OCJIOKHSIETCS
ruaponedpo3om u nuenoHeppuroM. OHa MOMKET TAKKE COUYETAThCS C My3BIPHO-
MOYETOYHUKOBO-JIOXaHOYHBIM PE(IIFOKCOM.

B 3aBucMMOCTM OT B3aMMOpPACHOJIOKEHHSI MPOAOJBHBIX OCEH IOYeK
Pa3IMyualOT H0OK0B800OPA3HYI0, 2anemoodbpaszmnyio, S- u L-obpasuvie nouxu.

CpamieHue mouek MOXKET OBbITh CHUMMETPUYHBIM M aCHUMMETpUYHBIM. B
NEPBOM CJIy4yae IMOYKH CpacTalOTCid OJHOMMEHHBIMHM IOJIOCAMM, KaK IPABUIIO,
HUKHUMU M KpalHe PeIKo - BEpXHUMH (ITOJKOBOOOpA3Has MOYKa) UM CPEIHUMU
otaenaMu (rajerooOpas3Has mouka). Bo BTopoM - cpamieHue NpOUCXOIUT
Pa3HOMMEHHBIMU TOTI0caMH (S-, L-o0pa3Hble MOYKH).

Ilookosoobpa3nas nouka SIBASETCS CaMOW YacTOW aHOMAaJMEH CpalleHUs.
bonee yueM B 90 % ciyuyaeB HaOmogaeTcsl cpalieHUue MOYeK HUKHUMU MOJTIOCAMU.
Yame Takas NoYka COCTOMT U3 CUMMETPUYHBIX, OJJMHAKOBBIX 110 pa3Mepy MOYEK U
ObIBaeT JUCTONHMPOBAaHHOM. Pa3mepbl 30HBI cpallleHus, TaK Ha3bIBAEMOTO
nepeieiika, MOTryT ObITh CaMbIMM pa3HbIMU. TOJNIIMHA €ro, Kak IpaBuUio,
Kojebnercs B npeaenax 1,5-3, mupuna 2-3, pmna - 4-7 cm.

IIpu pacnonoxeHun OJHOM IIOYKM B TUIIMYHOM MeECTe€, a BTOPOW,
CpallleHHOM ¢ HeH MoJ MNpAMbIM YIJIOM, TONEpPEeK IM03BOHOYHHKA - NOUYKA
Hazvieaemcs L-obpa3noii.

B tex cnywasx, xorga B CpalI€eHHOM MOYKE, JICKAIEeW MO OAHY CTOPOHY
MO3BOHOYHHMKA, BOPOTa HAIpaBJCHbl B pa3Hble CTOPOHBI, €€ Ha3bIBAIOT S-
obpasHoll.

I'anemoobpasuas nouxa OOBIYHO PACIOJIOKEHA HMXKE MPOMOHTOPUYMA B
obnactu manoro taza. O0beM MapeHXUMBI Ka)XJOH IMOJIOBUHBI TajJeTO0Opa3HOI

IMIOYKHN Pa3jIMuCH, 4YTO 0OBACHSET ACUMMCTPHIO OpraHa. MO‘ICTO‘{HI/IKI/I, KakK
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IpaBUJIO, BIAJAIOT B MOYEBOM My3bIpb B OOBIYHOM MECTE€ M OYEHb PEIKO
NEPEKPEIIMBAIOTCS JPYT C IPYTOM.

Knunuuecku  cpallleHHbIE TOYKM MOTYT TpPOSBIATHCS  OOMSIMU B
napayMOWIUKaIbHON oOsactu. BceneacTBue 0COOCHHOCTH KPOBOCHAOKEHUS U
WHHEpBAllMM TOJKOBOOOPA3HOW TMOYKM W JaBJICHUS €€ Iepeleiika Ha aopry,
MOJIYIO BEHY U COJHEYHOE CIUICTEHHE, Jake IMpU OTCYTCTBUHM B HeEH
IIaTOJIOTUYECKUX W3MEHEHHMM BO3HUKAIOT XapaKTepHble cUMNTOMBL. [Ipn Takon
MOYKE THUIHUYHO TOSIBICHUE WM yCcUJIeHHE OoJjied B 00JacTH MyINKa BO BpeMs
nepern0anus TyjnoBuIna Ha3ajn (cumntom Po3unra). Moryr HaOmogaThes
paccTpoiicTBa CO CTOPOHBI OpPraHOB TMHUIIEBApEHUS - O0Jb B IMOJJIOKEYHOU
o0acTu, TOUIHOTA, B3yTHE )KUBOTA, 3aIIOPHIL.

V3U, oskckperopnas yporpadus u MmynbtucnupansHas KT sBusroTcs
OCHOBHBIMH METOJaMU JUAarHOCTUKHM CpAIIECHHBIX IOYEK M BBIBICHUS HX
BO3MOYKHOH MaTOJIOTHH.

Jleuenue TPOBOAUTCS NpPU Pa3BUTHHM 3a00JEBAHUN AHOMAIBHOW MOYKH
(MouekameHHasi Ooyie3Hb, mnHeNoHedpUT, ruApoHedpo3). I[lpu BhISIBICHUH
rupoHedposa MoJKOBOOOPA3HOU TMOYKU CIEAYET OMPEACNIUTh, SBJISIETCA JU OH
CIIEICTBUEM  XapaKTepHOW  JUIi  JAaHHOTO  3a0oJeBaHUS  OOCTPYKIIUHU
NUEJIOYpEeTepaIbHOrO0 CerMeHTa (CTPUKTYpa, IEepeceYeHue MOYETOYHUKA C
HUKHENOJIAPHBIM COCYIUCTBIM MYYKOM) MJIM 00pa3oBajCsl BCIEICTBHE AaBICHUS
Ha HEro mepenieiika MoJAKOBOOOpa3HOUW Movkd. B mepBoM ciydae HEOOXOIUMO
BBITIOJIHUTD MJIACTUKY MHUEJIOYPETEPAIIbHOIO CETMEHTA, a BO BTOPOM - PE3EKIHIO (a

HE pacceueHue) nepenienka win yperepokaivkoanactomos (oneparust Heiisepra).

C UBMEHEHUAMMU ITOYEYHLIX COCYJIOB

AHnomanuu Konuuecmea nOYEYHbLIX apmepuii
K HuUM oTHOCATCS KpOoBOCHAOKEHUE MOYKU COMUTAPHON M CErMEHTapHBIMU

apTEPUSIMU.
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Conumapnas noueunas apmepusi- 3TO €IUHBIA apTEpPHAIBHBIA CTBOJI,
OTXOJSIIIMA OT aOpThl, a 3aTEM JAENAIIMNCA Ha COOTBETCTBYIOIIHME ITOYEUYHBIE
aprepuu. JlaHHBIA TOPOK pa3BUTUS KPOBOCHAOXKEHMSI TOYEK  SBISICTCS
Ka3yUCTUKOM.

B HOopmMe Kkaxgas 1odka KpOBOCHAOXKaeTrcs OJHUM  OTIEIbHBIM
apTepuaIbHBIM CTBOJIOM, OTXOJSIIMM OT aopThl. YBEJIMYEHHE HUX KOJUYECTBA
CIIElyET OTHECTH K Ce2MEeHMAapHOM) pPACCbLINHOMY THUILy CTPOEHHUS MNOYEUHBIX
aprepuil. B nurtepatype, B TOM umciie y4eOHOW, 4acTO OJHY M3 JBYX apTepHil,
KPOBOCHA0KAIOMIMX MMOYKY, OCOOEHHO €CIM OHa MEHBIIEro JAMAMETPA, HA3bIBAIOT
n00aBoyHOM. OJHAKO B aHATOMHM J00ABOYHOM, WM aOeppaHTHOW, apTepuen
CUMTAETCS Ta, KOTOpas OCYLIECTBIIIET KPOBOCHAOKEHUE ONPEAEIEHHOTO y4acTKa
opraHa B JIOTIOJJHEHHE K OCHOBHOM aptepun. O0e 3Tu apTepuu o0pa3yroT MEXIY
co00i1 MIMPOKYIO CETh aHACTOMO30B B UX 00IeM cocyaucTtoMm Oacceitne. JlBe umu
0oJsee apTepuu NOYKK KPOBOCHA0XKAIOT KaXk/1asi OJIMH ONpPECIICHHBINA €€ CETMEHT U
HE 00pa3yroT MEXK1y COOOM B MpOLIeCCE ACJICHHUS] aHACTOMO30B.

Takum oO0pa3oM, HpU HAIMYUU JIBYX WM HECKOJBKUX apTepuaibHbBIX
COCYZIOB MOYKH KaXKJbII U3 HUX SIBJIAETCS ISl HEE€ OCHOBHBIM, & HE JI00aBOYHBIM.
JlurupoBaHue 0000 U3 HUX MPHUBOJUT K HEKPO3Y COOTBETCTBYIOIIETO y4yacTKa
IIOYEYHOM MapeHXWMbl, M 3TO HE CIeAyeT JedaTb NpH  BBIINOJIHEHUH
KOPPUTUPYIOIINX onepanui npu ruapoHedpose, 00yCITOBJIEHHOM
HWKHENOJIIPHBIMU COCYAaMU NIOYKH, €CIIM HE TUIAHUPYETCS €€ PE3EKLH.

C 5TUX MO3ULIMA aHOMAJIbHBIM CIEAYET CUUTATh KOJWYECTBO MOYEUYHBIX
apTepuil OoJbllle OJHOU, TO €CThb Ce2MEeHMAapPHbIUL MUn KpOBOCHADNHCEHUS OpP2aHa.
Hanuuue nByx apTepuaibHBIX CTBOJIOB BHE 3aBUCUMOCTH OT HUX Kaiaubpa -
nBoMHas (yIBOEHHas) IMOYeyHas apTepusi, a MpU HMX OOJIbIIEM KOJIUYECTBE -
MHOKECTBEHHBIM THUIl CTPOEHHS apTepud nouyku. Kak mpaBwiio, JaHHBIA ITOPOK
Pa3BUTHS CONPOBOXKAAECTCS aHAJOTMYHBIM CTPOECHHUEM MOYEYHBIX BEH. Yale Bcero
OH COYETAETCS C AaHOMAIMSIMHU PACIIOJIOKEHUSI M KOJIMYECTBA MoueK (yIBOCHHas,
JTUCTOMMPOBaHHAsA, MOAKOBOOOpa3Has MOYKa), HO MOXKET HaOMI0JaThCs U TpU

HOPpMAJIbHOM CTPOCHHHU OpraHa.
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AHOManUU NON0XCEHUA NOYEUHBIX apMeEPUL
OTO TOpPOK pPa3BUTHS, XapaKTEPU3YIOLIUNCA AaTUIUYHBIM OTXOKIECHUEM
IIOYE€YHOM apTEPUH OT AOPThI U ONPEICIAIOINN BU JUCTOIMH NOYKU. Beiaensator
NOSICHUYHYIO (IIpM  HU3KOM OTXOXKJIEHHHM IIOYEYHOM apTepuud OT aAOopThl),
HOJIB3/IOIIHYIO (IIPH OTXOKJAEHUM OT OOIIEH MOJB3IOIIHON apTepUH) U Ta30BYIO

(pU OTXOXKACHUH OT BHYTPEHHEH MOJB3I0IIHON apTepUH ) JUCTOIHIO.

AHomanuu ghopmel u cmpyKkmypsl noueuHvIX apmepuil

Anespuzma noueunou apmepuu - JOKaJbHOE pAaCIIMPEHUE AapTEpUH,
OOyCJIOBJIEGHHOE OTCYTCTBUEM B €€ CTEHKE MBbIIIEYHbIX BOJIOKOH. JlaHHas
aHoMaJus, KaK MpaBUiI0, HOCUT OJTHOCTOPOHHUI XapakTep. AHEBpU3Ma MOYEYHOM
apTepur MOXKET MPOSIBUTHCA apTEPUATBHOM TUIEPTEH3HEH, TPOoMOOIMOOIMEN C
pa3BuTHEM HWH(MApPKTAa TMOYKU, a TMPU €€ Pa3pblB€ - MACCHUBHBIM BHYTPEHHUM
KpoBOoTeueHHEM. IIpu aHeBpH3ME€ MOYEHYHOW apTepUU IOKA3aHO XHUPYPrUUYECKOE
nedenue. [Ipom3BomAT pe3eKUrI0 aHEeBPU3MBbI, YIIMBaHUE AePEKTa COCYAUCTOU
CTEHKH WJIH IUIACTUKY MOYEUHOU apTePUN CUHTETUYECKUMH MaTepUaIaMH.

DubpoMyCKYIApHLIL ~ CMeHo3 -  AHOMalMsl  TOYEUYHbIX  apTepuid,
oOycCIioBNIeHHAs: U30BITOYHBIM COJIEPKAHUEM B COCYJIUCTON cTeHKE (HUOpO3HOUN U
MBIIIICYHON TKaHU. JIaHHBIN TTOPOK HEPEIKO CoYeTaeTcs ¢ He(PpOITO30M U MOXKET
HOCHUTh JIBYCTOPOHHHUI XapakTep. 3a0ojeBaHHWE MPHUBOAMUT K CYKEHUIO MPOCBETA
[IOYEYHOM apTEPUHM, YTO SBJISAETCA TNPUUYUMHOM Pa3BUTHS  apTEPUATIBHOU
runepTeH3uu. Ee 0COoOeHHOCTBhIO Tpu (PUOPOMYCKYJISIPHOM CTEHO3€ SIBJISIETCS
BBICOKOE  JMACTOJIMYECKOE M HHU3KOE IyJIbCOBOE JaBJEHUE, a TaKkKe
pedpakTepHOCTh K TUIOTEH3WBHOW Tepanuu. J[MarHo3 ycTaHaBIMBAIOT Ha
OCHOBAHMM TIOYE€YHON aHruorpaduu, MyJIbTUCOUPAIBHON KOMIBIOTEPHOM
aHTrorpaguu U PAJAMOU30TOMHOTO  HWCCIAEAOBAHHS  TMOYEK.  BBIMOIHSAIOT
CEJICKTUBHBI 3a00p KpOBM W3 TIOYEUHBIX COCYJIOB U1  OIpeAeeHHs
KOHLIEHTpanuu peHuHa. Jleyenne omneparuBHoe. IlpoBoauTcs OamioHHas
nunaranus  (pacHIMpeHue) CTEeHO3a IIOYEYHOM apTepud W/WIM yCTaHOBKA

aprepuaibHOro  creHta. I[lpy  HEBO3ZMOXHOCTHM  WiIH  HEd(P(HEKTUBHOCTH
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AHTUOTJIACTUKY UM CTEHTUPOBAHMSI BHIMOIHSIOT PEKOHCTPYKTUBHYIO OMEPALHUIO -
POTE3UPOBAHKE MOYEHUHON apTEPUU.

Bpoowcoennvie apmepuosenosnvie gucmynsbi - MOPOK Pa3BUTHS MOUYEUHBIX
COCYZOB, NPU KOTOPOM HMEIOTCS IMATOJIOTMYECKUE COYCThI MEXKIY COCYIaMH
apTepUabHOM W BEHO3HOM CHUCTEM KpOBOOOpAIEHUS. ApPTEpUOBEHO3HBIE
(GuCTysBI, KaK IPaBUIIO, JIOKAIU3YIOTCA B AYrOOOpa3HbIX U JOJbKOBBIX apTEpUsX
nmouku. 3a0ojeBaHUE 3a9acTyl0 TPOTEKaeT OecCHMNTOMHO. Bo3MOXKHBIMU
KJIMHUYECKUMH TPOSIBJICHUSMH €r0 MOTYT OBITh reMaTypus, aJlbOyMHUHYpHUs U
BAapUKOLIEJIE HAa COOTBETCTBYIOLIEH CcTOpoHE. OCHOBHBIM METOJIOM JHUArHOCTHKHU
apTepUOBEHO3HBIX (DUCTYyN sABIAETCS IMOYe4Hass aprepuorpadus. JleueHnue
3aKJIIOYAETCS B HHAOBACKYJSIPHOM OKKIIO3UM (3MO0JIM3aluK) NaTOJIOTHYECKUX

COYCTHM crielMagbHbIMU SMOOIaMHU.

Bposicoennoe uzmenenue noueunvix 6en

AHOMaJIUM TIPaBOM MOYEYHOUN BEHBI HAOIIOAAIOTCS UCKITIOYUTEIBHO PEIKO.
Cpenun Hux Hanbosee 4acTo BCTPEYAIOTCS YBEIMYECHHS YHCJIA BEHO3HBIX CTBOJIOB
(ynBoenue, yrpoenue). [Topoku pa3BuTusi J€BON MOUYECUHON BEHBI MPEACTABICHBI
AaHOMAJIUSIMH €€ KOJIMYECTBA, (POPMBI U TIOJIOKECHHUSI.

JloGaBouHBIE W MHOXKECTBEHHBIE BEHBI Mouek Bcrpewatorca B 17-20 %
cinydaeB. KnuHnueckoe ux 3Ha4€HUe COCTOUT B TOM, YTO T€ U3 HUX, KOTOPBIE UIYT
K HIKHEMY IIOJIOCY TIOYKH, COIPOBOXIAasi COOTBETCTBYIOIIYK) AapTEPUIO,
MEPEKPEIIMBAIOTCA C MOYETOYHHUKOM, TEM CAMbIM BbI3bIBas HAPYILICHUE OTTOKA
MOYH U3 MOYKHU U pa3BUTHE TUIPOHE(DpO3a.

K anomamusim Gopmbl 1 pacniosioKeHHS] OTHOCST KOJIBIIEBUIHYIO (TPOXOIUT
JByMsI CTBOJIAMU BOKPYT aOPThl), PETPOAOPTAIBHYIO (MPOXOAUT MO3aaU a0PThl U
BIIaJIa€T B HIDKHIOIO MOJYyH0 BeHy Ha ypoBHE II-IV MOsSCHHYHBIX TO3BOHKOB)
DKCTpPaKaBAIbHYIO (BMAJacT HE B HIDKHIOIO TOJYIO, a Yalle B JIEBYIO OOIIYIO
MOB3/IOLIHYIO BEHY) MOYEYHBIE BEHBI.

JlnarHo3 OCHOBBIBAETCS Ha JaHHBIX BEHOKaBOTpaduu, CEICKTHBHOU

nmo4yeyHo BeHorpadhuu. B choydasx BbIpaX€HHOW BEHO3HOM THIIEPTEH3UU
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npuOeraroT K OmNepanuu - HAJIOKEHHIO aHACTOMO3a MEXIY JIEBOM SUYKOBOM U

00111ei1 TOAB3AOIIHON BEHAMU.
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HE®POIIATHUMU ITPU HAPEHXUMATO3HbBIX AHOMAJIUAX
ITOYEK

KHUCTO3HbIE

['oBOps 0 maTtoreHe3e KUCTO3HBIX aHOMAJIU MOYEK, CIEAYET OTMETUTD POJIb
UJIMA B pa3BUTHH 3TUX 3a00JICBaHUM.

CymiectByer JnBa BUAa MHWIMKA (BOPCUHOK, pecHuuek). OauH BUI —
MOJIBM)KHBIC LUJIUHU, 3a00JICBaHUs, CBA3aHHBIE C MX aHOMAIUSIMU, UHTEPECYET B
OCHOBHOM  MYJIbMOHOJOTOB U  OTOPHUHOJIAPUHTOJIOTOB, a  XapaKTepHbIM
MPEACTABUTENIEM 3TOW MATOJOTUU ABIsieTcs cuHapoM Kaprarunepa. B nmocnennue
rojpl OOpaIlleHO BHUMAaHWE Ha JPYrod BHUJ LWJIUM, HA3bIBAEMbBIX MEPBUYHBIMU
UUATUAMU (HETIOABUKHBIC BOPCUHKH ), UJIM MOHOLIMJIUSIMU, KOTOPBIE MTPECTABIICHbI
Ha TIOBEPXHOCTH DJIUTEIHAIBHBIX KIETOK IMPAKTHYECKHA BCEX OpPraHOB
MieKkonuTaomux. OnpeaeaeHo, 4To MOHOIMIUU (DYHKIIMOHUPYIOT KaK CEHCOPHbIE
OpraHeyibl,  OOECHEYMBAIONIME  BBIPAOOTKY  PEIENTOPHBIX  MOJEKYlT H
WHULIMUPYIOIINE TOK KUJIKOCTH, B YaCTHOCTH, BOKPYT SMOPHOHAJIBHOTO Y3a.
PecHnukyu BechMa JUHAMHUYHBI B TUIAaHE OOHOBJIGHHS COOCTBEHHOM CTPYKTYPBHI,
KOTOpasi TPOUCXOJUT C Yy4YacTUEM OEJKOB-KMHE3WHOB, CIIOCOOCTBYIOIIMX
MEPEHECEHUIO0 CTPYKTYPHBIX OEJKOB LWJIMU U3 LUTOIIA3Mbl K MUKPOTPYOOUKaM,
32 CYET Yero MPOUCXOAUT CTPYKTypHas cOopka OEITKOB JTOW OpraHesuIbl.
AKCOHEMA — 3TO OCHOBHAsl CTPYKTYpHasl €JUHULIA IUINN, KOTOpas COCTOUT U3 9
IyTieToB (1map) MUKpOTpyOoUueK, Y NOABMKHBIX HMIUN — 9 + 2 MUKpOTpYOOUKH, 9
13 KOTOPBIX PACIOJIOAKEHBI BOKPYT IIeHTpaibHOM napsl. HenoaBuxubie nunuu (9 +
0) He uMEIT HEeHTpaIbHOW mMmaphl. JluchyHKIMS OENKOB HMWIMN MPOSBISIETCS B
dbenotune Oosie3HEW OpPraHHOM CHEeNU(GUYHOCTH, TAKUX KaK TMOJUKUCTO3HAS
0oJie3Hb, ¥ MPH IMOJMOPTaHHBIX CHHIAPOMAax, Takux Kak Oose3np Bardet—Biedle.
JedexTol 1uauii oTMEUYEeHBI B Pa3BUTHH MOJUKUCTO3HOU 00JIE3HU TOYEK, MEUCHH,

IOKEITYJTOUKOBOM KEIE3BI AP.
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B Hacrosimiee Bpemsi Joka3zaHO, YTO He(PpOHO(DTUZ SABIAECTCA LUIHONATHEH,
IpU KOTOPOM B CBSA3M C OTCYTCTBHEM He(polmcTHHA-3 HAaOMI0Ial0TCI U3MEHEHUS
OENKOB IMIMA C pa3BUTHEM TSDKEIIOW IOJMOPTaHHOW MATOJOTHM BIUIOTH MO
AMOPHUOHATBHOM JIETAIBHOCTH.

[IpucranpHOE€ BHUMaHUE K KHCTO3aM CBSI3aHO C TEM, YTO B COCTaB aKCOHEM
HETIOABIKHBIX IIMIIMI BXOASAT MPAKTHUECKU BCe OCNKM, MyTallusi TeHOB KOTOPBIX
OCYILIECTBISETCS npu pa3BUTUHU MOJIMKUCTO3HBIX Oone3Heit

(AQyTOCOMHOJJOMUHAHTHBIX U ayTOCOMHOPELIECCUBHBIX) U HEPPOHODTHU3E.

IIOJIHKUCTO3HAA BOJIE3Hb IETCKOI'O THIIA

AymocomHo-peyeccusnblilt ROJTUKUCMO3 NOYEK

AymocomHo-peyeccugnblii  NOAUKUCMO3 NOYeK - 3TO 3ab0JeBaHUE,
HA3bIBAEMOE TaKXe IOJIMKMCTO3HOM OOJIe3HbI0O MIIQJIEHLIEB, BCTpEYAETCA C
gactotoir 1:10000-1:40 000. I'eH, OTBETCTBEHHBIH 3a ayTOCOMHO-PEIECCHUBHBIN
NOJIMKUCTO3 TOYEK, MOKa He HaWJeH, HO MCCIEAOBAHUA IO T'€HETUYECKOMY
CIICTICHUIO TTO3BOJIAIOT JIOKAIN30BaTh €r0 Ha KOPOTKOM IJIeue XPOMOCOMBI 6.

Ilamomopgonozus. O6e MOYKU PE3KO YBEIMUYEHBI, COAEPKAT MHOT'O KUCT B
KOPKOBOM M MO3roBOM BemecTBe. 1o MUKpPOCKOIIOM BUIHBI MHOTOYHCIICHHbBIE
KHUCTBI, PACIpPOCTPAHSIONIMECS] OT MO3TOBOTO BEIIECTBA B KOPKOBOE U
pacrojoXKeHHbIE MPEUMYIIIECTBEHHO B COOMpATENbHBIX TPYOOUKax U MPOTOKax. Y
IUTOZIOB HAOJIOAAIOTCS TPEXOJAIINe KUCTHI M B TPOKCHMAIBHBIX KaHAIbIIAX.
[Iporpeccupyromuii GpuOpPo3 MHTEPCTULIMAIBHON TKaHW M aTpodusi KaHAJIBIEB B
KOHIIE KOHIIOB MPHUBOJAAT K MOYEUHOM HejoctaTouyHocTd. [lopaskeHue meueHH
XapakTepusyercs mnpojudepanueid M SKTa3UMell KETUYHBIX MPOTOKOB, a TaK¥kKe
GbubpPO30M, HEOTIMUYMMBIM OT BPOXKIAEHHOTO (GUOpo3a TedeHu Wiu O00JIe3HH
Kaponu (pacimimpeHne BHYTPUIICUEHOYHBIX MPOTOKOB C  XOJIEIMTHA30M,
PEIMANBUPYIOIIUM XOJAHTUTOM H KEJITYyXOM).

Knunuueckue nposenenusi. B THMUYHBIX CllydasXx y HOBOPOXKIACHHBIX HIIU

IPYAHBIX JeTeil 0OHapyKUBalOTCA O0BbEMHBIE 00Opa3oBaHHsA B OOKOBBIX OT/ENIaX
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XKUBOTA. AYTOCOMHO-PELIECCUBHBII IMOJIMKHACTO3 MOYEK MOMKET COMNPOBOKIATHCA
MajOBOJIMEM, THIOIUIA3UEH JIETKUX, PECHUPATOPHBIM JUCTPECC-CHHAPOMOM U
CIIOHTAHHBIM ITHEBMOTOPAKCOM B HEOHATAJILHOM Iepuoje. Bo3MoXHBI aHOMaTNH
ureBoro ckenera (Jmmo [loTrepa) m apyrue mocneACTBUS YMEHBIIEHUS 00bemMa
OKOJIOTUIOJHBIX BOJI, BKJIOYas HHU3KO TOCAKEHHbIE YIIM, MUKPOTHATHIO,
VIUIOUIEHHBIM HOC, KOHTPAKTYpy KOHEYHOCTEH U AePUIIMT pOCTa. MOJMKUCTO3
noyek. B mepBble HECKOJNBKO HEAENb >KM3HM OOBIYHO pPa3BUBAETCA BBICOKAs
aprepuaibHas runeproHus. O0beM MOYM, KaK MPAaBUIIO, HE CHUXKEH, XOTS MHOTAA
OTMEUYAeTCA OJINTYpUs M OCTpas Mo4YeyHas HEeIOCTATOYHOCTh. B HeoHaTtambHOM
nepuoJie 0OBIYHO MMEET MECTO NpeXOoAslas THIoHaTpuemus (4acto Ha (oHe
OCTpPON IMOYEYHOW HEJOCTATOYHOCTH), KOTOPYIO MOXKHO CHATh JUYpETHKaMHu. Y
20-30 % OonpHBIX (YHKIUS MOYEK OCTaeTCA HOpMalbHOW. B pemkux cmydasx
ayTOCOMHO-PELECUBHBI  IOJMKHACTO3  MOYEK  IPOSBISIETCS  [OYEYHOMN
HEJOCTAaTOYHOCTBIO, APTEPUAIBHOW TUIEPTOHUEW WM TeNaToCIIEHOMET AR
(BcnenctBue puOpo3a reyeHu) B 00Jee NO3AHEM BO3PACTE.

JlygeBple wunum  7a00OpaTOpHbIE METOAbl HCCIENOBAaHUS  ONPEACISIOT
nopakeHUe MeYeHU MPUMEPHO y 45 % HOBOPOXKIECHHBIX C ITUM 3a00JICBaHUEM.
OpHako y OONBHBIX TOBBIIMICH PHUCK Pa3BUTHUS 1) BOCXOMAIIETO XOJIAHTHUTA,
BAPUKO3HOIO pACIIMPEHUS BEH W TUIEPCIUIEHW3MA W3-3a [OPTAJIbHOU
TUIEPTEH3UU U 2) MPOTPecCUpYIolIed MUCPYHKIUU TEYEHH, KOTOpas MOXKET
MIPUBECTH K IBHOW NEYCHOYHOM HEJOCTATOYHOCTH U LIUPPO3Y.

VY yacTtu crapmmx gered ¢ ayTOCOMHO-PEIECCUBHBIM MOJUKUCTO30M MOYEK
3a00JIeBaHUE MPOSIBIISIETCS UMEHHO reNaTOCIUIEHOMET e, a MOpaKEeHUEM MOYEK
oOHapy>KMBaeTCs  CIy4yalHO TIpu  peHTreHorpaduu  OpIOIMIHON  TMOJIOCTH.
JlmarHocTvka ayTOCOMHO-PEIIECCUBHOTO TMOJIMKUCTO3a mnouek. [lampnupyemoe
JIByCTOPOHHEE 00bEeMHOE 00pa3oBaHUsl B OOKOBBIX OT/AENAX KUBOTA y TPYIHOTO
pebeHKa ¢ TUIOIUTa3ued JIETKWX, MAJOBOJUEM WU apTEePUATbHOU THUIIEPTOHHEH B
OTCYTCTBUE IOJIMKUCTO3a TIOYEK Y POJUTENEH TMO03BOJISIET JAUArHOCTUPOBATH

00JIE3HbD.
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[Tpn Y3U nouxku 0OBIMHO PE3KO YBEJIWYEHBI U PABHOMEPHO MOBBILIEHA HUX
HXOTE€HHOCTh CO CTEPTOCTHIO I'PAHUIIBI MEKTY KOPKOBBIM M MO3TOBBIM BEIIIECTBOM.

Jlnarso3 MOJTBEPKJIAIOT TaKKe KIMHUYECKHE W JIabOpaTOpHbBIC MPU3HAKH
¢bubpo3a TmedYeHu, MaTOJOTHUCCKHE M3MEHEHUS JKeTYHBIX MPOTOKOB B OMOMTATE
MEYEHU, HAJIMYMUE TOJUKUCTO3a TMOYEK y CHOJMHTOB WM OJIM3KOE POJICTBO
poautenel. AyTOCOMHO-PEIIECCUBHBIA MOJIMKUCTO3 MOYEK CIEAYET OTJIWYATh OT
YBEIMYCHHS TMOYEK MPH TMOJUKUCTO3HOW AWCIUIa3uH, TUApoHe(dpo3a, OmyXoiu
BunbMmca u 1ByCTOpOHHEM TpOMOO3€ MOYEUHBIX BEH. B ceMbsix XOTs Obl ¢ OJHUM
0O0JIbHBIM peOCHKOM BO3MOXKHA MpEeHaTalbHAsl AUArHOCTHKA C MOMOIIbIO aHaln3a
TEHETUYECKOTO CUEIIJICHUS U UCII0JIb30BaHUSI HH(POPMATUBHBIX MapKEPOB.

