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[nasa 1

MoyeBoi CHApOM

IIporennypusa — nabopaToOpHBII KpUTEPUIi, OMpeaesi-
IOLIMI Hanuuue Oejika B Moue. B pa3oBoii mopLuu Modu
3I0POBOTO YeJoBeKa OEJIOK MOXET OMpelessiTbes B ciie-
JIOBBIX KOJMYECTBAaX; B CYTOYHOM OOBEME MOUYU OEJI0K
orpenensiercs B Koamdecte He 0osee 150—200 mr/cyT.

Paznmnuaior BBICOKYIO, YMEPEHHYIO U CJIEHOBYIO IIPO-
TEUHYPUIO.

Bricokast mpoTenHypusi — KOHLIEHTpalusl 0ejka B 00-
IeM aHajau3e Moum Bbime 1,0 r/a; cyTouHast SKCKpe-
uus — Bbiie 1,0 r/m2/cyt wim 50 Mr/Kr/cyT.

YMepeHHass TPOTEMHYPHUsS — KOHIIEHTpamusl Oenka
B obmem aHaiau3e mour oT 0,1 mo 1,0 T/, mpu cyTouHOI
sKckpeunu 6eaka — ot 500 mr/cyt 1o 1,0 r/m?/cyT.

CnenoBasi IpOTEUHYPUST — SMU30ANICCKOE BBISIBICHUE
Genka B pa3oBbix mopuusx moun 0,033—0,066 r/a, mpu
CyTOUHOM TIpoTeuHypuu He 6osee 500 Mr/cyT.

1.1. Beicokas nmpoTeuHypusi.

1.1.1. Hedpporuueckuit cunaapom (rmasa 10).

1.1.2. AMuionao3 nepBUYHbIN U1 BTOPUYHBIA.

1.1.3. MuenomHast 60JIe3Hb.

1.1.4. Cunngpom I'yamacuepa.

1.1.5. TpomboTuueckne MUKpOAHTHOIATUU (TeMO-
JIMTUKO-YPEMUUECKUI CUHAPOM, TPOMOOTHYECKAS
TpOMOOLIUTOIIEHNYECKas Iy pILypa).

1.1.6. OxoroBast 60JIc3Hb.
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1.1.7. TpoM003 MTOYEYHBIX BEH.
1.1.8. Cunnpom aautesnbHOro pasnasauBaHus (Kpami-cuHapom).

1.2. Ymepennas npoTeuHypusi.

1.2.1. Hedpputuuecknii cuHapoM (paszaein 9).

1.2.2. UHTepcTULIMANBbHBIA HE(PUT (B TOM YUCIIE: OCTPBIN TTHe-
JIOHE(PUT, 000CTPEHNE XPOHUYECKOTO MUETOHEMPUTA).

1.2.3. UH(peK1IMOHHBIC TOKCUKO3BI.

1.2.4. OrtpaBneHus (MbIIIBLIK, XJdopodopM, deHos, docdop,
PTYThb, CEPOYTIEPO, TAJJINIA).

1.2.5. MeankaMeHTO3HasI IpOoTeuHYpuUs (ffomcomepKaiine KOH-
TpacTHBIE BEIIECTBA, CAJMILIMIATHI, CyJIbMaHUIaMUIbI, TICHU-
LUJUIMHBI, CHOTBOPHBIE, BUTAMUH D).

1.2.6. LllokoBas 1mouka.

1.2.7. CurgpoM AJbIIOpTA.

1.2.8. Cungpom OJjcoHa.

1.2.9. Cungpom DmirteiitHa/PemrTHepa.

1.2.10. Cunnpowm Jloy.

1.2.11. Cunapowm JloypeHca.

1.2.12. Cunapom Jloypenca—MyHna—bapae—buas.

1.2.13. CunapoM ocTeonn3sa 1 HepoIaTUu.

1.2.14. bone3unr Madpn.

1.2.15. bone3ns [eHTa.

1.2.16. CucteMHBIC BACKYJIUTHI.

1.2.17. CuctemMHbIe 3a00€BaHUS COSAUHUTEIbHON TKAHU.

1.2.18. IgG4-accouunpoBaHHOe 3a00JieBaHNE.

1.2.19. iInabetuueckast HeppomaTusi.

1.2.20. I'emaTopeHaIbHbIE 3a00JI€BaHMSI.

1.2.21. TyOepo3HBbIii CKIIEPO3.

1.2.22. TyGepKyme3 moveK.

1.2.23. Jlucrnina3uu moyek.

1.2.24. TunepToHuYecKas 00JIe3Hb.

1.2.25. 3acToiiHas Mmoyka MpU CepAeYHO-COCYIMCTON HemocTa-
TOYHOCTH.

1.2.26. CTeHO3 ITOYEYHOI apTepUU.

1.2.27. OcTtpas nmoyeyHass HEJOCTATOYHOCTD.

1.2.28. Onyxons Bunbmca.
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1.2.29. CynopOXHBI CUHIPOM.
1.2.30. AyToBocmanuTelIbHbIe 3a00JIeBaHNSI.

1.3. CaenoBasi npoTennypus.

1.3.1. UH(pek1rss MOYEBBIBOOSIIINX TTYTEN (LIUCTUTHI, YPETPUTHI).

1.3.2. TyOynonatum (ITOYeUHBIN TYOYJISIDHBIN alla03, CUHIPOM
ne Tonn—/deope—DaHKOHU, IUCTUHO3).

1.3.3. [Monukucro3Hast 60e3Hb MOYEK.

1.3.4. 'uniepuedpoma (onyxosn I'paBuiia).

1.3.5. Oprannyeckue uin (GyHKIUOHAJIbHEIE HApYILICHUS YpO-
JTUHAMUKMU.

1.3.6. dyHKuUMOHAIbHAS MIPOTEeUHYPUs (aIbOYMUHYPUS OPTO-
craTuyecKkasi; MapiieBas).

1.1. BbICOKAS NPOTEUHYPUSA

1.1.1. HedppoTuyeckuit cunapom (rnasa 10)

KanHnKo-1abopaTopHBIi CUMIITOMOKOMILIEKC, XapaKTepu3yio-
IUHACS OTeKaMU pa3IMYHOM cTereHU (OT MacTO3HOCTHU 10 aHacapKu)
U XapaKTepHbIMU JIaOOPaTOPHBIMU TIPU3HAKAMU TJIOMepyJIoHe(dpuTa.

IlnanoBas muarnoctuka (IIJI). Bricokas mportemHypusi B codyeTa-
HUM C UWIMHIpYypUel (TMajJiHOBBIE, 3€PHUCTbIE, BOCKOBHWIHBIE),
BO3MOXHa MUKPOIPUTPOLUTYPUSI, MUKPOJECHKOLUTYPUS, JTUMEPO-
uutypus. IloBemmenne COD m remaTokputa. ['mmomporenHeMus,
TUIOATbOYMUHEMHUSI, AUCIUNUASMUS (TUIIEPXOJIECTCPUHEMUSI,
TUTIEP-[B-TUTIONIPOTEMHEMUSI, TUTIEP-TPUTIIMLICPUIECMUS); TUTICphU-
OpuHoreHeMus; runepkoaryasius. Cum. 1. 10.

1.1.2. AMunouao3 nepsnYHbIA U BTOPUYHDINA

[lepBuuHblil uouonatudeckuii AL-aMWIonno3 — IeHEeTUYEeCKU
NEeTEPMUHUPOBAHHOE IIPOTPECCUPYIOIIEE CUCTEMHOE 3a00JIeBaHUE
C MMOpak€HMWEM MOYEK, KaK MPaBUIIO, Y CTAPIIEN BO3PACTHOM TPYMIIHI.
Berpeuaetcs penko. KnuHudeckast KapTuHa B 1€010Te HE MMEET YeT-
KX ouepTaHUii. XapaKkTepHbl HeclelM(pUIECKNE CUMITOMbI aCTEHUU
U MHTOKcUKauuu. IIporpeccupoBaHue MPOTEUHYPUU U YPEMUU CO-
MPOBOXKAAETCS (POPMUPOBAHUEM CTOWKON apTepuaJbHON TMIEPTEH-
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31M, MOpaXXeHUEM MHUOKapia, YyCyryojeHueM He(poTUYeCKOro CUH-
IpoMa, TpOMOO3aMU ITOYCTHBIX BEH.

IIX. Boicokas creneHb TPOTEMHYPUM (4acTo 0e3 M3MEeHEeHMST MOUe-
BOT'O 0Cajika), y HEKOTOPbIX OOJBHBIX B MOUE OOHAPYKMBAeTCsl OEI0K
benc-Ixxonca. lucnporennemust, napanporentHemust. Y31 — ysenm-
YeHUe MoYeK B pazMepax («0osbline Oeble TOYKU» ), HEPOBHBIM KOH-
Typ, HapyueHue muddepeHIMpoBKU IapeHXUMbl. OKOHYATeJIbHBIN
MarHo3 Mop(oJIornyecKuii; TUIIMYHAs KapTUHAa aMWJIOMI03a — BbI-
sIBJIeHUE 203MHO(DUIBHOTO aMUJIOUJAHOTO BellecTBa Mo Xxoay Oa-
3aJIbHbIX MeMOpaH COCy/I0B, KaHaJIbLIEB, COOMpaTEebHbIX TPyOOUEK,
MHorAa — Oa3ajbHbIX MeMOpaH KiyboukoB. Crneluduyeckass okpa-
CcKa aMujionza KOHTO KpacHBIM C TIOCTEAYIoIei MHKpPOCKOMIUel
B TOJIIPU30BAHHOM CBETE BBISIBIISIET 3ejieHOoe cBeueHue. C IOMOIIIbIO
MpoOBl C TPUIICMHOM WM TepMaHTaHATOM Kajusl TUIUPYIOT AL-
u AA-amuioun. UDA-uccnenoBaHus ¢ MPUMEHEHHEM aHTUCHIBO-
POTOK K AA-aMWJIOWIY W JIETKUM LIEISIM MMMYHOIJIOOYJIMHOB TaK:Ke
BBISIBIISIIOT CIEUM(PUISCKUIT aMUION .

