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1. Onpenenenue.

['momepynoHegputsl — TpYNNOBOE MOHATHE, BKIIOYAIOIIee 3a00J€BaAHUS
KJIyOOUKOB IMOYEK C MMMYHHBIM MEXaHHU3MOM IMOPaXXEHHUS, XapaKTepHU3YIoIleecs:
npu octpoM riomepyinonedppure (OI'H) BmepBble pa3BUBIIMMCSA — TOCTE
CTPENTOKOKKOBOW WJIH IPYrod WH(pEKINU HehPUTUUECKUM CHHAPOMOM C UCXO/IOM B
BBI3JIOpOBIIEHUE; TMpu momocTpom/ObicTporiporpeccupytomem ['H (BIIT'H) —
HEe(QPOTHUECKUM WJIN HEe(DPOTHUUECKU-HEPPUTHUECKIUM CUHIPOMOM c
OBICTPOIPOTrPECCUPYIOIIUM YXYIAIIEHUEM IMOYEUHBbIX (PYHKUUH; MPU XPOHUYECKOM
I'H (XT'H) — MeyieHHO MPOTrpecCUpyIONIUM TEYEHHUEM C MOCTEICHHBIM Pa3BUTHEM

XPOHUYECKOM MMOYEYHON HEAOCTATOYHOCTH.

Koansl mo MKB-10:
NOO Ocrtpeiii Hepputnueckuit cunapom. NO3 XpoHuuyeckuil HeQpUTHUUECKHI
CUHJIPOM.
ITpu npoBeneHNM OMOTICHU MCTIONB3YIOTCS MOP(OIOrHUecKue KIacCUPUIMPYIOIIHE
kputepun X1 'H:
NO03.0 He3naunrtenbHble rI0OMEPYJIAPHBIE HAPYIICHUS;
NO3.1 OgaroBsle U CETMEHTapHBIE TTIOMEPYJISIPHBIE TOBPEKACHUS;
NO03.2 Iucddy3nbrit MemOpaHO3HBIH rII0MepyI0HEDPUT; .
NO03.3 Iuddy3Hbiii Me3aHTUATBHBIN Tpoar(pEepaTUBHBIN rI10MepyIoHEeDPUT;
NO03.4 Tuddy3Hblii 5HAOKATWUIAPHBIN Nponu(epaTUBHBINA rI1OMepyJIOHEDPUT;
NO03.5 Iuddy3Hblii Me3aHTHOKAMMIUISIPHBIN TIIOMEPYIOHEDPUT;
NO03.6 boie3nb IJIOTHOTO OCaJIKa;
NO03.7 Iuddy3HbIi CEpHIOBUAHBIN TIIOMEPYIOHEDPHT;
NO03.8 JIpyrue nu3mMeHeHus;

NO3 .9 HeytouHEHHOE U3MEHEHUE.



INMUAEMHOJIOT U,

3abonesaemocmv OI'H y B3pocnbix — 1-2 3a6oneanus Ha 1000 ciyuaes XI'H.
OI'H yame Bo3HukaeTr y aereil 3—7 mer (y 5 - 10 % pnerell ¢ snuaeMUYECKUM
dbapunruroM U y 25 % - ¢ uHpeKuusIMU KOXKH) U pexe y B3pochbix 2040 ner.
MyxuuHbl O0JietOT B 2—3 pasza 4allle >XEHIIWH. BO3MOXHBI COpagudyecKue WIiu
smujeMuYeckue ciydan Hedpurta. PacoBble WM ATHHYECKHE OCOOCHHOCTHU
OoTCYTCTBYIOT. boiiee BbicOKas 3a00JieBa€MOCTh B COIIMOPKOHOMMYECKUX TpYyIax,
HE JIOCTaTOYHO COOIIOJIAIONINX MpaBuUiia TUTUEHbL. 3abonesaemocmo XI'H — 13-50
ciydaeB Ha 10 000 nacenenus. XI'H naOmonmaroT wamie y myxund. XI'H moxer
pa3BUTHCS B JIIOOOM BO3pacTe, OJJHAKO HauboJiee 4yacTo y AeTei 3—7 JIeT U B3pOCbIX
20-40 nmer. CmeptHocTs nipu ['H Bo3MOkHa OT ocnoxkHeHuit Al’, HeppoTuueckoro
cugapoma: uHcynbta: OIIH, runmoBosieMHYECKOro IIOKa, BEHO3HBIX TPOMOO30B.
JletansHocte npu XI'H na III-V cragusix xponuueckoit Oone3nu modek (XBII)

00ycIoBJICHA CePACTHO-COCYAUCTHIMU 3a00JI€BaHUSMH.

DakTOopbI pucka: CTPENTOKOKKOBBIN bapuHrHT, CTPENTOAEPMUS,
MHOEKITMOHHBINA YHIOKAPIUT, CETICUC, THEBMOKOKKOBASI THEBMOHUS, OPIOIIHON TU(,
MEHHUHTOKOKKOBasi MHQEKIHS, BUPYCHBIN TenaTuT B, HHGEKITMOHHBIT MOHOHYKIICO3,
AMUACMUYECKUN TIAPOTUT, BETpsAHAs oOcma, WH(EKIWU, BHI3BAHHBIC BHPyCaMU
Kokcaku, u np.). I'pynnsl pucka: nuia, He COOJIOMAIOIINE MTpaBUjla TUTUCHBI, C

HHU3KHUM COLIMAJIBHBIM CTATyCOM, 6OJ'I€IOH_[I/I€ CTPCIITOKOKKOBBIMHU I/IH(l)eKI_[I/ISIMI/I.



2. Knaccupuxkanus.
Kaunnuyeckas knaccupuxanus I'H
(E.M.Tapees, 1958; 1972; .E.Tapeena,1988).

ITo Teyenuro:

1.Ocmpou I'H.

2.1looocmpuiii (bvicmponpoepeccupyrowui) I'H.

3. Xponuueckuu I'H.

OTI'H.
Ilo smuonozuu: a) MOCTCTPENTOKOKKOBBIN, 0) TOCTHH(EKITMOHHBIH.
Ilo snudemuonozuu: a) >nujgeMuydeckue; 0) copagundecKue.

XT'H.

Ilo knunuueckum ghopmam. Jlamenumuas popma (M3MEHEHHUS TOJBKO B MOUE,
nepudepuueckue OTEKM OTCYTCTBYIOT, AJ[ He moBbiieHo) — 1o 50% ciydaes
xponnueckoro I'H. l'emamypuueckas ¢opma — 0one3ns bepxe, IgA-nedput
(peunnuBupytomas remarypusi, ot€éku u Al' y 30-50% mnauuentoB) — 20-30%
ciydyaeB xponudeckoro ['H. I'unepmonuueckaa ¢popma (u3smenenusi B moue, Al') —
20-30% ciyuaeB. Hechppomuueckasn popma (HepoTHISCKUI CHHIPOM — MaCCHUBHAs
MPOTEUHYPHS], TUMOATBOYMUHYpHs, OTEkM, runepiaunuaemus; Al Her) — 10%
cinyuaeB xponuueckoro ['H. Cmewannas ¢opma (HeppoTHUECKUUA CHHAPOM B
couetanun ¢ Al w/unm remarypued w/mnm  aszoremuei) — 5% cioyuaeB
xponuyeckoro I'H.

o da3zam. Obocmpenue (aktTuBHasE (aza, peUUIUB) —  MOSIBICHUE
HeppuTHdeckoro uiu Hepporuueckoro cuuapoma. Pemuccus (HeakTuBHas ¢aza) —
VIY4IICHHEC WIM HOPMAaJM3alis SKCTpAapEHANBHBIX MposBiacHUN (0TéKoB, Al),
GyHKINIA TOYeK ¥ N3MEHEHH B MOYE.

Ilo marorene3y. [llepguunvii ['H (uouonamuveckuii). Bmopuunwii I'H,
aCCOIMMPOBAHHBINA C OOIIMM WJIM CUCTEMHBIM 3a00JIEBaHUEM, YCTAHABIUBACTCS MPHU
BBISIBICHUM  TPUYMHHOTO  3a0oJjieBaHuMsi  (CHCTEMHAas  KpacHas  BOJIYAHKA,

peBMaToOUAHBIN apTput, Oosne3Hb [lonnsain-I'enoxa, OaKTepuaaIbHBIA SHIOKAPIUT U

TpyTHE).



BIIT'H

Pazmuuaror wamonarudeckun BIII'H m cungpom BIII'H, pasBuBarommiics mpu
oboctpennn XI'H — «mo tumy BIII'H». uddepeHunanbHplii 1uarHo3 Mexmy
ATUMU BapuaHTaMHU BO3MOXKEH 10 JAHHBIM OUOTICHH.

Mopddoaoruuyeckas kiaccupuxkauus I'H

1. Juddysnsiii npoaudepatuBubiii ['H.

2.I'H ¢ «monynyHusiMu» (IOAOCTPBIN, OBICTPONIPOTPECCUPYIOIINN).