Jleuenue ayTOCOMHO-PELIECCUBHOTO TOJINKUCTO3a IIOYEK
cUMIOTOMaTH4eckoe. ['MIormiasus JeTKuX M TUMOBEHTHIAIMS B HEOHATaIbHOM
nepuoae dvacto TpeOyror MBJI. HeobOxommma Hopmanuzamus AJl U BoaHO-
AIEKTPOJIMTHOTO OajlaHca, yCTpaHEHHWE KIWMHHUYECKUX TIPOSBICHUN IOYEUHOU
HEIOCTAaTOUYHOCTHU. [Ipu Tskenol npIXaTesbHOM HEAOCTATOYHOCTH W B CiydasX,
KOTJla yBEJWYECHHBIE TOYKH TMPENITCTBYIOT YCBOCHMIO  TIHIIHA, MOXKET
noTpeOOBaTHCA HEPPIKTOMUS C MOCICTYIOIIUM TUATU30M.

Ilpocnos. Okono 30 % OoNBHBIX MOrubaeT B HEOHATAIHHOM IIEPUOJIEC OT
OCJIOXKHEHHMM TUIOTUIa3uu JieTkuX. OHaKo, €ClIM ASTH HEe TTOTHOAI0T B TIEPBOM o
JKU3HU, TO COBPEMEHHBIE METOJbl JICUCHHS JbIXaTeIbHOM U TIOYEUHOMU
HEJIOCTATOYHOCTH Y HOBOPOXKJICHHBIX YBEJIMYMBAIOT 10-JIETHIOIO BBIKHMBAEMOCTH
10 80 % u Oonee. Tepmunanvuas craaus XITH (06s1uHO B nepBbie 10 jeT KU3HM)
HaOmonaercs 6osee yeM B 50 % ciyuyaeB. CTaHIapTHBIE METOJbI JICUCHUS JeTel
— JWanu3 W TpaHCIulaHtanus modykd. [locmemyronue 3a00sieBa€MOCTh H

CMEPTHOCTBH CBSA3aHbI C OCHOkHEHUIMU XIIH 1 nmopaxxeHuem nedeHu.

AymocomMHO-00MUHAHMHBLIL NOTUKUCI O3 NOYEK
AymocomHo-0OMUHAHMHBIL ~ NOAUKUCMO3 ~ novek  —  Haumbosee
pacIpoCTpaHEHHOE HACIIEACTBEHHOE 3a00JieBaHME TOYEK y 4eJOBeKa (4acTtoTa

1:500-1:1000). IIpumepno y 85 % OonpHbix uMeerca nedekt reHa PKDI,
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JIOKaJIU30BaHHOTO Ha KOPOTKOM IUIEYE XPOMOCOMBI 16 W KOAHMPYIOLIETO
TpaHCMEMOpPAHHBIN TIUKONPOTEH T MmonmuuucTuH. B octampubix 10-15% ciyuaes
3a0oneBanue cuemieHo ¢ reHom PKD2 nHa jgiauHHOM 11€ede XpoMocombl 4,
KOTOPBIN KOJUPYET MOIUIUCTUH 2 (TIpearoaraéMblii HECEIEKTUBHBIA KATHOHHBIN
kaHai). Bo3moxHO  croersieHMe M C  APYrMMH, TIOKa  €me  He
UJCHTU(UIIMPOBAHHBIMYU T€HHBIMU JIOKYCaAMHU.

Ilamomopgonocus. O6e MOUYKU yBEIUYCHBI, COAEPHKAT KUCTHI B KOPKOBOM U
MO3TOBOM BEIIECTBE BCEX OTIEIOB HE(PpOHAa.

Knunuueckue  nposenenus.  CUMOTOMBI  ayTOCOMHO-IOMUHAHTHOTO
MOJIMKUCTO3a MOYeK OObIYHO TMosBIsAt0TCA nociie 30 unu 40 net. OgHako Makpo-
WIM MHUKPOTeMaTypHusi, IBYCTOPOHHSSI O0Jb B MOSICHUYHOM 00JacTH, OObEMHBIE
oOpa3oBaHus B )KMBOTE, apTepUaJIbHAs TMIIEPTOHUS U MHPEKIUHA MOYEBBIX IyTEH
MOTYT OTMEYaThCsl B JIETCKOM BO3pacTe U Jaxke y HOBOpoxAcHHBIX. [Ipn Y3U
noyek OOBIYHO OOHAPYKMBAIOTCS MHOTOUMCJIEHHBIE KpPYIHBIE KUCTBI C 0OEUX
CTOPOH, XOTSI HA pPAHHUX CTaJHUSIX OHU MOTYT OBITh U OJJHOCTOPOHHHUMH.

AyTOCOMHO-JIOMUHAHTHBI  IOJIMKUCTO3 TIOY4EK — 3TO CHCTEMHOE
3a0o0ieBaHuE, MpU KOTOPOM MOpaxaroTcs MHOrue opranbl. Kuctel Moryr
IIPUCYTCTBOBATh B IE€YEHH, IOJKEIYIOYHOW IKEJe3e, CEJIE3€HKE U SUYHUKAX.
BuayTpuuepennbie aHEBpU3MBI (HEPEAKO CEMENHBIE) SBIISIIOTCS YaCTOM MPUYMHON
rudeny OOJBHBIX B 3pEJIOM BO3pacTe, HO y nereit onu peaku. [Ipumepno y 12 %
OONBbHBIX JleTell HaOJrofaeTcs MpoJlalic MUTPAIbHOIO KIlalaHa, OTMEYaroTCs
I'PBUKH U IMBEPTUKYJIE3 KUIIIEYHUKA.

Jlmarsoctrvka ayTOCOMHO-JOMHHAHTHOTO MOJMKHUCTO3a MOYEK. AyTOCOMHO-
JOMUHAHTHBIA  IOJMKUCTO3 TOYEK JMAarHOCTHPYIOT NPH  JIBYCTOPOHHEM
YBEIMYECHUH TOYEK, COAEPKAIIMX KPYIHBIE KHUCThI, y OOJLHOIO, HMEIOLIEro
O KaMIIuX poJICTBEHHUKOB C aHAJIOTUYHBIM 3a0o0sieBanueM. [locnennee ycnosue,
OJIHaKO, HE0Os3aTENHHO, TaK KaK OOJIE3Hb Y YJICHOB CEMbU MOXET OBITh CKPBITOM
niu y 0oiapHOro pedeHka umeercs HoBass myTtanus (5-10% cinygaes). Y3U noyek
MOJKET HE BBISBJIATH matosioruto moutu y 20 % Oomnbubix 10 20 net, Ho k 30-

JIETHEMY BO3pAcTy OTpHULIATeNbHbIE pe3yabTaThl Y 3U BcTpeyaroTcs y)ke MeHee ueM
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B 5 % ciuyuaeB. B cempsix ¢ ayTOCOMHO-JAOMHHAHTHBIM MOJIUKHCTO30M IOYEK
BO3MOXKHA €ro IpeHaTalbHas JMArHOCTMKAa ¢ momomblo Y3M, Kkotopoe
oOHapy>KHBaeT y IJI0JIa YBEIMUYECHHE MOYEK ¢ KUCTaMU WK 0e3 HuX. B cembsix, rae
JOoKazaHa CBA3b 3aboneBanus ¢ gedekrom reHoB PKDI wmm PKD2, mns
MpEeHATaIbHOW JIMAarHOCTUKM MOKHO wucnoib3oBath aHanu3 JIHK. Ilpu
nuddepeHnranbHon JINarHOCTUKE YUYUTBIBAIOT BO3MOHOCTh
TJIOMEPYJIOKUCTO3HOH OO0JIe3HN TMOYeK, TYOEpO3HOro CKiepo3a u 0Ooje3Hu
['unnens-JIungay, KoTOopas MOXKET HACIEIOBAThCS ayTOCOMHO-IIOMHUHAHTHO. Y
HOBOPOXJICHHBIX  MPOSIBIICHUS  ayTOCOMHO-JIOMHUHAaHTHOTO M  ayTOCOMHO-
PELIECCUBHOTO MOJIMKKACTO3a IMOYEK PA3IMYUTh TPYAHO.

Jleuenue u npocnos. JledeHne B  OCHOBHOM CHUMIITOMAaTHYECKOE.
Heobxonumo TmiatenbHO KOHTpoaupoBaTh AJl, MOCKOJBbKY OT HErO 3aBUCHUT
CKOPOCTb TPOrpeccUpoBaHus 0oJie3HH. BOJIBHBIM, MEPEKUBIIMM HEOHATATIbHBIM
NEePUOJI MOKHO OOECHEUHTh JJIMTEIbHYIO *U3Hb. [Ipu mposiBaeHUsIXx OOJE3HU B
0oJee MO3AHEM BO3pacTe MPOrHO3 OJaronpusiTHbIN; HOpMajabHas (QYHKIMS MOYEK

B JIETCTBE coxpausiercs 6osee yem y 80 % OONbHBIX.

MHUKPOKHUCTO3 IIOYEK
(BPOKJEHHBIH HE®POTHYECKHHU CHH/IPOM ®HHCKOI'O THIIA)

Tun HacnenoBaHus JaHHOTO 3a00JIEBaHUS ayTOCOMHO-PELIECUBHBIN.

Kak  mpasuio, cllyyad  JAaHHOTO  3a0oJieBaHUs OTMEYaroTCs
npeumyiiectBeHHO B Kapenuu, JIenunrpaackoit o01acTi, ICTOHUM.

Mopdonornueckue M3MEHEHUS npu JTAaHHOM 3a00JIeBaHU U
XapakTepU3yrTCd  KUCTO30M  IIPOKCHMAJIbHBIX  KAHAJIBLEB,  BEPOSITHO,
MMMYHOIIATOJIOTHYECKOT O T€HE3a.

Jlis nanHoro 3a00JiIeBaHUs HAapsALy peHaJIbHBIMU MPU3HAKAMU 3a00JIeBaHMs,
00yCIIOBJIEHHBIX MUKPOKHCTO30M (CEJIEKTUBHASI MPOTEUHYPHS, TUIIOPOTECHHEMHUSI
qalle C MEPBBbIX JHEU KU3HU, HO OTEKU Pa3BUBAIOTCS I03XKE, MPOTrPEeCCUPYIOLIast
XIIH), xapakTepHbl MHOTO CTUTM JIHU33MOpHOTreHe3a, aCPUKCUS TpU POKACHUH,

4acThle HHDEKIIUHU.
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Jleuenune 3a00y1€BaHNS CHUMIITOMATHYECKOE.

Mo>xeT noMoYb TpaHCIUIaHTalusA IMOYKH.

MEAYJUIAPHASA KUCTO3HASA BOJIE3Hb (HE®@POHOPTU3
GAHKOHN)

Meoynnapuas kucmosnas 6oaeznv (HeppoHOPTH3 DaHKOHU)- TOHATHE,
oObeauHSIONMEee TPymmy OJM3KAX 1O KIMHUYECKOM CHMITOMATHKE, HO
IeTEePOreHHBIX B TEHETHYECKOM OTHOIIEHUU 3a00JieBaHUM, MOP(OIOrHYecKOi
OCHOBOUM KOTOPBIX SIBJISIIOTCSI KUCTHI B MO3TOBOM BEIIECTBE IMOYEK Ha YpPOBHE
coOuparenbHbIX TPyOOK. OTHOCUTCS K CEMEHHBIM 3a00JICBaHUSIM C ayTOCOMHO-
PELIECCUBHBIM  TUIIOM HACIEOOBAaHHUS M  XapaKTepU3yeTcs MOJUypUerl u
MOJIMIUIICUEN, TocTENeHHBIM pa3ButueM XIIH. BeTpewaercss onMHaKoOBO 4acTo y
Ju1] 000€ero noJa.

B Hacrosiiee BpeMsi BBIICIAIOT JIBA OCHOBHBIX BapUaHTa MENYJUIIPHOU
KHCTO3HOW OO0JE€3HU: IOBEHWIbHbIM HePpoHOPTH3 PaHKOHH, MpOoTeKarolmui 0e3
MOPAKEHHUS CETYATKH, U TMTOYEUHO-PETUHANIbHYIO AucIuia3uio (curapom CeHuopa),
MpU KOTOPOM MUITMEHTHasi JIeTeHepalusl CEeTYATKH MOXET TMPeIIIecTBOBATh
IMOYEYHOU MATOJIOTUH.

Omuonoeus u namoeenes. OcraroTcs HedacHbIMHU. [Ipenmonarator, 4TO
MEPBUYHBIM SIBJIACTCS Je(PEKT B PEPMEHTHBIX CUCTEMaX AUCTAIbHBIX KaHAJbIICB,
BEIyIIUA K JETeHepanuu uxX snutenus u (GuOpo3ly MHTEPCTUIIMAIBHOW TKaHU.
Mopdonornueckue nepeMeHsl B AUCTAIBHBIX KaHAIbIAX 00Jiee BHIPAXKEHBI, YEM B
MIPOKCUMAJIBHBIX, MEPEMEHBI B KIIYOOUKax SIBJISIOTCS BTOPUYHBIMU. B HEKOTOPBIX
CUTyalllsIX B CYOKamcCyJsipHOW 4YacTW HaOMIOAAIOTCS pacIiupeHue KiIyOO4YKOB, U
HEOOJIbIIIOE YUCIIO KUCT B 00JIACTU cOOMpaTeNbHbIX TPYOOK, B meTie ['eHie u B
JUCTAIIbHBIX ~KaHalbIaX, KOTOPbIE MMEIOT BTOPUYHOE MPOUCXOXKICHUE U
COMPOBOXKIAFOTCS YTONIICHUEM 0a3alIbHBIX MEMOpaH U JeTeHepaIuel SIUTENHs.

Knunuueckue nposenenus. IlepBbIMU CUMIITOMaMHU SIBJSIIOTCS TIOJIUIUIICHS,
NOJNYpUS U HUKTYpHs, KOTOpbIE TMOSBIAIOTCS B Bo3pacte 2-3 JIeT U Ha

MNPOTAKCHUMU pPsga JICT MOI'YT OBITH CAWHCTBCHHBIMHA IIPHU3HAKAMMK I1aTOJIOTHUH.
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OtexoB HeT, A/l Qu3nomornyeckoe, AIUTEIBHO OCTaeTCsl HOpMaidbHBIM. YacTo
OTMEYAIOTCSI AHEMMsI, BpEMsI OT BPEMEHM IIPUCTYIBI CyIOPOT HESICHOTO T'€HE3a, y
Oonblell yacTu OOJIBHBIX — OTCTAaBaHUWE B pocTe (IPONOPLUOHAIBHOE), YaCTO
OCTEONAaTHSI.

Pe3ko cHmxkaercs CHOCOOHOCTH K KOHUEHTPUPOBAHUIO, Pa3BUBACTCS
U30CTEHYpHsl. BBIABIAIOT HEOOBIIYIO IPOTEUHYPHIO, PEXKE MUKPOTEMATYPHIO.

Hedponodtnz wmmeer mporpeccupyromee TEUeHHEe ¢ IMOCTEICHHBIM
CKJIEpO3UPOBAHUEM MHTEPCTULMS U  KIYOOUYKOB, IOHI)KEHHEM KIHMpEHca
HAOTEHHOro KpeaTuHuHa u paszButueM XIIH mno tyOynspHomy Ttuny. Ilpu
HKCKPETOPHOU yporpaduu TMOYKM HOPMAJIBHBIX pPAa3MEPOB WM HECKOJBKO
YMEHBUIEHBI, OTCYTCTBYIOT CHMIITOMBI aHOMAJIMH PA3BUTHS MOYEBBIX ITYTEH.

/Jluacno3 OCHOBBIBAETCS Ha CIEAYIOIIMX JIaHHBIX: 1) CeMEWHBINd Xapakrtep
NATOJIOTUH; 2) TOSBICHUE NEPBBIX CUMIOTOMOB MATOJIOTUU IMOCHE 2-3-JETHETO
BO3pacTa B BUJE MOJUYPUHU, TOTUAUIICUU U 3aJI€PKKH (PU3NUECKOTrO pa3BUTUS; 3)
HapylIEHUE KOHIEHTPALMOHHON (DYHKIIMM MOYEK C MOCIEAYIOIIMM Pa3BUTHEM
XIIH.

[Ipu sKCKpeTOpHOIl yporpadguu oTME4aeTcsi yMEHbUIEHUE Pa3MEpPOB MOYEK
3a cueT KOpKoBoro BemiecTBa. C MOMOIIbIO aHTHOTPAPUUECKOrO HCCIEIOBAHUS
OOHapyXKMBAaIOT MCTOHYEHHE KOPKOBOTO BEIECTBA, @ TAKXE KHUCTHI, KOTOpPbIE
pacnoJiaraloTcs B IOKCTarjaoMepyJsisspHod 3oHe. Ilpu mMmyHOMOp@osornyeckoM
UCCIICJOBAHUM  IIOYEYHOTO OouonTara  He HaOJ01aeTCs CBEUCHMUS
UMMYHOTJI00YJIMHOB, (pOpUHOTEHA, KOMILJIEMEHTA.

Hedponodtus TpedyeTcs nuddepeHpoBaTh oT OoJie3HeH,
HAYMHAIOIMXCS C HApyWIEHHWs KOHUEHTPALMOHHOM W MHBIX KaHAJIbLEBBIX
byHkuuii 1 yacto 3akanuuBaromuxcs XI1H, B ToM yuciae or cuMOToMOKOMILIEKCa
®daHKOHHU, KOTOPBIHN B OTJINYME OT HEPPOHO(DTH3A COMTPOBOXKIACTCS TIIIOKO3ypHUEH,
docharypueiri U aMHHOAUUAYPHEH, CBUACTEIBCTBYIOIIMUMU O MOPAXKECHUH
MPOKCUMAJIbHBIX KaHalbleB. PeHalbHBIA TyOYJSpHBIN alu03 XapakTepu3yeTcs
noHmwkenrneM PH kpoBu npu PH Mounm He Hmke 6,0; y TakuxX OOJBHBIX HEPEIKH

ciy4an He(poKanblMHO3a U He(PpOKalbKyje3a, KOHUEHTPAMOHHAS (YHKIIMS
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[IOYEK HAa pPAHHUX JTanax IaTOJOTMU COXPAaHEHAa; OT MHTEPCTUIMAIb-HOTO
HepuTa, IBISIOUIETOCS PE3yIbTaTOM BO3JACHCTBUS Pa3HBIX MIPUYHUH.

Ilpoenos. TepmunanpbHas XIIH nHacTtymaer oObl4HO MeXxay 1-M u 2-m
JNECATUIETHEM KU3HH.

Jleuenue cuMmmnToMaTH4ecKoe, B (YHKIHUOHAIBHO KOMIIEHCHPOBAHHOMN
CTaJUM TPOBOASIT MEPONPUATHS 1O TMPEAYNPExKACHUI0 00€3BOXKUBAHUU (HE
OTrpaHUYMBAETCS MPHUEM >KUIKOCTH) MU HHTEPKYPPEHTHBIX Ooze3Hell. B mepuon
XIIH Hapsamy ¢ KOPpUTHUPYIOIIEHW Teparuer MPUMEHSIOTCS remoauanns. [lokazana
CBOEBPEMEHHAS TPAHCIUIAHTALMS ITOYEK.

[Ipn Hanuuuu B cCeMbE€ MENYJUIIPHON KUCTO3HOM OOJIE3HH OYEHb BaXKHO
CBOEBPEMEHHO IIPOBECTH MEIUKO-TEHETHYECKOE KOHCYJIbTHUPOBAHHUE, yKa3aB Ha
BBICOKMI PUCK Pa3BUTHS 3TOTO 3a00JIEBAHUS, OCOOEHHO B CEMBSX, II€ UMEIOTCS

POACTBCHHEIC 6paKI/I

I'YBYATAA IIOYKA (FOJIE3Hb KAYHU-PUI[H)

['yOuaTyto mouky MHOTIa HasbiBarOT Oose3Hbio Jlenapaymuum (Le-narduzzi)
unu Oosiesnbto Kaunm m Pumm (Cacehi m Riccl) mo uMeHuw wucciegoBaTeseH,
BIIEPBHIE JICTAILHO €€ OMMCABIIIHX.

Omuonocuss u namozeres. Tul HacIeAOBaHHUS JaHHOTO 3a00JICBaHUS
ayTOCOMHO-pPEIECCHBHBIA.  BOJBIIMHCTBO  HWCCemoBaTeNell  CUMTAIOT, 4TO
BO3HMKHOBEHHE TOYEYHOTO TMOJUKHUCTO3a OOYCIOBJICHO PaHHUMHU, a TyOdaTou
MOYKH — 0oJiee MO3THUMHU HapylIeHUsIMHA 3MOprorere3a. CylnecTByeT MHEHUE,
4TO B Ty0O4YaTOW IMOYKE W3MCHCHHS B COOMpATEIBHBIX KaHAJbI[aX BO3HUKAIOT HE
TOJIBKO BO BPEMsI BHYTPUYTPOOHOTO pa3BUTHS, HO U B MIOCTHATAILHOM Tiepuoje. Y
nerel ry0uartas moyka BcTpeuaercs Hepenko. CeMelHOe NpeapacrosiokKeHue K
3a00JIEBAaHUIO0 OTMEUYCHO JIUIIHh B OTJEIBHBIX CITydasx.

Mopdgonozuueckue usmenenus Ipyu TaHHOM 3a00JIEBAHUU XapaKTEPU3YIOTCS
MHO>KECTBEHHBIMH MEJIKUMH KHCTaMH Ha BEPITMHAX TTHPAMHI.

Knunuueckue nposenenus. Tedenue OOJE3HM B OTIMYKME OT MOYEYHOTO

ITOJIMKHUCTO3a HOBOPOXICHHBIX )41 Me,HYHHHpHOﬁ KHCTO3HOM 0ose3HU
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noOpokadecTBeHHOE. JlmuTenpbHOE BpeMs MOXET He HaOM0MaThCsl HUKAKUX
CUMIITOMOB. OTUM MOXHO OOBSICHUTH TO, YTO €€ Yallle BCEro Pacro3HAIOT Y
B3pOCJIBIX W OTHOCUTENBHO peako y nered. Pacmosnaior 310 3aboseBaHue
Clly4ailHO, KOTJa MPOU3BOIAT SKCKPETOPHYIO yporpaduio C Ielbi0 YCTaHOBHUTH
reHe3 TUNEPTOHUU, HE TMOJAAIOUIMXCS OOBSCHEHHUIO TacTPOMHTECTUHAIBHBIX
paccTpoiicTB U ip. Bo3MOXKHBI 6€CCUMIITOMHOE T€UEHUE UM TeMaTypus, 00Ju B
KUBOTE, MHEIOHEeDPUT, MOUeKaMeHHasi 0oJie3Hb. Yarie IBYCTOpOHHUH Tpolecc.
Moxet 6b1Th mprunHOM XITH.

Knunndeckne mnposBiACHUS BO3HUKAIOT JIMIIL B CBSI3W C Pa3BUTHEM
MH(EKIMOHHBIX MPOIECCOB B IMOYKE, KamMHeoOpa3oBaHHEM. Melkue KaMHHU,
oOpasyroluecs B KUCTax, MOTYT MUTPHUPOBATh B YAIIEYKU U JIOXAHKY, BHI3BIBAThH
0omu (konuky). Y 50% OonpHBIX HaOmrogaercs reMarypusi, anboymunypus. [lpu
HOpPMAaJbHOM COJIEP’KaHUU KaJbIUs B CBIBOPOTKE KPOBH UMEET MECTO KAJIbLIUYPHSL.
Nuorga y OonpHBIX ¢ TryOyaTOd TOYKOM OTMEUYaeTcsi CHUXKEHHE €€
KOHLEHTPAIMOHHON CITIOCOOHOCTH.

Huaenocmuxa ~ TyOuaTOM  TOYKM  OCHOBBIBAa€TCS  HA  JAHHBIX
PEHTI€HOJIOTUYECKOTO HccienoBanus. [lpu 3ToOM Ha peHTreHorpammax IMOYKd
OTIPENETAIOTCA TEHU MEJKUX MEeTPU(PUKATOB B NMPOEKIMH MO3TOBOTO BEIECTBA
MOYKH.

OKCKpeTopHast ~ yporpadusi  SIBIS€TCA  €AMHCTBEHHBIM  METOJIOM,
MO3BOJIAIOIIMM BBISIBUTH KUCTO3HBIE 00pa30BaHUs B COCOUKOBBIX KaHaiblax. [Ipu
HKCKPETOPHOU yporpaMMe B 00JacTH COCOYKOB MOYEK OOBIYHO BUJIHO MHOMXECTBO
MaJIeHbKHE IMOJOCTEe B MO3TOBOM BEUIECTBE, UTO JIENAET U300paKeHUE MOXO0KUM
Ha TIOpHI TYOKH (OTCIO/Ia U Ha3BaHUE).

Jleuenue. JleueOHblE MEpONPUSTHS JAOJDKHBI OBITh HANpaBlIEHbl Ha
IpeIOTBpAllleHHEe U JIEYCHUE OCJIOKHEHWH, B TEPBYIO ouepelb MuenoHeppura,
KaMHeoOpa3zoBaHusi. B ciiydae 0e3ycrnemHocTd KOHCEpBATUBHOIO JICYEHUS MU
MPOJOJDKAIOIIEMCS]  KPOBOTEUEHUH WM HE KYMHUPYIOLIEMCS OCTPOM THOMHOM

nuenoHedpute 0ObIYHO MPOBOJUTCS HEPPIKTOMHUSI.
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CHH/IPOM JIOYPEHCA - MYHA — BAPJIE - BUJVIA

Omuonoeus u namoeenes. 3a00JIEBaHUWE HACJIEAYeTCs ayTOCOMHO-
PELIeCCUBHO, O Y€M CBHJIETENILCTBYET BBICOKAsl YACTOTa MOpaXeHHbIX cuOcoB. OO
ATOM JK€ TOBOPUT HEOOBIYHO BBICOKHMI MOKa3aTeIh KPOBHOTO POJCTBA POJUTEICH
(1o 50%). Bo3amMokHO, CyIIECTBYIOT U IpyTH€ BapUaHThI HACJIEI0BAaHUS CUHIPOMA,
B YACTHOCTHM Tiepe/aya IPYIION PeleCCUBHBIX CIEMICHHbIX TeHOB. [lopaxeHue
OTAMYaeTcsi OOJIBIION  BapuaOENbHOCTHIO TMPOSBICHHM U TCHETUYECKOU
IeTEePOreHHOCTBIO C PSAJOM MEXCEMEHHBIX M BHYTPUCEMEHWHBIX pPa3THUUM.
Heckonbko yarie nopa)karoTcs MaIbUUKHU, COCTaBIIsAs 0K0JI0 60% Bcex OOJIbHBIX.

B namocenese cunnpoma Jloypenca — Myna — bapne — bunna nerictBue
reHa HayuHaeTcs Ha 6 - 7/-i Hejene 3MOpUOHaANBHOrO pa3Butuid. IloctenenHoe
pa3BUTHE CHMIITOMOB B TIOCTHATAIBHOM TIEPHOJIE SBIACTCS PE3YIBTaTOM
HApYIIEHHON TUMOTAIAMUYECKOU PETYJIAINHN WU MPOJAODKAIOIIMMCS TEUCTBUEM
dbepMeHTHOrO AedheKTa, HESCHO.

[Ipn maTOJIOrOaHaTOMUYECKOM HCCJACAOBAHUM THIIOTAjdaMyca HEKOTOPBIC
aBTOPHl OTMEYAIOT HAPYIICHUE MPOMOPLUUHA DO3MHOPWIBHBIX W 0a30(HIbHBIX
KJIETOK, JIeTCHEPAaTUBHBIC N3MECHECHHSI TUTTOTAIAMUYECKUX sI/Iep, pa3pacTaHUE TIIHH.
CaMbIMHU YaCTBIMM AaHATOMHUYECKUMH HAXOJKAMHU SIBJISIOTCS TOPOKH Pa3BUTHS
MOYCK (IUCIUIA3UH, KUCThI, TUITOIIA3Us | T. I1.).

Knunuueckaa kapmuna. OCHOBHBIMU CUMIITOMaMU 3a00JICBAHUS SIBJISIIOTCS
MOPOKH PA3BUTHA TIOYEK, OKUPEHUE, MUTMEHTHBIM PETHUHUT, TUIIOTCHUTAINU3M,
TOJIMJIAKTHIINS, YMCTBEHHAsI OTCTaoCTh. Cpeau NPyrux HApYIICHHH Yy OOJBHBIX
OTMEUAIOTCS OTCTaBaHWE B POCTE, TIIYXOTa, BPOXKICHHBIE TOPOKH CEplla,
paznuYHbIe aHOMAJMU Tia3a. YacTo MMEIOTCS aHOMallud B CTPOCHHUM 4Yeperna U
muna  (akpouedanus, MUPOKOE TNEPEeHOChe, HdNUKAHT u 1p.). [lomumo
MOJIUJIAKTHIIMY, BCTPEYAIOTCS W JIPYyTMe€ aHOMAJIUU CTPOCHUS KHUCTEH WM CTOM:
cuHaakTuiaus, Opaxudananrusi. Koka OOBYHO TOHKAas, BOJIOCSHOM TOKPOB
OTCYTCTBYET WJIM CJIa00 BBIpaXeH. B pemkux ciaydasx omucaHa CHIDKCHHAS
TOJICPAHTHUOCTH K TIIOKO3€ WU TUa0eT, Pa3BUBAIOIIHUICS BO BTOPOM JIECSATHIICTUN

KHN3HHU.
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Crnenuduueckoro sneuenuss HeT. OKUPEHHUE JIydllle BCEro peryiupyercs
nuetoi. Hepenko 00sbHBIE MOTYT 00Y4aThCsl BO BCIIOMOTATENIBHOM IIKOJIE.

[Ipy MenuKO-TeHEeTUYECKOM KOHCYJIBTHUPOBAaHUM BO3HUKAIOT CIIOKHOCTH,
CBS3aHHBIE C TPYJHOCTBHIO JUArHOCTUKHU MPU HEMOJHOM IPOSIBICHUU CHUHAPOMA.
Oco0eHHo CIIO)KHA  JAMArHOCTHKAa  IIpH HKCIIPECCUBHOCTH TOJIBKO
MaloCHEIU(PUYHBIX CUMOTOMOB: OXKUPEHHUS, TUIOT€HUTAIN3Ma, YMCTBEHHOMN

OTCTaJIOCTH.