BropuuHblii peakTUBHBIN AA-aMUJIOUI03 pa3BUBACTCS y TaLleH-
TOB, CTPaJAIOIINX XPOHNIECKIMI HATHONTEIHLHBIMU 3a00JICBAHUSIMHA,
PeBMaTOUIHBIM apTPUTOM, JUMMONporudepaTUBHBIMU WU OHKOIe-
MaTOJOTUYECKUMHU 3a00JIeBAHUSIMU, TyOEpKyJIe30M, MepUOINIECKOMN
0one3Hbl0, cuHIpoMoM Maiikima—Yanca (cemeiiHas HedpoIaThs
C KpalMBHULIEH M miyxoTol). KnMHuWKa — HapacTalolme OTeKu
Ha (oHE TeyeHMsI OCHOBHOIO 3a00JIeBaHUS C IOCTETIEHHO (hOpMHU-
pyIOIIMMCSI HE(PPOTUUECKUM CUHIAPOMOM; TelaTOCILUIEHOMETalus;
MOCTETIEHHOE IIPOTrPeCCUPOBAHNUE apTepUAIbHON TUIIEPTEH3UN U CEP-
JIIEUHOM HEAOCTATOYHOCTU; (DOPMUPOBAHUE XPOHUUYECKON ITOYECUHOM
HEIOCTaTOYHOCTU. XapaKTEepHO MPOSIBIIEHUE W YBEJIUYEHUE MPOTEU-
HYpUHM nocie GU3NIeCKUX Harpy30K 1 MH(EKIIMOHHBIX 3a00J1eBaHMIA.

II. IIpoteunypust ot ciemoBoil mo 10 r/cyT, MUKPOIPUTPOLIM-
Typusi, MUKpoJeKonuTypus. [Iporpeccupyromas anemus Ha (oHe
CTOiKOro neikounTo3a 1 moBeieHuss COD (maxe Mpu OTCYTCTBUU
KJIMHUYECKUX MPU3HAKOB OOOCTPEHUSI OCHOBHOIO 3a00JeBaHUsI).
YcroiunBasi 1MCNIPOTEMHEMUS (YBEIUYEHUE O - U Y-(DpakLuii), He-
0oJIbIIIOE TIOBBIIIIEHUE YPOBHSI (ubprHoreHa. OKOHUYATeIbHbBIN Aua-
THO3 MOPMOJIOTMYECKUI — 110 pe3yJIbTaTaM He(pOOMOIICUH.
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1.1.3. MuenomHas 6one3Hb

MoHOKIOHAIbHASI TUTIEPTaMMAarIo0yIMHEMHUs — TpPYyIIIa PeaIKux
MMMYHOIIATOJIOTUYECKUX 3a00JIeBaHUI, ITPOTEKAIOIINX C ITOpaxke-
HUEM TIoUeK B BUIE 8MOPUUHO20 amuaoudoda (cm. n. 1.1.2); 6ore3nu
Banvdencmpema (HacnencTBeHHast MaKpoOTrJIOOYJIMHEMUSI C ayTOCOM-
HO-IOMUHAHTHBIM TUIIOM HacJIeTOBaHUS) U d0OpOKa4ecmeeHHOU MO-
HOK/AOHAAbHOU 2UNepeammaznodyiuHemull.

boaesnv Baavdencmpema maHUbeECTUpPyeT B CTapiieM BO3pacTe
ocTpoil moyeyHoit HemocTaTouHOCThIO (OITH) BcaeacTBue MacCUBHO-
ro ocaxaeHus IgM B kanujspax K1yOOUKOB.

IIJI. Bricokass mporenHypus; BbIsiBAeHUEe Oenka beHc-II>koHca
(mo 20 r/cyr u 0Oojee); BbIpaXeHHas LUJIUHAPYpHUs (TMTaHTCKME
CJIONCTHIE UMIMHAPHI). 3HaunTeaIbHOe ToBhIieHne COD, muMmdonn-
TapHBIA JICUKOLIMTO3, IUIA3MallUTO3, HOPMOXPOMHAsI aHEMMUSI, TPOM-
OOLIMTOIICHUS B TEPMMHAJIBHBIX CTagusIX. | uIepmapamnpoTenHeMus,
MOHOKJIOHAJIbHBIN M-TpagueHT, MOBBIIICHUE COAEepKaHUS B IJla3Me
0eIKOB «0CTpoda30BOro orBeTa». MuejgorpaMma — OOJIbIIOE KOJIU-
YECTBO TYYHBIX U IJIa3MaTUYECKUX KJIETOK; ouyaru AeCTPYKILIMHU B IUIO-
CKMX KOCTSIX.

IlobpokauecmeenHas MOHOKAOHAAbHAS 2UNEPAMMAa2A00yAUHeMUs
MIPOSIBIIIETCSI YMEPEHHOM IPOTEeMHYpHEil (peIKo — BBICOKASI IIPOTe-
WHYpUsI).

III. OxoHYaTeabHBIA AUarHOo3 MOP(HOJOTMYECKUII — OYaroBbIi
CKJIEPO3 MOYEUHON MapeHXUMBbI, O0YCJIOBJIEHHbIN OTJIOKEHUEM OeJiKa
B ME3aHTUU WIK B CYOIHIOTENMAIbHOM CJI0€ KaWIISIPHON CTEHKU.

1.1.4. Cunppom l'ynnacuyepa

I'eMopparnyeckuii MmMyJbMOpPEHAIbHBI CUHAPOM — HEKpPOTHYe-
CKUIi TIIOMEPYJIUT C TeMOPParndecKUM ajJbBeOIuTOM. B meTckom Bo3-
pacte perucTpupyercsl peako. B ocHoBe — MMMYHHBIE MeXaHM3MbI
MOBpEXXICHUs 0a3aJlbHbIX MeMOpaH ajabBeO] M KIYOOUKOB ITOYKH.
Knuandgeckast KapTuHa OIpeaesieTcsl opaXkKeHUEM JIETKUX ¢ KPOBO-
XapKaHbeM, 3aTeM — ITOpaxKeHUEM IOoYeK W Pa3BUTHEM aHEMUM.

IIA. BripaxkeHHasi/ymepeHHas] MPOTEUHYPUSI, MUKPO-, MaKpoO-
reMaTypus. XapakTepHa HOPMOXpOMHasl JIeTKON (pexe — CpeaHei)
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CTETNIEHU aHeMus; JielKoluTo3, mnoBbilieHue COD; aucrnpoTenHe-
MUsl, TUIIepraMMarjioOyJuHeMus; TUuIepxojiectepuHemus. JluarHos
MMOATBEPKIACTCS HMMMYHOJIOTMYEeCKUMHU (crnemubpudeckue Imepe-
KpeCTHO-pearupyloume aHTure1a K 6azaibHoi MemMopaHe) u Mopdo-
OMONTUYECKUMU METOJaMU MccienoBaHusl (MeMOpaHo-npoardepa-
TUBHBIN, TTpon@epaTUBHBIN 3KCTPAKAIIMJUISIPHBINA C ITONYJIYyHUSMU
IJIOMEPYJIOHEMPUT, CKIEPO3 U TMATUHO3 TJIoMepyJl, GUOpUHOUTHBIN
HEKpO3 KanuJUISIpOB; CIeln(pUIECKOe JUHEHHOEe CBEYECHUE HMMMY-
HOII00YJIMHOB BA0Jb 0a3ajibHbIX MeMOpaH KJIyOOUKOB MPU UMMYHO-
(b1r00peCLIECHTHOM UCCIEIOBAaHUM).

1.1.5. Tpom6oTHHECKME MUKPOAHrUONATHM

TpomboTHUeCcKE MUKPOAHTUOIIATUU (TPOMOOTHYECKAasT MUKPO-
aHTHOIIaTUYeCKas TeMOJIMTUYECKasl aHeMUsl) — 3TO TpyIina 3a0ojeBa-
HU, XapaKTePU3YIOIIUXCS TPOMOOIUTONCHUEH, MUKPOAHTHOIIATH -
YeCKOM reMOJIUTUIECKOI aHeMuel, MUKPOBAaCKYJISIPHBIM TPOMOO30M
KOHIIEBBIX apTepUOJT M KaIWJUIIPOB, MHOXKCECTBEHHON ITHCYHKIIMEH
opraHoB. Cpeau 3abojieBaHUIA ¢ JaHHBIM KJIMHUYECKUM CUHAPOMOM
BBIIEJISIIOT TPOMOOTHYECKYIO TPOMOOLIMTOIIEHUUECKYIO ITyPITYPY U TH-
MWYHBIA W aTUTTMYHBIN TeMOJIMTUKO-ypeMudeckuii cuaapom (I'YC).