3. MezanruonponudeparusHsbiii I'H.

4. MemOpano3usrii ['H.

5. Mem6pano-miponudepaTUBHBIN, WM Me3aHTHOKamuUIsipabIi ['H.

6.I'H ¢ MUHMMaTbHBIMU U3MEHEHUSIMU WJIU JTUTIOUAHBIA HEQPO3. 7

.DOKaIbHO-CETMEHTAPHBIN ITTOMEPYIIOCKIIEPO3.

8. dubpomtactuueckuii I'H.

Huddy3ubiii nposuepaTUBHBII I'H COOTBETCTBYET OCTPOMY
rnomepynoneppury, I'H ¢ «momynynusimu» — ObicTponporpeccupytomemy ['H,
npoune mopdonornyeckue Gopmbl — xponuueckomy ['H. Ilpum ortcyrcTBUM
3a00yieBaHUM, KOTOpPhIE MOTJM ObITh TpuunHOW pa3Butusa ['H, ycranaBnuBaercs

nuario3 nepsuyHoro I'H.



3. HpHHHHHLI H AJTOPUTM JHATHOCTHKH

s ouaenocmuxu I'H abconomno neobxoouma Ouoncus nouxku — no3eoisiem
onpedenums mopgonocuveckuti mun (eapuanm) I'H, eOuncmeeHHbiM UCKIIOUEHUEM
aengemes  cmepoud-uyecmeumenvuvii HC —y  Oemeul, koed0a  O0uacHo3s
YCMAaHaeIu8aemcs KIuHu4ecKu, OUoncus y makux nayueHmos oCcmaemcs 8 pesepee
Ha cayuau amunuuynozo HC (I'H KDIGO, 2012).

Kanober Ha TOJIOBHYIO 00Jb, TOTEMHEHHE MOYHU, OTEKHA UJIU MACTO3HOCTh HOT,
JUIA WK BeK. MoryT OBITh 5kajio0bl Ha TOLIHOTY, PBOTY, TOJIOBHYIO 00JIb.

OI'H cnenyer 3amofo3puTh TpU  BIEPBBIE Pa3BUBLIEMCS HEPPUTUUECKOM
cungpome (C) — mosiBiieHHH yepe3 1-3 Hell mociie CTPENTOKOKKOBOW WIIM JAPYrou
MH(pEKIUU TpUaabl CUMOTOMOB: remMaTypuu ¢ nporeunypueit, AI' u orékos. Ilpu
MO3JHEM OOpallleHHH K Bpady (4Yepe3 HENEear0 OT Hadyajla M I03’KE) BO3MOYKHO
oOHapyxeHue Hu3MeHeHH Tojbko B Moue 0e3 orekoB U Al (C). M3onupoanHas
reMaTypus pu NOCTUH(PEKIMOHHOM HEPpUTE pa3peliaeTcs B TeueHue 6 Mec.

[Ipu XI'H BbIABISETCS OJUH W3 KIIMHUKO-TA0OPATOPHBIX CHHIPOMOB (MOUYEBOM,
reMaTypuueCKUui, TUINEPTOHUYECKHUN, HeppoTHueckuit, cmemanueii). [lpu
obocmpeHuy  TIOSIBJSIIOTCS. WJIM HApacTalOT OTEKHM BEK/HMKHMX KOHEYHOCTEH,
yYMEHbILIEHUE Juype3a, MOTEeMHEHHEe Mouu, noBblieHHe AJl, ronoBHas Ooib; Ipu
nateHTHOM XI'H kinuHuYeckux mnposiBIeHUN 3a00JieBaHUS MOXKET HE ObITh. B
pemuccuio KIMHUYECKUE TPOSBICHHUS M KaloObl MOTYT OTCYTCTBOBathb. /[[nsa IgA
Heppuma, «kaxk W qu1  OIFH, xapakTepHa remaTypus, OJIHAKO CTOMKas
MUKporematypusi Oonee TunuuHa s IgA wHedpomatum. Ilpum IgA Hedpure
WHKYOAIIMOHHBIN MEPHO]T YaIlle KOPOTKUM — MeHee 5 qHEH.

I[Ipu XI'H B otnuuue or OI'H, BeIsIBAsSIeTCS THUOEPTpOdUsS JIEBOTO KeTya0uKa;
anrnopetuHonatus II-II1 crenenu; npusnaku XbII. [{ns bI/I'H xapakTepHO OCTpoe
HA4yajJo ¢ HePPUTHUECKOro, HEPPOTHUECKOrO0 WJIM CMEUIAaHHOTO CHHAPOMOB,
MPOrPECCUPYIOLIEE TEUEHUE C MOSBICHUEM B TEUEHHE NIEPBBIX MECSLIEB 3a001€BaHUs
IPU3HAKOB TOYEYHOM HENIOCTATOYHOCTH. KimHuYeckne MposiBIeHus 3a00seBaHUs

HCYKJIOHHO HapacTaroT, MIPpHUCOCIUHAIOTCA a30TCMUA, OJIMI'OaHypHsaA, aHCMUJ,



HUKTYpUs, PE3UCTCHTHAsI apTepualibHasl TUIIEPTEH3US, CEPJICUHAsT HENOCTATOYHOCTb.
[IporpeccupoBanne OO0 TEPMUHAIBHOW IMOYEYHOM HENOCTATOYHOCTH BO3MOYKHO B
TeyeHue 6-12 mec, npu 3pPEeKTUBHOCTH JIEYEHUH BO3MOXKHO YJIYUILIEHUE TPOTrHO3a.

AHaMHe3 U pu3nKaJIbHOE 00CIeJ0BaHNE

B anammneze BO3MOXHBI YyKa3aHUSI Ha MEPEHECEHHYIO CTPENTOKOKKOBYIO
(bapunrut) win npyryro uHbexkuuo 3a 1-3 Hen g0 oboctpenus. [lpuuunou I'H
MOTYT OBITh T€MOpPPAruyecKuii BaCKyJUT, XpOHUYECKUN BUpPYCHBIN renatut B u C,
oone3nr Kpona, cungpom Ill€rpena, aHKWIO3UPYIOUIUHA  CHOHAWIOAPTPHUT,
KapIIMHOMBI, HEXO/KKHMHCKas auMdoma, neriko3sl, CKB, cudwumuc, dunspuaros,
Massipusi, muctocomo3, JIC (mpemaparsl 30510Ta W PTYTH, TEHUIMUIAMUH,
nukiocnopud, HIIBIIL, pudamnunun);, kpuornoOynuHemusi, uUHTEp(hepoH-anbpha,
6onesup Dadpu, muMmdonponudepaTBHas TATOJIOTHS, CEPIIOBUIHOKICTOUHAS
aHEeMUs, OTTOP)KEHUE MOYEYHOTO TPAHCIUIAHTATA, XUPYPruueCKOe MCCEUCHUE YacTh
MOYEYHOW TMMAPEHXUMBbI, Iy3bIPHO-MOUYETOYHUKOBBIM pediitokc, MpuéM TIepouHa,
nucreHesnn HeppoHoB, BUY-undexuus. B Ttoxe Bpems ['H moxer ObITh H
uauonaruueckumM. Ilpu XI'H 6 anamneze MOTYT BBISIBISTBCS CHUMIITOMBI/CUHAPOMBI
XT'H (otekn, remarypus, Al).

Du3ukanvHoe odcnedosanue MO3BOISIET OOHAPYKUTH KIMHUYECKUE CHUMIITOMBI
HEe(PpUTHYECKOTO CHUHIpOMA: Moua I[BETa «KOo(de», «das» WIH «MSACHBIX MOMOEBY;
OTEKHM Ha JIMIle, BEKaxX, Horax; mnoBbllieHHEe AJl, CUMITOMBI JIEBOXKETYIOYKOBOU
ceplieuHor HexocTaTouyHOCTU. XI'H Hepeko BBIABISAIOT CIyYalHO M0 U3MEHEHUSIM B
aHanusze Mouu. Y yactu 0osbHbIX XI'H BriepBbi€ BBIABISIETCS HA MO3AHUX CTaUAX
XBII. Temneparypa Tena o0OBIYHO HOpMalibHas, cumnToMm IlacTepHalkoro
orputiatebHbIi. [Ipu BTOpruHoM ['H MOTYT BBISABISATBCS CHUMIITOMBI 3a00JI€BaHU,
nociyxusiiero npuunHon XI'H. [Tpu XI'H, Bnepsbie BoisiBieHHOM Ha ctaguu XIIH,
BBISIBIISIIOTCSL  CUMITOMBI  YPEMHUYECKOTO CHHJIIpOMA: cyxas OyienHas KoxKa C
JKEITOBATHIM OTTEHKOM, Pacuechl, OPTOMHOE, TUIEPTPODUS JIEBOTO KETyA0UKA.