CHH/IPOM 30J/IbBEI'EPA
Tun HaclienoBaHUs JAHHOTO 3a00JIEBaHUS ayTOCOMHO-PEIECCUBHBIN (T€H Ha
VII xpomocome). Mopdonornyeckue H3MEHEHUS TMpPU JTaHHOM 3a00JIeBaHUU
XapaKTepU3yrTCS KUCTAaMU B KOPKOBOM CJIO€ U KITyOOUYKOBBIE KHCTHI.
OTMeuaeTcsi KIMHUKA HECOBMECTHUMBIX C JJIUTEIBHON KU3HBIO aHOMAaUN
JIETKUX, MeYEHH, TI0YEK, cepAlla y peOeHKa ¢ OOMINEeM CTUTM JU3dMOpHOTeHe3a.

JleueHnue - CMMIITOMATHYECKOE.

BECKHUCTO3HBIE

O/INTOHE®POHUA

Ilox onueoneghponueii noHUMAECTCS MAPEHXUMATO3HAS AHOMAJHS CTPOCHHUS
MOYeK, IPU KOTOPOI OTMEYaeTcsl yMEHbILIEHUE KOJMYEeCTBa HE(PPOHOB.

B ocHoBe 3a0o0neBaHus JISKUT AU3IMOPUOTEHE3 MOYEHYHOW MApEeHXUMBbI B
BUJIE YMEHbIlIEHHUs yucia HeppoHoB. Ilpu 3TOM, Kak MpaBuiio, HaOIHOJAETCS
YBEJIIMYEHUE PA3MEPOB OCTABIIMXCS KIyOOUKOB M KaHajblleB. Yucino HedhpoHOB
MOET COCTaBJIATH 1/5 OT HOPMBI, a pa3Mep MOYKU ObIBAET PE3KO YMEHbIIICHHBIM.
[Ipy  THUCTONOTMYECKOM  HCCIIENOBAaHUM  MOJHOLIGHHOTO OuonTara IOYKH
OTNPENEISAIOTCA PEIKO PACIHOJOKEHHBbIE KIYyOOUKH YBEJIMYEHHOIO pa3Mepa.
BolpaxkeHbl ~ TMAIMHO3 W CKJIEPO3  OTACNIbHBIX  TJIOMEPYJ, a  Takke
NEPUTTIOMEPYIISIPHBIN  CKiIepo3. 3alojieBaHUE TMPOSABIAETCA MPOTEUHYpUEH U

HEPEIKO TUIIEPTEH3UEH, CKIIOHHO K ITPOrpecCUpoOBaHuIo ¢ pazputueM XITH.
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Knunuuecxkue nposenenus. OnuroHedpoHHs MOXXET MMETh JBa BapuaHTa
TeueHus. [Ipu nepBoM yxke Ha epBOM roAy KU3HU Y AETEH OTMEUYAIOTCS SMU30/IbI
JIeTUIpaTalliy U TUIEPTEPMUM. BBIABISAECTCS U MEAJICHHO HAPACTAET MIPOTEUHYPUSL.
Jpyroil BapuaHT CBSI3aH C pa3BUTHUEM NPOTEMHYPUH HA BTOPOM T'OAY KU3HH, IPH
TOM BBIABJISICTCS. M apTepHalibHAasl TUIEPTEH3US, KOTOpas HapacTaeT U OYECHb
IJI0XO KOPPUTHUPYETCS TUIIOTEH3UBHBIMU CPEJICTBAMHU

Hcxon 3a00neBaHusl — pa3BUTUE MOYEUHON HEIOCTATOYHOCTH, IIPU MEPBOM
BAPUAHTE TCUCHHUS BO3MOXKHO AK€ HA MEPBOM IOy KU3HU

Juacnocmuxa. IlpennonaraTe HalWyue OJUIOHEYPOHMM MOXHO HA
OCHOBAHUW COYETaHUs MPOTEUHYPUH C HEKOHTPOJUPYEMOW THNEPTECH3UEU IpHU
OTCYTCTBUH IMPU3HAKOB AHATOMUYECKON aHOMaJIWK MOYEYHBIX cOCyaoB. OIHAKO
MOATBEPAUTh IMATHO3 MOXHO JUIIb NpU MOP(HOOHMONTHUYECKOM HCCIEAOBAHUU
TTOYKH.

Jleuenue cumnTomatudeckoe g0 pasButusa XIIH, korma HeoOXoauMbl

He(PIKTOMUS M3-3a BBIPAKEHHOUN TUIIEPTEH3UU U MTOYE€UHAs TPAHCIUTAHTALIMSL.

CEI'MEHTAPHAA 'HIIOIUIA3HA (IIOYKA ACK - YIIMAPKA)

Ilon ceemenmapmnoti ecunonnasuei nouku TIOHUMAETCS BPOXKIACHHAs
NapeHXUMaTO3Has aHOMallus, KOTOpas CBs3aHAa C OCTAaHOBKON HedporeHesa B
OJTHOM WJIM HECKOJIbKUX JOJbKaX Pa3BUBAIOIIETOCS OpraHa Ha JTare, CIEAYIOIEM
3a 00pa30BaHMEM IOKCTaMEAYJUIPHBIX HEe(POHOB, KOT/a M3-3a AU3IMOpHUOreHE3a
COCY/IOB B OTACIBHBIX CETMEHTaX IMOYeK HapYIIAITCS KpPOBOCHAOKECHHE W
muddepeHIIMPOBKAa TKAHEBBIX CTPYKTYp. TEpPMHH «CerMEHTapHas THIOILIa3us)
OTHOCAT K YMEHBIIIEHHOU B pazmMepe (00baHO HE Oosiee 35 1) mouke, UMeromien 1-2
ri1yOOKHX keJo0Kka Ha OOKOBOM MOBEPXHOCTH, MAPEHXUMA MO0J] KOTOPHIMU COCTOUT
U3 KaHAJbIEB, BHEIIHE HATTOMUHAIOIIUX TKaHb ITUTOBUIHON KeJe3bl.

CermeHTapHasi THUIOIUIa3Usl  MOXET  OBITh  OJHOCTOPOHHEH — WIH
JIBYCTOpOHHEH. JleBouku 00JietoT B 3 pa3a yaille MaJbYMKOB.

Mopgonocuss u namoecenes. llpu wuccienoBaHuu ynajJeHHOW IOYKU B

ciay4dasax O,Z[HOCTOpOHHeﬁ CCFMCHTapHOﬁ TUIonjaa3sunu HWJINn CCIrMCHTA IIOYKHU
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BBISIBIIIIOTCSL  YYaCTKH ~ CTPYKTYPHOTO  JHM3IMOpUOTEHE3a C  SBICHUSMU
HEJOPa3BUTHUSl COCYAOB IMOYEYHOM MAPEHXHWMbI M BBIPAXKEHHBINM HEPPOCKIEPO3.
[Ipu MopdoOMONTHUECKOM UCCIENOBAHUU OOHAPYXKUTh TUIHMYHYIO KapTUHY
CErMEHTAPHOHN THIOIIA3WH MOYKHO, €CJIA TMTPOBOJIUTCS OTKPBITAast OUOTICHS TTOYKH.
OcHOBHasi TUNOTE3a IO MOBOAY ITPOUCXOXKICHHS CErMEHTApHOM THIOILIa3uU
CBsA3aHa C JU3OMOPHOTEeHE30M, OOYCJIOBJICHHBIM BO3JACHCTBUEM Pa3IUUYHBIX
TEPAaTOr€HOB

OCHOBHBIC KIUHUYECKUe NPUSHAKU 3a00JIEBaHUS — TsKeas TUIEPTEeH3US,
KOTOpasi MOXKET BIIEPBBIE MPOSIBUTHCS B Bo3pacTte oT 4 g0 12 ner. I'unepreHsus
BbI3BaHa TUneppeHuHeMuen. OTMevaroTcs roJioBHast 00Jb, U3MEHEHHs TJ1a3HOTO
nHa Bosmoxsbsl cynoporu. IIpu Y3 u peHTreHOKOHTPACTHOM HCCIEA0BAHUU
BBISIBIIIFOTCSI HEPOBHOCTh KOHTYPOB IOYEK, CETMEHTAPHOE HCTOHYEHUE KOPKOBOIO
ciosi. ['Mmora3zupoOBaHHBIM CETMEHTOM IIOYEYHOW TKAaHU COOTBETCTBYET U
TUNOIUIA3Ks apTepuid (MMOATOMY lieJiecooOpa3Ha anruorpadus) 3a cueT yTOJIEHUs
MX CTEHOK.

Huaenocmuxa. Hanuuue y OOJBHOTO CTOMKOM TrumepreH3uu TpedyeT
VCKJIFOUEHHSI CErMEHTapHOM TUIoIuiazuu novek. B nmopsake nuddepeHunanbHoin
JMarHOCTUKH HEOOXOAUMO UCKIIFOUUTH BO3MOKHOCTh perrokc-HedponaTHH.

Jleuenue CUMIITOMAaTUYECKOE, HO MPHU YIOPHON apTEPUAIIBHON TMIIEPTOHUU
BO3MOYKHO XUPYPrHUYE€CKOE YAAJICHHE MOPAXKEHHBIX CETMEHTOB, U Y HEKOTOPBIX

OOJILHBIX MOCJIE TOI0 CHUKAETCS APTCPHUAIIBHOC KPOBAHOC JTaBJICHUC.

T'HIIOIUIA3HA ITOYEK
(THIIOILTACTHYECKAA J/IUCIIVIA3HA TIOYEK
lunonnazus nouku — BPOXKIEHHAs MATOJIOTHS, BbIpAXKAKOIIASICSI B
3HAYNUTEITLHOM YMEHBIIICHUH Pa3MEPOB OJIHOM MOYKH, PekKe — 00CUX.
Omuonoeus. T'unorutacTuueckas AUCIUIA3Ms MOYEK dYarie (Gopmupyercs B
pe3yibTaTe TMEPEHECEHHOrO0 BHUPYCHOTO 3a0oyieBaHUS IUIOJIa B  paHHEM
NepUHAaTAIbHOM mepuojae. Yacto codetaercs C JAPYTUMH  aHOMaIUsIMU

MOYEBBIBOJISAIINX MTyTEH.
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Mopgonozus. [lpu Tunomia3uu MOYKA MO3TOBON M KOPKOBBIE CIIOM XOPOIIIO
mudpepeHIUpoBaHbl, HWMEIOT JIOCTATOYHOE KOJWYECTBO  OPTaHM30BAaHHBIX
KITyOOUYKOB M KaHaublieB. KpoBocHaOkeHHE TMINOIIIa3UPOBAHHBIX TMOYEK BCEra
HEJ0CTAaTOYHO, YTO HEPEAKO OCIOXKHSIETCA He(hPOTEHHON THIIEPTOHUEH.

Paznmuuaror  aBe  QOopMBI  TUNOIUIA3UMM  TOYKU:  pyAMMEHTapHas
(Iucrya3upoBaHHAsA) M KapJIMKOBas IMOYKAa C HOPMaIbHBIM MOP(OIOTHUYECKUM
CTpoeHrneM He()pOHOB B YMEHBIIICHHOM UX KOJIMYECTBE.

Knunuueckue nposignenuss TUNOIJIA3UM TIOYKHA PAa3BUBAKOTCS [0 THUILY
rioMmepyioHedpuTa, HePpPOTHUUECKOTO cHUHApoMa. B geTckom  Bo3pacte
3a00JIeBaHUE TPOSIBISETCS OTCTABAHUEM B POCTE, ApTEPUATILHOW TUIEPTOHUEH,
HapyIIEHUEM TOYE€YHbIX (YHKIMH 10 TyOyJlsIpHOMY THIYy, pa3BUTHEM
XpoHudeckorn moyeyHor HegoctatouHoctu (XIIH). Ouwenbp xapakTepHO
MPUCOEIMHEHNE XPOHUYECKON MHPEKIIMH MOYEBBIX IyTei. OHOBPEMEHHO MOTYT
ObITh ¥ AHOMAJIUU MOYETOYHHKOB, MOYEBOIO ITy3bIPs, YpETphl, OOWJIHE CTUTM
JM33MOpHOreHesa u Jip.

Jluacnocmupytom Ha OCHOBAaHMM PE3YyJIbTATOB YJBTPA3BYKOBOI'O U JPYIUX
METOJI0B 00CJIeIOBaHMS MOYEK, OMOICHH, MPOBEICHHOW B CBSI3M C TOPIUIHOM K
Tepanuu Hedpomnatueit. ['mnornaszuro mouku AUGGEPEHIUPYIOT C BTOPUYHO
CMOPILIEHHOM TTOYKOM.

Jleuenue. HeocnoxxHEeHHAass OJHOCTOPOHHSIA TUMOIUIA3USl JICYECHHUS HE
TpeOyer. JleueHne TpeOyeTcs UMb B CiIydae OCJIOKHECHHS IMHEIOHCPPHUTOM H
ruriepronrer. IIpy  OZHOCTOPOHHEW  TUIIOIUIA3MHA  IIOYKHM,  BbI3BIBAIOLLIEH
TUIIEPTEH3UIO, MOKa3aHa He(PpIKTOMUS, MPU JIBYCTOPOHHEW — TpaHCIUIAHTAIUs
MOYKU. YJIaJICHUE THUIOIUIa3UPOBAHHOM TIOYKM MPOU3BOAMUTCS TOJBKO TMpHU
HaJIMYUU HOPMaIbHO (YHKIITMOHUPYIOIIEH KOHTpIaTEpaTbHOM.

IIpoenos 3a00eBaHMs 3aBUCHUT OT XapaKTepa OCIOKHEHUH.
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HE®POITATHUMU ITPU KVIETOYHbIX, CYBKJIETOYHBIX,
MEMBPAHHBIX AHOMAJIMAX ITOYEK

HACJIE/JCTBEHHbIH HE®PHT

3aboneBaHue HacieayeTcss MO0 JOMHUHAHTHOMY, CIEIUIGHHOMY € X-
XpPOMOCOMOM THITY JIUOO MO ayTOCOMHO-JIOMHUHAaHTHOMY, HO M3-3a KPOCCUHIOBEPA
reHa Ha X-XpOMOCOMY KIMHUYECKH CO3JA€TCs BIIEYATICHHE O HACJIEAOBAHUU,
CIIETUICHHOM C TI0JIOM. X-XpOMOCOMHBIX aHOMAaJIUi HE OOHAPY>KUBAIOT.

Cpenu poJICTBEHHUKOB OOJILHOTO peOeHKa UMEIOTCS JIMIA KaK C TSKEIbIMU
HedponatusiMu (0€3 TIYXOThl HJIM B COYETAHMU C HEHM), TaKk W JIUIIb C
JT00pOKaYeCTBEHHOU reMaTypuen, IyXxoToi 0e3 maToJIOruu MoYekK.

CymiecTByer [Ba BapHaHTa HACIEACTBEHHOTO HedpuTa - CHHAPOM
AnpriopTa v reMaTypudecKuii Heppur.

Ilamocenes 3a005€BaHUsl 1O KOHIA HESICEH. Y CTAHOBJIEHO, YTO Yy OOJIbHBIX
MMEIOTCS JIBA POJa BBIPAKEHHBIX HApylIeHUW. Bo-mepBbIX, NMMYHOJIOTUYECKOU
pPEaKTUBHOCTU (HEAOCTATOYHOCTh B- n T-mMMpOUAHBIX CUCTEM, HU3KUH YPOBEHb
UMMYHOTJI00y/IMHA A B KpOBHU, HU3Kas (arolUTapHas aKTUBHOCTbH JIEHKOLIUTOB).
Bo-BTOphIX, OOMeHa KoJijmareHa (HEeIOCTaTOYHOCTh THAPOKCHUIIPOIMHOKCHUIIA3HI,
YMEHBIIEHUE 3KCKpEuu noykamu. BcenencrtBue HapyiieHus oOMeHa MPOUCXOIUT
MEepPECTPONKa CTPYKTYypbl 0a3adbHOM MEMOpaHbl KIYOOYKOB € OOmIMM e
HUCTOHYEHUEM, TUCTPODHUCH.

[Ipu mopdonoruyeckoM HCClIeTOBaHUM TOYEK OOHAPYKMBAIOT OYaroBO-
CErMEHTApPHBIN TIOMEPYIUT, aTpoduio, TUCTPOPHUIO SMUTEIHS W PACIIUPEHHUE
KaHAJIbLIEB, UHTEPCTULIMAJIBHBIN CKJIEPO3, a Y YaCTU JETeH - MEHUCThIE KIETKU B
WHTEPCTUIINH, Yallle Ha TPaHMIIE KOPKOBOI'O M MO3TOBOTO BEIIECTBA, OTJIOKEHHUE
KOMITJIEMEHTa Ha 0a3aibHOM MemOpane. HacneacTBeHHbIN HEQPUT accoMUpyeTcs
¢ HLA anturenom DR4.

Knunuuecras Kapmuna OonpeaAcisiCTCA BaApuaHTOM 3a00J1eBaHus.
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I'emamypuueckuii eapuanm (006poKauecmeeHHas cemeunds 2cemamypus)
HAUYMHAETCSI HE3aMETHO, MOYEBOW CHHAPOM BBISBISIETCA CiaydanHo. Yaiie
JMArHOCTUPYETCS ¥ JIEBOYEK U JKEHILWH, YeM y MY)KUYMH, IPUYEM B OOJBITMHCTBE
CllydaeB aHAJIOTHYHbIE U3MEHEHHSI UMEIOTCS Y HECKOJIBKUX YJICHOB CEMBHU.

Otexu W aprepuanbHasi TUIEPTEH3HS OTCYTCTBYIOT, HO TOSIBISIIOTCS MPH
Pa3BUTHHU MMOYEUYHOM HEIOCTATOYHOCTH, KaK MPaBUIIO, B MOJAPOCTKOBOM BO3pacTe
WIH Y B3POCTBIX.

MoueBoii CHHIPOM XapaKTepU3yeTcs IPUTPOLUTYPUEH PA3IUUHON CTEIICHU
- OT HE3HAUYUTEIHHOTO  YBEIWYCHHS  KOJIMYECTBA  OSPHUTPOIMTOB [0
MaKporeMaTypHH.

OOHapyXMBaIOT TAKKE YMEPEHHYIO NMPOTEUHYPHUIO U Y HEKOTOPBIX JETEH -
MPEXOIAIYI0 JTEHKOIMTYpHI0. bakTepuypun, Kak mpaBuio, He ObIBaET.

buoxumuyeckoe uccieqoBaHue KPOBU HE BBISIBIISET BHIPAKEHHBIX CIIBUTOB,
y HEKOTOPBIX JIeTell MOKeT HaOMoIaTbcd Hepe3Kas TUCIPOTEHMHEMHS U
TUTEPIUTTAIECMUSL.

[TaprmanbHbie QYHKIMM MTOYEK B TEUCHHUE JUTMUTEIBHOTO MEPHOJa OCTAIOTCS
HEHAPYIIEHHBIMU, WHOTJA BBISABISICTCS THUIEPAMUHOAIUAYPHUS TEPErpy309HOTO
WM PEHAJIBLHOTO THIIA.

Bonee Tskenble MpOSBICHUS XapaKTEpU3YIOT cuHOpom Anvnopma. Ilpu
JTAaHHOM BapHaHTE UMEETCS COYETaHNE TTOPAKESHHUSI TTOYEK, IJ1a3 U TYyTOYXOCTH.

B cBsi3u ¢ TeM 4TO TYyroyxoCTh pa3BHBAETCSl B MO3JHUX CTaAMsIX OOJE3HHU,
panHee auddepeHupoBaHre CHUHAPOMa  AJBIIOPTa MOXKET  OKa3aThCs
3aTpynHUTENbHBIM. [lopaxkeHue ciiyxa OOYCJIOBJIEHO MOPaKEHUEM CIYXOBOTO
HEpBa WM KOXJICAPHOTO aliapata U y HEKOTOPHIX OOJBHBIX BBISBISETCS TOJBKO
Opyu  ayJUOMETPUYECKOM  HCCIIEJOBaHUU. Y  OOJIBIIMHCTBA  JIeTed ¢
HACJICICTBEHHBIM HEPPUTOM OOHAPYKMBAIOTCSI CTUTMBI JU39MOPHOTeHE3a B BUJIC
aHATOMHYECKUX aHOMaJWi CTPOCHUS MOYEBOW CHCTEMBI, a TaKXe BHEIIHHE
CTUTMBI (THUTIEPTEIIOPU3M, aHOMAJIMK CTPOEHUS YIIHBIX PAKOBWH, MAJIBIICB PYK H

HOT).
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Jlnist Tsokensix  (opM  HACHIEACTBEHHOTO  HedpuTa  XapaKTEPHO
MPOTPEUECHTHOE TEUCHHE C TOCTENEHHBIM Pa3BUTUEM XPOHUYECKOW MOUYECUHOU
HEJI0OCTATOYHOCTH.

Y yactu OONBHBIX pa3BUBAIOTCS MOpakeHUs Traa3 - cdepodaxus,
JICHTUKOHYC TepeIHEN U 3aJHUM, KaTapaKThl, MHOIIHUS.

Jluacno3 cTaBUTCS HAa OCHOBAaHUHM COBOKYITHOCTH:

— anHamHe3a (He(poIaTuu U rIyX0oTa Cpeau POJICTBEHHUKOB);

— XapaKTepHOU KIMHUYECKON KapTUHBI;

— HO OKOHYATEJIbHO MOJTBEPKAACTCS JIUIIbL IPU OUOIICUH MOYKH.

Mopdonornueckne n3BMEHEHUs B TOUEUHON TKaHU XapaKTEPU3YIOTCS:

— HanuuueM (PoKaIbHO-CErMEHTAPHOTO MPOJU(EepaTUBHOTO IIIOMEPYIINTA;

— aucTpoduel HIUTENHUS TPOKCUMATBHBIX W aTpoduell JAUCTATbHBIX

KaHAJIbLICB;
— UWHTEPCTUIMAIBHONW KIETOYHOW HHpMIbTpauue u  ¢Gudpo3om cC
HaJIu4veM "TIEHUCTBIX KJIETOK';

— HCTOHYeHHE 0a3aabHON MeMOpaHbI TJIOMEPYII.

Juddepenunanbublit JIMarHo3 MIPOBOASAT Cc 1 py3HbIM
TJIOMEPYJIOHE(PUTOM, MOYEKaMEHHOM 00JIe3HbIO, nienoHepuToM,
TyOyJIOmaTUsIMHU.

Jleuenue BKIIOYAET B ceO:

— TPaBWIBHYIO OPTraHM3alMI0 PEKUMa CHA U OOJAPCTBOBAHMS PEOCHKA;

— CaHaIMIO 0YaroB XpOHWYECKON MHPEKIINH;

— WCKIIIOYCHHUE W3 MMHIIN OCTPHIX U SKCTPAKTHBHBIX BEIIECTB;

— aHTuOaKTepHaNbHAas  Tepamus  TOJbKO TPU  HUHTEPKYPPEHTHBIX
3a00JICBaHHIX

— C TEeNbl0 TOPMOXEHUS CKICPOTHUYECKHX W3MEHEHUH MOTYT OBITh
Ha3HAYCHBbI Tpenaparbl 4-aMHUHOXUJIMHOBOTO psna (PE30XHH- CYTOYHAs

n03a 5-10 Mr/Kr, ITUTEILHOCTD JICUEHUS HE MeHee 6 MecsI1IeB);
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— B03MOXHO yiny4dmienue (y 40% OOJIbHBIX ¢ HACIEICTBEHHBIM HE(QPUTOM)
B pe3yJbTare NPUMEHEHUs aenarwia B ao3e 5-10 Mr/kr B CcyTkm B
TeueHue 6-12 MecsIes;

— TJIOKOKOPTUKOUIBI HE TIOKA3aHbI;

— YIOBJIETBOPUTEIbHBIE PE3YJbTAThl MOJY4YeHbl OT BUTaAMUHOTEpAIUuu
(mupuaoKcuH, KokapOokcuiaasa), npuMeHeHuss AT® (o 1 mi B/M uepes
nenb, 10-15 wuwbekuuii), numedochoHa, HUMMYHOMOAYISTOPOB,
dbuTtoTepanus.

— npu XIIH nokasansl 1uanu3bl, TpPAaHCIUIAHTALUS IOYKH.

IIpoenos. 3aBucut ot Bapuanta 3abonieBanus. XIIH npu remarypuueckom
BapHaHTE HACJIEJCTBEHHOro HedpuTa mnosBisgerca B Bo3pacte 20- 25 jer, npu
cunapomMe Anbrnopra - B 12-16 ner (yaiie y MajabuuKoOB).

[Ipodunaktuka HaciaeACTBEHHOTo Heppura He  pa3paboraHa. B
OONBIIMHCTBE citydyaeB AG(HEKTUBHA TPAHCIUIAHTALIMS TIOYKH.

Jucnancepuzayus

OOcnenoBanue aeTel C HACIEACTBEHHBIM HE(PPUTOM OCYIIECTBISETCS 2
pasa B rof. [Ipu sTom:

— H3MEPSIOT apTepuaIbHOE JIaBIICHUE;

— HCCIEAYIOT TJ1a3HOE JTHO;

— mposoasaT OKI;

— aHanu3 MOYM OOluMH, Ha CYTOYHYIO MPOTEUHYpHUIO, IO
Heunnopenko nim no KakoBckomy-Anaucy, 3MMHULIKOMY;

— aHalu3 KpPOBU OOIIMI M HaA COJEp)KaHHUE XOJECTEepUHA, OOIIEro
Ocnka W OCNKOBBIX (DpaKIuii, MOYCBHHBI, KpEaTHHHWHA, KaJIHs,
HATpUs, KaJIbIHsl, HATPHSI XJIOPHUIA;

— OMpeneNsitoT  KIyOOUKOBYH  (UIbTpandi0 MO  KIHUPEHCY

OHJOI'CHHOI'O KpCaTHHHNHA.
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TYBYJIOIIATHH
Tyboynonamuu - 3TO Tpynmna HepomaTtuii, B OCHOBE KOTOPBIX JIEKHUT
MATOJIOTHUsI TPAHCIOPTHBIX CUCTEM B KaHaiblaXx He(pOHA, XapaKTepU3YIOIIAsCs
PAaHHUM YacCTUYHBIM WA TCHEPAIM30BAHHBIM HAPYIIEHUEM KAaHAJIbLEBBIX
GyHKIIUHA TpU  HOPMAJIBHOM WM  HECKOJBKO CHHXEHHOH KIIyOOUKOBOM
buIbTpaIuy.
Knaccugurayus.

I. Knaccudbukammsgs tvOyimonmarnm  1mo  jgokammsammu  aedexkra (mo  FO.E.

BenpTuieny):

1. TlpokcuManbHbIE U3BUTHIEC KAHAIBIIHI:

— TyOynonatuu nepBuuHbie (O6one3np gAe  Tonu-/lepbe-Ddankonu,
[JIFOKO30aMUHOBBIA JTMA0€T, MouyeyHas TIoKo3ypus, (ocdar-auader,
aMuHOoanUAypuu  (UMCTUHYPHS,  HUMHUHOTJIMIIMHYpHUS,  OO0JIE3Hb
XapTHara, TIUIHHYPHS ), TOYSUHbIH TYyOYyIspHbIi arumo3 11 Tum);

— TyOyJomaTUd BTOPUYHBIC (IIMCTUHO3, TUPO3WHEMHS, TaJlaKTO3EMUS,
cugpom  Jloy,  raumkorenoz (1 THUTIA), HACJICICTBCHHAs
HelepeHocuMocTh  (pykTo3bl, Oone3nb Buibcona KoHoBasosa,
octeorneTpo3uc (nepunur kapOoaHTUIpa3bl); JIEYCHUE YCTAPEBIIUM
TETPAIMKINHOM, MHTHOUTOpaMU KapOoaHTuapasbl (muakap0d u np.),
paxuT; OTpaBJICHUS TKEIBIMU MeTa/llaMHu (PTyTh, CBHHEI, KaJAMHI),
JIM30JI0M, KPE€30JIOM; NMEPBUYHBIA WJIM BTOPUYHBINA THUNEPIAPATHPEO3;
CUHJIpOM AJIBIIOPTa, UHTEPCTULMAIBHBIN HEQPUT, TPOMOO3 MOUYCUHBIX
BEH, HEQPOTUUECKUI CUHJIPOM; LIEJTMAKUS, HEIOHOILIEHHOCTh, OCKAJI03,
KCaHTHHYPHS, CaxapHbIid A1adeT).

2. JluctranbHbIe U3BUTHIC KAHAJBIIBI U COOMPATEIIHHBIC MPOTOKHU

— TyOylonaTuu nepBUYHbIC (TTOYCYHBIM HECaXxapHbIM AUA0ET, MOYCUHBIN
TyOymsipaplid  anmmo3 Tun | (6e3 wim ¢ TYroyxocThlo),
TICEBJIOTUTIOAJIHIOCTEPOHU3M);

— TyOynonatuu BTOPUYHBIE (XpoHUYECKUI1 MAETIOHEPPHT,

OOCTpYKTUBHasE  He(pomnaTus; TUIEPOKCAypUs,  OTTOPKEHUE
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TPAaHCILJIAaHTAaTa, CEPHOBHUIHOKIETOYHAs AaHEMHUS, OCTEOIMETPO3HC,
TUIEPTUPEO3, JieueHne ampoTepuIMHOM B, nuTHEM, amMHIOpUIOM,
AKTUBHBIA XPOHUYCCKUH TENATHUT, IIUPPO3 TICUCHH, JICTOYHBIN GrOpPO).

3. OO61ee MoBpekACHNE KaHATIBIIEBOTO armapara:

— TyOynonatuu nepBuyHbie (HeppoHohTH3 DaHKOHN);

— TtyOynonatuu Bropuunbie (XITH).

Il. Knaccudukammss TyOyrmonmaTuu B 3aBUCHMOCTH OT BEIyIIMX KIMHUYECKUX

curapomos (1o FO. E. Benbruiieny):
1. Anomanuu ckesnera (MOYeUHbIe OCTEONATHH ):

— TyOynonatuu nepBuuHble ((pochar-nuader, 0one3np ne Tonu-Jedpe-
daHKOHM, TOYCUHBIH TYOYJISIPHBIN aIK103);

— TyOylonmaTud  BTOpUYHBIC  (BHUTaMHH  J[-3aBUCHUMBIA  paxwr,
runodochartasus, eITHaKkus, ICCBIOTUIIONAPATUPEO3).

2. [ommypusi:

— TyOyJlomaTuy TepBHYHBIE (TIOYEUYHAs  TJIIOKO3YpHUs, TOYCYHBIN
HEcaxapHbI JHUaleT, TMOYEeUHbIH COJeBOM auabeT (ICeBIOTHIO-
aJIbJIOCTCPOHU3M));

— T1yOynonatuu BTOpuuHbIe (HeppoHOPTH3 DankoHH, THUETOHEDPPUT,
[IUCTUHO3, TUpo3uHemust, XITH).

3. Hedponutnas:

— TyOynonatuu NEPBUYHBIC (TUCTUHYpHS, TJIMLIAHY DS,
UMMUHOTJTHIIUHYPHS);

— TyOynomaTuu BTOpUYHBIC (OKCal03 W BTOPHYHAS TUIEPOKCATYpPHS,
KCaHTHHYPHS).

OCHOBHBIE KIIMHUKO-JIA00PATOPHBIE CUHIAPOMBI TYOyJIONATHH:
1. Cungpom nonnypumu.