I'YC xapakTepusyeTcs coueTaHreM MUKPOAHTMOIIATUIEeCKOI reMO-
JIMTUIECKO aHEMWH, TPOMOOILIMTOIICHUY MOTPEOICHNST M OCTPOI I10-
yeyHoit HegocTtaTouHocThio (OITH). Yamue ctpanmator aetv a0 3-jet-
Hero Bo3pacTta Ha (DOHE OCTPBhIX KMIIEYHBIX WJIM PEeCHUPATOPHBIX
3aboneBaHmii. Ocobyro rpyIny cocTaBisior cemeriHbie ['YC ¢ ayTocom-
HO-PELIECCUBHBIM WM ayTOCOMHO-IOMWHAHTHBIM TUIIOM HacCJeIoBa-
HUsI, U1 KOTOPBIX He XapaKTepHO Halnure MH(GEKIIMOHHOIO IIPOoLieC-
ca B ae01ote 3a0oseBanus. Beigenstor ['YC, apistioliuiics cieacTBUEM
JABC-cunapoma Ha poHe MHGDEKIIMOHHBIX 3a0oneBanuii, u I'YC, oc-
JIOXKHSIIOIIUI TeueHre MMMYHOKOMILJIEKCHBIX 3a0oseBaHuil (B Oojee
crapiieM Bo3pacte). B KinnHuyeckoii KapTUHe IpoapOMaIbHOTO Iepy-
oJa npeod1agaT CUMIITOMbI MH(peKIIMOHHOTO 3a0oeBaHus. [Tepuon
pasrapa xapakTepHu3yeTcsl TpeMsl OCHOBHBIMU CUMIITOMAaMU — T€MOJIH -
TMyeckoit aHemueit, JIBC-cunapoMmom ¢ TpombouuTonenueit, OITH.
B niepron pasrapa oTMeuaroTCsI YaCThle HEBPOJIOTUUECKHE HAPYIICHUSI
(cymoporu, corop, Koma), SBJISIOIIMEecs MPOosBIeHHWEeM OTeKa MO3Ta.
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Ocrtpas moyeyHasi HEIOCTaTOYHOCTb XapaKTepU3yeTcCsl KJIaCCUYEeCKU-
MU CTaausIMU (OJIMTOAHYPUSI, TIOJTMYPUSI, BOCCTAHOBICHUE (DYHKIIMIA).
OCco0EHHOCTBI0O TPOMOOTHYECKON TPOMOOIIUTOTIEHUYECKON TTyp-
Mypbl WK 00yie3HU MallKOBMIIL SIBJISIIOTCS 1e0I0T 3a00€BaHMS Yallle
B IIOAPOCTKOBOM BO3pacTe Ha (hOHE IMOJHOTO 3M0POBbSI, C TUIIMYHBIM
reMopparuuecKuM CMHIPOMOM B BUE TETEXUii, 4aCTO HAOJIOAAI0TCS
KpPOBOTEUYEHHUsI HOCOBBIE, JECHEBBHIC, PeXe KeIYIOUYHO-KHUIICYHBIC.
«SnepHbIM» CUMOTOMOM 3a00J1€BaHUsI SIBJISIIOTCS TIPU3HAKM ITOpaxe-
HUSI LEHTPAJIbHOM HEPBHOW CUCTEMbI B BUJIE CYIOPOT, MTOTEpU CO3HA-
HUsI BILUTOTH 10 KOMBI. [TopaxkeHue mouyek Hab1romaeTcs B BUIE MOUYEBO-
ro cunapoma, OITH Habmopaercst ropas3no pexe B cpaBHeHuu ¢ ['YC.
B TsoKenbIxX citydasix y IeTeil ¢ TpOMOOTUIECKO MUKPOAHTMOITaTH -
el BO3MOXXHO pa3BuTHe Hepotuueckoro cunapoma (HC).
Heotnoxnas muardoctuka (HL). B craqun OITH — azotemusi, cHU-
JKeHUEe KJIMPEHCHBIX (PYHKLMI TMOYEK, TUIlepKaaueMusi, TUIepKoary-
TS WA TUTIOKOATYJISIIMS TOTpedeHMST (B COOTBETCTBUM CO CTaIN-
amu JIBC-cuaapoma), remMmonuTrndeckast aHeMusl, TPOMOOITUTOTICHUS.
IIJI. Beicokasi/ymepeHHass MPOTEUHYPUs, MHKpPO-/MaKporema-
TypUsI, MUKPOJCKOLUMTYPUsI, HUIUHAPYpHUs. ['eMonuTmyeckass aHe-
MU, PETUKYJIOLIUMTO3, TPOMOOLIMTOMNEHUS, IIM30LUTHI, JIEHKOIIM-
TO3, oTpuuareabHasgs mnpoda KymbOca. TunepouaupydorHeMus,
noBbIIIeHNEe JakTataeruaporeHassl (JIII), B Koarymorpamme Tipu-
3Haku JABC-cunapoma. g atunuuHoro I'YCa xapakTepHO CHIUKe-
Hue C3-KOMIOHEHTa KOMIUIEMEHTA, IJiI TPOMOOTHYECKON TPOMOO-
LIMTOTIEHUYECKOM MypITypbl — cHUKeHue ypoBHI ADAMTS-13 <5%.

1.1.6. O)xxoroBas 6onesHb

ITpencrasnsier coboil BhIpaXeHHBIN HAOTOKCUKO3, OOYCIOBICH-
HBII TIOSIBJIGHMEM B KPOBOTOKE OOJIBIIIOrO KOJMYECTBA ITPOIYKTOB
pacraga TKaHel (Mpexie BCEero paszjiMyHbIX O€JKOB) Ha (hOHE BbI-
PaXXeHHBIX MUKPOLIMPKYJISATOPHBIX HapylieHuit. Hepenko — wucxon
B XpOHUYECKYIO TTOYeYHYI0 HemocTaTouHOCTh (XITH).

HJI. Beicokast ipoTeHYpHUsI, MaCCUBHAs LWJINHAPYPUS, MUKPO-,
Mmakporemarypus. Hecneuucguueckue reMaToJOTMYEeCKUE TMpPU-
3HaKW BocHaJieHUsl. ['eMoKoaryisiliMOHHbIE HapylIeHUsI 110 TUIY
ABC-cunapoma.
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1.1.7. Tpomb603 noYeUHbIX BEH

PazBuBaeTcst BTOpUIHO IIpU 3a00JI€BaHMUSIX OPTaHOB, PACIIOIOXCH -
HBIX B 3a0pIOIIMHHOM IIPOCTPAHCTBE (OITyXOJIM, TAHKPEaTUT, abcliec-
Chbl), IPU TpaBMaxX, BApUKO3HOM PACLIMPEHUU BEH, TPOoMOOdIeouTe
HVDKHUX KOHEYHOCTE!, BOCXOASIIEM TPOMOO3e HMUKHEN MOJIOI BEHBI
U SUYHUKOBOM BEHBI, PETPONepPUTOHEAIbHOM (prOpo3e, mpopacTaHUU
onyxoin (rumepHedpoOMBbI) B TIPOCBET ITOYEYHOI BeHBI. Bemymmii
KIIMHUYECKUI CUHAPOM — 00JIeBOI (TYIIble 00U B ITOSCHUYHOM 00-
JIaCTH) W TeMaTypUIeCKUl ¢ ITOCTEIICHHBIM pa3BUTHEM HeppOTUIC-
CKOTO cMHJIpoMma U nporpeccupoBanueM XITH.

HJI. ITporennypus (6onee 10—20 r/cyT), MUKpO-, MaKporeMmary-
pusl, THAIMHOBBIE HAIUHAPHL. JIMarHo3 MoaATBepKAAeTCS MHCTPYMEH-
TaJIbHBIMM METOJaMU MCCJIeNoBaHus (paguou30TOIIHAsI peHorpadus,
anruorpadus).

11.8. CuHgpom anuTenbHOro pa3gasnuBaxusa (Kpaw-CMHAPOM)

IMonmucumMnrToMHoe 3a00ieBaHKE, KOTOPOE MPOSIBISIETCS] B BUJIE JIO-
KaJbHOI MBIIIEYHO-HEPBHOI MAaTOJOTUMU € TTO3TAITHO BO3HUKAOIIIM -
MM HapylIeHUsIMH, OOYCIOBJICHHBIMU TPaBMAaTUYECKUM IIOKOM,
TOKCEMHUEH MPOIYKTaMM Pa3IaBIMBAHUS MSITKUX TKaHEe U MUOTJIO-
OUMHYPUITHBIM HE(PPO30M (OCTPOI1 TOUEUHON HEJOCTATOUHOCThIO).

PazmaBnuBaHue MSTKUX TKaHeid BO3MOXHO KakK IIpM KpaT-
KOBPEMEHHOM BO3JCHCTBUM (CHHAPOM KPATKOBPEMEHHOI0 pa3iaaB-
JMBAHUA), TAK U TIPU JUIUTEJIBHOM CIIABJIEHUM KOHEYHOCTEW WU TY-
JIoBUIIIA (CHHAPOM JUIMTEIbHOTO pa3aaBimBaHus). I1ycKOBBIM Mexa-
HU3MOM MPU Kpall-CUHAPOME SIBJISIETCSI TpaBMaTU4ecKuii mok. [pu
OTCYTCTBUM IIIOKAa CHHIAPOM MOXKET pa3BUBAThCS aOOPTUBHO, Ha-
npumep 6e3 OITH. Ilpu cuHapoMe KpaTKOBpPEMEHHOI'O pa3aaBirBa-
HUS TpaBMaTUYECKMI IIIOK pa3BUBAETCS, KaK MPAaBUJIO, TIPU HATUYUU
KOCTHBIX MoBpexxneHuii. CormyTcTByloliee TpaBMe KPOBOTEUEHUE MO-
>KET BBI3bIBATh reMopparmdyeckuii mox. I[Ipu cuHapoMe IIUTETbHOIO
pas3naBIMBaHMS JJIMTEIbHOE BO3JAENCTBUE 00JeBOT0O (hakTopa mocTe-
MEeHHO PacKpbiBaeT KapTUHY TPABMATUYECKOTO I1IOKA.

HA. B cranun OITH — a3oTeMusi, CHUXKEHUE KJIUPEHCHBIX (hyHK-
LM MOYeK, TUIepKaIueMusi, MeTa00JIMYEeCKMI alnui103, TUIepKoary-
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JISILIMS WIM TUMOKOATryJsuus MmoTpedyieHus: (B COOTBETCTBUU CO CTa-
mnsmu JIBC-cuanpoma).

IIJI. Beicokasi/ymMepeHHast IpOTEMHYPUsI, MaKpOoTreMaTypus, FeMO-
rJIOOMHYpUs. JucrnporernHeMus, TOBBIIIEHUE CHIBOPOTOUHBIX (dep-
MEHTOB, aHEMUS, JIEUKOLIUTO3, HoBhIIeHne COD.

1.2. YMEPEHHASI NPOTEUHYPUA

1.21. Hecpputnyeckuit cuippom (rnasa 9)

KnuHuko-nmabopatopHblii CUMIITOMOKOMILIEKC, XapaKTepu3ylo-
LIMICI MMKpO-, MakKporeMaTypMel; oJurypueil; orekamu (MeHee
BbIpa>k€HHBIMM, YeM MpPU HEDPOTUUECKOM CHUHAPOME); a30TeMUEIH;
MOBBILIEHUEM apPTEPUATIBHOTO JaBJICHUSI.

IIX. YmepeHnHas (peIKo BBICOKAST) TPOTEUHYPUS; MUKPO-, MaKpO-
sputpouutypus. Hecnenupuueckue reMaToloTMYecKe MmokKasaTean
BOCIIAJIEHUs; TIOBBIIIEHUE COAEP>KaHUS B CHIBOPOTKE KPOBU «Oei-
KOB OCTpoOI (pa3bl», a30TeMUsT OT YMEpPEHHOI 10 BBICOKOM. [Ipm
OCTPOM TMOCTCTPENTOKOKKOBOM TJIOMEPYJIOHE(MPPUTE — MOBBIIICHUE
aHTUCTpenToan3uHa-0, aHTUCTPENTOKMHA3bI, aHTUTMATyPOHUIa3bI.