Jlabopamopro-uncmpymenmanvuie ucciedosanusi. [103BOIAIOT MOATBEPAUTD

nuaraos ['H ¢



Ilpu OI'H u oboctpenuu XI'H ¢ OAK ymepenHoe nosbimenue COD, xkoTopoe
MOXXET OBITb 3HAUUTEIbHBIM TIpu BTOpuyHOM ['H. AHemus BbISBISIETCS MpuU
THUIpEMUN, ayTOUMMYHHOM 3a0oseBanuu win XbII -V craaun.

buoxumuuecxoe uccneoosanue kpogu: npu nocrcrpentokokkosom OI'H noBelieH
TUTP AaHTUCTPENTOKOKKOBBIX AT (anTucTpentonuzuHa-O, aHTUCTPENTOKUHA3BI,
aHTurnanyponuaasbl), npu XI'H noseimaerca peako. ['mnokommiementemust C3—
KOMIIOHEHTA, B MeHbllel crenenn C4 u o01iero KpuorjaoOyIMHa HHOTAA BBISBIISETCS
Opy TEPBUYHOM, IIOCTOSSHHO TMPU BOJYAHOUYHOM U KPHUOTIOO0YJIMHEMHYECKOM
Hepputax. [loeimenue tutpa IgA mpu G6onesnu bepxke, Ig G — npu BTOpUYHBIX
I'H npu C3CT. TloBblmensl koHIeHTpauu C-peakTUBHOTO Oenka, CHalOBBIX
KHUCJIOT, (pUOpUHOTreHa; CHUXKEHBI — 001Iero 0enka, annbOyMHUHOB, OCOOEHHO — TIPHU
HedpoTHUEeCKOM cuHApoMe. B mpoTenHorpamme rumnep-ol- u 02-rino0yaInHeMus; pu
HE(POTUUECKOM CHUHAPOME — THUIO-Y-TJIO0yJIuHeMus; npu BropuuHbix ['H,
0OyCIJIOBJIEHHBIX CUCTEMHBIMU 3a00J€BaHUAMH COEAMHUTEIbHON TKAHU — THUIIEp- Y-
rnooynuHemus. Cuumxenue CK®, moBbllieHHME B IUIa3Me KPOBH KOHIIEHTpaIlUU
KpeaTtuHuHa u/unu MmoueBuHbI — 1ipu OITIT nnm XBbII.

[Tpu BTopuunoMm ['H BeIsIBISIOTCS cienupuiecKue sl IEPBUIHOTO 3a00JI€BaHUS
W3MEHEHUs] B KPOBU: TPH BOJYAHOUHOM Hedpute — aHTUHYyKjIeapHoie AT,
ymepenHoe ysenuuenue tatpa AT x JITHK, LE-kinerku, antudochonunuansie AT.
IIpu XT'H, acconuupoBaHHOM C BHUpyCHbIMU TrenatutamMu C, B — nojoxxurtenbHbIe
HBV, HCV, «xpuornoOynuHemusi; n0pud  MeMOpaHO-NPONUPEPATUBHOM U
KpuornooyiauHemuyeckoM ['H moOBBIIEH ypOBEHb CMEHIAHHBIX KPUOTJIOOYJIMHOB.
[Ipu cunnpome ['ynmacuepa BBISBISIOTCS aHTUTENA K Oa3aJbHOW TIIOMEPYIISIPHOMN
MeMOpaHe.

B moue npu obocTpeHHMH: MOBBIIIEHHE OCMOTHYECKOW IUIOTHOCTH, CHH)KEHUE
CYTOUYHOTO O00BEMa; B OCaJKE€ HW3MEHEHHBIE OSPUTPOLMTHI OT EAUHUYHBIX [0
3aKPBIBAIOIIMX BCE MOJIE 3PEHUS; JIEUKOLUMTH — B MEHBIIEM KOJIUYECTBE, HO MOTYT
npeo0iaaTh HaJ SPUTPOLUTAMH TPU BOTYAHOYHOM Hedpure, HEPHPOTUUECKOM
CUHAPOME, MIPU 3TOM IPEICTABIECHbI IPEUMYILIECTBEHHO JIUM(OLUTAMH; UUITUHIPHI;

NpPOTEUHYpUsl OT MHUHUMalbHOW 10 1-3 r/cyr; mpoTeuHypusi Oojiee 3 1/CyT



pa3BuBaercs npu Hedporuueckom cuiapome. IloceB ¢ MUHAAIUH, KPOBU MHOT/AA
nmo3BOJISIOT yTouHUTH ATHON0oTHI0 OT'H (C).

Cneyuanvrvle uccieoosanus. bUONCHA NOYKH — 30J0TOM CTaHJAAPT AUATHOCTHKU
XT'H. Tlokazanus k HedpobOuoricuu: ytouHeHue mopdonorudeckoit (opmer ['H,
aKTUBHOCTHU, Au(depeHuuanbHas AUarHoctuka. Y3M nouex nposodumcs, 4TOOBI
UCKJIIOUYUTh OYaroBble 3a00J€BaHUs MOYEK, OOCTPYKIMIO MoueBbIX myrte: mpu I'H
IIOYKH CUMMETPHUYHBIE, KOHTYPHI IIaJKUE, pa3Mepbl HE U3MEHEHbI WM YMEHBUICHBI
(mpu XBbII), sxoreHHOCTh MOBbIMIEHA.  IDKI: mNpu3HAKKM TUNEPTPOPUU JIEBOTO
xenynouka npu XI'H ¢ AT

Pannsasa nmarsocruka. Bo3Mo)xHa npu TMHAMUYECKOM HaOJIIOICHUH 3a
NAlMEHTaMH [OCJIE OCTPOro HHPEKIUOHHOrO U 3a00JI€BaHUSI B TEUEHUE 2-3 HEJENb.
[TosisBnenue Hedputnaeckoro cuaapoma (Al', oTexu, reMatrypusi) CBUACTEIbCTBYET O

passutuu I'H nnm ero oboctpenun.

Aud¢epeHunaabHbIi JUATHO3.
Iluenonegpum: xapakTepHbl SMU30/bI UHPEKIIUU MOYEBBIX NMyTeH B aHaMHE3eE,
TUXOopajaKa, 00Ju B TMOSCHUIE, AU3YpUS;, B MOUYe — JIEHKOLUTYpHs], OaKTepuypus,
runoctenypusi, ¥Y3U modek — nedopmanivg U paclidpeHue 4ameyHO-T0XaHOYHOU

CUCTEMBI, BO3MOXHA aCCUMETpUs U Jedopmanus KOHTYPOB MOYEK; IKCKpPETOpHas

yporpaduss — pedopManus YamedHO-JOXAaHOYHOW CHCTEMBl U ACHMMETPHUS
GyHKIMM TOYeK, paJuOU30TONMHONW peHorpaduM — BO3MOXKHBI HapyUICHUS
YPOJIMHAMUKH.

Hegponamus 6Gepemennvix: XapakTepHa Tpuaga — OTEKH, NPOTEUHYPUS,

apTepuaibHasi TUIIEPTOHUS; OTCYTCTBYET aHamHe3 XxpoHudeckoro I'H, pa3Butue BO
BTOPOM-TPETHEM TPUMECTPE OEPEMEHHOCTH.

Tybyno-unmepcmuyuanbHolil Heghpum: JIMXOpaKa, TMIIOCTEHYPUS,
JaerkouuTypus, 00Jb B osicHule, noeimenne COD.

Ankozonvhoe nopadiceHue noyexk: aHaMHE3, TeMaTypHsl, TUIIOCTEHypus, 00jib B

MMOSICHUIIE.



Amunouoo3. B aHaMHE3¢ XPOHHYECKHE THONHBIC 3a00JIeBaHUS, PEBMATOHTHBIN
apTPUT, TETLMUHTO3bI; CHCTEMHOCTh TTOPAXKEHUS, TPOTEUHYPHUsI, HEPEJKO OTCYTCTBUE
SPUTPOIUTYPHUH.

Huabemuueckas megponamus: caxapHbli auabeT, TOCTENIEHHOE HapacTaHWe
MPOTEUHYPHUH, HEPEJKO OTCYTCTBHUE FeMaTypHH.