2. CUHIIpOM 3JIEKTPOJIUTHBIX PACCTPOMCTB.

3. Cunapom Hapymenuss KOC kposu.

4. PaxuTonoaoOHbIN CHHAPOM.

5. Hedponuruas.
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TVEYJIOIIATHUU [IEPBUYHBIE

. C npeumymecmeerH-biM nopaNcCeiuem npoKCUMAailbHblX KAHAIbUES (60]Z€3Hb u

CMH()DOM oe TOHu—ﬂ€6D€—CDaHKOHM, SAUUURYDPUA, YUCHIUHYDUA, d)OCd)dWl'

ouabem u op.)

Cunopom /leope oe Tonu @ankonu
(21roKko030hochamamunosviii Ouadem,
HAHU3M ¢ gumamun /[-pezucmenmuvim paxumom)

3aboneBaHuEe HAclEQyeTcsl MO ayTOCOMHO-PELIECCUBHOMY THIY, OJHAKO
HKCIIPECCUBHOCTh MYTAHTHOTO I'€Ha B TOMO3UIOTHOM COCTOSSHUM 3HAYUTENIBHO
BapbUPYET; BCTPEUYAIOTCS CHOPATUYECKUE Cilay4yau, OOYCIIOBJIEHHBIE CBEXEH
myTtauuei. [lonararor, yTo B 0CHOBE 00JIE3HHM JIeXKAT FEHETUUECKU 00YCIIOBICHHbIE
nedextbl  (pepMEHTaTUBHOTO (HOCHOpMIMPOBAHUS B TOYEYHBIX KaHaJbIaX
(koMOMHMpPOBaHHAs TyOynomnarus). OTO MPUBOAUT K HAPYIICHHUIO MPOLIECCOB
sHeprooOecrieueHusi TpaHcnopta (ocharoB, TIIOKO3bI W AMHUHOKHUCIOT B
MOYEYHBIX KAaHAJBIAX W TIOBBIIICHHOW HX OJKCKPEIMHM C MOYOH, a TaKxKe
paccTpoiicTBY MEXaHU3MOB TMOJJIEP)KaHUS PABHOBECUS KHUCIOT W OCHOBAHMM.
PazBuBaromuiicss MeTabOMMYEeCKUN  amuao3 ©  HeJocTatok  (GochopHbIx
COEJIMHEHUI CMOCOOCTBYIOT HAPYILIEHUIO (POPMUPOBAHUS KOCTHOW TKAHU MO THUITY
OCTEOMAIISILIMM W PaXUTOMOJOOHBIX HW3MEHEHUH ckenera. B psne ciydaes
BBISBJISIIOT MOP(OJIOTUYECKHUE M3MEHEHHUS B TOYEUHBIX KaHaJbIaX, HAapyIICHHE
GyHKUMM ~ TapalllUTOBUIHBIX  JKelie3,  pacCTpOiCTBa  CHHTE3a 1,25-
JTHOKCHXOJIeKaIbITudepoa.

Knunuueckas rapmuna. B OOJBIIMHCTBE CIIy4aeB IME€pPBble MPHU3HAKU
3a00JIeBaHUs OSIBIISIIOTCSI BO BTOPOi! MOJIOBUHE NIEPBOT0 TOfia KU3HU.

Pa3BepHyThIll CUMOTOMOKOMILIEKC (POPMHUPYETCS KO BTOPOMY IOy >KU3HU;
pexe Habo1aeTcs Mo3IHsAs MaHU(pecTanus 00JIe3HN — B 6—/-JI€THEM BO3pacTe.

HauanpHble KIMHUYECKUE MPOSIBICHUS — MOBBILICHHAS YKaX/a, TOINYPHS,

WHOT/Ia IJTUTENbHBIN CyO(heOpuInTeT, pBOTA.
55



Ha BTOpOM TOMy KM3HHM BBISBISIOT OTCTaBaHUE (PU3MUECKOTO PA3BUTHUS U
KOCTHBIC JedopMaliii HIWKHUX KOHEYHOCTEH (BaJIbTyCHBIC WM BapyCHBIC),
IPYAHOU KJICTKU, IPEAIUICYUH U TJICYEBBIX KOCTEH.

B 3aBHUCHMOCTH OT TSDKECTH KIIMHMYECKHUX MPOSBICHUN M META0OIUIECKUX
pPacCTpPOWCTB BBIACISAIOT JBa KIMHUKO-OMOXMMHYECKUX BapuaHTa OOJE3HU Jie
Tonu — Jle6pe — PDaHKOHMU.

[lepBpiii  XxapakTepu3yeTCsl 3HAYUTENBHON  3alEepPKKOW  (PU3UYECKOTO
pa3BUTHS, TSKEIbIM TEUYCHHEM 3a00JeBaHUs C BBIPAKEHHBIMU KOCTHBIMU
nedopmalsiMy 1 HEPEIKO MepesoMaMu KOCTeH, pe3koi runokanbiauemuei (1,6—
1,8 MMOJIB/1T), CHUKEHHUEM aOCOPOIIMU KabIUs B KUIIICYHUKE.

[Ipu BTOpOM BapuaHTe OTMEUYAIOT YMEPEHHYIO 3aJEPKKy (U3UUECKOTO
pa3BUTHS, JIETKOE TEUEHHWE C HE3HAYMTECIBHBIMA KOCTHBIMU Je(opMariusamu,
HOPMOKAJIBIIUEMHIO U HOPMAJIbHOE YCBOCHUE KAJIBIIMS B KUIICYHUKE.

XapakTepHbIMU OCOOCHHOCTSMU OUOXUMUYECKUX HApYUeHUti TIpu OO0Je3HU
ne Touu — JleOpe — DaHKOHU SBISIOTCS CHIXKEHHUE YPOBHS Kaiblus U pocdopa
B KpPOBH, TOBBIIICHUE AKTUBHOCTH IIEeNOYHON (QocdaTasbl, MeTabOIMUIECKUi
armuno3 (pH — 7,35—7,25; BE = — 10—12 MMoab/im). DKCKperus KalbIus C
MOYOM OOBIYHO OCTaeTCs HOPMAJIIBHOW MpH TMOBBIIMICHHOM KiaupeHce (ocdaToB
Moun. Otmeuaror Tmoko3ypuro (20—30 1/n1 W BbIIIE), TEHEPATHU3OBAHHYIO
TUTNICPAMUHOALIUIYPUIO W HapylmeHue (QYHKIUH aMMOHHOAIUAOTeHE3a —
CHIDKCHHUE THUTPAIlMOHHOM KHUCJIOTHOCTH, TmoBbiieHue pH moum > 6,0. Ilpu
MOJIMYpHH 70 2 JT ¥ OoJiee B CyTKH YJIeNbHas IUIOTHOCTh MOYHM, KaK TPaBHUIIO,
BbicoKas (1025—1035), uTo 0OBIYHO CBA3AHO C IIFOKO3YpHUEH.

Pentrenonornuecku mpu JaHHOM 3a00JIEBAHWH OMPECIISIOT OCTEOTOPO3
CUCTEMHBIM pPa3JTMYHON CTEMEHW BBIPAKCHHOCTH, MCTOHYCHHE KOPKOBOTO CJIOS
TpyOUaThIX KOCTEH, pa3phIXJICHUE 30H POCTA, OTCTABAaHUE TEMIIOB POCTa KOCTHOM
TKaHW OT OMOJIOTUYECKOTO BO3pacTa peOeHKa.

Kpurepusmu ouaecnocmuxu SBISIFOTCS:

— BBIPOKCHHBIN AEPUITUT MACCHI TeJla U pOCTa peOeHKa,

— 3aJCpiKKa CTAHOBJICHHUA CTATUKO-MOTOPHBIX q)YHKHHﬁ,
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—  PaxXUTONOIOOHBIC nedopmanuu CKeyeTa c XapakTepHOH
PEHTIEHOJIOTUYECKOW KaPTUHOM HAPYIIEHUM CTPYKTYpPbl KOCTHOW TKaHU;

— XapaKTepHbIE 3JIEKTPOJIUTHBIE HApyIICHUS (B KpPOBU OOHApPYKUBAIOTCS
runodocdaTemMus, THUIMOKAUTUEMHs], alUI03; IOBBIIIAIOTCS AKTHUBHOCTH
HieJIoyHo (ocdaTtazbl U ypOBEHb XJIOPHJIOB B KpPOBU; B MoOdYe -
runepaMuHoanuaypus, Gocharypusi, TIOKO3YPHS).

Jughpepenyuanvuviii duacHo3 TMPOBOISAT C PAXUTOM, OCTEOMATHSIMU BCIIC/ICTBHE
XPOHMYECKON TMOYEYHOM HEOCTaTOYHOCTH, KPOME TOro, OOJBIIOE 3HAUYEHUE HMEET
muddeperipoBanue nepBrdHon 0ose3nu e Tonn — JleOpe — PaHKOHU ¢ BTOPUYHBIM
CHHJIDOMOM, OOHapy>KMBAaEMbIM MpHU JpPYI'WX HACIEACTBEHHBIX M MPUOOPETEHHBIX
3a0oneBanusX (cuHapome Jloy, roBeHWIbHOM He(hpoHO(TH3E, IIMCTUHO3E, THPO3UHEMHU,
TaJakTO3eMUM, TJIMKOI€HO3aX, HACJEJACTBEHHOM  HENEPEHOCHMOCTH  (PPYKTO3BI,
renarorepeopaIbHOM  TUCTpO(UK, MHUEJIOMHOM OOJIe3HH, aMWIIOWIO3€, CHHIPOME
[Herpena, HehpOTHUECKOM  CHHAPOME, TPU  TIOYEYHOM  TpaHCIUIAHTAIWH,
TUNEprapaTupeo3e, MOPAKEHWH TMOYEK COMAMH TSDKENbIX METAIOB, OTpPaBJICHUU
JIEKapCTBEHHBIMH BEILIECTBAMM, B T. 4. BUTAMUHOM D, JIN30710M 1 T.11.).

Cunnpom Jloy (okynorepeOpopeHaIbHbId CUHAPOM) B OTJIMYME OT OOJIE3HU JIe
Tonu — JleOpe — DaHKOHM XapaKTepU3yeTcsl OTCTABAHMEM B YMCTBEHHOM pa3BUTHH,
JIBYCTOPOHHEM KaTapakToW, TJIayKOMOM, ruropeduieKCuei, a TakkKe PElECCHBHBIM,
CBSI3aHHBIM C I1OJIOM THIIOM HACJIEOBAHUSL.

HOBenmnbHbI HeppoHODTH3 DaHKOHH, MOPQOIOTHIECKON OCHOBOW KOTOPOTO
SBJISIFOTCS. KUCTHI B MO3TOBOM BEILIECTBE MOYEK HAa YPOBHE COOMpATENIbHBIX TPYOOUEK U
TMAJTIMHO3 MOYEYHBIX KITyOOUYKOB, OTIMYACTCS PAHHUM HapyILIEHUEM KOHLIEHTPAIIMOHHOM
GbyHKIMU  TOYeK (TUTIOCTEHYpHEH), HOPMOXPOMHOM aHEMHEH, THIepa30TeMUEH;
paxuTonog00HbIe M3MEHEHMsI CKeJleTa MPHCOEAMHSIOTCA To3kKe. Pelarolryto ponib B
murarHoctuke Hedporodriza DaHKOHM UTpaeT UCCIeIOBAaHNE OMOTITAaTa TOYSYHOM TKAHH.

OcHOBHBIE IPUHIIUIIBI JICYEHUS 3aKITF0YAL0TCS B

— KOPPEKIIMU  DJIEKTPOJUTHBIX HAPYIICHUW, CABUTOB B  KHUCJIOTHO-

IICJIOYHOM PAaBHOBECUH, yCTPaHEeHHE Nedunmra Kanust u OukapOOHATOB;
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— TPUMEHEHWW TOBTOPHBIX KypcoB BHTaMMHAa D M ero merabonmToB
(HayanbHast cyrtouHass jgo3a ButammHa D 25 000—30 OOO E/,
MakcumajabHast — 75 000—150 000 EI, no3a okcuaeButa 0,5—1,5 MKT
B CYyTKH);

— Ha3HA4YeHUH MpenaparoB Kajablus, pochopa, Butamudsl A, C, E, rpyniibl
B B BO3pacTHBIX 103aX;

— OrpaHWYCHHWM IMOBAPEHHON COJW M BKIIOUEHWH B PAIMOH IMPOIYKTOB,
OKa3bIBAIOIIIMX OIICIAYUBAIOIIICE ICUCTBUE, a TAK)KEe OOraThIX KaJIHeM;

— B (ha3e peMHCCHH Ha3HAYAIOT MACCaxX, COJTHO-XBOWHBIC BAHHBI,

— XHpyprudyeckas KOppeKIus IeJiecoo0pa3Ha TOJBKO TIPU Pa3BUTHHU
TSDKEJIBIX KOCTHBIX JedopMaliuii ¥ JIOCTHIKCHHH CTOMKOW KIMHHUKO-
OMOXUMHUYECKON PEMHCCHH B TEUEHHE 2 JIET.

[IporHo3 mpu JgaHHOM 3a00J€BaHMM HeOJaronpusTeH. bBoJbIIMHCTBO

oonbHBIX yMuparwT oT XIIH B Bo3pacte g0 15 ner, ecnm He caenaHa repecajka

ITIOYKH.

Docham-ouavem (Bumamun-D-pezucmenmmuotii paxum, cemeiHulil
2unogocghamemuueckuii paxum,)
3a0osieBaHME HAclEAyeTcs MO JOMHHAHTHOMY, CLEIJIEHHOMY ¢ X-
XPOMOCOMOU THITY € IIOHWKEHHOW KJIMHUYECKOUN SKCIIPECCUBHOCTRIO Y KEHIINH. B
OCHOBE 3a00JIeBaHUs JICKUT CHIDKEHHE peabcopOiuu (ochaToB B IMOYECUHBIX
kaHanblax. Yacrora 3aboneBanus coctapiseT 1 Ha 25 000 HOBOPOKIEHHbIX.
[Tatorenes ¢ocdar-quadera NbITAIOTCS OOBSICHUTD CICTYIOUINM
— TIOBBIIIEHHOM YYBCTBUTEJIBHOCTBIO OIUTENHS KaHAJIbLEB IOYEK K
napaTropMoHY;
— mepBUYHBIM AedektoM peabcopbumm  ocharoB B KaHANBIAX
(aH3UMOMNATHS);
— CHHTE30M B opraHuzMme O0JpHOro (ocharypruueckux MeTadoJUTOB

BuTtamuHa D.
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Knunuueckas xapmuna. 3aboneBanue nposiBisieTcs y Aereit B 1—2 roaa, HO
MOXET HayaTbCsid B Ooyee crapmeM Bo3pacTe. OCHOBHBIMH IPOSIBICHUSMU
0O0JIE3HU CITyKaT:

— 3aJiep’KKa pOCTa W BBIpAXKEHHBIE MpPOrpeccupyromme aepopMaliu
CKeJIeTa, OCOOCHHO HIKHUX KOHEYHOCTEH (110 BapyCHOMY Tuiy, D-
oOpa3Hble UCKPHUBJIEHHUS), UTO COMPOBOKIAETCS HAPYLUIEHUEM MTOXOAKH
pebeHKa («yTUHasi TOXOIKa);

— 3HAUMUTEIbHAs OOJE3HEHHOCTh KOCTEW M MBIIIL, HEPEIKO MBIILICYHAS
TUIIOTOHUS;

— runodocdaremus u runeppochaTypus Npu HOPMAITBLHOM COJIEPKAHUU
KaJbIMs B KpoBU (AU PepeHnanbHO-AMarHoCTUYECKUN PU3HAK);

— BBISBISIEMbIE  PEHTICHOJOTMYECKH  PaXHUTONOJOOHBIE  W3MEHEHUS
KOCTEH, IPEUMYIIECTBEHHO HU)KHUX KOHEYHOCTEM;

— COXPaHHOCTb MHTEIJIEKTA Y OOJIBHBIX JIETEH.

B 3aBucuUMOCTH OT CpOKOB MaHU(ECTALNH, KIMHUKO-OMOXUMUYECKUX
O0COOEHHOCTEM, UyBCTBUTEILHOCTH U XapaKTepa OTBETHOM peakiuyi Ha BUTaMUH D
BBIACIISIIOT 4 KIIMHUKO-OMOXMMHYECKUX BapUaHTa 3a00JI€BaHUS.

[lepBbIii BapuaHT XapakTEepHU3yeTCs paHHEW (HA TEPBOM TOIY >KHU3HH)
MaHHecTalme, HE3HAUUTEIILHOMN CTCIEHBIO KOCTHBIX nedopmarui,
runodocdaremueii, runepdocdarypueil, NOBbILIEHUEM YPOBHS MapaTrOpMOHA B
KPOBH, XOPOIIEH IMTEPEHOCUMOCTBIO BUTaMHHa D.

Bropoii BapuaHT oTiuyaeTcs Oolsiee MO3AHEH (Ha BTOPOM TOAY >KHU3HM)
MaHu(]ecTalrel, BbIPA)KEHHBIMA KOCTHBIMM H3MEHEHHSIMHU, rurnodocdaTeMuei,
3HaYUTeNbHON runepdocdarypueii, pe3UCTEHTHOCTHIO K BBICOKHM J03aM
BUTamuHa D.

TperbeMy BapuaHTy NPUCYIIU MO3IHUE CPOKHU MPOSIBICHUS 3a00eBaHus (B
5—O6-1eTHeM  Bo3pacTe), THKECTh  TMOPAXKEHUUW  CKeJeTa,  BbIpaKCHHas
runodocdaremusi, 3HaUUTENBHOE CHIKEHUE abcopOuuu (ochopa B KHUIIEUHUKE
IpU HOPMAJbHOM WJIM HE3HAUUTEIbHOU rumepdochaTypuu; OTMEUACTCS TaKKe

HCUYBCTBUTCIIbHOCTL K BUTAMHUHY D.
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YeTBepThlli BapuaHT XapakTepu3yeTcs MaHHu]ecTanueid Ha BTOPOM IOy
KU3HU, YMEPEHHOW  CTENEHbI0  KOCTHBIX  jAeopmainuii, MOBBIIICHHON
YYBCTBUTEJIBHOCTBIO K BHTAMMHY D M CKJIOHHOCTBIO K Pa3BUTHIO KIMHHUKO-
OMOXMMHUYECKOM KapTUHBI TuIlepBUTaMUHO3a D (pBOTa, TOIIHOTA, >KAXK[A,
TUIEpPKAJIbIUEMUs], TUNEPKAIbLUYpUs W JAp.) B OTBET Ha HEOONbIINE 03B
BuTamuHa D.

OcHnosHbiMu Kpumepusamu OuacHocmuky BUTaMuH- D - pesucTeHTHOro
paxuTa CIry»Kar:

— JIOMMHAHTHBIM, CLEIUICHHBIA C X-XpPOMOCOMOW THUIT HACJIEIOBAHUSA
MaTOJIOTHH;

— KJIMHWYECKHE NPOSBICHHUS — BAPYCHBIM TUI W IMPOTPECCUPYIOLINN
XapakTep KOCTHBIX AepopMaluii HIHKHUX KOHEYHOCTEW C OTCTaBaHUEM
(pU3UYECKOTO pa3BUTHS,

— OHOXMMHUYECKHE OTKIOHEHUS B OOMEHE JJIEKTPOJIMTOB — HU3KHI
ypoBeHb (ochopa B  CBHIBOPOTKE KpoBH, runepdocdarypus,
HOpMaJIbHBIE TIOKa3aTelnu oOImero Kambluss B kpoBu (2,3—2,75
MMOJIB/JT), TOBBIIIEHUE AKTUBHOCTH IIEIOYHON Qocdaraspl KpoBH,
HOBBIIIIEHUE YPOBHS MapaTropMOHa B KPOBH, CHUXKEHHE aOCcopOIuu
Kanblug u pocdopa B KUIIEUHUKE;

— Ppe3yJbTaTbl PEHTTEHOJIOIMYECKOr0 MCCIEI0BaHUsS, MpU KOTOPOM
BBISIBJISIFOT JIBa THIIA KOCTHBIX M3MEHEHUMN: JIMOO M3MEHEHUs 3MU(PHU30B
KOCTel C pacHpeHuem 30H nponudepanuu Xpsiia,
IrpyOOBOJIOKHUCTYIO CTPYKTYpPY KOCTH C TMpPHU3HAKAMU OCTEOMJIHOMN
runepriazur  (MOJIHAsl aHAJOTUST C  PaxXWUToOM), JUOO TOpaKeHUe
metadu3oB  yxke CchHOpPMHUpPOBABIICHCS KOCTH UM MPOSIBICHUSA
OCTEOMAJISILINY;

— THUCTOJIOTUYECKM B KOCTHOM TKaHM OOHApYKHUBAIOT HapyLICHHE
CTPYKTYpbl KOCTHBIX KAaHAJIOB M Tpadekys, mpoiudepanuio Xpsiia,
yepeOBaHUE YCUJICHHOTO O00pa3oBaHUs OCTEOMTHOM TKAaHU C

yY4yaCcTKaMH1 OCTCOIIOpPO3a.
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JleueHne HampaBiI€HO HAa KOPPEKIMIO METa0OJMYECKHX PaCcCTPOMCTB,
npOo(UIAKTUKY OCIOXKHEHHUHN U TPpeIynpekaeHIe HHBATHIN3ANN peOeHKa.

[TokazaHusIMU 1151 TIEKAPCTBEHHOW TEPAMMH CITYKAT:

— AKTUBHBIU [IPOLIECC B KOCTHOW TKaHH;

— TIOBBILLIEHUE aKTUBHOCTH IEJI0YHOUN (ocdaTasbl KPOBH;
— TIOBBILIEHHAs SKCKperus ¢pochaToB ¢ MOUOH;

— TOJArOTOBKA OOJBHBIX K XUPYPIHUECKOW KOPPEKLIUH.

OCHOBHBIMM TIp€napaTaMy B Tepanuu BUTaMHH- D -pe3ucTeHTHOro paxuta
ABJISIIOTCSL BUTAMUH U €ro MetabonuThl. HavanbHbie A03b1 BuUTamMuHa D
coctaBisiroT 10 OO0 — 15 OO0 E/] B cytku. VX yBeaIM4uuBarOT oA KOHTPOJIEM
nokasateyied Kaibliusi U Qocpopa B CHIBOPOTKE KPOBH U MOYE, AKTUBHOCTH
niesioyHo  ¢ocdarazbl  KPOBH, HUCCIEAOBAHHUS YPOBHS KOTOPBIX  JOJIKHO
npoBoAUThCA Kaxaple 10—I14 nHeil. MakcuManbHbIE CyTOUYHBIE 103bI BUTaMUHA D
B 3aBHUCHUMOCTH OT KJIMHHUKO-OMOXMMHYECKHUX BapHAHTOB OOJIE3HU COCTABJISIOT:
npu niepsom Bapuante 85 000—100 000 EJI, mpu BTopom 150 000—200 000 EJ,
npu tpetbeM — 200 000—300 000 EJI. Ilpu uderBepromM BapuaHTe OO0JIE€3HU
Ha3HayeHue BUTaMUHA D mnpotuBomnoka3zano. M3 merabonuToB BuTamuHa D
UCIIOJB3YIOT OKCUAEBUT B CyTOYHOM J103e (0,25—3 MKr, npu NpUMEHEHUU
KOTOPOTO0 HEOOXOJUM OCOOEHHO CTPOTUH KOHTPOJIb 32 YPOBHEM KajbIUsl B KPOBU
(ompenensiercst 1 pa3 B 7—10 queit).

[IpoTrBONIOKAa3aHUSAMU JJI KOHCEPBATUBHOM Tepanuu BUTaMUHOM D u ero
MeTa00IUTaMHU SIBJISFOTCSI:

— UMHAUBUYyallbHAs HETIEPEHOCUMOCTb MPENapaToB;

— BBIpaKEHHAas TUNIEPKaIbIuypus (0osiee 4 MMOJIB/CYT.);

— OTCYTCTBHME AaKTHBHOIO TMpoIlecca B KOCTHOM TKAaHU IO JIaHHBIM
1a00paTOPHBIX U PEHTTCHOJIOTUYECKUX MCCIICTIOBAHUN.

B kommiiekc neueHus BUTaMUH- D -pe3ucTeHTHOro paxuTa BKIHOYAIOT
npenapaTthl KajbllUs: TJIIOKOHAT KaJbIUS WIM XJOPHUA Kajablus mo 1,5—2 r B
cytkn) u pocdopa (butun 1—1,5 r B cytku, rmnepodocdat kanpus 0,5—1 B

CYTKH).
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Jlnis ynydiieHus MpoLeccoB BCachIBaHUS Kalblus U Gocdopa B KUILIEUHHUKE
PEKOMEHIYIOT JJIUTENbHOE (5—6 MecsleB) MPUMEHEHUE KOHIIEHTPUPOBAHHBIX
UTPATHBIX CMecel (Hampumep, TUMOHHAs Kuciora 24 r, uutpatr HaTpus 48 T U
muctuupoBanHas Boga 500 mur) mo 20—50 mum B cyTtku. B aktmBHOU (daze
00JIe3HU TPU HATUYUK OOJIEH B KOCTSIX U CyCTaBax IMOKa3aH MOCTEJIbHBIA PEXUM
POJIOJKUTEIBLHOCTBIO 10 2 Hesellb. B nepuoi KIMHUKO-1a00paTOpHON peMUCCUU
U HaOroZeHNsI OOJIbHBIX B aMOYJIaTOPHBIX YCIOBUSAX OIPAaHUYMBAIOT (PU3UUYECKHE
Harpy3KkH, 3aHATUS (PU3NYECKUMH YIPAKHEHUSIMHU U JIEYEOHBIA MaccaX MPOBOJIST
N0 CHEUaIbHOW INAJAIIEH MporpaMMme, Ha3HAYalT COJISIHO-XBOWHBIE BaHHBI,
OCYULIECTBIISIIOT CAHATOPHO-KYPOPTHOE JICYEHHE.

[Toxazarensimu 3¢pPEeKTUBHOCTH KOHCEPBATUBHOM TEpaNUU SIBISIOTCS:

— yJIy4lIeHHE OOIIETr0 COCTOSIHUSA OOIBHBIX;

— YBEJIMYEHHUE TEMIIOB POCTa JETEH;

— HOpMalM3alMsl  WIM  3HAYUTENIBHOE  YIYYIIEHHE  IOKa3aTesed
dbochopHO-KaTBIIUEBOTO 0OMEHA;

— CHW)XXEHHE  aKTUBHOCTH  MIEJIOYHOM  QocdaTasbl  KpoBU U
MOJIOKUTENbHAS JUHAMUKA CTPYKTYPHBIX U3MEHEHHI KOCTHOM TKaHU
(0 JaHHBIM PEHTIE€HOJOTUYECKOIO UCCIEAOBAHMS).

XUpypruyeckoe JieueHue BUTaMUH- D -pe3uCTeHTHOro paxuTa CBOJAUTCS K
KOPPUTUPYIOIIMM OCTEOTOMHSIM KOCTEW TOJIEeHEW WM OEAPEHHBIX KOCTEH C
MOCJIEAYIOIIEH AMMOOUIIN3aIei MMOBSI3KOH WJIN JUCTPAKIIUOHHO-
KOMIIPECCUOHHBIM ~ anmapaToM. OOs3aTeIbHbIM  YCJIOBHEM JUISl MPOBEACHUS
XUPYPTUUECKOTO0  JICUEHUS  CIYXHUT  JOCTH)KEHHME  CTOMKOM  KIIMHHUKO-

OMOXUMHUYECKON PEeMHICCHH B TEUCHHUE HE MEHEe 2 JIeT.

TI'nuyunypus
HacnenctBennoe 3a0osieBaHue, C  ayTOCOMHO-IOMHHAHTHBIM  THIIOM
HacJeloBaHMs, OOYCIIOBJIEHHOE U30MpaTelibHbIM HapylleHHueM peadcopOuuu
[IMLOAHA B IOYEYHBIX KAaHAJbLAX, MHPOSIBIAIOIICECS TIULUHYPUEH, Pa3BUTHEM

HepoauTHasza ¢ BO3MOXKHBIM NpucoeanuenremM XI1TH.
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Omuonocus u namoezenes. Ilpennonaraercsi TeHETUYECKU OOYCIOBIECHHBIN
nedekT cuHTe3a (hepMeHTa, OTBETCTBEHHOTO 3a peadbcopOruto rauimHa. Onrcanbl
COUETAaHUs KaHAIbLUEBOW TIUIUHYPUU C JIET€HEPATUBHBIMH W3MEHEHHUSIMHU B
CeTYATKE, TIIIOKONIMIMHYPUS (TIMUUHYpUS C TOYEYHOW TIUIoKo3ypueil). B
pe3yibTaTe JAe3aMUHUPOBAHUS INIMIIMHA B TOYEYHBIX KaHalbllaX o0pa3yercs
IJIMOKCUIIOBAsE KHCIIOTa, U3 KOTOPOM IyTeM OKHUCIEHHS oOpaszyeTcs IiaBesieBas
KucaoTa. M30pITOuHOE BBIBEJCHHUE MIABEIEBON KUCIOTHI M TIUIMHA MPHUBOJIUT K
Pa3BUTHIO KAJIBIIMEBO-OKCAATHBIX KAMHEHN ¢ HEOONBIIUM COACPKAHUEM IIIMIIMHA.

Knunuxka. 3aboneBaHue Ha paHHUX JTanmax MPOSBISIETCS  YHIOPHOR
nedkonuTypue. B nmanpHelieM  BO3MOXHO — pa3BUTHE  HedpoiauTHa3a,
npucoeaunenrne XI1H. Onucanbl cayyau coueTaHusl TIUIUHYPUH C TOpaKEHHUEM
ra3 B BuIe arpoduu M JAereHepanuu ceTdyaTku. KIMHWuYeckue MposIBICHUS
[JIIOKOTJIMIIMHYPUN XapaKTEPU3YIOTCS TITIOKO3YPHEN U TITMIUHYPHUEH.

JIabopaTtopHO ompenensercs YBEIUYEHUE CYTOUHOM SKCKpELUMHU TJIHMIHMHA C
Moyoit (6osiee 1 r B cyrku npu Hopme 100-200 mr). CoxaepkaHue TiIulMHA B
I1a3Me He u3MeHeHo. PeabcopOust Ipyrux aMuHOKHUCIIOT HE HapylIeHa.

Jleuenue ue pazpadbotano. [Ipu HedponuTraze nmokazaHo KOHCEPBATUBHOE U
OIepaTUBHOE JICUEHHE.