1.2.2. UuTepcTULManbHblifi HedppuT (B TOM YKUCNE: OCTPbIN
nuenoHeput, 060cTpEHUE XPOHUYECKOr0 NuenoHedpuTa)

OcTpoe WiIM XpOHUYECKOES BOCHAJIUTEIbHOE 3a00JIeBaHUE IIO-
yeK MH(pEKIIMOHHON WM HeMH(MEKIIMOHHON STUOJIOTUM C aCEITH-
YECKMM TIOpaXKEHUEM WHTEPCTUIIMAJIbHON TKAHM M KaHaJIbLIEBOIO
armapara HegpoHa. [1py Hanmmunyu MUKpOOHO-BOCIIAJIUTEIBHOTO ITy-
CKOBOTO (paKTOpa MHTEPCTULIMATIBHBI HE(DPUT TPAKTYETCsI KaK OCTPhI
WIM XpOHUYECKMI nuesoHedpuT. B KiimHu4Yeckol KapTuHe — 4acTo
JINXOpanuKa, 001 B XKMBOTE WJIM TTOSICHUIHOM 00JIaCTH, TN3YPUIECKIE
sBJieHUs (0COOEHHO MPU OCTPO MHGPEKIUN MOYEBOI CUCTEMBI), 00-
IIME CUMIITOMBI MHTOKCUKAIIUY 1 aCTeHU3alIUU.

II. Ilporeunypust ymepeHHasl, MUKPOSPUTPOLUTYPHUSI, JIEHKO-
HUTYpHsT (OT MUKPOJIMMQPOLUTAPHON NPU ACENTUYECKOM WHTEp-
CTUIIMAJIBHOM He(puTe N0 MaKpOJEeUKOLUTYpUU HEATPODUILHOTO
Xapakrepa Ipu mueaoHedpure), [3,-MUKpOrIOOyIuHypus, OGakre-
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puypus (mpu nueaoHedpuTe) M Kpuctamnypus (MpU UHTEPCTU-
oUaJbHOM HedpuTe Ha (PoHEe AUCMETadOIMUYeCKOl HedpoIaTun).
T'umioctenypust. Yacto — UMCTUHYpUS, calypust (OKcalaTHasl, ypat-
Hasl) pa3HOI CTeNeHU MHTEHCUBHOCTHU. 3HAYWTEIbHasI OaKTepuypus
(6omee 10000 M.T.) ¥/WIKN MMOJOXUTEIbHBIE PE3YJIBTaThl MOJIMMEpa3-
Hoii ternHoil peakuuu (ITLIP)-ucciaenoBaHusi MOYM Ha OMNIOPTYHU-
cTruyeckue nHbpekiuu. JIeMkonuTos; najouykosiepHblid CIBUT BIEBO
IIPU MUKPOOHO-BOCIIAJIMTEILHOM IIpoliecce, TMM(GOMOHOILIMTO3 MPHU
acentuueckoM; mobimeHre COD; nerkas HOPMOXPOMHASI aHEMUSI.
JucnporenHeMus, MOBBIIIEHUE COAEPKAHUS B CHIBOPOTKE «OEIKOB
ocTpoii da3bl», MOBLIIIEHNE OCATOYHBIX MPOO — THUMOJIOBAsI, CyJe-
MOBasl. YJIbTpa3BYKOBasl NMATrHOCTMKA BBISIBJISIET IPM3HAKKM OTEKa
MOYEYHON MapeHXUMbI, MPU TMUeIOHEe(pUTe — YTONIICHUE CIU3U-
CTOM MOYEBBIBOISIIMX MYTEI; B3BECh B MPOCBETE MOYEBOU CUCTEMBI,
MPU3HAKM OPTaHWYECKMX WM (PYHKIMOHAIBHBIX YPOIMHAMUUECKUX
HapyIICHUM.

1.2.3. MHcheKLMOHHbIE TOKCUKO3bI

MHorue MHQEKIMOHHbBIE 3a00JIeBaHUS TTPOTEKAIOT ¢ Pa3BUTHEM
aCeNTUYECKOro TyOYyJIOMHTePCTULIMATIBLHOIO HedpuTa. 3HAUUTEIbHbIE
MMOpaKeHUs MHTePCTULINS M KaHaJblieB He()poHa pa3BUBAIOTCS IIPHU
repriec-BUPYCHBIX WMHMEKIMIX, JenTocnupose, cuduiuce, Oapre-
HeJliese.

1.2.4. OTpasnenus

MBeibgK, xaopodopM, peHo, pochop, pTyTh, CEPOYTIECPO, Taj-
JIMIA BBI3BIBAIOT pa3BUTHE WHTEPCTULIMATILHOIO HedpUTa C COOTBET-
CTBYIOIIMM MOYEBBIM CUHIPOMOM Ha (poHe crien(pUIeCKON KIIMHUKNA
OTpaBJICHUSI.

1.2.5. MegukameHTO3Has NpoTenHypus

Honconepxaiiye KOHTpacTHbIE BEILIECTBA, CATUIIMIATHI, CyIbda-
HUJIaMUIbI, TIEHUIWUIMHBI, CHOTBOPHBIE, BUTAMUH D BEI3BIBAIOT MO-
paxkeHue MoYyeyHoi rmapeHXxuMbl. OCHOBOM JISI MOYEBOTO CMHIpOMa
Ha ¢oHe IpreMa IToA0OHBIX MEIMKAMEHTO3HBIX IIPEIapaToB SIBISETCS
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pa3BUTHE UHTEPCTULIMAILHOTO He(puUTa 32 CUET HEMOCPEACTBEHHOIO
TOKCUYECKOTO BJIMSHMS IIperapaToB Ha ITOYCYHYIO TKaHb WU BIIM-
SIHUSI 00pa3yIOLIMXCs MO IeCTBUEM MEIUKAMEHTOB METaOOIMNTOB,
BBI3BIBAIOIIIMX aCENITUYECKOE BOCITAJIEHUE.

1.2.6. LLlokoBas no4yka

KnuHuyeckass kapTMHa MmopaxkeHUsl MoYeK IpM 1IOKe XapaKTe-
pU3yeTCsl BbIpak€HHBIMU MUKPOLIMPKYIITOPHBIMU HapyLIEHUSIMU,
CBSI3aHHBIMHM C OOCTHEHMEM KPOBOTOKA M BEHO3HBIM 3aCTOEM, UYTO
MNPUBOAUT K 3HAUUTEJIBLHOMY OTEKY IMapeHXMMBbI MOYeK U Pa3BUTUIO
MOYE€YHO HEAOCTATOUHOCTH. Pa3BUBAIOTCS OTEYHbBIN CUHIPOM U CUH-
IPOM apTepUaIbHOI TUIIePTEH3UU.

H. YMepeHHast TpoTeUHYpPUsT, MUKPO-, MAKpOreMaTypUsl LIMJIUH-
Ipypusi. A30TeMHUsI, CHIDKEHUE KJIMPEHCHBIX (DYHKIIMMI, 3JeKTPOJIUT-
Hble HapyiieHus. ['umepkoarymsuus, rurnepuOpMHOTCHEMUS, TH-
neprnporpomouHemusi. Y3N — yBelnyeHue nMovyek B pa3Mepax, OTeK
¥ HapylleHue nudepeHInPOBKY TTapeHXUMBI TTOYeK.

1.2.7. Cunpgpom Anbnopta

I'enetnyecku neTepMUHUPOBAHHOE HedpUTONIOAOOHOE 3a00JIeBa-
HUe, HacJeACTBEeHHbIM HedpUT (TUIT HACAeIOBaHUS ayTOCOMHO-/I0-
MUWHAHTHBII, ayTOCOMHO-PELIECCUBHBIN, MM X-CLEIJICHHBI), CBS-
3aHHOE C BPOXXIEHHBIM Je(EKTOM CTPYKTYpPhl KOJlareHa Oa3abHbIX
MeMOpaH. YacTto codeTaeTcs C MATOJOTHEHl CiayXa, peXe — 3peHHUs
U NpuBOAUT K TiporpeccupoBaHuio XITH. KnuHuueckass kapTuHa
MaHu(ecTUpyeT B Bo3pacte 1—3 roga B Bujie MUKpoOreMaTrypuu (¢ Ha-
pacTaHudeM B IMHAMUKE), CIEIOBOI/YMEPEHHOM IMIPOTEMHYPUH (TaKKe
HapacTalolleil ¢ TeyeHueM 3abojeBaHusl). MuKporeMatypusi HOCUT
Ooyiee CTOWMKMIT XapakKTep, 4eM IIpoTerHypus. M3BeCTHHI peakue
clydyayd pa3BUTUS HE(MPOTUUYECKOro CHUHApPOMa Yy IAllMeHTOB C Ha-
CJICACTBEeHHBIM HedpUTOM. XapaKTepHBI apTepuajbHasi TMIIOTOHUS
U HEYKJIOHHOE IIPOrpecCUpoOBaHME ITIOYSUHOM HEAOCTATOUHOCTH C UC-
xongoM B XITH k 30—40 rogam.

IIJI. CnemoBasi-yMmepeHHasI IIPOTEMHYPUSI, MUKPO-, MAaKpOTreMary-
pusi. XapakTepHbIX M3MEHEHUI B aHajauM3ax KpoBU HeT. Mopdo-
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JIOTMYeCcKasl KapTUHA MpencTaBlieHa B BUAE CTPYKTYPHBIX U3MEHE-
HUl 6a3ajbHOIt MeMOpaHbl, ¢ pa3BUTUEM (hOKaJTbHO-CEIrMEHTapHO-
ro rinomepyiockieposza (PCI'C) u mHTEepcTHIIMATBbHOTO (UOpOo3a.
ITpu BeIIBIEHUU HEPPOTUUECKOTO CUHIPOMA OOHAPYKMBAIOTCS MEM-
OpaHo-TIpoudepaTUBHbIE, ME3AHTUONPOJIU(DEPATUBHBIE U3MEHEHUS
n OCI'C; BO3MOXHO pa3BUTHE TJIOMEpYIOHe(DpUTa C MOIYIYHUSIMU.
DIeKTpOHHAsT MUKPOCKOITMS BEISIBJISIET MCTOHUCHUE, pacIleIUIeHHe
W HapylIeHWe CTPYKTYphl Oa3aiabHON MeMOpaHBI (0cOOeHHO lamina
densa). B ocHoBe MopdosIornyecknx M3MeHEeHUII — HapylleHnue 00-
pa3oBaHUS TPEXCIMUPATLHOU CTPYKTYphI KosutareHa IV tumna.