Ilopasicenue nouex npu Ouggysuvix 3a001€8aHUAX COCOUHUMENbHOU MKAHU:
MPU3HAKK CHUCTEMHOIO 3a00JIeBaHUS — JIMXOpaJKa, KapAWT, apTPUT, IMYJIbMOHHT,
renaro-JIueHaIbHBIA CHHAPOM M JIp.; Bbicokoe COD, rumep-ramMMmariiooyJnHeMus,
MOJIOKUTEIIbHBIE CEPOJIOTUYECKUE TEeCThl. Bonuanounwvii Hmegpum: TpeoOIamaeTt
KEHCKUI TIOJ; BBIABIAIOTCS TPU3HAKKM CHUCTEMHOTO 3a00JIeBaHUS: apTPaJTUH,
apTpUTHI, JHUXOpajaKa, »dpUTeMa JHuIla 1o Thmy «0a0oukw»,  KapiawWT,
reMaToOJMECHAIbHBIN CUHIPOM, MOPaXEHUE JETKUX, CHUHApPOM PeitHo, aiutonenus,
TICUXO03bI, THUIWYHBI JA0OpPATOPHBIC HM3MEHEHUS: JICHKOMEHUs, TPOMOOIMTOIICHUS,
aHeMUs1, BOT9aHOYHbIC KIeTKH (LE-KJIeTKH), BOTYaHOUYHBIN aHTUKOATYJISTHT, BEICOKAs
COD; passutne Hedputa yepe3 Heckoibko JeT oT Havyana CKB; cneuuduueckue
MOpQOJIOTHYECKHE W3MEHEHUs: (PUOPUHOMIHBIA HEKPO3 KANMWLISAPHBIX TICTEIb,
KapUOPEKCUC W KApHUOIUKHO3, TeMATOKCHJIMHOBBHIE TENbIa, THATUHOBBIE TPOMOBI,
«IPOBOJIOYHBIC TETIN». Y3enK08bili nepuapmepuum. TPeodIaTaeT MY>KCKOW MO
BBISIBIISIIOTCS TIPU3HAKK CUCTEMHOTO 3a00JI€BaHUS: JTNXOPaaKa, MUAITHH, apTPAITHH,
noxyaaHue, BeipakeHHass Al', KO)XKHbIC TPOSBICHUS, ACHMMETPUYHBIN TTOJIMHEBPHT,
a0IOMUHAIBHBIA CHHAPOM, MHOKAPIUT, KOPOHAPHUHT CO CTEHOKApANEH U MH(APKTOM
MUOKapaa, OpOHXWajdbHAs acTMa; TUNWUYHBIC JabopaTOpHbIE  HW3MCHCHUS:
JeNKOIMTO3, MHOTNA 303uHOGuUIus, Bhicokas COD; crenuduueckre U3MEHEHHS B
owornrtare  KOXKHO-MBIIIEYHOIO  JIOCKyTa; OWOICHS TOYeK HE  IOKa3aHa.
I'panynemamos Becenepa: mpuU3HAKU CHUCTEMHOTO 3a00JI€BaHUS: TMOPaKCHHE TIJa3,
BEPXHUX JIbIXaTEIbHBIN MyTeH, NErKUX ¢ MHOUIbTpaATaMU U JECTPYKIUEH; TUTUYHBIC
1abopaTopHbIE M3MEHEHMS: JICUKOTICHHUS, aHEeMUH, BBICOKAs COD,
antTuHenTpoduibabie AT; cnenmuduyeckne W3MEHEHHS B OWONTaTe CIU3UCTOU
00O0JIOYKH HOCOTJIOTKH, JIErKoro, mnouku. Cuumopom [yonacuepa:  npu3HaAKu

CHCTEMHOT'O 3a00JICBAHHS: JIMXOpaJKa, KpOBOXapKaHbLC UJIN JIECOYHOE KpOBOTCUYCHUC,



uHOUIBTpaThl B JETKUX, MOXYJaHWE;, MOpPaXEHUE TOYEeK BO3HHMKAET BCIEH 3a
KPOBOXapKaHbEM, OBICTPO MPOrPECCUPYET MoUeyHasi HEJOCTATOYHOCTh C OJINTYpUEH
u aHypueu; anemus, nosbimieHne COD, mpu CEPOJOTMYECKOM HCCIENOBAHUNA —
Hammune AT k OasanpHONW MeMOpaHe TOYEYHBIX KITyOOUKOB. [ emoppacuueckuil
gackynium: TIPU3HAKU CHUCTEMHOCTH (TreMopparmyeckas IMypoypa Ha KOXe H
CIIM3UCTBIX 000JI0YKAX, apTPUT, A0JOMUHAIBHBIA CUHIPOM), IoBbIIeHHE CO.

Mouekamennas 6o1e3Hb: OOHApYKEHUE KOHKPEMEHTA, HalW4yhMe B aHaMHE3e
MOYCYHOW KOJMKH, BBISBJICHUE TNPU3HAKOB OOCTPYKIIMM M TeMmaTypuu Oe3
MPOTEUHYPHH.

Onyxonb nouexk u MoOuYeBblX nymell: 04aroBoe 0Opa30BaHHE B MOYEBBIX MMyTSX,
acuMMeTpusi GYHKIIUU TTOYEK, JaHHbIE OMOTICUH.

Iepsuunwviii  anmughocgonunuonwvlii cunOpom: TUBEIO0, BHIKMIBIIIN, aHTHTENA K
dbochonunugam.

l'unepcencumusnsiii 6ackyium: Hallduue ABYX KPUTEPUEB U3 CIEAYIOMIUX -
najgbnupyeMas mypmnypa, Ooib B JKMBOTE, KEIYJOUYHO-KUIIEYHOE KpPOBOTEUEHHUE,
reMaTtypus, Bo3pact He crapue 20 Jer.

Hacneocmeennviii negppum (cunopom Anvnopma), 601e3tb MOHKUX MeMOPAH:
aHaMHE3, WCCIEOBAaHHME MOYM Yy UJEHOB CEMbM — MAacCCHBHAsg TreMaTypus
xapaktepHa s IgA HedpuTa U HacienACTBEHHOro HedpuTa U pelika Mpu 00JIe3HU
TOHKUX MeMmOpaH. HacnenacTBeHHbId HEDPUT aCCONMMHUPYETCS C TMOYCHHOU
HEJIOCTAaTOYHOCThIO B CEMbE, TJIYXOTOM M XPOMOCOMHO-JIOMHHAHTHBIM THUIIOM
HacnenoBaHus. CeMelHbId aHaMHE3 TeMaTypUH BCTPEUYaeTCsl U Mpu O0JE3HU TOHKHUX
MeMOpaH, B €IMHUYHBIX cllydyasx — npu IgA Hedpure. Y mamueHTta ¢ 3mu30aMu
MaKporeMaTypud W HETaTHBHBIM CEMEWHBIM aHaMHE30M HaubOoJiee BeposTeH IgA
Hedput. Ilpu mepcuctupyromieii MUKporeMarypuu y MalueHTa W TeMaTypu y
YJICHOB CEMbH 0€3 MOYEYHON HEJ0OCTATOYHOCTU HanboJiee BeposiTHA OOJIE3Hb TOHKHUX
MeMmOpan. IlanmueHT C ceMeHBIM aHaMHE30M TIOYE€YHOM HEAOCTAaTOYHOCTU U
TIIyXOTOM WMEET HaCJEeICTBCHHBI HEPpHUT. bUOTCHS KOXH SBISIETCS METOJIO0M
YCTaHOBJICHUSI X-CIIETUICHHOTO HACIeICTBEHHOTO HedpuTa. OKOHYATENIbHBINA UArHO3

MOXET OBITh YCTAHOBJEH TOJbKO moche HedppoOuoricur. C y4eToM HHUBKOU



BEPOSTHOCTU IporpeccupoBanuss B TepMmuHainbHyro XIIH npu wusonupoBanHOU
reMaTypuu, JJis YCTaHOBJICHHS JUArHo3a JIOCTaTOYHO MCCIIEIOBAHUS MOYH, QYHKIIUN
MOYEK U MMPOTEUHYPHH.
4. OcJi0:xxHeHHs 3200/1eBaHus.
I'mneproHnyeckuil ~ Kpu3,  DKJIAMIICUs,  OCTpas  JIEBOXKEILYIOYKOBas
HenoctatouHocTh unu OITH (mpu Beicokoit aktuBHOCTU ['H), rHmnoBosieMuyeckuii
HEeQPOTHUUECKUI  KpuU3, HWHTEPKYppPEHTHblE HWHMEKIUU, PEAKO —  HUHCYIbT,

COCYJUCTBIE OCIOXKHEHUS (TPOMOO03bI, UHPAPKThI, OTEK MO3ra).

5. Iloka3aHusl K rOCHIUTAIN3ALNH

AKTUBHBIM WM BHEpBble BbIsIBICHHbIH ['H sBIdOoTCS mOKa3aHueM K
rocimtanu3anuu  (C). ITlokazaHusiIMH K TOCHUTAIM3ALMU TaKXKe  SBISIOTCS:
OTHOCUTENBHO OBbICTpO€ CHIKeHHEe (QyHKuuu mnodek npu ['H, HeoOXxoaumMocThb
MpoBeIeHUs] HEPPOOUOTICHH JIJISl YTOYHEHUS AMarHo3a u oleHku aktuBHocTH ['H.