Ilpocno3 HeONaronpusATHBIA BCJIENCTBUE DPAa3BUTUS HeppoiuTHaza u

XPOHUYECKON NTOYEYHOU HETOCTATOYHOCTH

Hmunoznuyunypusn

Hmunoenuyunypusi (Wnu ceMeiHasT MMUHOTIIMUMHYPHS)- 3TO ayTOCOMHO-
pEIECCUBHOE HACJIEJICTBEHHOE 3a00JIeBaHKE, NP KOTOPOM HApYIIACTCS IMPOIEeCC
TPAHCIIOPTa BEIIECTB Yyepe3 MeMOpaHy MOYEUHBIX KaHAJIBIIEB, UYTO B CBOIO OUepe/lb
yXyAIIaeT Tmpoiecc peadbcopOunu aMUHOKHUCIOTHI TJWIMHA W HWMHHOKHCIIOT
MPOJIMHA U TUAPOKCUIIPOJIMHA, B CJIEICTBUE YETO UMEEM YPE3MEPHYIO IKCKPEIIUIO
BCEX TPEX KUCJIOT.

NMuHOrMMUMHYpUS SIBISAETCS PEIKUM U CIIOXKHBIM PacCTPONCTBOM, KOTOPOE

BO3HHUKACT B PE3YJIbTATC psAaa I'CHCTHYCCKHX MYTaHHﬁ, B CBA3HM C HAPYHICHHUEM
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TPAaHCIIOPTUPOBKMA TIUIMHA W AMWHOKHUCIOT B TIOYEYHOM W KUIICYHOU
TPAHCIIOPTHBIX CHUCTeMaX. VMHHOKHCIOTBI OOBIYHO COJEpPKaT WMHHOBYIO
(GYHKIIMOHATBHYIO ~ TPYIITy, BMECTO aMHUHOTPYIIIBI, KOTOpas €cTh B
amMuHOKHCcIo0Tax. Kak mpaBuiio, MPOJIMH CYUTAIOT aMHHOKHUCIIOTOM, HO B OTIUYHE
OT APYTUX aMHUHOKHUCIOT, OH MMEET JOIMOJHUTEIbHBIH aMHH. JTO YHHUKaJIbHAs
YyepTa MPOJIMHA, YTO MO3BOJISIET OTHECTH €r0 K IMHHOKUCIOTaM. [ HIpOKCHIIPOTINH
- 3TO €Ile OJJHa UMHUHOKHCIIOTa, KOTopasi o0pa3yeTcs IMmyTeM TUIPOKCUINPOBAHUS
MIPOJIMHA.

OCHOBHBIM TIPU3HAKOM WMHUHOTJIMIIMHYPUHU SBJISICTCS HAIWUYWE TIIMIMHA U
UMUHOKHCIOT B  ModYe. OTO 3a00JieBaHHWE  CYHMTACTCS  OTHOCHUTEIIBHO
NOOpPOKAYECTBEHHBIM, XOTS TP HWMHUHOTJIMIUHYPUH MOTYT MPUCYTCTBOBATh
CUMIITOMBI, CBSI3aHHBIC C HAPYIICHHEM MeTaboJIM3Ma IMPOJIMHA W TIIMIHHA (KX
MasbabcopOimeit). K ocHOBHBIM cuMnToMaM 00JIe3HH OTHOCST: SHIE(DanonaTuio,
YMCTBEHHYIO OTCTJIOCTh, TIYXOTY, CJIENOTY, KAMHU B TIOYKaX, THIIEPTOHUIO U
KPYTOBYIO aTpoHI0 COCYIUCTON 000JIOUKM U CETYATKH TJiasa.

Tepanus roM0O3UrOTHBIX HOCUTEIICH HE pa3paboTaHa.

Hucmunypus

Lucmunypus - 3aboneBaHue, CBSI3aHHOE C HApYIICHHEM OOMEHa IMCTHHA,
HACJIEyeTCsl TI0 ayTOCOMHO-PEIECCUBHOMY THUMY. Y TakuX OOJBHBIX OTCYTCTBYET
TPAHCIIOPTHAsA CUCTEMA, BBIBOASAIIASA LIUCTHH U3 JU30COM. L{UCTHH, HaKaIIMBasCh
B TIOYKax, CIOCOOCTBYET pAa3BUTHIO CHMITOMOKOMILJIEKCA, BKJIIOYAIOIIETO
MOJIMYPHUIO, JIUXOpaJKy, TUnoTpoduio u mnorepro amnmetuTa. Hacnegoanue
3a00JIeBaHUSI AYTOCOMHO-PEIIECCUBHOE, HO TMPH TMEPBOM THUIE Y TETEPO3UTOT
AKCKpEIUs aMUHOKHUCIIOT C MOYOM HOpMasibHasl (4acTOTa TOMO3UTOTHOM 00JIe3HU
1:6000), mpu BTOpPOM TOBBIIIEHA, XOTA KIWHUKA Yy HHUX HET (4Yacrora
roMo3uroTHoi Gopmer 6osie3nu 1:20 000).

Knunuueckue  npossnenus.  VIHTENNEKTyaqbHO  JIETH  Pa3BUBAIOTCS
HOPMAJIEHO, HO OTCTAlOT B (pu3nuecKkoM pa3BuTuU. B Bo3pacte 1-ro roma pedGeHOK

HE XOJUT W HE CTOWT, Y HEro pa3BUBaeTcs paxurt. B porouiie oOHapyKHUBAIOT
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KPUCTAIUTMYECKUE OTJIOXKEHHUS. YXyAmaercs (yHKIHUA TOYEeK, HapacTaer
doropodus, anunos. [lpu oTCyTCTBUM TepaneBTHUECKUX BMEUIATENHCTB OOJIbHBIC
noru0arT OT XPOHUYECKOW TMOYEYHOW HEJAOCTAaTOYHOCTH 10 KOHIA 1-To
necsaTuneTus ku3Hu. Kimaccumdeckue mposiBieHUs oTMedaroTcest B Bozpacte 10-20
JIeT: TOYEYHbIe KOJMKU, OOJMU B KMBOTE, 3aTPYAHEHHS MOYEHUCIYCKAHUS H3-32
MKB, o6CcTpyKIIMU MOYEBBIX ITyTEH.

Jluacnocmuxa UWACTUHYPUM 3aKJIOYAETCs B BBIABICHUHM aMUHOAUUAYPUU
npu xpoMarorpadguu MOYH, KPHUCTAJJIOB IMCTHHA B MOYE IPU MHUKPOCKOIIUH,
BBISIBJICHUM KPHUCTAJUIOB LIUCTUHA B POTOBUIIC U MOYECYHOW TKAHM, MPOTEUHYPHH,
TIIFOKO3YPHH, IIEJIOYHON peaKkiui MOYU y peOeHKa ¢ allug030M.

Jleuenue 3a0051€BaHUs TOJBKO CUMITOMATHYECKOE, BKIIIOYAET B CEOS:

— oOunpHOE MUTKHE (MOTpeOsieHue BOABI HE MeHee 3 J\CyT, IIeJIOYHbIC
MHUHEpaJbHbIC BOABI, MOTpeOieHue 6-10 T\cyT NUTHEBOH COBI,
LUTPATHBIE CMECH);

— KapToQenbHO-KanmycTHass Juera (IepHOJUYEeCcKH), OrpaHUYUBAIOT
MOJIOYHBIE MPOYKTHI U3-3a OOUIIUS B HUX METHOHHUHA;

— omlenauMBaromias Tepanus (UUCTUHOBBIE KaMHU 00pa3yloTcs B
KHUCJION cpefie) — LUTpaThl, THIPOKAPOOHAT HATPHUs, MEHULIUIUIAMUH,
KyIpPEeHWJI, HO JBa MOCIEAHUX IpernapaTta UMEIOT Maccy MOOOYHBIX
addexToB (MaHLMTOINEHNUS, HEBPUTHYECKHUE paccTpouCTBa,

aJiepruyeckasl peakuusi, SMUAepMOIIn3).

Iloueunasn 2nwko3ypusa (noueunslii 2110Koouadem)
3aboneBanrue OOYCIOBJICHO HACIEACTBEHHBIM Je(heKTOM (PEepPMEHTHBIX
CHUCTEM MPOKCUMAJIbHBIX KaHAJIbIIEB, 00ECTICUNBAIOIINX PEA0COPOIINIO TITFOKO3BI.
Yactora Oomesam 2-3 na 10000, wHacinegoBaHwe IO ayTOCOMHO-
JIOMUHAHTHOMY, pPEXe€ ayTOCOMHO-PEIECCHBHOMY THUITy, T€H KapTHpoBaH Ha VI
xpomocome (qp22).
O moYe4yHOW TIIOKO3ypUH CJIEAyeT TOBOPUTh B TEeX Ciy4asx, Koraa

BBIJICJICHUE TJIFOKO3bI C MOYOH IMPEBLIIIACT YPOBCHD @HSHOHOFH‘ICCKOI‘/’I 9KCKpPCUINH
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(200 mr/cyT). IIpu moyevyHOM TIIFOKO3YpPHUH CYTOUYHAsI SKCKPEIHUS TIIOKO3bI C MOUOM
00bruHO cocTaBigeT 10-20 T, XOTS U3BECTHBI CIy4Yad TIIIOKO3YpUH, TOCTUTAIOIICH
100r.

Knunuuecxkaa wapmuna. KinHMYeCKHME CUMITOMBI (KpOME TIIFOKO3YPHH)
HAOJIIOJAI0TCSL TJIaBHBIM 00pa3oM B OYEHb TSKEJBIX CIIydasX U OOYCIIOBIIEHBI
3HAYUTENIbHBIMM TOTEPSIMH caxapa. BoJbHBIE HCIBITHIBAIOT €Ia00CTh, YYBCTBO
rojoga. C neduuToM YIiieBOAOB MOXKET OBITh CBs3aHa 3a/iepikka (PU3HMUECKOro
pazButusa pebOeHka. CTOHKMA OCMOTHYECKMH Jauype3 (HOJUYypHsi) CILYKHUT
OPUYMHOM Pa3BUTHS JETHJpaTalMd W runokaiauemuu. Ilpu piauTenbHOM
TOJIOJAHUH OTMEYAIOTCA alleTOHYPUS, TUIIOKATHEMHUS.

Kpurepusamu ouacnocmuky no4eyHON IIIIOKO3ypUU SIBISIFOTCS:

1) moBblleHHAas 3KcKpeuus TOKo3bl (0T 2-5 o 100 r B CyTKHM) mpu

HOPMAJIBHOM COJIEpKaHUU caxapa B KPOBU;

2) HE3aBUCHMOCTb OKCKPELMH TJIIOKO3bl C MOYOM OT TOCTYIUICHHS

YIJEBOAOB; BBIBEICHHUE TJIFOKO3bl OTHOCUTENIBHO MOCTOSTHHO KaK B JIHEBHOE,

TaK 1 B HOYHOE BPEMSI;

3) oTCyTCcTBHME HM3MEHEHHMI YPOBHSI caxapa B KPOBU NPH MNOCTYIUICHUH

YTJIEBOJOB;

4) nneHTudUKaMS caxapa, BBIBOJUMOTO C MOYOM, KaK TTFOKO3bI;

5) HOpMalibHAs caxapHasi KpUBas MOCJE HAarpy3KH IITFOKO30M.

HMubdepennmanpbuyro  IUarHOCTHKY  3a00J€BaHUS  MPOBOASIT  KpoMeE
caxapHoro jguabera, mnpu auddepeHIHATBPHON  JTUAarHOCTUKE  IMMOYEYHOM
IJIIOKO3YpUH HEOOXOAMMO HUMETh B BHUAY MEIUTYpUU JAPYrod MOpUpOnbI, B
YaCTHOCTH MEJUTYPUU NPU OCTPOM KaHAIbLEBOM HEKPO3€, NMPU TOKCHYECKHX
NOPAKEHUAX MOYEK, "CTepOUIHbIN TuadeT" mpu NPUMEHEHUU TITIOKOKOPTUKOUIOB
C JIeueOHOM 11eTbI0, (GPYKTO3YPHIO, IEHTO3YPHIO.

[TonoxxurenpHbIE MPOOBI HA caxap B MOY€ MOTYT OOHapyXHUBaThCS HpU
n00pokayecTBEHHON PpykTO3ypuu. OTCYTCTBUE APYTUX KIMHUYECKUX MPU3HAKOB
B 3THX CJIy4asX MOKET IMPUBECTH K 3aKIIOUYEHHIO O BO3MOYKHOCTH IOYEYHOMN

rimoko3ypun. Heo0xoanma uaeHTuukams yrieBo 0B, BHIBOJUMBIX C MOYOH.
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Crnenyer Takke IMETh B BUJLY CJIOKHBIE CHHIPOMBI, TIPH KOTOPBIX IMOYCHHAS
[JIFOKO3YPHST MPOSIBIISIETCSl KAK YaCTHBIM MPHU3HAK: TIIOKO-aMHHO(pOchaT-quader,
IIIOKO-aMHHO-Ia0eT, rioko-docdar- nuader. JlaHHOE 00CTOATENIBCTBO TPeOyeT
00513aTeIbHOTO UCCIIEOBAHMS BETUUYUHBI SKCKpelunu GocdaTtoB 1 aMUHOKHUCIIOT y
Ka)KI0r0 OOJTLHOTO IMOYEYHON TIIFOKO3YPHUECH.

Jleuenue. MeTOJOB TATOTCHETHYECKON Tepamuu 3TOro 3a00JIeBaHUS HE
cymecTByeT. BakHO o0ecneunTh NPABWIBHOE TMHTAHWE OOJBHOTO, YTOOBI
n30eXaTh TEPErpy3KH YrieBOJaMH WM THIEPTIMKEMHU, KOTOpas CIOCOOCTBYET
BO3pAacTaHUIO MOTEpPh caxapa, MPU Pa3BUTHU THIOTIIMKEMHH MOKET BO3HUKHYTh
HEOOXOJMMOCTh B JOJHUTEIHHOM BBEJICHUH TJIIOKO3bI, a TMPH TUIOKAIUEMUHU
1es1eco00pa3Ho BBEACHUE MPOAYKTOB, COAEpKAIIUX OOJBIINE KOJIWYECTBA KaJUsS
(M310M, MOPKOBB H JIp.).

IIpoenos GaronpusTHBIN.

. C npeumywecmeennvim nopasdicenuem OucCmaibHo20 KaHAlbud (NOYeyHbll

myovaapusitl  auuoo3z 1 muna, HedpocenHull  HecaxapHwulid  duabem,

ncesoo2UnoOaIbO00CMeDOHUIM)

Houeunwvtii myoyaapuii ayuoo3
[loyeunblii TyOyHSIpHBIA alMAO3 — OTO KIMHUYECKUA CHHAPOM,
7a00paTOPHO XapaKTEPUBYIOIIUNCA TOCTOSIHHBIM METa00JIMYECKUM  alliI030M,
HU3KUM YpPOBHEM OMKApOOHATOB B KPOBHM M rUIEpxjopeMuen (a y OOJbIIMHCTBA
OOJIbHBIX U THUIOKAJTUEMHEH), YTO MPOSBISETCS OJBIIIKONW, 00€3BOKHUBAHHEM,
pBOTOI,  OTCYTCTBMEM  amNleTUTa, 3alopaMd,  MBIIIEYHOW  CJIa0OCThBIO,
OCTEOMAJISIMEH, MOJUYypUEH, TTOJMIUIICUEH U PaxXUTONOJAOOHBIMU M3MEHEHUSMHU

KOCTeH, HEpeIKo He(PpOKaTbIIMHO30M U TTHEIOHE(DPUTOM.
[Todeunsrit TyOyISIpHBIN alMa03 PACCMATPUBACTCS U KaK CAMOCTOSITEIbHAs
Ho3o0JIorM4Yeckasi (opma, HacieACTBEHHOE 3a0oJeBaHMEe, Ha3bIBaeMoe OO0JIE3HbBIO
JlaittByna — bartnepa — Onbpaiita (cunapowm JlaittByna — Onbpaiita). [lepssiii

(«kmaccuyeckuit») TUM 00Jie3HH O0O0ycioBiIeH AehEeKTOM aluA0oreHeTHYECKON
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GYHKIMA TUCTATBHBIX TIOYEYHBIX KaHAIBIIEB; BTOPOW THI 3aBUCUT OT AedeKTa
MPOKCUMAbHBIX KaHAJIbIIEB, HE CIIOCOOHBIX peabcopObupoBaTh OMKApOOHATHI MPH
COXPaHHOCTH AIUJOTEHETUYECKON (PYHKIIMU NUCTAIbHBIX KaHableB. [loueuHsblil
TyOyJISIpHBIA anUA03 HACIEAYeTCs IO ayTOCOMHO-PELIECCUBHOMY THUITy, HO HE
HCKITIOYAIOTCSl ayTOCOMHO-IOMUHAHTHOE HACJIeIOBAHUE U CTIOPAUYECKUE CIyYau,
0OyCJIOBJIEHHBIE IEPBUYHBIMU MYTAIUSIMHU.

OcCHOBHBIC PU3HAKY TTOYEUHOTO TYOYyIApHOTO aruo3a [ tuma:

— ayTOCOMHO-JIOMUHAHTHBIN WJIM PEIIECCUBHBIN TUI HACIEIOBAHUS;

— Bcerja HapyuieHa auuaugukainus moud, pH He ObiBaeT Huxe 6,8 (vaie
C POXIEHHUA), MOYCUHBIA MOpOr peadbcopOIMU MOHOB OMKApOOHATOB -
HOpMa (23 MMOIIB/1T), SKCKpenust OukapOOHATOB C MOYOM - HOpMaJIbHAS
(0-2% mpodubTpOBaBIIETOCS KOJHYESCTBA);

— KIMHUYECKUE MPOSIBIICHUS Yy JieTed crapiie 3 JIeT: OTCTaBaHUE B POCTE,
3arophbl, PaXUTONOA00HBIE N3-MEHEHUS KOCTEH, KpU3bl 00E3BOKUBAHUS U
NOJINYPHUH, HEPPOKATBLUMHO3 W YpPOJIHUTHA3, MHEIOHE(QPUT, LIEIOYHAs
peakiys MOYM U TIOCTOSHHBIN neduiut ocHoBaHui B kpoBu. MH, XIIH,
HO IIPY paHHEM MPABUJIbHOM JIEYEHUU MPOTHO3 MOXKET OBITh HETJIOXOMH;

— OCOOEHHOCTH JICUECHHMs: €XKEIHEBHO BHYTpb OukapOoHaTt HaTpus (2-3
MMOJTB/KT), 10% pacTBOpbI HUTpaTa Kajaus u HATpus (2 3 MII/KT B JICHB),
Ipu TUNepkaibluiiypun (Oosee 6 MI/KI B CYTKHM) - TMIOTHA3UA, IPH
OCTEOMAJISIIINY - BUTAMHUH D2.

OcCHOBHBIE NPU3HAKK TTOYEUHOT0 TYOYyJIsipHOTrO aruao3a Il tuna:

— BO3HUKAET CHOPAAUYECKH, OOJICIOT MaJbUYMKH PAHHETO BO3pACTa, Yallle
BTOPUYHBIN;

— anuaudukalus Moud He HapyiieHa, pH ObiBaeT Huxke 6,5, MOYEUHBIN
nopor peabcopOiumu MOHOB OMKapOOHATOB — pe3ko cHmkeH (19-20
MMOJIB/JT), SKCKpEIusi OMKapOOHATOB C MOYOM - PE3KO MOBKIIICHA (OKOJIO
10% npodunbTpoBaBIIEerocs: KOJUYECTBA);

— KIMHUYECKHUE TIPOSBICHUS OTMEUaloTcs y Jetedt B 3- 18 wmecsies:

CHMO)KCHHC aIllI€THUTAa, pPBOTA, l'IOI[’I)éMBI TEMIICPATYpPbl TCJIa HEACHOIO
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reHe3a, OTCTaBaHUE B Pa3BUTUHU; BO3MOXKHBI MOJUIAUICHS, TMOJUYPHS,
paxuTUUYECKHe U3MEHEHHsI KOCTEH, HEPPOKATBbIIMHO3;

— OCOOEHHOCTH JIEYEHUS: €)KEJTHEBHO BHYTpb Oukapbonar B no3e 10
MMOJIB/KT, TIpenapaThl Kajaus, THIOTHA3u ] Ha (OHE KOPPEKIIUU aIliua03a,
LIUTPaTHasl CMECh.

B nenom nns xaunuky TOYEUHOTO TYOYJSIPHOTO alujo3a XapaKTepHO
cienyromiee. [lepBrie mpuszHaku OONE3HH MOSBIAIOTCS Ha MEPBOM IOy >KU3HH:
OTMEUAIOTCSl  CHWKEHUE  alllleTUTa, MOJUYypus, MOJUIUICHUS,  ObIcTpas
yTOMJISIEMOCTh. J[eTH HauyMHAIOT paHO OTCTaBaTh B (u3MdYeckoM pa3BuTuu. Ha
BTOPOM TOAy JKH3HH pa3BUBAIOTCSI JedopManuu cKeneta (BajblyCHBIE
nedopMalui HIDKHUX KOHEUHOCTEH, «UETKN», «OpacieTb, J00HbIe U TEMEHHbIE
Oyrpbl), BBIpaXKEHHAs! MBIILIEYHAsI TUTIOTOHUS.

K 2 romam ¢dopmupyeTcs TMOJHBIM CHUMITOMOKOMIUIEKC TMOYE€YHOTO

6-

TyOymsipHOro aruao3a. MHorna naGmromaetrcss mo3ausis maHudecranus (B S
JICSTHEM BO3pPACTE) B BUJE MPOTPECCUPYIOMHUX AeGopMaliiii HIKHIX KOHEYHOCTEH
U HapylieHHWE TOXOAKU. PeHTreHosornueckrue M3MEHEHHUS KOCTHOW TKaHW He
UMEIOT CHEITUPUIECKUX OCOOCHHOCTEH M HAITOMUHAIOT TAKOBBIC MPU OOJIC3HU ¢
Touu — Jle6bpe — Dankonw.

[loueunomy  TyOymnsipHOMY  alujo3y  CBOMCTBEHHBI  CIIEYIOLIUE
OMOXUMHUYECKHE HapylieHus: Meradomnueckmii amumo3 (pH — 7,35—7,25,
nebunur BE = —10—20 wmmonw/n), runodocharemusi, TrumoKazbliueMus,
MOBBINICHUE AKTUBHOCTH INEJIOYHON (ocdaraspl, HU3KUH YpPOBEHb SKCKPEIHH
TUTPYEMBIX KHCJIOT C MOYOM M MOBBINEHHbIM 10 7,1 pH Mouu, 3HauuTenbHOE
CHI)KCHUE KOHIICHTPAITMOHHOW (DYHKIIMH TTOYEK (OTHOCUTENbHAS TUIOTHOCTh MOYH
1001—1008). B psage ciydaeB HaAONIOAAIOTCS YMEpPEHHbIE NPOTEUHYpUS U
JCUKOUUTYPHSL.

[Ipy pEeHTreHOJIOTHYECKOM W YJIbTPa3BYKOBOM HCCJIEIOBAHUH MOYEBOM
CUCTEMBI TPUMEPHO Yy TIOJOBHHBI OOJBHBIX BBISBISIOT MHOYKECTBCHHBIC
KOHKPEMEHTHI, PACIHOJIOKEHHBIC HE TOJBKO B COOMpATEThHOW cHUCTeMe, HO U B

napeHxuMe rnoyek (Hegpoautuas u HePpoKaIbIIUHO3).
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OCHOBHBIMH KPHUTEPUAMH OUASHOCMUKY TIOYEYHOTO TYOYJISIPHOTO aIuao3a
SBIIFOTCS:
— paHHee Hayajo 3a00JeBaHus;
— 3a7epkKa GU3NIEeCKOe Pa3BUTHS,
— BaJbI'yCHbIE IeQOopMallii HUKHUX KOHEUHOCTEMH;
— BBIPKEHHBIN METa0OIMYECKUI alu03;
— BbICOKMM pH moun;
— TUINEPKAIBLUYPHUS,
— He(pOoKaIbIMHO3.

OCOOEHHOCTBIO JleyeHuss TIOYEYHOro TYOYyJIIpHOTO auuja03a SBISETCS
HAIPaBJICHHOCTh HA KOPPEKIMI0 METabOIMYECKOTO aluj103a, THUMOKAIHUEMHH C
NOMOIIbI0 OMKapOOHaTa HaTpus, MNpEnapaToB Kajlud, LUTPATHBIX CMeECeH,
numMedocdoHa.

[Ipn sBIEHUAX OCTEONOPO3a W OCTEOMAIALMU I[IOKa3aHO HAa3HAYCHHE
npenaparoB BuUTaMuMHa D wiam ero mMeTaboOIuTOB (HAa4YaJIbHBIE CYTOYHBIE O3Bl
BuramuHa D 10 000—20 000 EJI, makcumansubie — 30 000— 60 000 EJI;
CYTOYHBbIE 103bl OKcuaeBHUTa 0,5—2 MKT), IpenapaTroB Kajablus 10 HOPMAJIU3ALNH
€ro ypOBHS B KPOBH.

[Ipu okcanmaTHO-KaNbIIMEBOM He(PpoIUTHA3E PEKOMEHIYIOT OKHUCh MarHus
o 0,2—0,25 r B cyTku Kypcamu o 3—4 HEJ. B TEYEHUE JIUTEIIBHOTO BPEMEHH,
15% pactBop numedocdoHa B CyTouHOM 03¢ 1 M1 Ha 5 Kr Macchl Tena, a Takxke
UCKIIIOUEHHUE W3 palMoHa MPOAYKTOB, OOratbix OKcajaTtaMu (Il1aBesib, LIMUHAT,
TOMATHBIN COK, IIIOKOJIA U Ap.).

JlekapCTBEHHYIO TE€pANUIO MPOBOAAT HA (POHE OOIICYKPEILISIONIETO JICUCHUS
C BKJIFOYEHUEM IIEJTOYHBIX MUHEPAJIbHBIX BOJ, (PPYKTOBBIX COKOB, OIpAaHUYCHUU
OEJIKOB KMBOTHOTO TIPOMCXOK/ICHUS, UCTIOIH30BAHUEM KOMIUIEKCA BUTAMUHOB (A,
E, rpynmer B).

XUpyprudeckoe Je4eHHe PEKOMEHIYIOT TOJBKO JETSIM C BbIPAKCHHBIMHU

KOCTHBIMH I[C(l)OpMaHI/IHMI/I HMXXHHNX KOHG‘-IHOCTGIZ, KOTOPbIC 3aTPyAHAIOT HX
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NEPEABUIKCHUC, TIPU O3TOM HCO6XOI{I/IMa ABYXTOJJUYHasA CTa6I/IJ'II/IBaI_II/I$I KIIMHHUKO-

OMOXUMHYECKHUX ITOKA3ATEIICH.

Iloueunwtii Hecaxapuwlii Ouabem

Iloueunwviti necaxapmolti Ouabem - JIOMUHAHTHOE, CIICIUIGHHOEe C X-
XpOMOCOMOM 3a0oJieBaHMe (T€H KapTUpOBaH-X(q28) C HEYYBCTBUTEIHLHOCTHIO
MOYEYHBIX KaHAJIbIEB K aHTHAHYypeTHYeckoMy ropmony (AJIl', Bazompeccuny), u
BBIICJICHHEM OOJIBIIOr0 KOJIMYECTBA MOUM C HU3KOM OTHOCUTEIBHOU TIOTHOCTHIO,
c mnoiuypuei, runocreHypueit. AJII' yBenuumBaer peabcopOuMIO BOABI B
JIMCTANIbHBIX KaHAJIbI[AX U COOMPATENIbHBIX TPYOOUKaX MOCPEACTBOM MOBBIIICHUS B
HUX CHHTe3a Iukimyeckoro 3,5-AMO®. [lpu I tune ganHoro 3aboneBaHusi B OTBET
Ha BBeAcHUE »JK30reHHoro AJ[IT He TOIBPKO HE NPOUCXOAUT YBEIUYCHUS
OTHOCUTEJIbHOMN ITUIOTHOCTA MOYM, COKPAILICHUS AUYpPE3a, HO U HE YBEIMYUBACTCS
cekpenus ¢ Mouoit 3,5-AM®, toraa kak nipu Il Tume - yBennueHHne 3KCKpEuu ¢
Mouor 3,5-AM® npoucxoauT, a U3MEHEHUN OTHOCUTEIBHON IIJIOTHOCTH MOYHU
HET.

boseroT mpenMyniecTBEHHO MalbYUMKH, XOTS y WX MaTreperl W HaxomsT
CHUKEHHYIO YYBCTBUTEJIBHOCTh K 3Kk30reHHOMY AJIL, T. €. y JKEHIIMH NOHMXEHA
DKCIIPECCUBHOCTH I'€HA.

HacnenactBeHHBIM  MOYEUHBbIM  HecaxapHbld — Auaber, Kak MpaBuUIIo,
MIPOSIBJISIETCST C POXKACHUSI WM B NEPBOE IMOJIYTOAUE XU3HU: MOJIUYPUS, KaxK/Ia,
MOBTOPSIONIMECS TEPHOJIbI 00E3BOKMBAHMS, PBOTHI, CHIDKCHHE Typropa KOXH,
3amopbl, TUNOTpodus, 3aaepkka pocta. MoxeT ObITh H  3aJep)KKa
MICUXOMOTOPHOTO pa3BuTHus. [lpu Tspkenmom 00€3BOKMBAHUM MOTYT Pa3BUTHCS
runeprepmMus («coseBast IMX0paaKa), Cy10poru.

JluarHo3 OCHOBaH Ha MJAaHHBIX POJOCIOBHON (OOJCIOT MYXYHHBI I10
MaTEpUHCKOW JMHUM), aHaMHE3a, KIMHUKA ¢ XapaKTePHBIX JIa0OpaTOPHBIX
JIAHHBIX (OTHOCHUTEJbHASI IJIOTHOCTh MOUM oOdYeHb Hu3kas, 1,001-1,003). Tunuuyno

OTCYTCTBHUC M3MCHCHUA OTHOCHUTEJIBbHOM IUIOTHOCTH MOYM IIOCJIE BHYTPUBCHHOI'O
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BBenenus Bazompeccuna (0,005 EJI/xr) B cepemune 2-yacoBod Harpy3ku u 5%
pPacTBOPOM TITFOKO3HI (275 Mi/M2/9ac) BHYTPUBEHHO.

JuddepenunanbHblii AMarHo3 OCHOBAH HAa TOM, YTO MPHU TUNOPU3APHOM U
IpYrux BHUAAX HecaxapHOro auabeTa YyBCTBUTEIBHOCTh KaHaiblieB K AJID
COXpaHseTCH.

JleyeHue BKIItOUAET OTpaHUYEHUE B JUeTe oBapeHHoU cou 110 30-35 mr Ha
K Macchl Tena B cyTkd (Na 2-2,5 MMOJIB/KI/CYTKH) M YBETHYEHHE KOJIUYECTBA
)uakocTH (1o 6-10 1/M° moBepxXHOCTH Tena B cyTKH). [10N0KHTEIBHEI d(deKT
MOXET OKa3aTh MPUEM THHOTHa3ua (2 MI/KI/CYTKH) WU STaKPUHOBON KHUCIOTHI
(4 wr/kr/cytku), wungomerauuHa (3 wMr/kr/cytku). Ilpu TakoMm JedeHUU
HEOOXOJMMO JIOTIOJIHUTENILHO JaBaThb BHYTPh 2-3 MMOJIB/KI/CYTKH Kalaus u

KOHTPOJIMPOBATh YPOBEHB KAJIUSI B KPOBH.