1.2.8. Cuippom Oncona

T'eHeTMuecku neTepMUHUPOBAHHOE 3abojieBaHuEe (ayTOCOMHOpE-
LIECCUBHOE, BO3MOXHO — ayTOCOMHOJIOMUWHAHTHOE HacJIeIOBaHUE),
MPOSIBJISIIONIEECS] COUeTaHWEeM IIOpaxkeHUsl OpraHoB cjiyxa (XpOHU-
YeCcKre peUuUIUBUPYIOLINE OTUThI), 3peHUs (BbIpakeHHasl OJU30pYy-
KOCTb) 1 Mo4yeK (HedpornaTus ¢ UHTEPMUTTUPYIOLLIEelt MUKporeMaTy-
pueil, MpoTenHypuei, aMIHOALIUIYypHUEit).

IIJ1. YMmepeHHasi-caenoBasi IPOTEUHYPUSI, MUKPOIPUTPOLIUTYPUSI,
BBICOKMIA ypOBEHb ajaHWHA, TMCTUIWHA, DIYTAMUHOBON KHCJIOTBI
B MOYe.

1.2.9. Cunapom InwiteitHa/PelutHepa

XapakTepu3syeTcsl accolaleil ceMeiHOU Mporpeccupyolleil re-
MaTypudeckoii (popMoii HeppuTa, JIETKUMU KPOBOTCUEHUSIMH, BBICO-
KOYaCTOTHOM TYTOYXOCTBIO M METaTPOMOOIIMTOIIEHMEH (C KaTapaKToi
U JICMKOLIMTAPHBIMU BKJIIOUCHUSIMM mpu cuHapome DermtHepa).
HMMeeT ayToCOMHO-TOMMHAHTHBIN TUI HACJIeIOBaHUS WM CO CIlopa-
NUYECKUMU MyTalUsIMU de novo. 3aboieBaHre 00YCIOBIEHO IeHEeTH -
yeckoil myranuent reHa MYH9, koaupyioliero jerkyto uenb 1A He-
MBILIEYHOTO MMO3MHA, 3KCIPECCHUPYIOLIEro B MOYKaX, BHYTPEHHEM
yXe YU TPOMOOLIMTAX.

IIA. Mukpo-, Makporemarypusi, IpoTeUHYpUsl Pa3JIMYHOI CTe-
MeHU BBIpAXXEHHOCTU. TpoMOOLMTOINIEHUs], TPOMOOLIUTHI AUCMOP(-
Hble. MopdoJiornyeckre U3MEeHEHUs B MOYKax MOA0OHbI CUHAPOMY
Anbriopra.
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1.210. Cuvppom Jloy

OkynouepeOpanbHbIiI CUHAPOM, XapaKTepU3YyeTCs COYeTaHUEM
BPOXICHHOM KaTapaKThl WU IVIAYKOMBI, TSKEJIOM YMCTBEHHOM OT-
CTaJIOCTBIO, TUTIOTOHMUE! W MOYeUYHBIMM aHOMaIusIMHU. Tun Hacjaemo-
BaHUs — X-CUEIJICHHBII PeleCCUBHBINA, OJHAKO BO3MOXHBI IPYrue
TAnbl HaciaenoBaHus. [loueyHblil nedeKT KIMHUYECKU TMOSIBISIETCS
¢ poxneHus B Bume cuHapoma MaHKOHU (TUIIepaMUHOALIMAYPUH,
MPOTEHHYPUHU, TIOKO3ypuH, (GocdaTypuu, MeTadOJINIECKOTO allM-
no3a). [IporenHypus BHa4Yajie He3HAYUTENIbHAsSI, C BO3PACTOM MOXKET
yBenmuuuBathes 10 passutus HC. IToyeuHast HeIOCTaTOUHOCTh BO3-
HUKaeT B Oosiee mo3aHeM Bo3dpacTte. [IporHo3 HebaaronpusITHBIN.

1.211. Cuuppom Ceitna—JloypeHca

CuHapoM HMMeeT TakKKe Ha3BaHUe: Jumnoarpoduyeckuii nuader.
Tumn HaciaenoBaHUsS — ayTOCOMHO-pPELIECCUBHBIN. XapaKTepu3yeTcs
coueTaHWEM TeHepaJN30BaHHOW NUIMOAaTpo(UU, SHAOTEHHON TH-
MEPUHCYINHEMHUH, XKUPOBON MUCTPOGUU II€UYEeHU, MOIKEIYTOUHOM
JKeJie3bl, HapylleHueM (QYHKUMU IMWTOBUIHOM XeJle3bl U SIMIHM-
KkoB. IloueuHble TPOSIBICHMSI CMHIpPOMa OOHAPYXKMBAIOTCSI B BUIE
MOCTOSIHHOM TIpOTeMHYpuM BIUTOTH 0 pa3putus HC. Yacto mma-
THOCTUpYyeTcs aprepuanbHas runepteH3us (Al). Mopdomornaeckn
omnpenensercss Memopano-TipoaudepatuBHblii 'H. ITpornos Hebmaro-
NpUATHBINA. 3a00/1€BaHKME TTPOrPEeCCUpPYET B MMOUYSUHYIO U IEYEHOYHYIO
HEIOCTaTOYHOCTbD.

1.2.12. Cuupgpom JloypeHca—Myna—bappe—bugns

HacnencreeHHast nusHLedaibHO-peTUHANBHAS JereHepaius (ay-
TOCOMHO-PEIIECCUBHOE HacjieloBaHUE). YMCTBEHHAsl OTCTaJOCTh
(onurodpeHust); Ype3MepHOE Pa3BUTHUE TMOAKOXKHOM XXUPOBOM KJIET-
yaTKu (yXe C POXICHWUS); TUITOTpodUs TeHUTAINIA; BEICOKMII pOCT,
ci1aboe 3peHue IO IOJHOM CJIEIOTH (YaCcTO MUTMEHTHBIA PEeTUHUT
WM O0BbIYHAS JeTeHepallvsl CeTIYaTKM ); TYTOYXOCTh U IOJTHAs TIIyX0Ta,
MOJIV- VIV CUHAAKTWINS, PAa3IMYHOTO BUIA aHOMAJIUM Yepela; repe-
PaCTSKMMOCTh CycTaBoB. Hanboltee yacThIM ITPOSIBJICHUEM ITOPaXKe-
HUS TI0YEK SIBJISIIOTCS KHMCTO3Has JAUCILIA3US TOYEeK U CTPYKTYPHBIE
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aHoManuu (MoaKoBOOOpa3Has 1 KTonuyeckas moyka). Takske MOryT
BO3HUKATh KOHIIEHTpALMOHHASA TUCQPYHKIINS IMOYEK M HeipoTreHHast
IUCHYHKIINS MOYEBOTO ITy3BIps (HECTaOMIIBHOCTD IETPY30pa).

INopaxkeHue TOYEeK XapaKTepU3YyeTCs MEePCUCTUPYIOLIEH IIpOTe-
WHypHel, reMaTypueill, TunocteHypueil. Bo3moxnao passutie HC.
ITporHo3 HeOJIArONPUSI THHINA.

1.213. Cuuapom octeonu3a u Hepponatum

Maouonatuueckuii ocTeonns3, MPOSIBISIOLINICS TPOTPEeCcCUpyio-
UMK JeCTPYKTUBHBIMU U3MEHEHUSIMU KOCTell PyK 1 HOT B COYeTa-
HUM ¢ Hedpomarueil. [lepBble KIMHWYECKNEe CUMIITOMBI 3a00JieBa-
HUSI — OTEK W THIIEpEeMUs BOKPYT KPYITHBIX CYCTABOB KOHEUHOCTEIA.
PentreHorpadust BBISIBISIET OCTEOIICHUIO, OCTEOMAISILIMIO U OCTEO-
3. Bo3aMoxkHO pa3BuTHe HepoTudyeckoro cuHapoma. Hepponartus
nporpeccupyet B XITH.

IId. YMmepennas (penko BeIpaxkeHHas) TPOTEUHYPHUST, MUKPOIPU-
TPOLIUTYPHS, aCeNITUUECKasl IEHKOLIUTYPHUSL.

1.2.14. bone3Hb Pabpu

bonesnp ®abpu — penkoe 3aboieBaHUE, HACIEIyeMOe IIO CIie-
IUICHHOMY ¢ X-XpOMOCOMOI1 PelileCCUBHOMY THITY.

I[IprunHy »TOTO 3a00JCBAaHUSI CBS3BIBAIOT C JIe(PUIUTOM
Q-TajJaKTO3MIa3bl, YTO MPUBOJUT K HAPYIIECHUIO JIMITMIHOTO OOMEHa.
JlununHas cyOcTaHLIMS TpUTeKCUIlepaMuyl HaKaIJIMBaeTCsl B CTEHKE
COCYIOB KOXU, B IPYTUX TKAHSIX M opraHax. TpurekcuimnepaMun Ha-
XOIAT B KaHAJIbIIaX, KaWIIIpaX KIyOooUKa.

B xnmuHuKe 6one3nn ®abpu xapaKTepHbl KOXXHBIC BHICHITTAHUAST —
aHTUOKEpaTOMEI, TepudepruiyecKre Ba30OMOTOPHEIE PacCTpPOICTBa,
BUCILIEpaJibHble M3MeHeHus1. [Ipu3HakamMu IOpaxkeHUsl IOYEK SIB-
JISIIOTCSL TIPOTEUHYPUsI, CHIDKeHME (PYHKIMU MOYeK C JaIbHEHIIUM
nporpeccupoBaHueM B TepMmuHaiabHyo XITH. Bo3MoxHO pasButue
HC. Mopdonornueckue nameHenus npn HC kimaccndummpyior kak
[JIOMEPYJISIDHBII THAJIMHO3, C XapaKTePHBIMU BKJIIOUEHUSIMH B ITOHO-
LIMTaX U CKJIEPO3, aTpoduio KaHaubleB. OOHapyXMBaIOT B KJTyOOUKax
JIMTTMIHBIE IETIO3UTHI.
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IId. IlporenHypusi oT yMepeHHOI 10 BhicOKOi1 ¢ pa3zButrem HC.
OCHOBHBIM JIAOOPATOPHBIM JUATHOCTUYECKUM MAPKEPOM SIBIISICTCS
CHIDKEHUE YPOBHS O-TaJlaKTO3UAa3kl.