6. IIpopunakruka

UccnenoBanuii 0 BIUSHUHM nepsuyHol npoguiakmuky Ha peruauBbl [H,
OTHAJIEHHBIA MPOTHO3, IIOYEUHYIO BBDKMBAEMOCTh HeAocTaTOuHO. llepBuuHas
npopuIakTUKa HE NPOBOAUTCSI. TeM He MeHee, aHTHOAKTEepUaIbHOE JICUCHUE
00NBHBIX (hapUHTUTOM M KOHTAKTHBHIX (1), Hauatoe B TeueHWE TEPBBIX 36 YACOB
MO3BOJIIET JIOOUTHCS OTPULIATENIbHBIX PE3yJbTaTOB OaKmoceBa U MOXET
npeaoTBpaTuTh (HO He oOs3arenbHO) pasButue Hedputa (D), AnTUMHKpOOHAs
Tepanusi UH(EKIUHA MO3BOJSET MpEeAyNpeanuTh pa3Buthe noctuHdexuunonHoro ['H,
HO HaOMoIeHn HepoctatoyHo (1).

Bmopuunas npoghunaxmuxa. Jleuenue npeTHN30JI0HOM, HHOTA B COYETAHUU C
UKI0(G0oCchaHOM CHIKAIOT BEPOSATHOCTh PEIUAMBOB HEPPOTUYECKOTO CHHIPOMA
npu UI'A-uedpure. Crepouns ipu UI'A-HepponaTtuu BHYTpb AIUTENBHO (10 4 Mec)
VIY4IIalOT YHUCIO peMuccuii Hepputuueckoro cuHiapoma. KomOuHMpoBaHHAs
Tepanusi TpeaHu30J0HOM ¢ nukiopochanom I'MU  cHmKaeT 4acToTy pelyIMBOB

3a00JIeBaHMS 110 CPAaBHEHUIO C MOHOTEPANUEN MPETHU30JI0HOM.



I[Ipu HekoTophix (dopmax TIOMEpyIOHE(PPUTOB, B HYACTHOCTH, IMIPHU
UMOMATUYECKOM MEMOpPAHO3HOM, JIOKa3aHa IMPEBEHTUBHASI POJb AJKWIUPYIOIINX
JIC (xnmopamOymwna uinu nukiopochamMuia) B OTIMYUE OT TITIOKOKOPTUKOUIOB, B
CHW)KEHUHU NPOTEMHYPHHM M YMEHBIIEHHH pUCKAa PELHUIMBOB B nocienyromme 24—-36
Mec mocie jiedeHus. [IpenHn30I0H, TPUMEHAEMbIN JUTUTENBHO (B TE€UCHHE 3 MeC U
0oJsiee) Ipu NEPBOM BIU30/€ HEPPOTUUECKOTO CHHIpPOMA y AETEH, MpeaynpekIaeT
PHUCK pEelIINBOB B TeueHue 12—24 Mec, a 8-HeienbHbIe Kypchl UKI0hochaMuaa win
XJIOpaMOy1KjIa U MPOJIOHTUPOBAHHBIE KYPChl IMKJIOCIIOPUHA U JIEBAMU30J1a CHUKAIOT
PHCK PELIMJIMBOB y JETEN CO CTEPOUI-UyBCTBUTEIBHBIM HE(YPOTUUECKUM CHHAPOMOM
10 CPAaBHEHMIO C MOHOTEpANHUEN TIIIOKOKOPTUKOUIAMH.

OOyuenne mammeHToB. KOHTponb 3a OalaHCOM >KHAKOCTH, COOJIIOJIECHHE
pexuMa u quethl, usmepenue AJl; npuém JIC, HazHaueHHbIX BpauoMm. Ddurorepanus
HE TMPUMEHSETCS, BO3MOXEH HEIJUTENbHBIA TpHUEM OTBapa UIMIOBHUKA,
YEpHOIUIOJHON psOuHBL. VCKitoueHne nepeoxiaxaeHuil, CTpeccoB, (PU3MUECKHUX
neperpy3ok. CoOmofeHne pexumMa U JAHETbl, OTKa3 OT TabaKOKypeHus,
camokoHTpob AJl. Ilanmenra HeoOxoaumMo MHGOPMHUPOBATH O HEOOXOJIMMOCTH
koHTposis ypoBHI CK® um kpearnHunHa KpoBH, 00 HCKIIOYEHHH MOTEHUHUATHHO

HedpoTokcuueckux JIC, peHTTeHOKOHTPACTHBIX MTPEenapaToB.

7. J/leuenue B cranuoHape
Heab aevenusi. [Ipu OI'H: poctrkeHune BbI3AOPOBIEHUE, YCTPAHCHUE
ocnoxkHenui. Ilpy  XT'H: wuwHOyknus  peMuccud,  3aMEUIEHHE  TEMIIOB
MPOrpeCCUPOBAHUs, NPENOTBpallleHue U ycrpaHeHue ocioxHenuit. Ilpu BIII'H —
CHM)KEHUE aKTUBHOCTH 3a00JI€BaHUSI U TEMIIOB MPOrPECCUPOBAHUS B TEPMUHAIIBHYIO
IIOYEYHYIO HEJIOCTaTOYHOCTb.

Hemenukamenrosnoe Jjedenue. Ilpu axtusHoM ['H pexum mnosynoctenbHbIN
WJIM TIOCTEJIbHBIM B T€UEHHME 10 HMCUYE3HOBEHHUsS OTEKOB WM HopMmanuzauuu AJl (1-3
HEJ), 3aTeM CJIelyeT paclIMpeHue pexuma. JJIMTEeNbHBI TMOCTENbHBIA PEXUM HE
yiyuiaet nporao3 ['H. Jluera: npu orekax — OrpaHMYE€HHE MOBAapEHHOM COMM (10

4—6 1/cyT), KUAKOCTH MPU MACCUBHBIX OTEKax W HeDpoTHUIecKoM cuHIpoMe (00BEM



MOJIy4aeMOW KUAKOCTU PACCUUTHIBAIOT C YYETOM JMype3a 3a MPEeAbIIyIIUi JIeHb +
300 mum), Oenka no 0,5-1 r/kr/cyr. B pemuccuto I'H orpanuuenue conu u Oenka
MeHee cTporoe. OrpaHnueHue Oelika HECKOJIBKO 3aMeMIIeT MPOrpecCUpOBaHUE
Hedponatuii. VCKIIO9arOT OCTphIe MPHUIPABBI, MSCHBIC, PBIOHBIE W OBOIIHBIC
OyJIbOHBI, MOJUIMBKH, Kpenkue kKode M yail, KOHCEepBbl. 3ampeT Ha ynoTpebieHue
ankorouisi, Tabaka. dusznorepaneBTuyeckoe jeuenue npu I'H He mokasaHo.

[Ipu nexkapcteennoM MI'H oTMeHa nekapcTBa HMHOrJa BEIET K CIIOHTaHHOU
PEMUCCHUU: TIOCJIE OTMEHBI MIEHUIIWIJIAMUHA U 30J10Ta — B CPOK OT 1-12 mecsieB a0
2-3 mer, nocne ormedsl HIIBIT — g0 1-36 Hepenb. Y GONBHBIX C COMYyTCTBYIOIIUM

CaxapHbIM I[I/Ia6eTOM ITOKa3aHa 3aMCHa CBUHOI'O MHCYJIMHA Ha YEJIIOBCUCCKUH.



MenukamenTo3Hoe Jeuenue OI'H.

JTHOJIOTHYECKAsT TepamMsl [OKa3aHa TMpPU  YCTAHOBJICHUM  IPUYUHBI
3aboneBanus, ee nmpodunakruueckuii 3pdext Ha pazsutue OI'H ne nokazan (C).
[Ipn wHamuuuu owara WHQPEKIUKA WIH OCTPOro WHOEKIIMOHHOTO 3a00JeBaHUS
HA3HAYalOT AHTUOMOTHUKU BHYTPb. YCTpPAaHEHHME XPOHUYECKUX HH(MEKIUH, B TOM
yuciie accouunpoBaHHbIX ¢ MRSA cnocoOcTByeTr Oosee ObICTpOMY pa3pelIeHUIO
Hedpura. [Ipu cTpenToOKOKKOBON MH(MEKIIMU — TNeHUIWILIMH V BHYTph mo 500000
EJl 6-8 pa3 B cytku (mersm 25-90twic EJl/kr/cyTkm) 5-7 nueit, G6e3omaceH mnpu
6epemennoctu (B), HO HeoOXoaMMa OlEHKAa TPEUMYIIECTB U PUCKA; aMOKCHITHIIITUH
500-750 mr BHYTph 2 pa3a B cytku 5—7 gueit (B), nedanexcun mo 750-500 mr 2
paza B cytku 10 nueit (mersm mo 50 mr/kr/cyt B aBa mpuéma 10 aneit) (B), B
CTAIlMOHAPE TPU HAIWMYUHA TEPCUCTUPYIOMEH MHGEKINN — OCH3WINCHUIIWIINH 110
0,5-1 mau EJl 6 pa3 B cytku B/M 10 nuei. [Ipu cuHycuTax, MHEBMOHHUM MPEMAPATHI
BbIOOpa — amokcuuwuimH 500-750 mr BHyTps 2 pa3za B cyTku 5—7 aneil (B),
JTOKCUILIMKJIUH MpU ocTpoM Oporxure 150 mr 1 pa3 B cytku 57 e (A), nedaxiop
500 mr 2 pasza B cytku 7 aHeit (nersam 40 mr/kr/cyt B 2 npuéma 7 aneit) (B). Ilpu
ajyleprud - Ha  OeTa-JIakTaMHble aHTHOMOTWKM HazHadaroT JIC w3  rpynmsl
MaKpoJu0B: 3putpomMuivH 250 mr 4 pasza B cytku 10 gueit (B), asurpomunva 250—
500 mr 1 pa3 B cytku 4 nus (B), pokcutpomunus 150 mr 2 pasza B cytku 7 nuen (B).