Hacneocmeennas ocmeooucmpogua Onopaitma
(nceedozcunonapamupeo3s)

HacnenctBennass ocreoauctpodus OnOpaiita (IICEBIOTHIIONAPATUPEO3) —
3TO 3a00JIeBaHKE, 00YCIOBICHHOE HEJOCTATOYHON YyBCTBUTEIbHOCTHIO TOUEYHBIX
KAHAJIBLIEB K NAapaTrTOPMOHY M HAcJIEyeMOE IO JOMHHAHTHOMY, CLEIIEHHOMY C
X-XpOMOCOMOM THUITY.

B HacTosiiee Bpemsi BBIIETSAIOT MO KpaliHel mepe 4 KIuHuYecKue (popMbl
matonoruu: Tunel 1A, 1B, 1C u 2. 3HaHMe HX KIMHUKO-OMOXHMHYCCKHUX
OCOOEHHOCTEM M JaHHBIX TEHETHYECKUX HCCIAEHOBAHUM IO3BOJIAET IMPOBECTH
mudepeHnnanbHyo JUarHoCTUKY B paMKax caMOil HO30JI0THYECKON (DOPMBI.

['en ncepmorumnonapatupeo3a TUn 1A JIOKaJM30BaH Ha JJMHHOM IUIEYE
xpoMocombl 20q13.2. Pa3Butue 3aboneBaHus CBsI3aHO C JeDUIMTOM T'yaHWUH-
HYKJICOTHU ICBsI3bIBatoMIero Oenka (Gs-0emok).

Knunuka. 3aboneBanne nuarHocTupyeTcs daiie B Bospacte 5-10 mer. YV
OOJBHBIX HAOJIOIAOTCS HU3KUM POCT, KOPOTKAs 1Iesi, KPYIJIoe JIUIO0, YKOPOUEHHUE
MeTaKaprajbHbIX M METAaTap3aJIbHbIX KocTed (4yamie ykopouenue IV u pexe II

najbleB) - TaK Ha3bIBaeMblil OpaxumeTadananruzM. OTMeyaroTcs KaabluduKams
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MSATKHX TKaHEW, TMOJKOKHBIC KAIBIIM(PUKATH, KOTOPHIE MOTYT BBISBISITBCS YXKE
OpU POXKACHUU; HEPEAKO HaON0NAaeTCs OJHOBPEMEHHOE BOBIICUCHHE IPYTUX
OSHAOKPUHHBIX  KeJie3:  IIUTOBUAHOW  ’kene3bl  (TMHNOQYHKIUS),  TOHAJ,
MO/KETTyIOYHON JKele3bl (caxapHbld nuadeT). BeaeacTBue THMOKaTBITUEMUU
HEPEJIKO Pa3BUBAIOTCS KaTapakTa U AePeKT sMaiu 3y0oB.

Co CTOpOHBI HEpPBHOH CHCTEMBbI 4YacTO HaOIIOJAIOTCA IOJKOPKOBBIE
HapyIIeHUs: XOpeu(dOpMHBIC THUIEPKUHE3bl, aTeT03, JUIEBOM TEeMHCIIa3M,
NAapKUHCOHU3M U JAp. MHOTIa MO3XKEUKOBBIC SIBJICHHS: aTakChs, HapylICHUE
koopauHanuu. Ho Hanbomnee xapakTepHbl TETAHUYECKHUE CYTOPOTH.

YMCTBEHHas] OTCTaJOCTh, 4Yallle YMEPEHHOW CTEMEeHW BBIPAKEHHOCTH,
BbIsIBIIsIeTCA npuMepHO Y 20% OonbHBIX. [Icuxuueckue mporecchl 3aMejIeHBbl,
OTMEYaeTCs MOTOPHAsI HEJIIOBKOCTh. MOTYT OTMEYaThCsl HEBPOTHUECKUE PEAKITUH:
CTpaxu, TpeBora, 0eCIoKONCTBO, TIOXO0W COH.

[Ipy OHMOXUMHMYECKOM UCCJIEIOBAHUM BBISBISIOTCS THUIOKAIBIIUEMUS,
runepdocharemusi, yBenmudeHUE YpPOBHS TapaTHPEOUIHOTO TOPMOHA B KPOBH,
runodocharypusi, cHmwkenue ypoBHs Gs-Oenka. I[lpu peHTreHOIOTHMYECKOM
WCCJICTIOBAHUH KOCTHOW CUCTEMbI OOHAPYKHUBAIOTCS YKOPOUCHUE METaKapIaTbHBIX
U MeTaTap3aJbHBIX KOCTEH, TeHepalii30BaHHAs JAEMHUHEPATU3AIMs, YTOJIICHUE
KOCTEHM CBOJIA Yepena.

Tun 1B - oOycioBieH JAeUUIUMTOM TKAaHEBBIX PELENTOPOB K
NapaTUPEOUHOMY TOPMOHY B  OpTraHax-MHUIIEHSX W OTpaHUYCHHOU
PE3UCTEHTHOCTHIO K TaparropMony. KnmHuYeckas kapThHa CXOJHA C KIWHUKOW
tina 1A, HO OTCYTCTBYET NOpaKEHWE JPYTUX OJHIAOKPUHHBIX JKEIe3, pexe
BCcTpedaeTcs: octeonuctpodusi. Y OOIBHBIX OTCYTCTBYET PEAKIUs Ha SK30TCHHOE
BBCJIICHHC [MApaTHPCOMIHOTO TOPMOHA B BHUAC YBCIMYCHUS OSKCKPEIUU
IIUKJIMYECKOTO ajfieHo3uHMOHOJochaTa ¢ Mouoi. YpoBeHb (s-Oenka B KpOBU
HOpPMAJICH.

Tun 1C - HEKOTOpPBIE aBTOPBI OTOXKIECTBIISIOT ero C
niceBronceBaorunonaparupeo3om (Beiaenen F Albright B 1952 r1.). Dtor THN

3a00JIeBaHUsl ~ XapaKTepu3yeTcs  CBOMCTBEHHOW  IICEBJOTUIIONAPATHPEO3Y
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KIIMHAYECKOW KapTUHON OCTEOaUCTpO(dHH, OJHAKO YPOBEHb Kanbius, dhocdopa B
KpOBM W MOYE OCTaeTcsi Ha ypoBHe HOpMBL. CojaepxkaHue MapaTUPEOUTHOTO
ropmoHa u (Gs-Oenka Takke OCTaeTcsl B Ipejenax HOpPMalbHBIX 3HaueHuid. B
paboTax MOCIEeTHUX JIeT y psAaa OOJBHBIX ompejensnach aenerus de novo B
xpomocome 2q37.

Tun 2 - KIMHUYECKH CXOJIeH ¢ apyrumu tunamu. [Ipu 3Tom coxpansercs
HOpMaJIbHAS PEaKIns MOYCK Ha IK30T€HHOE BBEICHHE MapaTUPEONTHOTO TOPMOHA
B BUJIC YBEIUYECHUS SKCKPEIUU IHUKIMYECKOTO aJleHO3uHMOHO(pochaTa ¢ MOYOI.
Bricka3pIBaeTCss MHEHHE, YTO THI 2 MOXKET OBITh CBSI3aH C ACPUIIMTOM BUTAMUHA
D.

[Ipu maGopaTopHOM  HCCIIEJOBAHWU  BBISIBIEHO PE3KOE CHUKEHUE
coapepkanust  obmero (1,41 wmmonw/n, Hopma 2,26-2,65 MMmoab/1) U
nonuzupoanHoro (0,5 mmonw/n, Hopma 0,85-1,15 Mmosb/n) Kamblus B KPOBH,
BBICOKUH YpOBEHb Heopranuieckoro ¢ocdopa kposu (1,6 mmosns/i, Hopma 0,7-1,3
MMmoJib/T). [lokazarenu akTMBHOCTH IIeNouHOM ¢ocdarazbl KpOBU B Ipeienax
HopMbl. [loueunas sxckpenust pocdaroB cumwxkena (11,5 Mmmomns/n, Hopma 19-32
MMOJTB/JT). YPOBEHB MapaTUPEOUTHOTO TOPMOHA B KPOBU ObUT YMEPEHHO TIOBBIIIIECH
(87 ir/mu1, Hopma 7-76 ir/mun).

Takum o00pa3oM, Ha OCHOBAaHHHM COBOKYMHOCTH (DEHOTHUITUYECKUX
MIPU3HAKOB: HU3KWUU POCT, OpaxuIaKTUIIHs, KPYTJoe JIUIO, OTCTaBaHWE HEPBHO-
NICUXUYECKOTO  Pa3BUTHUS,  KaJbIMHO3  MSTKUX  TKaHEH,  BbIpa)KEHHas
runokanbiemusi, runepocdaremusi, runodocdarypusi, MOBHIIICHHBIA YPOBEHb
apaTUPEOUTHOTO TOPMOHA KPOBH, - MOXKHO OBUIO TIPEIIOJIOXKHUTh, UYTO Y
HaOJII0/1aBIICHCs HaMK O00JILHOM OBLI IICEeBAOTHITONapaTupeo3 1A Tura.

CXO0ICTBO psiia KIMHUYSCKUX M OHMOXMMHYECKHX TPH3HAKOB, KOTOPBIE
UMEJIUCh y OONBHOM, 00yCIIOBHIIO HEO0OXO0IUMOCTh MIPOBEICHUS
nudepeHnnanbsHON TMarHOCTHKY € PSIIOM MATOJIOTHYECKUX COCTOSTHHM.

['mmomapatupeo3, ¢  KOTOPBIM  TIPEXKIE  BCEro  IMPOBOJWIIACH
muddepeHranbHas JUarHOCTHKA, ObUT HMCKIIOYEH B CBA3M C HOPMaJbHBIM

YPOBHEM MAapaTUPEOUTHOTO TOPMOHA B KPOBH.
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['unoTrpeo3 Taxke XxapakTepu3yercss HU3KUM POCTOM, M30BITOUYHONM Maccon
TEa, B PSAAE CIy4aeB YMCTBEHHOM OTCTAJIOCTHIO, OJIHAKO HOPMAJIBHBIM YPOBEHB
TUPEOUHBIX TOPMOHOB y Halleil 00JIbHOM MMO3BOJIMII OTBEPIHYTh 3Ty MAaTOJOTHIO.

Jleuenue HaPaBIEHO HA YCTPAHECHHUE TMIIOKAIBIIMEMHUH U CBSA3AHHBIX C HEU
TETAaHUYECKUX sIBICHUU (Oonbline 103bl BUTaMMHA JI, mpemapaTsl Kaibius). [lo
HOCJIEIHETO BPEMEHU B JICUEHHUU OOJBHBIX HCIOJIb30BAINCH BBICOKHE J03bI
ButamuHa D (50-100 000 ME/cyT) ¢ mocTeneHHbIM WX CHUXEHHEM, Mperaparhbl
KaJbus, HOOTpoIbl. OTedyecTBEHHbI MeTaboiauT BUTaMuHa D - okcuaeBuT (B
CYTOYHOM J103¢ OT 1 110 2 MKI) C TMOJOXKUTEIbHBIM 3(PQPEKTOM B BHUIEC
3HAYUTENBHOTO YBEJIMUEHHUS MTOKA3aTeNeld KaJblUHs B KPOBU. TaxXWCTHH, KOTOPBIN
CHOCOOCTBYET YBEJIMYEHHUIO BCAChIBAHMSA KajblMsl B KHUIIEYHHUKE, - B CYTOYHOM
noze 0,5-1,5 wmr/cyr. IlIpotuBocymopokHasi Tepamusi UCIOJIb3YETCs  Kak
JOTIOJIHUTENIBHOE JICUCHHUE.

Ilpocnos 1 KA3HU  ONPENEISAETCS BBIPAXKEHHOCTBIO  CYJOPOXKHOTO
CUHIpOMA.

Ha ymcTBeHHOE pa3BUTHE JieUeHHE B OOJBIIMHCTBE CIy4aeB HE OKa3bIBaeT
3aMETHOTO JIEVCTBHUSA, HO HAPSAAY C YMEHBIIEHUEM CYIOPOKHOIO CUHIPOMA MOYKET
MHOT/Ia Ha0JII01aThCsl PErPecc HEBPOJIOTUYECKUX CUMIITOMOB.

[Ipy MEIHMKO-T€HETUYECKOM KOHCYJIBTUPOBAHUM CIEAYET HUCXOOUTh W3
ayTOCOMHO-JOMUHAHTHOTO THWIIa HacjieaoBaHus © Bbicokoro (50%) pucka
NOBTOpPEHMsI 3a00JIEBaHMSI B CEMbE IpPH YyHacienoBaHHBIX (opmax. C wLenbro
UIACHTU(UKALIMK ~ XapakTepa TUIA HaclleJOBaHUs HEOOXOIUMO MPOBOAUTH
TUIATENbHOE O0OCIEOBAaHUE POAMUTENCH, TaK KaK CHUHAPOM MOXET MPOSIBIATHCA

MHWHHMMAJIBHBIMH KIIMHUYCCKUMH CUMIITOMAaMH.
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C HapyuteHuem pea6cop6uuu HaAmpusd 6 SnumejauaibHoM HAmMpuesom Karndaie

KODmMKaJZbHOMv yacmu CO6MDClm€JZbelX mpy601<

bapmepa cunopom

bapmepa CUHOPOM - ayTOCOMHO-PELECCUBHOE 3a00JIeBaHueE,
XapaKTEepU3yIoIlleecs TUINOKAINEMUEH, TUIMOXJIOPEMUYECKUM META00INYECKUM
QJIKaJI030M, YpPE3BbIYAMHO BBHICOKMMH BEJIIMYMHAMU B KPOBH  YPOBHEM
alIbJJOCTEPOHa U pEeHUHa (IIPU HOPMAIbHOM apTEPUAIBHOM JaBJICHUN),
MTOBBIIEHHOM DKCKPELMEN ¢ MOYOH XJIOPUAOB, Kajvs, MpocTariiananaa Ey.

B ocHOBe NeXUT NepBUYHAS TUIEPIPOAYKIIHS MOYEYHBIX IPOCTATJIaHINHOB,
KOTOpBIE CTUMYJIMPYIOT 00pa3oBaHue peHUHa U aHruoreHzuHa-1l. Uro mpuBoaut
BTOPHUYHOMY THIIEPAIbJACCTOPOHU3MY M THUIEPIUIA3UUA FOKCTarJIOMEPYJISPHOTO
anmapata. OnHako apTepualbHOE JABJIIEHWE MIPU JIaHHOM 3a00JIeBaHUU
HOPMAJIbHOE WJIM JAKE IOHMKEHHOE, TIOCKOJIBKY MOBBIIIEHHBIM CUHTE3 B MOYKAX
KAJUTMKPEWHA, a B KPOBU — OpaJMKMHUHA MPUBOJUT K PACIIMPEHUIO COCYAOB. DTO
NPENSATCTBYET PA3BUTHIO TMIIEPTOHHUH, IPUCYIIEH BTOPUYHOMY aJIbJOCTEPOHU3MY.
N30bITOuHAs MOTEpsl Kadusl MPU STOM CHHAPOME CBs3aHa C HM3MEHEHUSMH B
BOCXO/ISIILIEH YaCTH MOYEUHBbIX KaHAJbIEB U MEPBUYHBIM J1€(DEKTOM B TPaHCIIOPTE
XJIOPHUJIOB.

[Ipy Ouwoncum TMOYEK HAXOASAT THUIEPIUIA3UI0 FOKCTArJIOMEPYJIIPHOTO
anmapara.

Knunuuecku oTmeuaeTcs C paHHEro JAETCTBa IUJIOXOM amleTUuT, PBOTHI,
IJI0XME MPUOABKU MAacCChl Tejla, pOCTa, MbIIIEUHAs CJIa00CTh, 3alOpPbl, MOIUYPUS,
CyIOpOrd (TOHHYECKHE), B NAJIBHEWIIEM - 3aJ€pKKa YMCTBEHHOI'O pa3BUTHS,
JIabopaTOpHO BBISBISETCS TUIIOKAIUEMHUS.

Jleuenue - Ha3HauYe€HUE WHTHOUTOPOB TMPOCTATIAHIUH - CHHTETa3bl
(vamomeranuH, uoOympodeH) mo 1 mr/kr 3 pasa B J€Hb BHYTPh BMECTE C
npenaparaMi  Kajdus W KauuidcOeperamomuMmu JAUypeTUKaMHu  (aMUJIOPHU],

aJIbJJAKTOH) U IpenaparamMu Maraus. [Iporno3 - HeOGmaronpusTHHIN.
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TYBYJ/IOIIATHH BTOPHYHBIE (npu HACcIeICTBEHHON MaTOJOTHH OOMEHa

BEIICCTB)
JN3METABOJIMYECKHWE HE®POITATUN

Juzmemabonuueckue negpponamuu — 3TO Tpylia 3a00JEBaHUNA TMOYEK C
pa3IMYHON STHOJOTHEH W MATOTeHE30M, OOBETUHEHHBIX TEM, YTO PA3BUTHE UX
CBSI3AHHO C HapylieHueM oOmeHa. Jluzmerabonunueckrue He(pOMaTUH BKIIOYAIOT
3a0oyieBaHusl, OOYCJIOBIIEHHBIE HapyIIEHHMEM BOJHO-COJIEBOro, (ocdopHo-
KaJIBIIUEBOTO, YTJIEBOJHOTO M JAPYrux BHUJIOB oOMeHa. JItoObie 3abosieBaHuUs
CBSI3aHHBIC C Pa3IMYHBIMH HapYHICHUSIMH OOMEHa, KOTOpble NPUBOIAT K
U3MEHEHUIO0 (PYHKIIMOHAIBHOIO COCTOSIHUSI MOYEK WM CTPYKTYpPHBIM C/IBHraM Ha
YPOBHE pa3IMYHBIX JJIEMEHTOB HEPpOHa OTHOCATCA K AU3METab0IMYeCKUM
HedponatusM. [1o03TOMy OHH MOTYT HOCUTh TPaH3UTOPHBIA XapakTep, HaIpUMep,
OpU OTPaBJICHUSX ,HAPYUICHUSX TE€MOAMHAMUKH, 3a00JIEBAHUU HKETYJOYHO-
KUIIEYHOTO TpakTa. JIroObie au3mMerabonmueckue HeppomaTuu HE3aBUCUMO OT
OPUYUHBl XapaKTEpU3YIOTCd MOYEBbIM CHHAPOMOM B BHJI€ KpPUCTALTypHUH.
[lepcuctupyias KpUCTaLTypuss MOKET MPUBOAUTHh K OTJIO)KEHHUIO KPUCTAJIOB B
TKaHU TIOYKH, & TaKK€ K UX «CIUIMAHUIO» APYT C APYrOM, YTO CIIY’KUT OCHOBOM
(dbopMUpOBaHUS KaMHSI U Pa3BUTHUIO MOYEKaMEHHOW Ooyie3Hu. PaHHss quarHoctuka
¥ KOPPEKIIUs HApyIICHUs 0OMEHa SBIISIETCS] BAYKHBIM YCJIOBHEM MPEAOTBPAIICHUEM

Pa3BUTHS MOUYEKAMEHHOU OOJIE3HHU.

Okcanamuovle Hedhponamuu unu Hehponamuu c okcanypuei

Oxcanamuvle Heghponamuu unu Heghponamuu ¢ oxcanypueti - TeTeporeHHas
rpynmna MaToJIOTHYECKUX COCTOSIHUN, OOBEIUHSIONIMM KOTOpbIE SIBIIAETCA
HaJIMYUE TUIEPOKCAIYPUH W/ MM  OKCANIaTHO-KaJbIIMEBOW  KPUCTAJLTypHUU.
Hedpomnatuu ¢ okcanmypueil n/uian okcalaTHO-KaJlIblIMEBON KPUCTAILTypUEH MOTYT

OBITH pa3/ieleHbl HAa TPU TPYIIIBI TATOJOTUYECKUX COCTOSHUIA:
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1. Penkue, MOHOT€HHO HAaClEIyeMble THIEPOKCATYPUH, HOCSIIME OOBIYHO

Ha3BaHUE NEPBUYHON THUIIEpOKCaTypuu. Bkirodaer 1Ba BuAa T'€HETHUYECKH
OOYCJIOBJICHHBIX  HapylIEHUs  MeTaboJIuM3Ma  TJIMOKCHIIOBOM  KHUCJIOTHI.
Knunndecku xapakTepusyeTcsl IpOrpecCUpyIONINM HapylieHneM Metabonnsma
TJIMOKCUIJIOBOM KHUCJIOTHI C pa3BUTHEM HEPpOIUTHA3a U HePpOKaIbIIMHO3A C
ucxoaom B XIIH. Ilpu Oosnee yacto BcTpeyaromiemMcsi BapuaHTE IMEPBUYHOM
TUMEPOKCATYpPUH HapylIeHHEe MEeTa0O0Iu3Ma IITHOKCHIIOBON KUCIIOTHI CBSI3aHO C
HEJIOCTAaTOYHOCTBIO TEPOKCUCOMANIBHOIO (epMeHTa - aJlaHWH-TJIMOKCHIIAT-
amuHOTpaHc(depasbl. B Hacrosimiee BpeMs M3BECTEH T'€H, MyTalMs KOTOPOIO
IPUBOJUT K 3TOMY TSDKEJIOMY 3a00sieBaHMI0. Tak Kak MPOAYKT reHa - (hepMeHT,
JIOKAIU3yeTCs, NPEXKIE BCEro, B IEYEHH, TO, HECMOTPS HA KIMHUYECKHU
BBIPOKEHHOE MOPAXKEHUE MOYEK C PAa3BUTHUEM HEPPOKAIBLMHO3A U MOYECYHOU
HEJOCTAaTOYHOCTBIO B HACTOAIIEE BpEMs OCHOBHBIM BHJIOM DPaJMKaJIbHOU
Tepanmuu Yy TakuX OOJbHBIX  CUMTAETCS  TPAHCIUIAHTALUA  TCYCHHU.
Tpancrmantanus ke nodek npu paszsutum XIIH He pemaer momHOCTBIO
npoOemMbl peaduiuTalui TaKuX OOJBHBIX, MOSTOMY CTaBUTCA BOMNPOC, B
Cllyyae YK€ Pa3BHUBIICHCS MOYEUHOW HEJOCTATOUYHOCTU, 00 OJHOBPEMEHHOMU
TPAHCIUIAHTALIMM TMEYeHU W Mouykh. HaclencTBeHHas rumnepokcamypus 2-ro
TUIIA BCTPEYAETCS 3HAYUTENIBHO PEXeE, YeM 1-ro, U CBsi3aHa C TE€HETHYECKUM
osmoxkoM (depMenTa Jl-rmuuepaTaeruaporeHasbl WM JIaKTaTAETUAPOTreHasbl,
KOTOpbIE 00€CTIeUnBaIOT NIEPEX0/] TIIMOKCcHUiIaTa B riaukonar. Kinuandecku 1-i u
2-ii TUNBI TEPBUYHON TUIIEPOKCATYPUU HEPA3NUYUMBI. J[MarHo3 mepBUYHOU
TUIIEPOKCATypUM  yCTAaHABIIMBAETCA HA OCHOBAaHUM PE3KO MOBBIIIEHHON
sKcKperuu ¢ Mouoit okcanatos: 100-400 mr, 1110 - 4440 mxmons/cyT. CTONB
BBICOKAsl OKCAJIypHsl HE BCTPEYAeTCs] HU MPU OJIHOM W3 BapUaHTOB HedpomnaTHii
C OKCAypHUsIMU MHOrO TreHe3a. [lpu 1-m Tumne nepBUYHON THMIIEPOKCATYpPUU C
MOYOW BBINEISCTCA 3HAYUTEIBHOE KOJMYECTBO TimKoyiata - 0 100 mr/cyr.
(Hopma 15-16 mr/cyt.). Ilpu 2-m Ture 3a00JieBaHUS C MOYOU IKCKPETUPYETCS

TJIMOKCHJIAT, 4€Tro HE Ha6J'IIOI[aeTC$I Y 3A0POBLIX JIMII.
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2. Hedppomatuss Cc yMepeHHBIM TMOBBILIEHHEM OHOCHHTE3a U OKCKpeuuen
OKCaJlaTOB, TMPOSIBJISIIONIASICS — OKCaJlaTHO-KalblMeBOM w/mimm  docdaTHo-
KaJIbLIUEBOU KPUCTAILTYPUEH M CHUKEHUEM CTAOUIIM3UPYIONINX CBOMCTB MOYH.
B orteuecTBeHHOW sMTepaType HaHHas HedpomaTtus dYamie HMEHYeTCs
nu3MeTabonrueckoil HedporaTuei ¢ OKcaaaTHO- KalblMEeBON KPUCTAILTYpUEH.
bosnee moapoOHO maHHBIM BHUJ OKcalaTHOW Hedpomatuu OyneT paccMOTpeH
Janee.

3. IlosiBeHHue oOKcamypuM W/WIA OKCAJATHO-KaJbIIMEBOM KPUCTAJUIYPUH TIpU
HaJIMYUU TSHKEJIOT0 CaMOCTOATENBHOTO MATOJIOTMYECKOro Mpolecca B MOYKax:
rioMmepyioHedpurta,  TyOyJIOMHTEPCTUIMAIBHOTO  HeppuTa,  MOUYECUHOU
nucria3uM, cusHiapoma Agsbrnopra, XIIH. B 3Tux cioydasix BTOPUYHO
NOSIBJISIONIAACS OKCAIypUsi WM OKCajlaTHas KPHUCTALTypus, Kak IMPaBHIIO,
SBIIIIOTCA CJEICTBUEM BTOPUYHOIO MEMOpAHOMATOJIOIMUYECKOTo Mpoliecca B
MOYKAX, 3aBUCAIIETO OT OCHOBHOTO [TOYE€YHOTO 3a00JIEBAHUS.

HuddepenurpoBanue MEPBUYHON MOHOT'€HHO HaclIeayeMon

TUIEPOKCATypUM  OT  JPYTMX  BAapUAHTOB  OKCAJIATHOM  HedpolaTtuu

OCYULIECTBJISIETCS TPEXJIE€ BCEro Ha OCHOBAHMM YPOBHS OKCajaTOB B MOUeE,

KOTOpbIE pa3InyaroTCs PaKTUYECKU Ha HOPSIIOK. [Tomorarot

mudPepeHIUPOBAHUIO HATWYUE BBIPAXKEHHOTO HE(QPOKAIBbIIMHO3a M JIUTHA3a,

XITH.

Jusmetabonuueckas HedpomaThsi ¢ OKCAIaATHO-KaJbIMEBON KPUCTALTypHEH

KaK CaMOCTOSITEJIbHOE 3a00JIeBaHME XApaAKTEPU3yeTCs MHUHUMAJIbHBIM MOYEBBIM

CUHAPOMOM B BHJI€ TeMaTypud, MPOTCHUHYPUH W/ WM abakTepUalbHON

aeiikonuTypud. Bo3MoOXXeH penuauBUpYOMMA  aOJOMUHAIBHBIA  CHHIIPOM.

TunuyHa aprepuanbHas TUIOTOHUS, JPYrMe TMPU3HAKA BEre€TOCOCYAUCTOM

JMCTOHUHU, KIMHUYECKHE MNPHU3HAKU AJUIEPTUYECKUX WM TCEBI0AIEPTUYECKUX

CUMIITOMOB. THUNHWYHO HAJMYME€ MHOXECTBEHHBIX arperupoBaHHBIX KpPHUCTAJLIOB

OKcajaTa KaJblMs TPU CHUKEHUU AaHTHUKPUCTAIIIOO0pa3yronieil crnocoOHOCTH

MOYHM, IOBBIIIEHUE 3KCKPELUUMU C MOYOM JMIHUAOB, 3TAHOJAMHHA, IEPEKHCEM.

AHanoruyHas KJIWHUYECKas KapTHHA4, KaK IIpaBHJIO, HMCCTCA Y OJHOI'O0 HWJIN
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HECKOJBKHX YJICHOB CeMbH. TpaHcopManus YucTO TyOyJSIPHOTO mMpoIecca B
BOCHAJIUTENIbHBIA TyOyJIOMHTEPCTUIIMAIBHBIA OCHOBAH HAa TOM, YTO KPHUCTAJLIBI
aKTUBU3UPYIOT CHUCTEMY KOMIUIEMEHTAa MO aJbT€PHATUBHOMY IIYyTH, YTO
CHOCOOCTBYET TaKke BBICBOOOKIACHHIO MHTEPICHKUHOB M (pakTopa Xaremasa.
Co3zpatorcs YCIIOBUS ISt pa3BUTHS 1160
a0aKTepUaIbHOTOTYOYIOMHTEPCTUIIMATIbHOTO HedpuTa, aub0o nuenonedpputa. B
HEIHJAEMUYHBIX PAallOHAX Yy B3POCIIBIX POJACTBEHHUKOB BBISBIIIETCA MOYEKAMEHHAas
00JIe3Hb, B 9HJIEMUYHBIX palloHaX MOYEKaMeHHasi 00J1€3Hb Pa3BUBAETCS HEPEAKO B
MOJIPOCTKOBOM M J1axke 00Jiee IOHOM BO3pacTe.

[Ipu mr000M BapuaHTe OKCaJlaTHOM HePPOMaTUU OCHOBA mepanuu -
UCIOJIb30BaHUE MEMOPaHOCTAOMIM3UPYIOUINX CPEACTB, AHTUOKCUAAHTOB U JIUETHI
C MUHUMAJIbHBIM COAEPKaHUEM IIABEJIEBON KUCIIOTHI.

AHTHOKCaypuueckas JauMeTa BKJIIOYAeT KapTodenb, KalycTy U JApyrue
OBOLIM, UCKJIIOYAET IKCTPAKTUBHBIE OYJIbOHBI, KOHCEPBBI, 111aBEJIb, KPEIKUHN Yaii,
kakao. Pexomenayrorcst Oenblii x1€0, CBUHOE Calo, PACTUTEIbHOE U CIMBOYHOE
Macjo, cMeTaHa. MsIcO B OTBapHOM BHJIE€ PEKOMEHIYETCS B INEPBYIO IOJIOBUHY
IHs. BBOIUTCSA BBICOKOXKUAKOCTHBIA PEXKUM C TPUEMOM KUJIKOCTU U BEUEPOM IS
YMEHbILIEHUSI KPUCTAIIIO00pa30BaHus. AHTHOKCATypUUYECKas TUeTa UMEET APYroe
Ha3BaHue:  KaprodenbHo-KamycTHas. Kaprodenb  comepXutr  ymepeHHOe
KOJIMYECTBO OKCAJIaTOB, KoTOopble He BcachiBaroTcs u3 JKKT, Tak kak
3HAYUTENIbHOE KOJMYECTBO KallbLiMs, MMEIOIErocs B KapTodene, ynepKuBaeTr
OKcajaTbl B HEPACTBOPEHHOM COCTOSIHUM M CLIOCOOCTBYIOT ITOJIHOMY BBIBEJEHUIO C
kasioM. HazHauaeTcs Ha 2-3 HEenu ¢ TaKuM ke UHTEPBAJIOM, BO BPEMSI KOTOPOIO
pebenok nosyuaet croi Ne 5 o [leB3Hepy.