1.2.15. bonesHb [leHTa

X-cuenjeHHblii peneccuBHbIil HedpoOIMTHA3 SIBISICTCS aICIbHBIM
BapuaHTOM X-CUEIUIEHHOTO TYOYJISIPHOIO ITOYEYHOro HapylleHUs,
XapaKTepU3YIOIIErocs MpOoTeMHYpUel (HU3KOMOIEKYJISIPHbBIN 0eJI0K),
runepkajibuuypueii, HepoKaJTbLMHO30M, He(POJUTHUAZOM U TTOYEY -
HOIT HEeZOCTaTOUYHOCThIO. [loyeuHble AEIO3UTHI COCTOST U3 KaJbIIUS
(ocdata u Kanbuus okcanata. HakorieHHbIe JaHHbBIE TTOKA3bIBaIOT,
yTo X-CLeIJIeHHbI HedponauTuas, 6ose3nb JdeHra u tun II1 runo-
docparemuueckoro paxurta Bei3biBaloTcs MyTauueit B CLCNS.

IIA. IMporeunypus (HU3KOMOJEKYJISIPHBIN OENIOK), TOBBHIIICHUE
KOHIIEHTPAllMKM PETHHOJI-CBA3BIBAIOLIEr0 O€jlKa B MoYe M [3,-MUK-
pPOIIOOYIMHOB, BO3MOXHBI MUKPOTreMaTypus U JISHKOLIUTYPHSI, TJIIO-
KO3ypusl, Kalbuuypus, ocdatypus. XapaKTepHbIE PEHTTeHOJI0rnye-
CKME U3MEHEHMS B KOCTSIX.

1.2.16. CucTemHble BaCKynuTbl

V3enkoBblil TIepuapTepuuT, rpaHyjemMaro3 BereHepa, MUKpOCKO-
MUYEeCKU MOJMAHTUUT, TeMOpparuvyeckuii BacKyJUT 4YacTo MpoO-
TEeKaloT ¢ MopaxkKeHWeM IMOoYeK M, MOMUMO OCHOBHON KJIMHUYECKOM
KapTUHBI CUCTEMHOI'O BAaCKyJIMTa, XapaKTepU3YIOTCs TPEXIe BCEro
U3MEHEHUSIMU CO CTOPOHBI IioMepyJibl HeppoHa. HedpomaTtus npo-
SIBJISIETCSI CTOMKUM MOYEBBIM CUHIPOMOM, MHOTIa — HE(POTUYECKUM
CUHIPOMOM, 4YacTO — apTepuaJbHOUM TUIMEepPTEeH3UE 1 OBICTPOMPO-
IPECCUPYIOIINM TE€YEHHEM XPOHUYECKOTO TiIoMepyJoHedpuTa ¢ UC-
xonom B XITH.

IIA. ITpoTenHypust OT yMEPEHHON OO BBICOKOI, MUKPO-, MAKpO-
reMaTypusi, UWJIMHAPYPHUS, MUKPOJIEHKOUMUTYPUS TUMGOMOHOLIUTAP-
HOTO XapakTepa B COYETaHUU C OOIIUMU KIMHUYECKUMU U OMOXUMMU -
YeCKMMU MOKa3aTeNIsIMU, XapaKTePHBIMU J1JIs1 OCHOBHOTO 3a001eBaHMSI
(B TOM yHcyie OOHapyKeHHUe B CBIBOPOTKE KPOBU aHTUTEN K LIMTOIIA3-
Me HeUTpodmIoB, MopdoIoTniecKoe NCCaeaoBaHNe KOXM WIIN CITH-
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3UCTOIM BBISIBISIET HEKPOTU3UPYIOLIUI BACKyJUT C TIpaHylieMa-
TO30M).

1.217. CucteMHble 3a6oneBaHusa COeAMHNTENbHON TKaHW

CucremMHasl KpacHasl BOJlYaHKA, I€PMAaTOMUO3UT, CKICPOACPMUSI,
PeBMaTOUIHBIA apTPUT MOIYT MaHU(ECTUPOBaTh C MOYEBOIO CUH-
IpoMa B BHMIE YMEPEHHOU IPOTEVHYPUM, MUKPOIPUTPOLUTYPUM,
MUKPOJEUKOLUUTYPHUU, HO 4Yallle MOYEBON CHHIPOM IIPOSIBIISIETCS
Ha (OHe TeyeHMs] OCHOBHOro 3aboseBaHus. [JyOMHA TOpaXkeHust
IOYEK OIpenessIeTCs] CUCTEMHBIM MMMYHHBIM ITOPaKeHUEeM COCYIOB
U COOTBETCTBYET TSDKECTUM OCHOBHOTO 3abosieBaHus. Kak mpaBuio,
IIPOTHO3 TEYCHMSI CUCTEMHOTO 3a00JICBaHUSI OIIPeIesIsIeTCsT TIIyOnHO
nopakeHus modek u nporpeccuposanueM XITH.

IIA. ITpoTenHypusi, MUKPOIPUTPOLIUTYPUS, TUMPOLIMTapHaAs MU-
kponelikountypusd. [loBeimenune COD, nuMdoOLUTAPHBINA JIEHKO-
nuTo3. JducrnporemHeMus, TUIIEpraMMarjioOyJIMHEMHUSI, TTOBBIIICHUE
coiepKaHMSI B CBIBOPOTKE KPOBU «OEJIKOB OCTPOIi (pasbl». BrisiBieHne
cneurduuecknux MapkepoB ayrouMMyHHoro mpouecca (LE-xnerku,
aHTUTeJa K HATUBHOW M meHatypupoBaHHoU JIHK, peBMaTtoumHbIi
(axTOp, BOTYAHOYHBIN AaHTUKOATYJISTHT).

1.2.18. IgG4-accouumpoBaHHoe 3abonesaHue

IgG4-accoummpoBaHHas 00Jie3Hb IBISIETCSI CUCTEMHBIM (hUOPO3-
HO-BOCHAJUTEIbHBIM 3200JIeBAaHUEM, MOPAXKAIOIIUM Pa3JIMYHbIE Op-
raHbl U CUCTEeMBbI. 3a00JIeBaHNEe XapaKTepU3yeTCsl OITyXOJIeTIOmO0HO
nHpunbrpauuein IgG4-Mo3NTUBHBIMU TUIA3MATUYECKUMU KJIEeTKAMU
B TKaHSX, C pa3BUTHEM B HUX (PUOPO3HBIX M3MEHEHUIA 1 YacTO IO-
BBIIIIEHHBIM ypoBHEM ChIBOpOTOYHOTO IgG4. OcHOBHBIMU (popMamMm
HEJaBHO BBLICICHHON HO30JIOTMYECKON eIMHULIbI «IgG4-cBs3aHHOE
CHCTEeMHOE 3a00JIeBaHUE» SIBISIOTCS ayTOMMMYHHBIM TaHKpPEaTHT,
peTporiepuToHeanbHbIi Guopo3 u cuHapoM Mukynuda. CyliecTByeT
psia Apyrux (popM MoaoOHOM MaTOJIOTUH, CBSI3aHHBIX ¢ (DUOPO3HBIMU
M3MEHEeHUSIMU BHYTPEHHUX OPraHOB, BKJIOYas TUpeouauT Pumens
u IgG4-tyOynouHTEepCTULIMATBHBI HE(MPUT, YUCIO HUX TOCTOSTHHO
TTOTIOTHSIETCS.



1.2. YMEPEHHAS MPOTENHYPUS © 25

IIJI. JleiikouTo3, BO3MOXHBI aHemus, mnoBbilieHHe COD.
l'unepramMarioOyaMHeMusi, MOSIBIEHUE aHTUHYKJIeapHOTo hakTopa
U aHTUTEJ K aHTUTeHaM LIUTOIJIa3Mbl HEUTPO(hUIIOB, B YaCTHOCTH JIaK-
Todeppuny. Cpenu BceX UMMYHOTJIOOYJIMHOB MIPY 3THX 3200J1€BaHUSIX
3HauuTeNbHEe Bcero ypeauuuBaeTcsi cuHte3 IgG4. Jlelikouutypusi,
reMatypusi, ymepeHHas npoteunypus. IgG4 — uHduUABTpaLus WH-
TEPCTULIMATIBHOUN TKAHU MPY TMCTOJOTUUECKOM MCCIEI0OBAHUM.

1.2.19. lnabeTnyeckas HedpponaTus

Cungpom Knmmensctun—Bunscona (Kimmelstiel—Wilson) — 11o-
paxkeHue IoYeK IMpy caxapHoM auadete. KimmHMYecKas KapTuHa caxap-
HOTO TradbeTa MHOroo0pa3sHa — OT MUKPOCUMITOMATUKY (CUMIITOMBI
acTeHM3alluu, TOBBIILIEHHON XaXIbl, IIOTePsI MACChl, 3y CIM3UCTHIX
000J104€eK) 10 MPOSIBACHUI nuabeTnyeckoil Kombl. C pa3BUTHEM He-
(bpomaTuy MOCTOSIHHOM CTAaHOBUTCS apTepuabHasl TUIEPTEH3UsI, pe-
TUHOIAaTUs. PaHHKIT mpu3HaK HeponaTUn — NPOTEUHYPUsI, BHaUajIe
Tpexomsiasi, 3aTeM NocTosiHHas. Ha qoknmmHu4eckoit ctTanuyu — 3TO
MUKPOTIPOTEMHYPHUS C HU3KUM MHAEKCOM CEJIEKTUBHOCTU U OTHOCH-
TEJIbHOW aTbOyMUHYpUEH (MUKpPOATbOYMUHYpHsI, KaHaibleBas f3,-
MUKpPOIJ00yIuHypus). Ha KIMHUYECKOH cTaau — MUKPOIIPOTEUHY -
pUs ¢ OYeHb BEICOKUM MHAEKCOM CEJIEKTMBHOCTU M Ipeodiagatolieit
anpoymunypueii. TepmunanbHag cragust (XITH) xapakrepusyercs
BBICOKOI MPOTEUHYpHUEil, MUKporemaTypueil. Mopdosoruueckoe mc-
cienoBaHue He(poOMONTaTa BBISIBIISIET YTOMIIEHNE 0a3aIbHBIX MEM-
OpaH KanWLIIPHBIX KJIyOOUKOB, ME3aHTUAIbHYIO U 3HIO0TEIUAIBHYIO
npojudepauno, AMG@Y3HbIA WX OYaroBbI TJIOMEPYIOCKIEPO3,
TMaJIMHO3 apTePUOJI, CIIakKBaHME MaJIbIX HOXKEK MOIOLIMTOB.