Cumnromaruvueckasi repanusi. Aumueunepmenszusnas mepanus. Ilpu A" —
uneubumopwvt  AIIP/BPA B KauecTBe MOHOTEpanuMud WIM B COYETAaHUM C
O10KAMOpamu  Kaivbyuesvlx KAaHaio8  HEAUTHAPONUPUAMHOBOTO  psAga  WIH
MPOJIOHTUPOBAHHBIX (OPM JIUTUIIPONIUPUIUHOBOTO psina. /Juypemuxku tnpu Al
bypocemuy (nazukc) 20-40 mr, npu HedpdekTuBHOCTH Ha A03e 40 MI Ha3HAYUTH
npyroi mpemapar, aersm 0.5-1 mr/kr; npu orékax 40-80 Mr BHyTph ¢ TOBBIIICHUEM
n03bl Ha 20-40 Mr yepes kaxabie 6 yac 10 apextuBHOrO MUypesa (He dosnee 200 mMr
3a 1 mpuem), 3aTeM 103y MOKHO OBTOPSATb.

NmvmmyHnonenpeccanTel W raokokoptukousbl npu OI'H  He  uCHONB3YIOT;

s¢dexTuBHOCTS aHTHUrHCTaMUHHBIX JIC, mpenaparoB Kajbliudsg, acKOPOMHOBOMU



KHUCJIIOTBI, PYTHMHA MW AaHTHAITPCTAHTOB B KOHTPOIHUPYCMBIX HCCICIOBAHHUAX HC

JOKa3aHa.

MenukamenTo3Hoe Jeuenue XI'H.

O heKTUBHOCTh omuonocuieckou mepanuu (BO3ICUCTBUS Ha WHOEKIUS,
onyxonu, JIC) B HOCTMIKEHUM PEMUCCHUU WM CHUXKEHHHM YacTOThl PELUJAUBOB B
KOHTPOJIMPYEMBIX UCCIEAOBAHUAX M3YyUYE€HA HENOCTATOYHO, Y OTAEJIbHBIX NAllMEHTOB
npy 4YeTKod 3aBucuMOcTH peuuauBoB ['H ot obOocTpenus ouyaroBoil uHpEKIUU
JIOTyCTUMA aHTUMHUKPOOHAass  Tepamus HMH(EKIUH, yaaleHue odara HHPEKIUu
(TOH3WILIISIPHBIX MUHJAIHMH), OMYXOJIM, HO JAaHHBIE MEPhl YIYUIIAlOT OJIMKaWIIui
MPOTHO3 (YCKOPSIIOT JOCTUKEHUE PEMUCCHH), HO HE BIMSIOT HA OTJAJICHHBIN MTPOTHO3
(nporpeccupoBanue XI'H) (D). Xmmynocynpeccusnas mepanus (TIIOKOKOPTHUKOUIBI
Y IIUTOCTATHUKHU) HampaBjeHa Ha nogaBiaeHue aktuBHoctu ['H. Cumnmomamuueckas
mepanus Ha3zHA4YaeTCs MNpU TOKa3aHUAX. aHTurunepreHzuBHblie JIC (MHTHOUTOPHI
AII®/BPA), anTrarperantbl, aHTUKOATyJISTHTHI, runofunuaemudeckue JIC.

NmmyHnocynpeccuBuasi tepanusi. Ooviuno npu axkmusnvix T'H nazmauaemcs
KOMOUHUPOBAHHAS ~ UMMYHOCYNPECCUBHAs — Mepantisl (TTTFOKOKOPTUKOUZIBL  C
[IUTOCTAaTHKaMH), OCOOCHHO TOKa3aHa Tipu akTUBHBIX ¢opmax ['H ¢ Beicokum
PUCKOM IIPOrpeccCUpOBaHus MoyedyHor HeaoctarouHocTH (C).

Humocmamuku tnpu axtuBHOM ['H Ha3HaYaroTCS B CPEIHHUX/BBICOKHX J103aX
€XEJIHEBHO WJIM B JIBOMHOW J103€ 4epe3 JeHb B TeueHue 1,5-2 Mec., 10 CHHXKEHUS
AKTUBHOCTHU 3a00JIEBaHMS; 3aT€M J103a CHIXKAETCS BJIBOE€ OT MCXOJHOM U JIeUEHUE
MPOJIOJDKAETCS JO0 pEeMUCCHU (C  OTMEHOM Tmpemapara WM TEpPEexXoJ0oM Ha
MOJICP>KUBAIOIIYI0 TPOTUBOPCHMANBHYIO Tepanuio). [{umocmamuxku B KauecTBE
MOHOTEpaNuy Ha3HAYaloTCs NpPH MNPOTHUBOMOKA3AHUSAX K TJIFOKOKOPTHKOUIAM, HUX
HeA((DEKTUBHOCTU WM TMOSABJICHUM TMOOOYHBIX A(PPeKkToB (B MOCIEIHEM Clydae
BO3MOKHO COYETaHHOE MIPUMEHEHHE, MTO3BOJISIFOLIEE CHU3UTH JI03y
TIIIOKOKOPTHKOUIOB). [[uknogocghamuo 2—3 Mr/Kr/cyT B/M WM B/B Ha3HAYAIOT: MPU
orcytcTBuMU 3 dexra ot 'K mnu npu yacTeix penuanBax crepougozaucumoro ['MNU

(2,C), wmm xnpopambyyun 0,1-0,2 wMr/kr/cyr BHYTpb B TeueHue 6-8 Hex,



abTEpHATUBHBIE TIpemapatbl — yuxkiocnopur 2,5-3,5 Mr/kr/cyT BHYTpb (A)
(orcyrctBun 3¢dexkra or 'K mpu DOCI'C npu UT'A  Hedpure ymeHbIIaET
MPOTEUHYPUIO U YPOBEHb LIUPKYJISIUU IgA, HO MOBBIIAET YPOBEHb KpEaTUHUHA U
npuBoaUT K peuuauBy [I'H Bckope mociie mpekpalleHusi Tepanuu); a3amuonput 1o
1,5-3 Mr/Kr/cyT BHYTpb; Mukogenonram moghemun: OTpaHUUYECHHbIE JaHHBIE OO0
s dexTrBHOCTH TpH nporpeccupyromieit IgA Hedponatuu, HeOoObIION YPDEKT WK
€ro OTCYTCTBHUE IO CpaBHEHHWIO ¢ mpenHuzoisoHoMm wuiu Iwiane6o (C). Ilynbce-
Tepanuro 1nukiIodochaMuioM NPoBOIAT MPU BhICOKOM akTuBHOCTH ['H B 103¢ 15 mr/
kr (wm 0,6-0,75 r/M2 moBepxHOCTH Tena) B/B 1 pa3 B MmecsIl, OOBIYHO coyeTasi C
MIIOKOKOPTUKOUAAMU B BUJE MYJIbC-TEPANNHU WIN NEPOPATILHON TEPAIUU.

IIpouzsoonvie aMUHOXUHOIUHA: XTOPOXUH, SUOPOKCUXIOPOXUH — YOEIUTEIbHBIX
TaHHBIX 00 3¢ (HEKTUBHOCTH HET, KOHTPOIUPYEMBIE MCCIICIOBAHUS HE TIPOBOMIIHCH.
Ha3nawarorcss mnpu  OTCYTCTBMM TIOKa3aHWW K AaKTUBHOM  Tepamuu, MpH
ckaeposupyromux gopmax no 0,25-0,2 r BHyTpb 2 pa3za B JCHb B T€UEHUE 2 HEJ,
3areM 1 pa3 B JeHb.