Jlns mpegoTBpaieHus 00pa3oBaHUs OKCAJaTOB MCIOJIb3YIOTCS COJIM Kallus,
marausi, ButaMunbl A, E, B6. [Tupunokcun B mo3e 60-120 MI/CyTKH UCTIONIB3yETCS
B TEYEHHWE MHOTMX MECSALUEB KypcamMu 1O 2-4 HeOenu C aHaJOTMYHBIMH
uHTepBaiamu. s mpemynpexaeHuss oOpa3oBaHUsS M PAaCTBOPEHUSI OKCAJTATHBIX
KaMHEW HCHOJb3yeTcs KOMOMHMPOBAHHBIN Mpemnapar - Marypaut. Ero neiictBue

paccuuTaHo Ha caBur pH Mouum B CTOpPOHY IIENOYHOM peakuuu (TIABHBIM
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oOpa3oM, TOJI BIUSHUEM IIMUTPATHBIX HOHOB), a TaKKe Ha TOPMOXKEHHUE
oOpa3oBaHUsI U PacTBOpEHHE (IO BIUSHUEM MarHusl W MHUPUIOKCHHA) KaMHEH,
COCTOSAIMX M3 OKcadara Kaiblus. JledeHue JOMKHO OBITh  YIOPHBIM.
OnHOBpeMEHHO C  OOJBHBIM  peOCHKOM JueTa W  BUTAMHHOTEpAIus
PEKOMEHJIYIOTCSI BCEM CeMbe Kak JIe4eOHO-TTPOPHUIIAKTHYECKOE MEPOTIPUSITHE.

[Ipy MOBTOPHOM MCHOJB30BAaHUM MEMOPAHOTPOMHBIX CPEACTB HAPALY C
JTUETOM W KOMIUIEKCOM aHTHOKCHUIAHTOB HAONIOAACTCS YIIYYIICHHE OCHOBHBIX
KIMHAYECKUX M Ja0OpaTOpHBIX MpU3HAKOB 3a0osieBanus. [lpu HacioeHuun
MUKPOOHO-BOCHIAJIUTEIILHOTO Tpoliecca - JieueHne UHPEKITUU MOYEBON CUCTEMBI.

[Ipy mepBUYHOI TUNEPOKCATYPUH IOSBICHUE MOYEKAMEHHOU O0JIe3HU U
XIIH - moka3zaHue K MOYEYHO TpaHcIUlaHTauuu. OJHAKo B CBA3U C TEM, UTO
dbepMeHTBI, 00YCIOBIMBAIOIINE Pa3BUTHE 3a00JIeBaHUs, JTOKAIU3YIOTCS B MIEYCHH,
M30JIMPOBAaHHAs MMOYEYHAsl TPAHCIUIAHTAIUS IAET JIUIIb BPEMEHHBIN KIMHUYECKUI
abdext. B HacTosiee Bpemsi TaKuM OOJBHBIM OJTHOBPEMEHHO IEPECaKUBAIOT

IICUYCHb M ITOYKY.

Jlucmemadonuyeckan negpponamus ¢ OKCaiamuo-Kaabyuegou
Kpucmanaypueu

Jucmemabonuueckas Heghponamus c OKCANamHO-Kaabyuegoll
Kpucmannypuet — 3TO CaMOCTOATEIbHOE MOJIMIE€HHO HaclelyeMoe 3a00JIeBaHuE C
MHOTO(AKTOPHBIM TE€HE30M, KIMHUYECKH NposBIdonieecss OOJIsIMU B >KUBOTE,
W30JMPOBAHHBIM MOYEBBIM CHHIPOMOM, 4Yalle B BHUJAE I'€éMaTypuH, OKCajlaTHO-
KaJbllueBoM wiu  (pocdaTtHOM KpucTautlypuu. 3a00jeBaHHE CBS3aHO C
HapylIEHUsMU OOMEHa WIABEJIECBON W/WMIM MOYEBOW KHUCIIOTHI, MPOSBIAETCA B
cllydasXx CEeMEWHON HecTaOMJIBbHOCTH TOYEYHBIX KJIETOYHBIX MeMOpaH H
CHIW)KEHUEM CTaOWJIM3UPYIOIIUMX CBOMCTB Moud. Mopdonornuecku s Hee
XapaKTepHbl PA3NUYHOM CTENEHH BBIPAKEHHOCTH TYOYJIOMHTEPCTUIIMAIBHBIC

N3MCHCHMUS.
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Jucmerabonuyeckass HepponaTHs C OKCaIaTHO-KAJIbLIMEBOM KpUCTALTypUen
HIMPOKO PAaCHpOCTPaHEHA B SHAEMUYHBIX PETHOHAX C KAPKUM U CYXUM KIMMAaTOM.
B mnocnenHue roasl B CBSI3U C HEOJIArONMPUSTHBIMU KOJOTUYECKUMH YCIOBUSMU
YyucIe AETEN, CTPaJAloIMX JaHHON NATOJIOTUEN, YBEIUYUIIOCH.

Jucmerabonuyeckas HeQponaTusi ¢ OKCaJaTHO-KaJIbIMEBON KpUCTAILTypHUeH
dbopmupyeTCs Ha OCHOBE IIABEJIEBOKUCIIOrO AvaTe3a M, KaK BCSIKOE IMOJMIEHHO
HacieqyeMoe 3a0o0JieBaHHe, B CBOEM Pa3BUTHH IOCIEAOBATEIBHO MPOXOAUT
HECKOJIbKO (ha3:

* OKCaJIaTHBIM JUATE3;

* IIOrPaHUYHOE COCTOSIHHE, MPU KOTOPOM KIMHHYECKHE MPOSBICHUS
00JI€3HM OTCYTCTBYIOT, HO OTMEUAIOTCS W3MEHEHHS Ha KJIETOYHOM U
CyOKJIETOUHOM YpPOBHE B CBSI3U C BO3JCHCTBUEM Ha pedeHKa C
OKCaJaTHBIM JMATe30M TE€X WJIM HWHBIX HEOJIaronmpusTHBIX BHEIIHUX
(aKkTOpPOB; ITO COCTOSTHUE HOCUT €11€ Ha3BaHUE «IIPEI00JIC3HbY;

* JaucMeTadoJMyecKas HedponaTus C OKCaJaTHO-KaJlbI[MEBOM
KPUCTAJUTypUEN — CTaJusl pa3BEPHYTON KIIMHUYECKON KapTUHBI;

* TyOyJIOUHTEPCTULHAIBHBIA HEPPUT METAOOINYECKOTO TEHE3;

* MOYEKaMeHHas 00JIe3Hb.

[lenecooOpa3no BeiAenenue JJH ¢ okcamaTHO-KalbIIMEBON KpUCTAJLUTypHEH,
BO3HHUKILIEW CIIOPAJUYECKH, W PA3BUBAIOLIEHCS y JIIOAEH, NPOKMBAIOIIAX Ha
TEPPUTOPHUSIX, 3arPSA3HCHHBIX TSKEIBIMU MeTalaMu. B 3THX cioydasx MOKeT
MPUMEHSATHCA TUArHOCTUYECKUIM TEPMUH «3KOHEPPOIaThs ¢ TeMaTypuen».

K ocnoxHenusiMm naHHOro 3a0o0ieBaHusl CleAyeT OTHECTU nuenoHepput. B
ATUX CITydasxX CTABUTCS JUATHO3: «IMUETOHEPPUT METAOOTMIECCKUIN.

Omuonoeuss U  namozeHes.  XapakKTepeH  IMOJMUIECHHBIM  Xapaktep
HacyenoBaHus. MeTaboianueckue MpoLecchl, KOTOpbIE JeKaT B OCHOBE JAAHHOIO
3a0o0JieBaHus, 10 KOHIIA HE ompenaeneHbl. JIokanbHyl0 00pa3oBaHHMIO KPHUCTAJLIOB
OKcajaTa KaJbI1sl B MOUYE€BOW CUCTEME CITOCOOCTBYIOT CIEAYIOIINE MPOLIECCHI:

— YCWJIEHHME CHHTE3a TIJIMOKCWJIaTa W3 IJIMIMHA W MpPOJIMHA B YCJIOBHUAX

OKHCJIUTCIBbHOIO CTpEeCCa, aKTHUBalld MOHOAMHUHOKCHAA3 IIPpH HAJIW4YUU
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ne(deKTOB MECTHON aHTHOKCUIAHTHOM 3allUThI;

— HEJOCTAaTOYHOCTbIO MEMOpaHHBIX MEXaHM3MOB 3allUThl KJIETKH OT MOHOB

KaJIbLIMS;

— BO3MOKHasi ~ 4YaCTM4YHAas  HEJOCTAaTOYHOCTh  ()epMEHTa  aJlaHWHTJIUO-

KCHJIATAMUHOTPaHCAaMUHA3bI;

— aktuBanuga (Qocdonnmnaz U yCKOpPEHHBIM MeTaboim3MoM (ochoumnuaoB:
dbochartuaminceprna u ¢hochaTuIUIITAHOTAMIHA,;
— JeUIUT WM pa3pylieHHe XUMUYECKUX U OMOJIOTUYECKUX CTaOUIIM3aTOPOB

HMOHOB IIABEJICBOM KUCIIOTHI U KaJIbIHI.

O06pa3oBaHUI0 KPHUCTAIOB OKcajaTa KaJbIIUSl CIIOCOOCTBYIOT CBOOOJIHBIE
WM KOHBIOTUPOBAHHBIE C JTAHOJIAMUHOM JKUPHBIE KHUCJIOTHI, OOpasyloume ¢
KaJIbLIUEM HEPACTBOPUMBIE KOMILIEKCH. B mpouecce o0pa3oBaHUsl OKCalaTOB
KaJIblIUS TPUHAMAET Yy4YacTHE TakkKe OeNoK, HaXOJAIIUICS B Pa3IUYHBIX
cyOksieTouHbIX cyOcTaHnusx. Kpucrammmzaius, HOpoucxojsiias B TMOYKaxX, B
KOHEUHOM UTOT€ TPUBOAUT K oOpaszoBanuto kamHed. Kpome Oenka,
CBSI3BIBAIONIETO OKCAJIAT KaJbllMs, BbIJENIEH OENOK YPOIOHTHH, 3alUIIArOIIHMA
no4yky ot kamHeoOpaszoBaHus. [IporpeccupoBanue JIH ¢ OKK npuBoaut k
BBIPOKEHHOW KIIMHUKO-MOpdosiornueckoii kaptuae TUH.

Knunuueckue npusznaxu. IlposiBienus: aucmetaboaudeckoil HedpomaTuu ¢
OKCaJaTHO-KAJIbLIEBOW KpHUCTAJUTypuel pa3zHooOpasHbl. [IposiBieHus ¢ mepBbIX
MECAIIEB KU3HM peOCHKAa BKIIOYAIOT OOJIM B JKMBOTE M TPHU3HAKH KOXHOTO
alyieproza. BpemeHamu oTMedaeTcsli yMeEHbIIEHHE OObeMa MOYH; MpPH ITOM
OTHOCHUTEJIbHASL TUIOTHOCTb MOYM HEPEAKO JOCTHTAaeT MO Mpode 3UMHHUIIKOTO
coctapisier 1028-1030. O6ocTpenuns 3a00eBaHMs UMEIOT MECTO Yallle B BO3pacTe
6-7 u 10-14 ner, T. €. B nepuoapl Haubosee OBICTPOro PocCTa.

[Ipy OOBEKTUBHOM HCCIEAOBAaHWH, JETH PAa3BUTHl COOTBETCTBEHHO
BO3pACTy, HO MOXET HaOmrofaThCs oxupeHue. lIpakTtudyecku y Bcex neren
OTMEYAETCS BETETOCOCYIMUCTAasT HUCTOHUA C aPTEPUAIBHOW TUIIOTOHUEW WIIH

TEHAEHIINEN K HEW.
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[Tpu u3yyeHN aHATM30B MOYH BBISBIISIOT T€MATYPUIO, IPOTEUHYPHUIO U/UITH
abaKTepualIbHYIO JICUKOLUTYPUIO; TpPH MPUCOSAMHEHUH WHQPEKIUU MOYEBOM
cucTeMbl mosBisieTcss Oaktepuypus. [IpakTudecku y Bcex OOJIBHBIX BBISBIISETCS
okcanypus. Y BCEX MalMEHTOB MMEETCS OKcallaTHO- WM (hocaTHO-KaIbIIUeBas
KPUCTAJLTYPHS C KPUCTAJUIAMM OKCAIaTOB, OObEUHEHHBIX B arperarbl pa3indHoOil
BeIMUMHBl M Qopmbl. Bo3moxHa u yparHaskpucramiypus. Kpome Toro,
XapaKTepHO CHWKEHHE aHTUKPUCTAIIIOO0pasylomiel  CcrmocoOHOCTH — MOYH,
docomununypus, nossiieHre GochosnnazHoi AKTUBHOCTH B KPOBH U MOYE.

IIpn mpoBeneHnn Y3M moYeK BBIABISETCS OYaroBO€ ITOBBILIEHUE
HXOr€HHOCTH MMOYEUYHON NapEHXUMBI.

Juacnoz nucmerabonuueckoil HeppomaTMM C  OKCAJaTHO-KaJbLUEBOM
KPUCTAJUIypHEl CTaBsIT HAa OCHOBAaHMM KOMIUIEKCAa JOaHHbIX. [Ipexnae Bcero
YUUTBHIBAIOT XapaKTep CEMEMHOI0 aHaMHe3a — HaJM4ue B CEMbE Pa3HOOOpa3HBIX
Oone3Heil moyek. BaxHbl JaHHBIE aHAIM30B MOYM: BBISBICHHE KpPUCTAJIOB
OKcajaTa KaJbliMsl, OCOOCHHO KPYIHBIX U arperupoBaHHbIX; (OCHOIUIHIOB,
dbocdonumnas, CHIKEHHE aHTUKPUCTALTU3UPYIOINIEH criocooHocTr MouH. [Ipu sTom
y OOJIBHOTO BBISIBJISIETCSl TeMaTypust W/WIM MPOTEUHYPHS, W/WIN abaKkTepuaibHas
nerkountypus, Kak npaBuio, 0TMEYarTCA HOBBIIEHUE OCMOTUYECKOM TNIOTHOCTH
MOYH, CHUKEHHE TYOYJISIpHBIX (DYHKIIM - TOKa3aTeneld aMMOHUO- U allkJI0OTeHe3a,
YTO OOBIYHO XapaKTEpHU3yeT HAOI0AaeMble U3MEHEHUS TYOyJIOMHTEPCTULIMAIBHON
TkaHu mnouek. CpenHee colepKaHUE OKCalaTOB B MOYE 3JOpPOBBIX JE€TEl
kojeoserca oT 90 mo 135 mmounb/cyt. Ecnu nocne nedyenuve Hea(HETUBHO WU
NOSIBJISIFOTCSI COMHEHUSI B NMPABWJIBHOCTH JIMAarHO3a PEKOMEHJIyeTCsl MPOBEICHUE
HEe(POOHONICUU CO  CBETOONTHYECKUM M 3JIEKTPOHHO-MUKPOCKOMHMYECKUM
HACCIIeJOBAaHUEM OMOIITATa ITIOYKH.

HeobxoaumocTh mouYeyHOM OWOTICHUU 3aBUCUT OT KIMHUYECKOW KapTHUHBI
3a0oneBanHus. l3yueHune OMONCHITHOTO Marepuajia BBIABIAET JECTPYKIUIO
HIETOYHBIX KAae€MOK MPOKCUMAJIbHBIX M HW3MEHEHMS IUCTAIbHBIX KaHAJBLEB C
3anojgHeHueM mnpocseta kaHanbleB IMK-nonoxurensHbiM BemecTBOM. OOBIYHO

BBISIBJISIFOTCS] TIPU3HAKKU TYOYJOMHTEPCTULIMATLHOTO He(dpuTa pa3iuuyHON CTENEHU
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BBIPOKEHHOCTH. Y HEKOTOPHIX OOJBHBIX HMEET MECTO ME3aHTHOTPOTH(EepaTHBHAS
peaknus B KIIyOOdYKax, 4acTOTO BTOpHWYHAs peakmus. B mpocBeTe KaHAIBIEB U B
WHTEPCTULIMN HEPEIKO OMPEIEIIOTCSA COIU OKCalaTa KalbIusl.

HuddepeHunanbHplii  AMArHo3 JODKEH MPOBOAUTHCS C  MEPBUYHOMN
HACJIEICTBEHHOM THMEpOKcalypueil, ¢ reMarypuueckoi (Hopmoil JaTeHTHO
MPOTEKAIOLIETo TIIoMepyoHehpuTa.

Jlevenue. OCHOBOM  palMOHAJIBLHOTO  JICYEHUS  JIUCMETA0O0IMYECKOMN
HedponaTh ¢ OKCANIATHO-KAJIbLUEBOW KPUCTAILUTYPUEH SIBIISETCS UCIIOJIb30BAHUE
TaK Ha3blBAEMOW «AHTHOKCAIYPUYECKOW», WM «KapTO(DeIbHO-KAITyCTHOM,
nuetb». IlociaegHee Ha3BaHUE COOTBETCTBYET OCHOBHOMY MEHIO, B KOTOPOM
npeo0iamaoT Kaprtodenb, Kamycra W Jpyrde OBOIIUM. MsCO B BapeHOM BHUJE
pEeKOMEHAyeTCsl JaBaTb B TIEpBOM TMOJOBUHE [HA. VICKIouarT 1IaBeb,
OKCTPAKTUBHBIC BEIIECTBA, OYJIbOHBI, KOHCEPBBI, IIOKOJAd, KPEMKUNA Yai.
Pexomennyrorcs Oenblii Xjie0, CBUHOE Callo, PACTUTEIBHOE U CIMBOYHOE MAacIo,
cmetaHa. Takas nuera Ha3Hadaercs Ha 2-3 Heaenu. B mocnemyromme 2-3
Hegenmuucnonaszyercs cron N 5 no Iles3nepy. UepenoBanue mogo0HOTO MUTaHUS
pPEKOMEHAYeTCS 0 HOpPMaju3alliu  KJIWHUKO-JIA0OPATOPHBIX  MPOSIBIICHUM
JTUCMETa00IMYECKON He(POIIaThH ¢ OKCaIaTHO-KaJIbIIMEBON KPUCTALTYPUECH.

PebGenok mOmKEeH MOCTOSIHHO COOJIONATh PEKUM MpHUeMa MOBBIIICHHOTO
KOJIMYECTBA KUJKOCTH, B TOM YHUCJIE€ B BEUEPHHE YacChl, C IEbI0 MPOPUIAKTUKN
KpUCTAUI000pa3oBaHWsi B  HOYHOE BpeMsi (MUHEpaJbHbIE BOJbBI  THUIIA
«CnaBstHOBCKOM» Ui « CMUPHOBCKOI ).

JIOJDKHBI  UCTIONIb30BAThCSl  @HTUOKCHAAHTBI, MEMOpPaHOCTaOMIN3aTOPHI,
MIPOBOJIUTCS KOMIUIEKCHOE jedeHue ButaMmuHamMu A, B6 u E. Tak peTtuHon marot
BHYTph: 1000 EJI Ha yucio net ku3Hu/24 4, 2 HeJ KaxA0ro Mecsila, JIUTEIbHO.
[Mupuaokcun Tak ke BHYTpb mo 1-3 mr/kr 1 pa3 B 24 4 B iepBoOii oJIOBUHE JTHSA, |
MecC. KaKJI0TO KBapTania, JyurensHo. Butamun E BHyTps 10 1-1,5 Mr/kr 1 pa3 B 24
gy (He Oonee 15 mr/24 4), 2 Hen. KaXI0ro KBapTaia, JJIUTEIbHO. B kadecTBe
MeMOpPaHOCTaOMIM3aTOPOB  HCIOJB3YIOT  guMedocoH U KCHUAUQOH.

Humedocdona 15% pactBop natot BHyTpb 1o 1 Mi/5 kr 3 pasza B 24 4. 1 mecsn B
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OCEHHEE M BEeCEHHee BpeMmsi, JmTeabHo. Kecnandon HazHayaroT BHYTPh IE€TSIM 110 3
ager 3 mr/kr/24 4, peram 3-10 ner 6-7 mr/kr/24 4, pgersm crapue 10 mer 10
Mr/kr/24 1 B 3 npuema, 2-4 HeJl B BECEHHEE M OCCHHEE BpeMs, JJIUTENIbHO. B
KauecTBe (hUTOTEpANUH MPEHMYIIECTBO OTAACTCS OTBApy OBCA, MOYECUYHOMY Yaro,
OTBapy CHOpHIIIA U (PUTOITU3UHY.

O6 »ddexkTuBHOCTH JIeUeHUs] AUCMETa0OIMYecCKOM HedpomaTuu ¢
OKCaJlaTHO-KAJIbIIUEBOM KpUCTAJLTypUEi CBUJIETEIHCTBYIOT YIIyYIIICHHUE
CaMOUyBCTBHUSI, HICUE3HOBEHHE 00JIeH B )KMBOTE, HOpMAJIM3AIlUs COCTaBa MOYH.

IIpoerno3 3a00neBanus OIArONpPUATHBIA, OCOOEHHO €CIU JIEYEHHWE HAa4YaJloCh
€IIe B CTAIUM IIaBEJIECBOKKUCIIOTO AUaTe3a U MOTPAHUYHOTO COCTOSIHUS. BO3MOMKHBI
JUTUTEIIbHBIE PEMUCCUU 3a00JI€BaHUs, OJJHAKO TOBOPUTH O TIOJTHOM H3JICYEHUU TPHU

HaJIMIUH OKCAJIATHOI'O JUATE3a JaKC BO B3POCIOM COCTOAHHUA HC HGJ’IGCOO6p33HO.

Hegponamusa ypamnas (ypuxoszypuueckas)

Ypamuas negpponamus - TepMuH, oOBEIUHSIONIUNA TE€TEPOTCHHYIO TPYIITY
3a00J1eBaHUH, CBA3aHHBIX C HAPYIIEHUEM METa00IM3Ma MOYEBOM KUCIIOTHI.

[TonHoe oTCyTCTBHE OCHOBHOTO (hepMeHTa OOMEHa MOYEBOM KHCIIOTHI -
TUIOKCAaHTUH-TyaHUuH-(hochopudo3un-Tpancdepaspl JEKUT B OCHOBE OO0JIE3HU
Jlem-Haitena (I Tun ypatHoil Hedpomnatum). 3abojieBaHUE XapaKTEPU3YETCS
TUIEPYPUKEMUEH, XOPEOMOJOOHBIM CHACTHYECKUM IIepeOpabHBIM MapaIMuoOM C
SBJICHUSIMM ayTOArpecCUd M OTCTaBaHMEM B HEPBHO-TICUXWYECKOM pPa3BUTHH.
Hedponatus mposiBnsieTcss reMarypueii, ypaTHONH KpHUCTAILTypUEH, OTIOXKEHHUEM
KPUCTAJUIOB MOYEBOM KHUCJIOTHI B IOYEYHOM ITAPEHXUME U MOYEBBIBOISIICH
cucrteme. MyTaHTHBIN I'eH KapTUpOBaH B 30He Xq27.

Brtopoii - 3naunTenpHO O0siee YacThI TUIT ypaTHOM HEPPOIAaTUU CBSI3aH C
HaJMYueM TaK Ha3bIBAEMOI'O0 MOYEKHCIIOTO auaTe3a. B comMaTHyecKol KIMHHKE
B3POCIIBIX JTOT BapuaHT HedpomaTUU HEPEIKO Ha3bIBAIOT 'MOJarpuyecKou
noukoit". CyTh mpoliecca B MOBBIINICHUU OMOCHHTE3a MOUYEBOM KUCIIOTHI B CBSI3U C
HEJI0OCTAaTOYHOCThIO (PEPMEHTOB, YYaCTBYIOIIMX B €€ METa0O0JM3Me, B YaCTHOCTHU

TII0K03a-6-docdaraeruaporenassl  uw/mim  aneHuH-(pochopudo3mi-rpanchepasbl
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W/WIM  TIOBBIIEHHE  aKTUBHOCTH  (pochopubozmn-nupodocdar-cuHTETa3HI.
[IposiBnernss hepMEeHTATUBHOTO AePEKTa MOKET OBITh CBA3aHO C YBEIMYCHHBIM
noTpeOIeHUEM MsICa, & TAKXKE C BIUSHUEM Pa3IMYHBIX SK30T€HHBIX BPEIHOCTEH, B
TOM YHCIIE€ JKOJOTMYECKUX, YCUIMBAIOUINX pa3pylICHUE HYKICHHOBBIX KHCIOT.
Yame kiaccuueckue TMpOSBICHUS MATOJIOTMHU IypUHOBOTO OOMEHa B BHUJE
apTpUpoB U TOPYCOB B 00JIACTH YIIHBIX PAKOBHH U CYCTaBOB, HOCSIIIEE HAa3BAaHUE
MOJIarPhl, BBISIBIISIETCS Y B3POCIIBIX.

OpnHako eciau IpOSBICHUS TOJAarpbl UMEIOT MECTO Yy 00OMX poaUTENeH, TO
HE TOJIbKO ypaTHas HedpomaTtus, HO U JAPYTue KIMHUYECKUE TPOSIBICHHS ITOTO
3a00/eBaHUsl MOTYT HMMETh MecTo y peOeHka. Peub wuaer o mMOIUTreHHOM
HACJIEJOBaHUM  3a00J€BaHUS, XOTA HMEIOTCS OINUCAaHUS U MOHOIE€HHO
HacJenyeMol Mmojarpsl ¢ KJIaCCMYECKOW ypaTHoW Hedpomnatueil. Bo3MoxHbI ABa
BapMaHTa HapyLIEHUs MeTa0oJu3Ma IYPUHOB - C MOBBIIIEHHEM I10YEYHOTO
KJIUPEHCa MOYEBOW KHUCIOTHl U BBIPQKEHHOH THUIIEpYpUKEMUEH U C HHU3KUM
MOYEYHBIM  KJIMPEHCOM MOYEBOM KHCIOTHI TPH HAIWYUM  BBIPAKECHHOU
TUIIEPYPUKYPUH. Knunnuecku 3aboJieBaHue BIIEPBBIE IPOSIBIISETCS
W30JIMPOBAHHBIM MOYEBBIM CHHIPOMOM, B BHJI€ MPOTCUHYPUHU, SPUTPOLUTYPHUH
u/unu neiikouutypuu. [lpu 3ToM oTMeuaeTcst ypaTHast KpUCTaTypusi, OBBIIIIEHHUE
MOYEBOHM KHCJIOTHI MOYM M, Yy psiia OOJIbHBIX, M KpoBU. ['HnepypaTypusi HUKormaa
He JocTturaeT 1udp, BeIsBIsIeMbIX npu Oose3nu Jlem-Haiiena. Mopdonoruuecku
BbIpaXXEH TYOYJOMHTEPCTULMAIBHBIA TpOILIECC B CBA3M C KPUCTALIMYECKUM H
aMOp(HBIM OTIIO)KEHHEM MOYEBOM KUCJIOTHI M YpaTOB B 00JIaCTU COOUPATENbHBIX
TpyOouek mouek. OOHapyX uBaeTCsl TakXke paclIMpeHue CcoOupaTesbHbIX
TpyOOUYeK, B OCHOBHOM M3-32 OOCTPYKTHBHBIX SBJICHHUH, CKOIUICHUS B
UHTEPCTULIMM JTUM(OIIMTOB, MOHOIIMUTOB, TUTAHTCKUX KJIETOK, (puOpoOIacToB, C
KOTOPBIMHU CBA3BIBAIOT MPOTPECCUPOBAHKE TYyOYIOMHTEPCTUIIMATILHOTO HEPpHUTA.

JlpyruM XapakTepHbIM NpPOSBICHUEM YpaTHOW Hedpomatuu sBIsSeTCS
pazBuTHEe MoOYeKaMeHHOW Oosie3nn. IlocienHss Hepeako pa3BUBAETCS MPH
HATMYUA WHQEKIIMM MOYEBOW CHUCTeMbl. Penkuii BapuaHT KIMHUYECKUX

HpO}IBJ'ICHI/Iﬁ - 0CTpasd MOYCKHCIIad 6J'IOK3.I[3. IMIOYCK, OOBIYHO BO3HUKACT Ipu
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OBICTPOM  Pa3BUTHUM  MACCUBHOW  THIIEPYPUKEMHUH,  CONPOBOXKIAIOLIEHCS
MOBBIIICHHONW YPUKO3YpHEH U OCaXKIECHHUEM KPUCTAIMYECKOW U aMOopgHOH
MOYEBOM KHUCJIOTBl BHYTpU TyOyJlspHOro otTaena rmnodek. l3meHeHus
OOHaApPY>KUBAIOTCS TIPEXKE BCETO B COOMPATENBHBIX TPYOKax, B SMUTEINH KOTOPHIX
BBISIBJISIFOTCSL NIPU3HAKU (parouuTos3a KpucTaioB. KoHeuHbIM MOp(doIoruyeckum
IPOSIBIEHUEM HTOrO IpoOIiecca OKa3blBAETCA 00pa30BaHHWE HMHTEPCTULIHAIBHOTO
MOIArPUYECKOTO Y3€eJIKa - CBOe0Opa3HOro MUKpoTodyca.

W, HakoHel, TpeTWid THUIl ypaTHOM HepomaTuu SBIAETCS TUIUYHBIM
BTOPUYHBIM aTOJIOTHYECKUM MPOLIECCOM, CBS3aHHBIM C
MUENIONPONU(PEPATUBHBIMA ~ 3a00JI€BAHUSAMH, KapIMHOMATO30M, T'€MOJIU30M.
B03MOXHO pa3BUTHE BTOPUYHBIX YpPaTHBIX HACJIOCHUN Ha MEPBUYHO TSKEIbIH
TJIOMEPYJIO - WU TyOyJIOMHTEPCTULIMAIbHBINA HE(PUT.

Jleuenue. Ilpun Bcex BapuaHTax ypaTHOM Hedpomatuu 00s3aTENIBHO
panoHagbHOe cOaJaHCUPOBAaHHOE MUTAHUE C UCKIIOYEHUEM WIIM MaKCUMAaJIbHbIM
OTpaHUYECHHEM IypPUHOB: OTPaHUYEHHE MACA, OCOOEHHO O€NOoro, yMEHbLIECHUE
peIOBI, 000O0BBIX, cajlaTa, IMaBelis. IIpu CKIOHHOCTH K OXXHUPEHHUIO CHIDKCHHE
oOmiero kanopaxka numu. O0s3aTeIbHO OOUIIBHOE NMUTHE U B BEYEPHHUE YAChI JIJIS
yMEHbILIEHUs1 KpuctamioOpa3zoBaHusi B HO4YHoe Bpems. lllupoxo ucnomnb3yercs
AJJIONYPUHOJI - WMHTUOMTOpP: AHTUHOKCHZA3bl, KOTOPBIM OJOKUPYET Mepexon
IIyPUHOB B MOYEBYKO KHUCJIOTY, YTO MOSBISETCS yxke uepe3 24-48 4acoB €ro
npueMa B BUJAE YMEHBILIECHUS YPOBHS ypaToB KPOBH M MOYHM, HO MpPH 3TOM
MOBBIIIAETCA YPOBEHb MPEAIIECTBEHHUKOB YpaTOB B KPOBH MOYE - KCAaHTHHA U
runokcanTuHa. Haznawaercs amnonypunon B nosze 200-300 mr B pu mpuema B
JIEHb Ha TMPOTsHKeHHH 6-12 mecsiueB. AJUIONYpHHOJ - TOKCUYECKUM Mpenapar,
KOTOPBIN MOKET BbI3BATh AJOINELHIO, JEHKOMEHNIO, TPOMOOIIUTONEHHIO, TIO3TOMY
HEOXO0/IMM COOTBETCTBYIOIIUN KOHTPOJIb.