II/I. YMmepeHHas1-BbICOKAsT MPOTEUMHYPUSI, MUKPOTeMaTypHUsI, TIIO-
KO3ypusl, TUTIEPTIIUKEMUSI.

1.2.20. lenaTopeHanbHble 3aboneBanus

KoHCcTUTYLMOHANbHbIE FrenaTopeHanbHble 3abonesaHus

Xponuueckas my0ya0unmepcmuyUanlvHas Hegponamus ¢ Guopo3om
neuenu u xonecmazom. KiMmHuveckass KapTUHaA OIpenessieTcs rneye-
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HOYHO-TIOYeuyHOi HemoctaTouHocThio. Mcxon B XITH x 4—5 romgam.
MoueBoii CMHIOPOM OIpenessIeTCs pPa3BUTHEM TyOyJTOMHTEPCTULI-
abHOTO HepuTa.

Dubpos neuenu ¢ Heghponogpmuzom. IloueyHast KapTUHA YKJIaIbIBa-
eTcs B KapTuHy He(poHODTHU3A.

CuHnopom 8poxcoeHHbix NOpoKoe novek u neyenu. IloueuHast KapTuHa
olpenessieTcsl TYOYJIOMHTepCTULINAIbHOM HedpomnaTreil 1 modyeuyHoi
VCIUIa3ue.

lenaTopeHanbHbie 3a060neBaHna MeTaboNn4eCcKoro reHesa

Ihukoeeno3z I muna (6oaesnv lupke) — ayTOCOMHO-pPELIECCUBHOE
3a00JieBaH1Ee, O0YCIOBIEHHOE KaKUM-JIM0O (pepMEHTHBIM Ae(PeKTOM
III0K030-6-(ocdaTazHoil MUKPOCOMaIbHON CUCTEMBI, TTPUBOASALLINM
K HAKOIUICHHUIO TJIMKOIeHa B IeUYeHU U Iouykax. KimHuyeckue cum-
IITOMBI OIIPENEIISIIOTCS B TIEPUOA HOBOPOXIECHHOCTH («KYKOJIBHOE
JINLIO», OOJIBIION XXMBOT C YBEJIMUCHHBIMU TI€UEHBIO U ITOYKAMU, OT-
cTaBaHUE B POCTE, OCTEOIOPO3; META0OIMYECKME HAPYILICHUs B BUIE
TUITOTJIMKEMUHU HaToIllaK, MeTab0oIMYeCKOro alua03a, TunepauImae-
mun [1-6 n IV tuna). [TopaxkeHus modyek mpu 3TOM ONPEAEIAIOTCS Kak
MIpOKCUMaJibHasl TyOyJiornaTusi, (OOKaJbHBINA 1 CEerMEHTapHBIN IJIOME-
PYJIOCKIIEPO3, MHTEPCTULUANIBHBIN (DUOPO3; BO3MOXEH He(pOIUTHA3
U HedpoKaabLiMHO3; ucxoa B XITH.

II. TlporenHypusi, MUKpPO- WX MakporeMarypusi (rmpu ¢op-
MUPOBAaHUM MUKPOJMUTOB M Pa3BUTUM MOYEKaMEHHON OOJIe3HU),
LUJIAHAPYPHUS, MHUKPOJEHKOUUTYPUS JUM(OILIMTApHOIO XapaKTepa
(3HauMTENIbHAsA HeNTpOMUIbHAS JICHKOLUMUTYPUS IIPU Pa3BUTUM XPO-
HU4ecKoro mnuejaoHedputa). YacTbie TUIOIIUKEMUYECKUE SITU30IbI
C pa3BUTUEM METabOJIMUECKOTO allua03a, TUCTUTUACMUSI.

Tenamopenanvras muposurnemus I muna — ayTOCOMHO-PEIICCCUB-
Hoe 3abosieBaHME, OOYCIOBIEHHOE NeMUIIMTOM B MEYEHU U MOYKaX
dbepmeHTa — dymapunaieToykcycHol Tuapokcuiasbl. [TpoayKTel
MIPOMEXKYTOUHOIO OOMeHa B 1LIeTM pacliala TUPO3MHa BHI3BIBAIOT MO-
paxeHue MeYeH!u U mouek. KimHudeckue mposBiIeHUs OCcTpoii (pop-
MBI — MEYeHOYHAsI HEAOCTATOUHOCTb, PAXUT, MBIIICYHAS] TUTIOTOHUS
B IPYAHOM BO3pacTe. XpoHUdecKas ¢popMa XapakKTepus3yeTcsl CUHAPO-
MoM DaHKOHM, TUPPO30OM ITEYECHH U TUIIOTPODUECHA.
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Tomoyucmumnypus — HacIeICTBEHHOE ayTOCOMHO-PELIECCMBHOE Ha-
pyleHue oOMeHa METHOHUHA, MPUBOJISIICe K HAKOTUIEHNIO B KPOBU
¥ MOYe METHMOHMHA Y TOMOLKCTEMHA, CHWXKEHUIO COAEPXKAHMS 1-
CTaTUOHA. BBIACISIOT MUPUIOKCUH-3aBUCUMYIO U TTMPUIOKCUH-PE-
3UCTEHTHYIO (opMbI. B pedynbraTte HAaKOTUIEHUS TIPOMEKYTOUHbBIX Me-
Ta0OJUTOB Pa3BUBAIOTCS HEKPOTMUECKU-AETeHEePaTUBHBIE MPOLIECCHI
B IIEYCHU U MOYKAaX, HapyllleHus TpoM0OooOpa3oBaHus. KinnHndeckas
KapTUHA OIpeAessIeTCs] TYOYJIOMHTePCTULMAIBHBIM WIM LJIOMEpY-
JISPHBIM TIOpaX€HUEM W OCJIKOBOM WJIM KUPOBOM AUCTpodueii rme-
YEeHM; METa0OJUYECKMMU TIOBPEXICHUSAMU IIEHTPAJIbHON HEPBHOM
CHCTEMBI; BTOPUYHBLIMU HAapyIICHUSIMU OOMEHA COCIMHUTEIbHOMN
TKaHM (TATOJIOTUSI CEPACYHO-COCYAUCTOM CUCTEMbI, KOCTHOI CHUCTE-
MBI, IJ1a3).

II. CnenoBasi-yMmepeHHas IpOTeUHYPUSI, MUKPOTeMaTypusl U MU-
KPOJICUKOLIMTYPUSI TIPU TYOYJIOMHTEPCTUIMATLHOM IMOPAXKEHUH; YMe-
pEHHAasA-BbICOKASA TPOTCUHYPUS. IPU T[JIIOMEPY/ISIPHOM ITOpPaXKeHUM.
lunepxoarynsuust. Bepudukanms nmarnosa 1o o0Hapy>KeHHUIO TOMO-
LIMCTEMHA U METUOHWHA B MOY€ U KPOBHU.

Cundpom 3eansecepa (Zellweger). AyrocoMHO-pelleCCUBHOE 3a00-
JIeBaHUE, MPOsIBJIAIoNIeecd dHIedamonaTueil, TeueHOYHOH HeaoCcTa-
TOYHOCTBIO M KUCTO3HOM AUCIIIa3ueii moyek. B ocHoBe — oTCyTCTBUE
MUPOKCHUCOM B KJIeTKaxX MoveK U nevyeHu. KnnHuvyeckas KapTuHa Bbl-
SBJISIETCS B IPYIHOM BO3pAacTe B BUAE MBILICYHOM TUIIOTOHUY, AaHOMa-
JIN CKeJleTa, IJ1a3, TOJIOBBIX OPraHOB, TelaToOMeraluy U Hepedpaib-
HOM nuchyHKIUU. B moykax KUCTHI TYOYJISIPHOTO U TJIOMEPYJISIPHOTO
MPOUCXOKACHMSI BBISIBJISIIOTCS yKe Y TUIofa.

II. IIpoTennypusi, MUKpOreMaTypusl, JICMKOLUTYPHSI IIPU pa3BuU-
TUW BTOPUYHOTO NenoHedpuTa. Bepndukanus nuarnosza MmopdoJio-
rudeckas (0OHapyXeHue B TKaHU MOYeK TyOYJISIpPHBIX U TJIOMEPYIsip-
HBIX KUCT).

1.2.21. Ty6epo3Hbii cKNepos

MoHoOreHHO-HacjaeayeMblil raMapTo3 ¢ ayTOCOMHO-AOMMHAHTHBIM
TUIIOM HacJIeq0BaHUs, 00ycI0BIeHHbIM MyTalueii BreHax 1.SC1(9g34)
u TSC2 (16p13.3). 3aboneBaHne MPOSIBISIETCS MMOPaXCHUEM ITOYEK
(00s13aTeNbHBIN TPU3HAK), KOXHW, HEPBHOU cucTeMbl. OCHOBHbIE KJTH-
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HUYECKMEe MPU3HAKU — MJIaJeHYECKME Cra3Mbl, Y4aCTKHU IIarpeHeBOM
KOXM U AeNMUTMeHTaluuu, cedbopeiiHast aieHoMa, peTUHaIbHasI Tamap-
TOMa, AENMUTMEHTALMs PaIyXKKH, OTEK JUCKa 3PUTEJIbHOTO HepBa,
KoJioboMa, Kocorjiasue, aHruopruopoMbl BeK, KaTapakTa, raMmapToMa
MeYeHu, OIyXOJdu WU KUCTHI ToYeK, pabgoMuomMa cepiala, Kaabliv-
HaThl MO3TOBOI TKaHU.

I1JI. YMepeHHast MpOTeUHYPHSI, KOTOPast MOXKET OBITh 10 YPOBHSI He -
(ppoTHUeCcKOif MPOTEeMHYpHUH, TeMAaTypHsl, BILIOTh 10 MaKpo-. JlnarHo3
MMOATBEPXKIAETCSI MHCTPYMEHTAJIbHBIMU METOJAMM OOCJIeIOBaHUS —
Y3 nouek, KoMnblOTepHAasE TOMOTpadusi MOYEeK U TOJOBHOIO MO3Ta.

1.2.22. Ty6epkynes no4ek

3aboeBaHIe MOXET pa3BUBaThCS B BIAE OPTAHHOTO TyOepKyJie3a,
MHTEPCTUIIMAIBHOTO HepUTa UK TJIOMepyJionaTuii. B KitlmHnaeckoi
KapTUHE BeAYIIUMU SIBJISFOTCSI CUMITTOMBI MHTOKCUKAIIUY W aCTeHU-
3alUu, JIUTEIbHbIN CyOdheOpUInTeT.