I'nroxkokopmukouodst B KOMOMHUPOBAHHON TEpaIuu MOKa3aHbl MPU 000CTPEHUU
I'H (A); B xauectBe MOHOTepanuu mnoka3zansl npu MIITH u I'MU (2,C). [Ipu MI'H
sbdext rmrokokoptukousoB Heu€tkuid. [Ipu MKI'H u ®CI'C rirokoKOpTHKOUIBI
Mano3ddextuBnbl. [TporuBonokasansl npu cradbunbHod Al' u XIIH (maayumpyrot
Hedpockiepos). IIpedonuzonon BHYTPh Ha3adaeTcs B o3¢ 1—1,5 MI/Kr/cyT B TeUeHHE
6-8 Hex ¢ MOCHEAYIOIIMM CHUXeHueM no Ha 1/3 wimm nmo 20- 30 wmr/cyt u
JATbHEUIITUM MEIJICHHBIM CHIDKCHHEM 1o 2,5—1,25 Mr/Hen BIUIOTH 1O OTMEHBI HITH
nojanepxxuBatroiet 103sl (5-10 mr) npu Bropuunsix ['H u unorna — npu HC.

Jleyenrie He(POTHUECKOrO CHHIPOMA y JIETEH MPEHU30J0HOM B TEUEHHE 3 MeC
6onee >QGheKTUBHO B MPEAYNPEKICHUU PEIUINBOB, YeM KOpOTKHe Kypchl (B).
IIpenHU3070H  «IIylbCaMu» Ha3HA4yarOT IIPU BBICOKOM akTtuBHOCTU ['H B Hauare
nedenus B 1o3e 1000 mr B/B kanenbHO 1 pa3 B CyTKM 3 IHS NOAPSA WIHM Yepe3 JACHb;
MOCJ€ CHUXEHUSI aKTUBHOCTH ['H BO3MOXKHO e€XEeMeCSYHOE MPOBEICHUE ITyJIbC-

TCpalliu BINNIOTb 10 PEMHCCHUU. I[J'H/ITGJ'IBHaH CIKEMCCAYHAsA ITYJIbC-TCpaIins 0Cc00EHHO



nmokazaHa mpu BTopuuHbIX ['H, acconmuupoBaHHBIX C CHCTEMHBIM 3a00JIEBaHUEM
COCIUHUTEIbHON TKaHU.

[Ipn BrOpmMuHbIX I'H mmMMyHOCynpeccuBHAs Tapanusi HA3HA4YaeTCs IO TEM XKe
MOKa3aHUsAM 4TO W TNPU NEPBUYHBIX. BoBiedeHHe moyek B OOJE3HEHHBIN MPOIECC
BCerJa rOBOPUT O BBICOKOM AKTUBHOCTH 3a00JIEBaHMSI U SIBJISETCA IOKAa3aHUEM K
HA3HAYCHUIO MMMYHOCYITPECCUBHOM TEepaNuHu. Oco06eHHOCThIO
uMMYyHocyTipeccuBHOM Tepanuu ['H npu cucreMHbIX 3a0071€BaHUSIX COSAMHUTEIBHON
tkanu (CKB, PA), Backymurax Oojblias JJIUTEIbHOCTh aKTUBHOW Tepanuu (3-4
Mec), yeM npu nepBuuHbix ['H (1-2 mec), a camwxkenue no3 JIC ocymiecTBisieTcs
MmeuieHHee (6-12 mec), yem npu nepBUYHBIX (3-6 Mec), © UMEET OCOOEHHOCTH IO
BBIOOPY  MATOr€HETHMYECKUX IMpenapaTtoB. Jleuenue 6o01uanoyno2o Heppuma
uMMmyHocyrpeccuBHbIMU JIC B coueTaHuM ¢ MPEeIHU30JI0HOM 110 CPABHEHUIO C OJTHUM
MPEIHU30JIOHOM  CHHXKAET CMEPTHOCTb M OTHAJseT BpeMsl  JOCTHXKEHUS
tepMuHasibHOM cTaauu XITH (A).

CumnromaTu4yeckasi Tepanusi.

Anmueunepmensusnas mepanusi Al pgoipkHa Brimoudath JIC, ymeHbIIaromme
BHYTPHUKIYOOUYKOBYIO THUIEPTEH3UIO W TUNEPOUIBTPAINI0 ¢  3aMEIJISIONINe
nporpeccupoBanue XIIH, T.e., oOnamaronue HEPPONPOTEKTUBHBIM dhDHEKTOM.
Hneubumopwr AIID(A) oxaszpiBaloT HEPPONPOTEKTUBHOE NEUCTBUE — CHIKAIOT
BHYTPHUKIYOOUYKOBOE JIaBJICHWE W YMEHBIIAIOT NPOTEHHYpHio: JHamanpuin 540
mr/cyt, nausuHonpui 10 mr/cyr, 6enazenpun 10 mr/cyt, pamunpun 2,5-5 mr/cyr,
nepuHaonpui 2—4 Mr/cyT, Tpanganonpui 1-2 mr/1 pa3 B cyTku, 3odeHonpui no 7,5-
30 mr 1 pa3 B cytku, pozunonpun 10-20 mr 1-2 pasa B cytku. brnoxamopwol AT
peyenmopos OKa3bIBalOT HePpOoNpoTeKTUBHOE AeicTBue: go3apTan 50-100 mr 1 pa3 B
cytku, Bancaptan 80-160 Mr 2 pa3a B CyTKH, KaHgecaptaH 16-32
mr/cytku, upoecaptad 150-300 mr 1 mr 1 pa3 B cytku, Tenmucaptan 40-80 mr 1 pa3
B cyTtku, nsnpocaprad 400-800 wMr/cyTku. bnoxkamopwvl Kanbyuegvlx KaAHANO8
Ha3HA4alTCsl TONbKO B KoMmOuHammu ¢ UAII®  wmm ¢ 6aoxamopamu AT
peyenmopos BTOpbIM TipenapaToM: Bepanamuia 120-320 mr/cyt, auntuazem 160-360

Mr/cyt, amuoaunul 2,5-10 mr/cyt, nepkanuaunud no 10-20 mr/cyt. Cenexmugnsie



[-aopenobrokamopsi TPUMEHSIOTCS B KOMOMHUpOoBaHHOU Teparmuu ¢ MAIID wim
onokamopamu AT,. peyenmopog: metorpoinon 50-100 mr/cyT, Hebupanon 5 mr 1 pas
B CYTKM, KapBenuioia 12,5-25 mr 2 pa3a B CyTKHU.

T'unonunuodemuuecxkue JIC ymenbmator npoteunyputo (C). JIC HazHayaroT npu
runepaunuaemMun (Hedpporuueckuit cunapom, XI'H, XITH). Haubonee BolpakeHHbIM
runogunuaemMudeckuM s¢pdextom obdbnagaror cratuHbl (C): cumBactatuH 40
Mr/cyTku, atopBactatuH 20-40 mr/cyt, posyBactatun 10-40 Mr/cyt B TeueHue 4—6
HEJl C TIOCICAYIOIIMM CHIDKEHHEM J03bl J10 MHUHHMaIbHO 3(()EKTUBHOM,
MO3BOJIIOLIEN KOHTPOIUPOBATH TUIEPIUIUAEMUIO.

Juypemuku 1upun OTE€KaX W KOMOMHHMpOBaHHOW Teparmuu 1pu Al —
TUAPOXJIOPOTHAZH, PypOCEeMU I, MHIaTaMUJ], CHUPOHOJIAKTOH.

Anmukoazynanmel, aHMUAZPEZAHMYl, AHMUOKCUOAHmMBL. Y OCAUTEIHHBIX
naHHBIX 00 3(h(exkTUuBHOCTU anmuoxcuoanmos (ButaMuH E, pbIOuil Xup) HeT.
Anmurxoacynsaumel — yOeIUTENbHBIX JTaHHBIX 00 3¢ pexTuBHOCTH HeT. HazHauaroTcs
B COUETAHUU C TIIIOKOKOPTUKOUAAMHU U 1utoctatukamu: [ enapun no 5000 EJ] 4 pa3za
B CyTKM II/K HE MeHee 1-2 Mec, mepel OTMEHOW /03y CHIDKAIOT 3a 2—3 JHS.
Haoponapun kanvyus no 0,3-0,6 ma 1-2 pasza B cyTku 1/K. Aumuacpezanmol —
yOeIUTENbHBIX JaHHBIX 00 3(Q(GEKTUBHOCTH MOHOTEPANHH HET, KOHTPOJIUPYEMbIC
HCCIIEIOBAHUSI TI0 TPUMEHEHUIO B COCTaBE MHOTOKOMIIOHEHTHBIX CXEM €JIMHUYHBIE.
Ponp acnimpuna u gunupuaamona HescHas (C), moka3zaHbl MPU NPOTHUBOMOKAZAHUSIX
WM PE3UCTEHTHOCTH K KOpTUKOCTepoujaMm U uckiaroueHuu remaruta (C) mpu
nauonatnyeckoM MIII'H y B3pocibIX ¢ BBICOKMM PHCKOM HIPOTPECCUPOBAHHUS B
XITH: munupumaamon mo 400-600 wmr/cyr, mentokcubwiiun no 0,2-0,3 r/cyr,
tukaonuaud no 0,25 r 2 pa3za B CyTKH, aleTWIcaIUiuiaoBas kuciora no 0,25-0,5
r/cyT. B ormenpHbIX HAOMIOJACHUSAX KOMOMHAIMS acnupuHa 375 MI/IeHb H
aunipuaaMona 225 mr/naeHs B TedeHue 1 roja yMmeHbIajga IoKas3aTelb CHUKEHUS
KITyOOUKOBOHM (hunbTpanuu U yactoty nporpeccupoBanus B TXIIH 6e3 paznuuus B
ucxomax uepes 10 ner, a xomOuwHarms 1wkiIodochana ¢ BapdapuHOM U

munupugamosiom B Teuenne 3 ser (C) m nukiodocdana B TedeHue 6 Mec C



BapdapuHoM u jaunupugamonioMm B TeueHue 2 ser (C) CIIOCOOCTBOBAJIN
BBIPAKEHHOMY CHUYKEHHIO TPOTEUHYPHH.