Iupokoe pacnpocTpaHeHue MpH JCUYEHUH YpaTHON HedponaTuu MOJydHInd
npenaparbl, OCHOBaHHbIE Ha CIOCOOHOCTH BbI3BIBaTH cABUT pH Mouu B
HIeIOUHYI0 CcTOpoHy. K MM OTHOCATCA ypoJaH, KOTOpPBIH CHOCOOCTBYET

O6p8,30BaHI/II-0 HCFKOp&CTBOpHMOﬁ COJIM MOYEBOM KHCJIOThI U BBIBCICHHUIO €€ C
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MOUOH. [IpUMEHSIOT BHYTph IE€pell €10, pacTBOPSsS B BOJE HA MPOTSHKEHUHU HE
menee 30-40 nmueit. Becpma ycrmemHo mpu ypaTHOM HepomaTuud MPUMEHSIOT
Marypiut u ypanuT-U. IlepBblii BEI3BIBA€T CABUI MOYH B IIEJIOYHYIO CTOPOHY 3a
CUET CHUSHHUSA LIUTPATHBIX HOHOB, a TAKXKE TOPMO3UT 00Pa30BaHUE U CTIOCOOCTBYET
PAaCTBOPEHMIO IIOJ BIMSHMEM HOHOB MarHus W INHUPUAOKCMHA KaMHeW. J[losza
NOA0MpaeTCss WHAMBUIYAJIbHO Ha OCHOBAaHUM MCIOJIb30BaHUS MPUIAraeMoro
nHaukaropa pH moun, npu npaBuinbHOM n03upoBKe pH He noimkHA mpeBbIIATH
6,7-7,0. Jlns oOneryeHusi BBIBEJEHUS COJEM W3 OpraHu3Ma pPEKOMEHIyeTcs
BBEJICHUE B OpPraHu3M BOJBI - 10 2 1. JKenaTeabHbl MUHEPAIBHBIE HIEIOYHBIE
BOJIbI, (PpyKTOBBIE COKHM. JIeueHHe MOXKET MPOBOJUTHCA MECSAMU C KPAaTKUMHU
uHTepBanamu. Vcnonp3yroTes Tak ke MeMOpaHOCcTaOMnIu3aTopsl (qumMedocPoH U

Kcuau(oH), a TAaK’Ke aHTHOKCUIAHTHI.
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3AJAHUA I CAMOKOHTPOJIA

TECTOBBIE 3AJIAHUSA

BBI6CpI/ITe OJHH HUJIN HCCKOJIBKO IIPABUJIBHBIX OTBCTOB

1. ¥V B3POCJIOI'O YEJIOBEKA ®YHKIIMOHUPYET ITOYKA
1) Ta3oBas
2) TyJOBHIIHAS
3) rosioBHas
4) mosICHUYHAs

2. CYTOUYHBIN JUYPE3 V IETEU 3ABUCUT OT
1) KoJIMYECTBA BBITUTOM KUIKOCTH
2) TeMmIepaTypbl OKPYKaIOMICH cpeIbl
3) Temreparyphbl Tena
4) ypoBHs remMoriioouHa
5) NOBBIIIEHHOTO TOTPEOJICHHUS XJIOPUCTOTO HATPHSI

3. OCHOBOW JIEUYEHM S TIOYEYHOI'O HECAXAPHOI'O JIUABETA
ABJIAETCA

1) orpaHWYEHHUE KUIKOCTH

2) BBEICHHUE JIOCTATOYHOTO KOJIMYECTBA KHUIKOCTH
3) mpeIHU30JI0H

4) syduuuH

4. BTOPOE HA3BAHUE TICEBAOI'MTTIOAJIBAOCTEPOHU3MA
1) modYeyHbIN HecaxapHbIH quadeT
2) TIOYEYHbBIN COJIEeBOM nuader
3) docdar-guader
4) caxapHblii quader

5. HACHEHCTBEHHbIﬁ HE®PUT HACTO COYETAETCHA
1) ¢ TYyroyXxocThio
2) C BpPOXKJICHHBIM TTOPOKOM Cep/iia
3) ¢ rIIIOKO3ypHeH
4) ¢ nuenoneppuTOM
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6. U3 ITIEPEYMCIIEHHBIX IIPOJYKTOB, IIPM  OKCAJIYPUU
I[TOKA3AHBI
1) cBeKJIBI
2) MaHIapUHOB
3) kapTodes
4) moxonaaa

7. JJIA HACJIIEACTBEHHOI'O HE®@PUTA XAPAKTEPEH CUMIITOM
1) ocTpoe Havano O6ose3HH
2) yMepeHHasi, TOPIUIHAS reMaTypusl
3) yMepeHHbIC OTEKU
4) BBI3IOPOBJICHUE B MOJJPOCTKOBOM TIEPHOJIC

8. Y PEBEHKA C TEMATYPHUEN JJI4 IIOJATBEPXEHNS JUATHO3A
HH BAXKHO BbISIBUTH CJIEAYIOUIUE CUMIITOMBI
1) Tyroyxoctsb
2) reMaTypus
3) maroyorHs 3peHuUs
4) nucmasus Ta300€IPeHHOTr0 CycTaBa

9. HAJIMYME MAJIbIX AHOMAJINI XAPAKTEPHO
1) HacienCTBEHHBIN HEQPHUT
2) TyOynonaruu
3) riomepyoHedpHuTa
4) nu3mMeTadoINYecKoi HeponaTHu
5) KUCTO3HOW OoNe3HU

10.HAMBOJIEE MTH®OPMATHUBHBIM «MAPKEPOM» ®OPMHNPOBAHUA
XITH ABJIAETCA-IIOBBIIIEHME B KPOBU YPOBHA
1) MOYEBHHBI
2) KpeaTHMHUHA

3) xonectepuHa
4) Oenka

11.XAPAKTEPHBIMU JIJIA XITH HAPYIIEHUAMN CDYHKL[I/Iﬁ ITOYEK
SABJISAETCA
1) IeKOMITIEHCUPOBaHbIC
2) KOMIICHCUPOBAHHBIE H CYyOKOMIICHCUPOBAHBIE
3) ToTaJbHBIC C HAPYIICHHEM reMOCTa3a
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12.0JIMTYPUEN  HABBIBAETCS  CHIDKEHUE JINYPE3A  OT
CYTOUYHBIX BO3PACTHBIX BEJIMYMH
1) ma- 1\2
2) Ha-1\3 3
3) na 2\3

13.TUATHOCTHUKA 3ABOJIEBAHUI OPTAHOB MOYEBOI CUCTEMBI
I[MPEAYCMATPUBAET
1) TmaTenbHO COOpAaHHBIM aHAMHE3, BKIIFOUAs TeHEOIOT HUSCKHM
2) M3MepeHue apTepHALHOTO JAaBJICHHUS U YTOUHCHHE ANype3a
3) AMHAMHUYECKOE UCCIICIOBAHNE aHATM30B MOYH
4) Y3U u npu He0OXOAMMOCTH PEHTICHOYPOIOTHYECKOE 00CIICI0BAHUE
5) Bce mepeYnCIICHHOES

14. TMHAMUWYECKA S HEOPOCTUHTUT' PA®U A BBISABJISET
1) pa3nenbHy0 (PYHKIHMIO MTOYCK
2) GYHKIHIO KITyOOUYKOB
3) pasnenbHO CKOPOCTh KIIyOOUKOBOM (DMIIBTPAIIMN KAXKIOW TOYKH
4) Tomorpaduio U pa3Mep MoYeK
5) Bce mepeymciIcHHOES

15.TTOKA3AHUAMUNU JUIA I[TPOBEAEHN A BHYTPMBEHHOIA
YPOTI'PA®UU ABJIAIOTCA
1) Ooseii B )KUBOTE
2) CTOMKOW JEUKOIUTYPUU
3) TpaBMOIi OPIOIIHOM IMOJIOCTH C 3aAE€PKKOM MOUEHCITY CKAHHSI
4) ocTporo nepuoja riomepyionedpura
5) BHE3aIHO MOSBUBIICHCS TeMaTypHel

16.K MEMBPAHOCTABUJIM3ATOPAM OTHOCATCS ITPEITAPATBI
1) npeaHu30JI0H
2) kcunuoH
3) Tokodepon
4) a3zoTHANPHUH
5) 3Bep0o0Ooii ¢ BuTamuuoM C

17.B KAKOE BPEMA CYTOK HABIIIOIAETCA MAKCHUMAJIBHAS
OKCKPELIUA OKCAJIATOB
1) B HOYHBIEC YaChI
2) paBHOMEPHO B T€UYEHHE CYTOK
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3) B nIepBOI TIOJIOBUHE JTHS
4) BO BTOPOI ITOJOBHHE JTHS

18.YVBEJIMUMBATH KOJIMYECTBO OKCAJIATOB B MOYE MOXET
CJIEAYIOILMH ITPEITAPAT
1) acniupun
2) nenarui
3) ButamuH Bg
4) ackopOMHOBAs KUCIIOTa

19.TTOKA3AHHAMU K BUOIICUU TTOYEK ABJIAKOTCA
1) rmomepynoHeppUT Mpu OTCYTCTBHH AP PEKTa OT MPOBOAUMOI TEPAITUU B
TE€YEHHE 8 MecALEB U Ooee
2) TaTEHTHO TEKyIUe HehponaTHH
3) moio3peHne Ha MOJITUKUCTO3
4) GeCCUMITTOMHASI TeMaTyPHsI

20.1TP11 HACJIEACTBEHHOM HE®PUTE ITJIAH PEABUJIUTALINN
BKIIFOUAET CJIIEAYIOUIUE MEPOITPUATUA
1) caHanuIO 04aroB XpOHHUYECKON HHPEKIUH
2) JIUTEIbHYIO TEPAIHIO MpernapaTaMu 4-aMUHOXHHOJIUHOBOTO psijia
3) 2-3-X HefeabHbIE KypChl HUMMYHOMO/IYJISTOPOB
4) 2-3-x HeZleNbHBIC KyPChl YPOCEITHKOB
5) 2-3-x HepenbHBIE KYPChl MEMOPAHOTIPOTEKTOPOB

CUTYALIMOHHBIE 3ATAYHN
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CuryaunonHas 3agaua Ne 1

Manpurik 9 JeT, mocTynuwi B OT/AENIEHHE C JKaloO0aMH Ha U3MEHEHHS B
aHallM3ax MOYH, MOHUWXKEHHE ciayxa. PeOeHoK poausics OT BTOpOH OepeMEeHHOCTH,
MPOTEKaBIIEH C TOKCMKO30M, BTOPBIX POAOB (MEpBbI peOCHOK, MaJbYUK, YMED B
Bo3pacte 11 Jer OT XpPOHMYECKOW TMOYEYHOM HEJOCTATOYHOCTH, CTpaaall
CHIKEHHEM ciyxa ¢ 3 jet). Hacrosiue poasl B cpok. Macca Tena npu poxJIeHUH
2800 r., nmuHa tena 50 cM. 3akpuyain cpasy. [lepnos HOBOpOKIAEHHOCTH MPOTEKAI
0e3 ocobennocteit. bonen OPBU peaxo (2-3 pa3za B rox).

B 3 ronma mocne nepenecennoit OPBU, B aHanuze Mouu ObLIM BBISIBICHBI
reMaTypusi, HE3HauuTeJbHas JehKonuTypus, nporeunypuss go 600 wmr/cyr. C
JIMarHO30M» XPOHUYECKUH TIIOMEpPYJIOHEPPUT, reMaTypuueckas GopMa» MaabuuK
HEOJHOKPATHO JICUUJICS TIO MECTY JKUTENbCTBA, d3Pdekra He Obuto. CTan oTcTaBaTh
B (DU3UYECKOM Pa3BUTHUH.

[Ipu nocrymieHuu B He(POJIOrMUECKOE OTAEICHHE COCTOSHUE CpeIHen
TsokecTu. Koxubie mokpoBbl Oneanbie. Macca tena 20 kr. [TogkoxkHO-KUpOBOH
cioit pa3But mioxo. OrexkoB Her. A/I=105/55 mm pt. cr. OTMEUAIOTCA CTUTMBI
TU33MOpHOTeHe3a: TUIePTEIOPU3M, PMHUKAHT, BHICOKOE HEOO, aHOMallbHas (GopMma
VIIHBIX PAaKOBUH, MCKPHUBJIECHUWE MH3UHIIA. B JErKMX BE3UKYJSIPHOE IbIXaHHUE,
xpunoB HeT. Tonbl cepaua rpoMmkue, putMuunble. YUCC — 88 yn/mun. Kusot
MATKUM, Tpu Tanbnanuu O0e30one3HeHHbId. [leyenp mnanbnupyercss y Kpas
pebepHoit ayru.

Obwuii anans kposu: Temoriaobus - 110 r/m, sputpommtsl -3,5x10% /1,
JIEUKOLIUTEI - 8,5)(109 /1, /saepHbie -2%, c/aaepHble - 66%, 303uHOGUILI - 1%,
auM@oruTel - 23%, MmoHOIUTHI - 8%, COD - 10 mMm/yac.

Oowuii ananuz mouu: Oemox - 0,9 1/m, nedikoumtsl - 6-7 B m/3peHus,
PUTPOLUTHI — OOJIBIIOE KOJUISCTBO, OTHOCUTEIbHAS IIIOTHOCTH MouH - 1007.

Ilpoba no 3umnuyxomy: xonebanus yaenbHoro seca Moy ot 1002 no 1008;
JHEBHOM nuypes - 250 mu1, HouHOM amype3 - 500 mu. KiimpeHc mo sHAOreHHOMY

KpEaTUHUHY: 75 MJI/MUH.
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Buoxumuueckuii ananuz kposu: obmmii 6enoxk — 70 1/m, xonecrepun — 5,3
MMOJTB/JI, MOYeBHHA - 4,3 MMOJIb/JI, Kanuil - 4,1 Mmoib/i, Hatpuid - 135 MMoIb/m,
TJIF0K03a - 4,3 MMOJIB/JI.

Buympueennas ypoepaghus: TIpaBOCTOPOHHSISI THEIOIKTA3MsI, HEPE3KO
BBIPKCHHAS TUJIATAIUs Yallleuyek, aCMMMETPHUS Pa3MepOB TOYCK.

Ayouomempusi: BBISBIICHO CHIDKCHHE CITyXa Ha BBICOKHUX YacTOTaX.

Koncynomayuss oxynucma: IWarHOCTHPOBAHBI: KaTapakta | cremeHn,
MHOTIHS.

3aoanue:

1. Kaxkoii quarHos BBI CTaBUTE?

2. Kakue JOITIOJIHUTCIBHBIC HCCIICIJOBAHMA HGO6XOIII/IMI>I ML YTOYHCHUA

araosa’?
3. K kakoii rpyrie 3a00jieBaHUM OTHOCUTCS JIaHHAS TAaTOJIOTHS?
4. CoBpeMeHHOE IPEICTaBICHUE O TTaTOreHe3¢e 3a00JIeBaHUA?

5. C kakuMu 3a00JIEBaHMSIMHU CIEAyeT MpoBecTd audpepeHuuanbHbINA

Tar’os?
6. Hasnaubre neyenue.

7. Kaxko#t nmporHo3 ganHoro 3aboseBanus?

CuryaunonHas 3agaua Ne 2

Jlrommuna, 4 roma, MOCTyNmWjia B CTAallMOHAp C JKaJo0aMu Ha BSJIOCTD,
YTOMJIIEMOCTh, OOJIM B HOTaX, HCKPHWBIICHHEC HIKHUX KOHEYHOCTEH. Marpb
3aMeTriIa aedopmanmio HIKHUX KOHEYHOCTEH C TOJ0BaJior0 Bo3pacTa peOeHKa.
JleBouka Hayajga XOJUTh CAMOCTOSITEIBHO C Tpex JieT. Marb HHU3Kopocias,
HaAOJFOaCTCSl HCKPUBJICHUE HIDKHIX KOHCYHOCTEH.

[Ipu ocmotpe: y pebeHka HaOIIOJAETCsl OTCTaBaHUE B (PU3UYECKOM Pa3BUTHUU
(poct Menee 3 ueHTWIEW, Macca Tena B npedenax 3-10  uenTtwiiei).

y,[[OBHCTBOpPITeJILHOFO nutanus. KoxkHbie IMTOKPOBBI 6JIC,Z[HBI€, ynucthle. OTEKOB
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HeT. Jlumdoysner wmenkue. [unotonus wpimn. Typrop TkaHedl CHUXKEH.
3naunrtenpsHoe «O» - 00pa3HOE HCKPUBIEHUE HUKHUX KoHeyHocTel. Iloxoaka
«yTtuHas». Onpenenstorcs «OpacieTku» Ha pykax. JpixaHue Be3ukyisipHoe. ToHbI
cHepana mpuraymensl, putMudHbl. AJ[=80/40 MM pr cr. JXKuBOT MSATKHIA,
MaJbIUPYIOTCS B3JyThI€ METJIM KHIICYHHKA, MEYEHb BBICTYNACT M3 —IOJ Kpas
pebepnoit ayru Ha 1 cM. Ctyn odopmiien. Modencnyckanue CBOOOHOE.

Oowuii ananuz mouu.: yu. Bec - 1020, peaknus - Kucnasi, JISUKOIUTHI - 2-3 B
0JIE 3pEHUs, OEJIOK - OTPULIATETBHBIH.

Oowuii ananuz Kposu: 3p. - 4,5x10%/n , He=130 /0, J1.=8,5x10%n , COD-8
MM/4ac.

buoxumuueckuii ananuz xposu: dochop — 0,8 MMonb/n, Kamblui — 2,5
MMOJIB/J1, TiesiouHas gocdaraza — 25 en.

3adanue:

1.Bbiaenure CUHIPOMBI. Y KaXUTE, KAKOW BETYILIHA.
2.ITocTaBbTe TUarHo3. YKaKuTe TUII HACJIEIOBAHUS.
3.Ilepeuncnure, kakoe 00CIeI0BaHNE HY>KHO ITPOBECTH JIJIsI yTOYHEHUS JUArHO3a.
4.00bsicHUTE MTaTOreHe3 3a00J1eBaHusl.
5.000cHYHTE TUarHO3.
6.C kakumMu 3a00J€BaHUSAMH HEOOXOIUMO TmpoBecTH AuddepeHInanIbHbIHI
JIMarHo3. YKaxuTe KpaTKue OTIIMUUTEIIbHBIC MPU3HAKH.
7.Ha3naubTe JiIeueHUE.

8.0mnpenenure Mpor1o3 3a001eBaHMUs.

Curyanuonnas 3agaya Ne 3

Manpunk 12 ner, rocnuTaau3upoBaH B SHIOKPUHOJIOTHYECKOE OTAECICHUE C
JIMarHO30M CaXapHbIN quadeT.

N3 anamHe3a: poawics B Cpok OT 1 OepeMeHHOCTH, OEPEMEHHOCTb U PO
NpoTeKald HopMaidbHO. Poc u pa3BuUBajCSd HOPMalbHO, peaKo Oojeer

MMpOCTYAHBIMU 336OHeBaHI/I$IMI/I, 3a MCCAll 0 IMOCTYIUICHWA MaMa 3aMCTHJIa, YTO
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MaJb4YMK CTaj] YacTO MOYMTHCS. 3a 2 AHS A0 MOCTYIUICHHS CIaH aHAJM3 MOYH,
BEISIBJICHO: caxap B Moue - 2,0.

OOBEKTUBHO 00IIee COCTOSHHE CPEAHCH TSHKECTH, JKaayeTcs Ia OOIIyro
cmabocTh. PU3MYECKOE Pa3BUTHE COOTBETCTBYET BO3pacTy. Co CTOPOHBI JIETKUX H
cepale JaHHble Oe3 maToyiormH. JKUBOT MATKHE, TEYCHb M CeJIe3CHKa He
YBEIMYCHBI, MOUHUTHCS YaCTO.

O6wuii ananus kposu: Ip.-4,7x10"1 ; Hb- 140 r/n ; neiik-6,2x10%/m; 3-2%:
- 1%, ¢/ - 65%, 11 - 25%,moH - 7%, COD-12Mmm/gac.

buoxumuuecxkuii ananuz xposu: obmmii 6emok - 68 r1/1, kpearmHHH-70
MKMOJIB/JI, MOUYEBHUHA - 6,2MKMOJIB/J, caxap — 4 mmouns/n, Ca - 2,1 Mkmons/n, F -
1,8 MKMOJIB/1.

Obwuii ananuz moyu: OEJKa HET, JICUKONUTHI-1-2-3 B 11/3 , B CYTOYHON MOYe
caxap-3,0.

3adanue:

1.ITocTaBbTe qUarHo3
2.000CHYHTE MAaTOTCeHETHYECKUE MEXAHU3MBI TJTFOKO3yPHH

3.KakoBa Taktika BBeeHUsI O0JIBHOIO

9TAJIOHBI OTBETOB K TECTOBbBIM 3AJTAHUAM

2. 1,2.35
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K CUTYALHMOHHbIM 3ATAYAM

Curyaunonnas 3agaua Ne 1

1.

Kaxoti  ouaenos evi cmasume? HacneacTBeHHbIH HEPpUT (CHHIPOM
AnbriopTa).
Kaxoe oononnumenvroe ucciedosanue HeoOX0OUMO Ot NOOMBEPHCOCHUS.
ouaenosza? buoricus MovKu.
K kakoti epynne 3aboneeanuti omHocumcs  OaHHAs ~ NAMONO2UA?
HacnenctBenHoe 3aboseBaHHe TOYEK, HACIEAYEeTCS MO JOMHUHAHTHOMY,
CIETUICHHOMY C X-XPOMOCOMOU THIY JHOO MO ayTOCOMHO-JOMUHAHTHOMY,
HO M3-32 KPOCCHHIOBEpa T'eHa Ha X-XpOMOCOMY KIMHHYECKHA CO3TACTCS
BIIEYATIICHUE O HACJIEJIOBAHUH, CIICTUIEHHOM C TTOJIOM.
CospemenHoe npedcmasiieHue o namoeenesze 3abonedanus? Y CTaHOBIICHO,
9TO y OOJBHBIX UMEIOTCS JBa pOja BRIPAXEHHBIX HapylIeHUH. Bo-mepBhIx,
UMMYHOJIOTHYECKOM PEaKTUBHOCTH (HeIOCTaTOUYHOCTh B- 1 T-mumdounabix
CHUCTEM, HH3KHA YPOBCHb HMMMYHOIVIOOyaMHA A B KpOBH, HH3Kas
(darouutapHas akKTMBHOCTb JIEHKOUMTOB). BO-BTOpBIX, 0OMEHa KojulareHa
(HEeIOCTaTOYHOCTh THAPOKCUIIPOJIMHOKCHU/IA3bl, YMEHBIIIEHUE OSKCKPEIUU
noykamu. BcrenctBue HapylieHuss oOOMEHa MPOUCXOJIUT MepecTporKa
CTPYKTYpbl 0Oa3zanbHOM MeMOpaHbl KIIYOOYKOB C OOIIMM €€ MCTOHYCHHUEM,
TUCTPOhHUCH.
C kaxumu 3abonesanusmu ciedyem npogecmu OupgepeHyuanrbHslil
ouaenos?  JluddepeHnmanbHpiii  AMarHo3 MpoBoAAT ¢ AuQdy3HBIM
rJIOMEpYJIOHE)PUTOM,  MOUYEKAMEHHOW  OO0JIE3HBIO,  MHUEIOHEPPUTOM,
TyOyJOMmaTUsIMHU.
Hasnauvme neuenue. Jleuenue BKIIOYaeT B ceOs:

— TPaBWIbHYIO OpraHU3aIMI0 PeKUMa CHA U OOJIPCTBOBaHUS peOCHKa;

— CaHAIMIO0 0YaroB XpOHUYECKON MH(EKITNH;

— HCKIIOYCHHNC U3 NI OCTPBIX U OKCTPAKTUBHBIX BCIICCTB,
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— aHTUOAKTEpHaJIbHAsI Tepamusi TOJbKO TIPU  HHTEPKYPPEHTHBIX
3a00JICBAHHAX

— C LETbI0 TOPMOXKEHUS CKJICPOTUYECKUX M3MEHEHUW MOTyT OBITh
Ha3HAYEHbl Ipenaparsl 4-aMHUHOXWJIMHOBOIO  psiga  (pe30XHH-
cyroyHasi no3a 5-10 MI/KT, IJIUTENBHOCTh JIEYEHUSI HE MeHee 6
MECSIIIEB);

— BO3MOXHO ynyumieHue (y 40% OoOJIbHBIX C HACIEICTBEHHBIM
He(pUTOM) B pe3ysibTaTe MpUMEHEHUs jaenarmia B go3e 5-10 Mr/kr B
CYyTKH B TeueHue 6-12 mecsies;

— TJIOKOKOPTHUKOHW/IBI HE TIOKA3aHbI;

— YIOBJIETBOPUTEIIBHBIE PE3YJbTaThl NOJY4YEHBI OT BUTAMHHOTEpANUU
(mupuaOKCHH, KOoKapOokcuiaza), npuMmeHeHuss AT® (mo 1 mu B/M
yepes AeHb, 10-15 unbekuuit), aumedochoHa, ”UMMYHOMOYJIATOPOB,
dbuToTepanus.

— 1pu XIIH noxa3ansl 1uanusel, TPAHCIUIAHTALMUS ITOYKH.

7. Kaxkoti npoecno3 dannoeo 3a601e6aHusa? 3aBUCUT OT BapHaHTa 3a00J1€BaHUS.
XIIH npu remaTypuyeckoM BapHaHTE HAcJIeICTBEHHOro Hedpura
nosiBiisieTcst B Bo3pacre 20- 25 net, npu cuHapome Anbnopra - B 12-16 net

(Jare y MaJb4uKOB).

CutyaunoHHas 3agada Ne 2

1. Bwvioenume cunopomwl. Yxascume, kaxou eedywuil. Jlepopmaruss KOCTHOM
CHUCTEMBI, OTCTaBaHNE B (DU3NICCKOM PA3BUTHH.

2. Ilocmasbme ouacno3. Yxaxute Tun HacinenoBanus. Docdar-muader. Tun
HacleI0BaHUs — JOMUHAHTHBIM.

3. Ilepeuucnume, kakoe o00cnedo8aHue HyHCHO Npogecmu Ol YMOYHEHUs.
ouaenosa. PentreHorpadusi KocTeil KOHEYHOCTEH, MCCIEAOBAHUE IIEIOYHOTO
pesepBa, Kaublus, (ocdopa, menouyHoi ¢ocdarazpl KpoBU; B MOYE —

sKkckpenus ¢pocdaros, npoda CynkoBuya.
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7.

8.

Obvacuume namoeene3 3abonesanus. Ilatorenes 3aboyieBaHHs] — OTCYTCTBHE
WIM Majas aKTUBHOCTh (EPMEHTOB, OOECHEUYMBAIOIIUX pPeadCcopOIHIo
dbocdhaToB B MPOKCUMATIBHBIX KaHAJIbIAX, HEUYBCTBUTEIBHOCTh KaHAJBIEB K
1,25 me3okcuxoseKaabIuidepoIry.

Obocnyiime ouaenos. Jlnarno3 gocdar-nuader cTaBUTCS HA OCHOBAaHUM Kajo0
(00nM 1 UCKPUBJICHHE HIDKHUX KOHEYHOCTEM ), KOTOPhIE OTMEUAI0TCsl Y peOeHKa
C TOJOBAJIOTO BO3pacTa, HHU3KOPOCIOCTh, O00Opa3HOE HUCKPHUBJICHHUE HIDKHUX
KOHEYHOCTEH, CHIkeHue Gocdopa, MoBbIlIEHHE YPOBHS 11eI04HON (pocdarassl
B KPOBH.

C kakumu 3a001e8aHUAMU HEOOXOOUMO nposecmu OuppepeHyuaibHbll
O0UacHo3. Vkaowcume Kpamxue omaudUmesbHble NPUBHAKU.
Juddepenunanbupiii auarHo3 npoBoauTcs ¢ cuHapomoM [le-Tonu-/leOpe-
@daHkOHM (XapaKTepHO coyeTaHHe JAedopMalMd KOCTHOM CHUCTEMBI C
orcraanne HIIP, B wmoue — runepdocdharypus, rIOKO3ypHs,
TUNIEPAMUHOALIUIYPHS); C PAXUTOM (MPOSIBIECHUSI OOJE3HU C MEPBBIX MECSIEB
KU3HH, YITy4IIEHWE COCTOSHUS TOCie Ha3HAueHWs BUTamMuHa Jl), modyedHbIit
TyOyISApHBINA anu03 (TOCTOSTHHO MIEIOYHAS PEAKIIMsl MOUYH, B KPOBU — aIlUJI03;
OCJIO’)KHEHHUE — HEPPOKATIBI[MHO3).

Hasnauvme neuenue. Ilpenapatel Butamuna Jl B 6onpimmx go3ax (10-25 teicsu
en.) moj KoHTposieM TmpoObl CynkoBHYa 0 HOpMaNIM3alMH IOKa3aTese
dbocdopa, menounoit dhocdarassbl.

Onpeodenume npoeno3 3abonesanus. IIporHO3 ANA KU3HU OIArONPUSTHBIN.

CoxpansieTcst HI3KOpOCIOCTb.

CuryaunonHas 3agaua Ne 3

1.
2.

Ilocmagvme ouacno3. [loueunas TIOKO3ypHSL.

Obocuyiime namoceHemuyeckue MeXanuszmvl 2nioko3ypuu. 3abojeBaHue
CBA3aHHO C W30JIMPOBAHHBIMU HAPYIICHUSIMU peadcopOIuU TIIOKO3bl B
POKCUMAaJIbHBIX KAaHAJIbLAX.

Kaxosa maxmuxa e6eedenuss 6oavnoco. CHELUAAIBHOIO JICUEHHUS NOYEYHON
Ul



TJIIOKO3ypuu B OOJIBIIMHCTBE cioyyaeB He TpeOyercss Baxno obecrneunThb
NpaBWJIbHOE MUTAaHUE OOJIBHOTO, YTOOBI M30eXaTh MEPErpy3Kd YIIIEBOJAMH,

KOTOpad CHOCO6CTBy€T BO3pAaCTaHHUIO IIOTCPh CaXapa
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