IIJI. CnenoBasi-ymMepeHHasI IIPOTEUHYPUSI, MUKPOJICHKOLIUTYPUSI,
MIPEeUMYIIECTBEHHO JMM(POMOHOIUTAPHOIO XapaKTepa, MUKporeMa-
Typusi, uuauHapypus. Ilokaszarenn remorpamMm MajaouHMOpMaTUB-
HBIe, Yallle — OTHOCUTENIbHBIN TUM(POMOHOLINTO3, MoBbIeHne COD.
JomnonHutenbHble MeToAbl MccaenoBaHus (Y3U, skckpeTopHbie ypo-
rpaMMbl) MOATBEPXIAIOT HaJIW4yue IBYCTOPOHHEro WHMUIbTpaTUB-
HO-BOCITAJINTEJIBHOTO TIpoliecca. Jnarno3 Bepu@uipyercs 1o mojao-
SKUTEJIbHBIM TyOEepKYJIMHOBBIM ITpoOaM U BBISIBJICHUIO MUKOOAKTEPUIA
TyOepKyJe3a B Moye.

1.2.23. lucnna3uu novyex

KucTto3sHble gucnnasum

Heghpornopmuz Daunkonu (MemylisspHas KHUCTO3HasT OOJIE3Hb) —
BPOXIECHHBI MOPOK pa3BUTHUsS IMapeHXUMbI ITOYEK (Jallle ayTOCOM-
HO-PELIECCUBHBIN TUII HACJIEIOBaHMS) C OUCIIACTUYECKU-AeTeHepa-
TUBHBIM ITOpaXKeHUEM IMPEUMYILIECTBEHHO MO3TOBOIO BEIIECTBA [TOYEK.
KnuHuuecku mposiBiIsieTcsl MOJIMYypUeid, MTOJUAUTICUEe, YaCThIM UCXO-
nom B XITH; 3HaunTeIbHBIM OTCTaBaHWEM B (DU3NUYECKOM Pa3BUTHUU.

HedpoHodTr3 MOXET OBITh YaCThIO Pa3IMYHBIX CUHIPOMOB B CO-
YeTaHUU C TTOPAKEHUSIMU PA3TUYHBIX OPTAaHOB U CUCTEM.
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e [lopaxeHue rna3.

— Jlucmnnasus ceTYaTKy/TIUTMEHTHBIN PETUHUT (CUHAPOM
Cennopa—JlokeHna, amaBpo3 Jlebepa).

— I'mazoaBurarenbHas anpakcus (cuHapom Korana).

e [lopaxeHue OITOpHO-ABUTATEILHOTO aIlrapara.

— Jledopmanus rpyqHoil KieTku (yayliarolasi TopakKajbHast
auctpodusi Jeune). KoHycoobpasHbiii snubdu3 (CUMHAPOM
Maiinuepa—CanauHo).

— Hucnnasug ckenera (cuHapoM Dirca-BaH Kpedenbaa).

e [TopaxeHue cepaua.

— ITopoku cepaia B codeTaHUHM € TPAHCIIO3ULIME OPTaHOB (IeT-
ckuii HepoHOPTH3, cHApoM MBemapxka).

e [lopaxxeHue ro10OBHOIO MO3ra.

— Armtasus yepBs Mo3xeuka (cuHapoM Kybepa).

— Duuedanouene (cuaapom Mekkens—I'pyodepa).

e [TopaxeHue neyeHu: UOPOXOJAHTUOKUCTO3.

IIJ. IIpoTenHypusi, TUIIOCTEHYPUSI, aHEMMUsI SIBJISIETCSl HauboJiee
paHHUM J1JabOpaTOPHBIM MapKepoM 3a00JIeBaHMSsI, a30TeMUS IIPU pa3-
utun XITH. Mopdonornueckue mM3aMeHEHUs: MOYKU YMEHbILIEHBI
B pa3Mepax; KOHTYp HepOBHBII (4aCTO — MEIKO3ePHUCTHIN); KOPKO-
BBII CJIOM MCTOIIEH, IPaHMIIBI HEUeTKHE; THAJIMHO3 U CKIIEpO3MpOBa-
HUE KJTyOOYKOB; B MO3rOBOM CJI0€ — OOMJIME KHUCT; CKIEPO3MPOBaHNUE
MHTEPCTULINS ¢ TUMMOIUTapHON MHGUIBTPALIE; U3BUTOCTh U pac-
IIMpPEeHNE TUCTATbHBIX KaHAJIbIIEB; KMCTO3HOE pacIIipeHne cooupa-
TeJIbHBIX TPYOOUEK.

Anaacmuueckas kucmosnas oucnaazus. MyJIbTUKUCTO3 PYAu-
MEHTapHOI TMOYKM — XapaKTepU3yeTcs MaJIbIMU pa3MepaMu I10YeK
¢ OOJIBIIMM KOJIMYECTBOM KMCT, MPAKTUUYCCKU ITOJHBIM OTCYTCTBU-
€M IIapeHXMMbI 1 BBIpaXKEHHON MUCILIA3Meil JallleYHO-JIOXaHOYHO-
ro KoMmIuiekca. JIByCTOpOHHMI IPOLECC HECOBMECTHUM C JKM3HBIO.
OOHOCTOPOHHSSI pyOIMMEHTapHasl IMOYKa MOXET BBISIBISITBCS B JIIO-
O0oM Bo3pacrte (IpU 3TOM BTOpasl MoYKa vaile ObIBaeT aHOMAaJIbHO)
Ha (poHEe 00OCTPEHUST BTOPUYHOIO MueJIoHe(puUTa.

II. ITpoTenHypus B cOUETAaHUU C IeMKOLMTYypueii. JInaraos Bepu-
(ummpyeTcs Ha OCHOBaHUM JAHHBIX MHCTPYMEHTAJIbHOTO 00CIe10Ba-
Hus (Y3U, cuuHTUrpadust, peHTTeHOKOHTPACTHbIE UCCEA0BAHMS ).
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Tunonaacmuueckas kKucmosnas oOucnaasus — XapaKTepU3YyeTCs
YMEHbBIIIEHNEeM MacChl ITOYKM, HATMYMEM Pa3IMYHOIO pa3Mepa KUCT
Ccpeay YaCTUYHO COXPAaHEHHOM MapeHXMMBI Y TUITOIUIa3MPOBAHHBIMU
(M1 HeM3MEHEHHBIMU) JIOXaHKOI M Mo4YeTOUHMKOM. Haubonee u3-
VUEHHBIM B T€HETMYECKOM IIJIaHE SIBJISIETCSI TJIOMEPYOIIUTO3 IOYeK
TUIIoIUIacTUYecKoro Tuma. Ero pasputie oOyCIIOBIIEHO MyTallUsIMU
HECKOJbKMX TeHOB, OAHUM HU3 KOTophiXx sBiaserca HNFIB, pac-
MOJIOXKEHHBIN Ha 17-1 XpomocoMe. OH KOOMpPYET OCOOBIN OeloK,
SIBJISIIOIIMIACS. BaXXHBIM (PAKTOPOM TPAHCKPUIIIUM B KJIETKAX ITOYEK,
MeYeHU U TOMKEIYNOUYHON Xeyme3bl. MyTalluy 3TOTO TeHa IIPUBO-
IAT K TUIOIIACTMYECKON MMCIIA3MM MOYeK B COYETaHMU C pa3HO-
00pa3HBIMM aHOMAJIMSIMK PENPOIYKTUBHON CHCTEMBI, MOPaKeHUEM
MeYeHU U paHHUM pa3BUTHUEM MHCYJIMHO3aBUCHUMOTO CaxapHOIo aua-
6era. Hacnenyrores nedexktsl HNFIB 110 ayTOCOMHO-TOMUHAHTHOMY
MeXaHU3MYy, 10 COBOKYITHOCTH CHMIITOMOB TaKasl (popMa AUCILIA3NHU
IOYeK SIBIIsieTcsl Hanbosnee Tsekenmoit. [1py omHOCTOpOHHEM IIpoliecce
BTOpasi Moyka Takke MMeeT KaKylo-Iubo OCOOEHHOCTh B CTPOCHUM.
KnuHndeckast KapTuHa OINpenesiseTcsi pa3BUTHEM BTOPWYHOTO ITH-
eJloHe(pUTa; C BO3PACTOM MPOTPECCUPYET XpPOHUUYECKask IOoYeyHast
HEIOCTaTOYHOCTbD.

II. ITpoTenHypus 1 NIEUKOLIUTYPUS; a30TEMUSI TPU IPOTrPEeCCUPO-
BaHuu XITH.

Tunepnaacmuueckas Kucmosnas ducnaasus 9acTo BCTpeyaeTcs Mpu
cungpoMe Ilaray, Bcerma ABYCTOpPOHHMIA mpouiecc. KimHumdeckas
KapTuHa omnpenesseTcss (GOpMUPOBaHUEM XPOHUYECKOTO MueoHed-
puTa ¢ yMepeHHOI nmpoTenHypureit u aeikouutypuein. Y31 — mouku
YBEJIMYEHBI B pa3Mepax, MOKPHITH MHOXECTBOM KMCT; YallleYHO-JI0-
XaHOYHBIN KOMITJIEKC COXpaHEH.

Myavmukucmo3nas nouka 4acTO BCTPEYAETCS TPU XPOMOCOM-
HOI MAaTOJIOTMM B COYETAHWM C MOPOKAMHU Pa3BUTUS OPYIMX Opra-
HoB. Ilpouecc yaiie OTHOCTOPOHHUIA; BO3MOXHA MaJIMTHU3AIIUS.
Knunuuecku nposiBisieTcs: mpu OpMUPOBaHUM XPOHUUECKOTO MH1e-
JIoHe(dpuTa; CIydaiiHasl HaxoaKa — IIPU BBISIBJICHUU «CUMIITOMA TajIb-
MMMPYEeMOI1 OITyXOJIN»; TIpU (hDOPMUPOBAHUM PEHATbHON TUIIePTCH3UU.

III. ITporennypusi, ymepeHHas jeiikouutypus. Y3 — KoHriome-
paT TOHKOCTEHHBIX KUCT, IIPAKTUYECKU TP OTCYTCTBUU MapPEHXMUMBI.
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