Inazmadepe3 — >PpdexT B KOHTPOJUPYEMBIX HCCICIOBAHUSIX HE JOKa3aH.
[Ipumensiercs B COYETaHMH C  MyJbC-TEpanmueld  MPEIHU30JOHOM  W/WIIN

nukiopochaMuIoM npu BeICOKOAKTUBHBIX I'H u oTcyrcTBum sddekra ot neueHus

MPEAHU30J0HOM U 1ukiodochamuioM. YnbrpaduibTpaius, TeMOAHAIN3 — MPU
BIIT'H, XBII.
Xupyprudeckoe JiedeHue. ODPPEKTUBHOCTP  TOH3WIPKTOMHH Ha

OomaronpustHbii ncxon OI'H B KIMHMYECKHWX UCHBITAHUAX HE JokazaHa. [lpu
B3auMOCBsi3u peruanBoB XI'H ¢ 000CTpeHUSIMH TOH3WILIUTA — TOH3WIIKTOMHS,
xoTa 3Q¢exkTuBHOCTh HEe Aoka3aHa. [Ipu tepmunanbHOi XBII — Tpancmiiantanus
MOYKH.
8. IIporno3s

IIpu OI'H  nporHo3 OyaronpuaTHBIA MNpU MNOCTCTPENnTOKOKKOBOM ['H:
CIIOHTAHHOE BBI3JOPOBJICHHE HACTYMAET MOYTH Y BcexX nmanueHToB (85-90%), naxe c
OIIH ocrtpoii ¢a3sl U Cc TNONYyJIyHUSAMH B paHHed mnoyeuHod Ouoncuu. [lpu
AMUAEMUYECKUX TOCTCTpenTOKOKKOBeIXx OI'H: Gomee 95% gereit u B3pochbix
KJIIMHUYECKU BBI3JOPABIMBAIOT B TeueHHE 3—6 Mec, IpU CHOPAAUYECKUX — JIMIIb
60%. IlocrcrpentokokkoBeli OI'H mocreneHHO paspemaercs mocie TOro, Kak
uH()EKIMs ncyesna, HopMaau3alus YPOBHS KOMIJIEMEHTA MTPOUCXOJNUT B TeUeHUE 6
HEJIENb, FeMaTypus Ucue3acT 3a 3-6 MecAleB, MUKPOIEMATyPHUsl MOXKET COXPAHATHCS
10 | rona, BocCTaHOBIEHNE AUYpE3a MPOUCXOIUT B MIEPBYIO HEAEIIO, HOPMaJIU3aLUs
KpeaTuHuHa — 4epe3 3-4 HeJ OJHOBPEMEHHO C THCTOJOTHMYECKHUM YIYUYLIECHUEM,
ypoBeHb (C3  HOpManu3yercs B Te4eHMEe &  HeAedb IOcie  Hadaja
noctcrpentTokokkoBoro I'H. [IpoTennypusi cHuxkaeTcs MeajieHHee, B TeueHne 6 Mec
Y B MUHUMAJIbHOM KoJn4ecTBe coxpanserca y 15 % B teuenne 3 neruy 2 % — ot 7
1o 10 net. [Iporennypust HePOTUUECKOTO YPOBHSI MOKET COXPAHITHCA B T€UEHUE 6
MeC WIH 00Jiee MOCcae HCYE3HOBEHHS reMaTypHur. PelnanuBbl MOCTCTPENTOKOKKOBOTO

I'H He xapakTepHbl U3-3a CTOMKOIO MPOJOIKUTEIBHOTO UMMYHUTETA K M—TIpOTEnHY



ctpenTokokka. Hedpur, accomuupoBannbii ¢ MRSA wu  XpoHHYecKUMHU
nHDEKIUsAMU, 0OBIYHO pa3pelIaeTcs Mocjae yCTpaHeHus: HHDEKIUY.

VY 5% neteit u 10% B3pocnsix pazsuBaercs XI'H (¢ nporpeccupoBanuem XbII) u
KpaliHe pelKo - ObICTponporpeccupyommii riiomepyioHedput. [IporpeccupoBanue
He(dpuTa c pa3BUTHEM MOYEUHON HemocTtaTouHOoCcTH uepe3 10 - 40 et nociie Havana
00J1e3HU 00YCIIOBJIECHO PA3BUTHEM TJIOMEPYIOCKIEPO3a.

[IporHo3 y B3poCHbIX U OCOOCHHO y MOXWIBIX MeHee OJaronpusiTHBIN, 4yeM y
nerei. HeobOparumass OIIH pasBuBaercs y 1 % paeTelt U HECKOJIBKO dYalle Y
B3pOCHbIX. JleTanbHOCTh HEBENMKA W CBs3aHA B OCHOBHOM C OCJIO)KHEHUSIMU —
KPOBOM3IUSHUSMH B MO3T, OCTPO CEPJCUHON HEIOCTATOYHOCThIO, MH(EKIITMOHHBIMU
OCJIO)KHEHHUSIMU U TpoMOo3amu nipu pazsutuu OITH.

IIpu XT'H nporpeccupoBanue B XbBII mpoucxoaut B teuenne 10-20 ner c
pa3HOM YacTOTOM M TEMIaMH B 3aBUCUMOCTH OT KIMHHUKO-MOP(OJIOrHUECKOU
¢dopmbl. IIpenuKTOphl MPOrpecCUpOBaHUs: MOBBIIIEHUE KpEeaTMHUHA ILJ1a3MBbl,

apTepuaibHasi TUIIEPTEH3Us U/WIK cTa0uiIbHas TpoTeuHypus 6onee 1 r/cyTku.
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	Медикаментозное лечение ОГН.
	Этиологическая терапия показана при установлении причины заболевания, ее профилактический эффект на развитие ОГН не доказан (C). При наличии очага инфекции или острого инфекционного заболевания назначают антибиотики внутрь. Устранение хронических инфекций, в том числе ассоциированных с MRSA способствует более быстрому разрешению нефрита. При стрептококковой инфекции — пенициллин V внутрь по 500000 ЕД 6-8 раз в сутки (детям 25-90тыс ЕД/кг/сутки) 5-7 дней, безопасен при беременности (B), но необходима оценка преимуществ и риска; амоксициллин 500–750 мг внутрь 2 раза в сутки 5–7 дней (B), цефалексин по 750–500 мг 2 раза в сутки 10 дней (детям по 50 мг/кг/сут в два приёма 10 дней) (B), в стационаре при наличии персистирующей инфекции – бензилпенициллин по 0,5–1 млн ЕД 6 раз в сутки в/м 10 дней. При синуситах, пневмонии препараты выбора — амоксициллин 500–750 мг внутрь 2 раза в сутки 5–7 дней (B), доксициклин при остром бронхите 150 мг 1 раз в сутки 5–7 дней (A), цефаклор 500 мг 2 раза в сутки 7 дней (детям 40 мг/кг/сут в 2 приёма 7 дней) (B). При аллергии на бета-лактамные антибиотики назначают ЛС из группы макролидов: эритромицин 250 мг 4 раза в сутки 10 дней (B), азитромицин 250–500 мг 1 раз в сутки 4 дня (B), рокситромицин 150 мг 2 раза в сутки 7 дней (B).
	Симптоматическая терапия. Антигипертензивная терапия: При АГ — ингибиторы АПФ/БРА в качестве монотерапии или в сочетании с блокаторами кальциевых каналов недигидропиридинового ряда или пролонгированных форм дигидропиридинового ряда. Диуретики при АГ: фуросемид (лазикс) 20-40 мг, при неэффективности на дозе 40 мг назначить другой препарат, детям 0.5-1 мг/кг; при отёках 40-80 мг внутрь с повышением дозы на 20-40 мг через каждые 6 час до эффективного диуреза (не более 200 мг за 1 прием), затем дозу можно повторять.

