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Heab 3anaTHA:

Hedponatum cBsI3aHHBIEC C BACKyJUTaMHM M CUCTEMHBIMU 3a00JE€BAaHUSIMU COCIHH

Ha3BaHWE BTOPUYHBIX. DTUM TEPMHUHOM IMOJYEPKUBAECTCS 3aBUCHMOCTH Hedpomnat

COCMHUTEIbHOTKAHHOTO TopakeHus. HanOosiee 4acTo mnopakeHWe IOYEK Y

KpacHOM BoJiuaHko# (JIromyc-HedpuT), pHU y3€IKOBOM IIE€pUAPTEPUUTE U T'EMOPP

CIydasix IOpPaKEHUsI IOYEK IIPOsBISCTCS yxke€ B JeOroTe 3a0oJieBaHMS. 3Hal

KJIMHUYECKOTO MPOSIBICHUS 3TOW TPYMNIbI 3a00JE€BaHUM, a Tak X€ (GOpMbI MPos

ITIOMOZKCT Bpady HA4aThb JCYCHHUC KaK OCHOBHOI'O 336OJI€BEIHI/I}I, TaK U CHHAPOMOB .

Ha KJIMHWYECKUX MpUMEpax, BBIMUCKAX, UCTOPUM OOJIE3HEH H3YyUYHTh TCUCHUE HE

BOJIYAaHKC, Y3CJIIKOBOM IICPHUAPTCPHUUTC U ICMOPPATrNICCKOM BACKYJINTC.

OpauHaTOP J10JI2KE€H 3HATD.

S e

KinHnyeckue nposBiaeHUs] BOIYaHOYHOTO HeponaTuu

BrIpa)k€HHOCTh MOYEBOTO CHHAPOMA

BapuanTsl Jlrommyc - Hegputa 1 0COOEHHOCTH TEUCHUS

XapakTep MopaKeHUs OPraHOB MOUYEBOUM CUCTEMBI MPU y3EITKOBOM MEPUAPTE]
3HaTh 0COOCHHOCTH TeUCHUS HE(DPOIATHIl IPH y3€IIKOBOM IIEPHUAPTECPUNTE
Knuanyeckoe TeueHne U BapuaHThl He(pomaTuii Ipu reMopparudecCKoMBacK

OpauHaTOpP T0/IKEH YMETh:

1.

o 0k W

[IpoBecTu 1ieNeHaNpaBICHHBI cOOp aHamMHe3a 3a00JeBaHUsS JKU3HM, T€l
npeapacnoiararone NpUIuHbl 00JIE3HHU.

BbIIeIUTE CUMIITOMBI XapaKTEpHBIE ISl pa3iaudyHbIX (Popm Hedpomnatuii
TKaHU U CUCTEMHBIX BaCKYJIUTaX

HameTuTtsh miian o6cienoBaHusi 00JBHOTO B KaXKJI0M KOHKPETHOM CJIydae.

W HTEepnpeTHpOBaTh NOJYYSHHBIC KJIMHUKO — 1a00paTOpHBIC TAHHBIC.
[IpoBectu nuddhepeHnATbHYI0 AMATHOCTUKY (TIpU HEOOXOAMMOCTH) U MOCT:
Ha3znauute jgedyeHue, mpu He0OXOMMOCTHA Ha3HAYUTD PELICTITHI

TexHuuyeckue cpeacrsa:

Herarockor.

JIEeMOHCTpAallMOHHBI MaTEpUa:

T/T("'F(\Y\T/TTJ ﬁf\TTPQUT/T {D ONTITITATTALIITATA HPA'\Y\(\T[(\FT/TTI\



Dranbl 3aHATUS

OcHanienue

Mecto

10.

Opranu3anoHHas CTPYKTypa
3aHITUU

KOHTpOJIb HCXOAHOTO YPOBHS
3HAHUU

Kypartust 00J1bHBIX

Pabora C UCTOPUSIMU
OoJie3Hen

OO0cyxaeHne 00JIbHBIX

BrisiBienue OCHOBHBIX
CHUHIPOMOB pu
Pa3IMYHBIX3200JIEBAHUSX
COEANHUTEIILHOU TKaHU
(cuctemMHas KpacHas
BOJIYAHKA, Y3EJIKOBBIN
epUapTEPUnT,
reMMOParu4eCKuMBacKyJInuT)y
KaXJ10ro KOHKPETHOT'O
OOJIEHOTO

Ananus 1a00paTOPHBIX
JTAaHHBIX (eciu €CTh
HEOOXOMMOCTh yKa3aTh 4YTO
HEOOXOIUMO JOIMOJIHUTEIHLHO
Ha3HAYUTh)
CdopMynupoBaTh JUarHo3 U
Ha3HAYUTh JICUCHHUE

ITo y4eOHOU UCTOPUH
OoJie3HU pa300paTh KIMHUKO-
1a0opaToOpHbIE KpUTEPUU
aMUJIONI03a C TOPaKCHUEM
OYCK

Brinucarts penentsl

Herarockor.

JIeMOHCTpallMOHHBIN
MaTepHall:

Ta0muib
Hcropum 601e3HU,

Brmicku

YyeOHass KoM

Otnenenue
Hedposorun

Otnenenue
HeposIorun
VYyeOHas KOM

[Tociie oOcyx)eHus OOJbHBIX, pa300pa UCTOPUN OOJE3HEW B KAYE€CTBE MPOBEPKHU

npeajaaracTCsa TCCTOBLIC 3aldHUA U PCIICHUC CUTYAlIlMOHHBIX 3a/1a4.



[Ipu y3eKoBOM mepuapTepuuTe MOP(OJOrHUEeCKOe MOPAKEHUE MOYEK y JeTeH
Knunuueckue mpu3Hakd HeppOIaTuu BbISIBIAKOT pexke — B 38 %. DTO MOXKHO Cl
JMAarHOCTUKON W Tepaluei, mpeaynpexaaromeid Hegponatuto, TaKk U C TEM, 4YTO
BKJIFOYAIOTCSl OOBIYHO U OOJIBHBIE C «KOKHOM (hopMoi» 3Toro 3aboneBanus. Ilocienn
COITPOBOXKAETCA MOPAKECHUEM TTOUEK.

VII- nporpeccupyromiee 3a00jJ€BaHUE C  BBIPAXKCHHBIM  KaTa0OJUYECKUM
CUMIITOMOKOMILJIEKCOM, PE3KHUMH BEreTaTUBHO-TPODUUESCKUMHU HAPYLICHUSIMH, TOJIA
MEYEHU, KEIYyAOUYHO-KHIIIEYHOI'O TPAKTa U OCOOCHHO MOYEK, NepUuPEepUICCKON U IICHT

Beimensor  pasivyHble  KIMHUYECKHE BapuaHTel YII: kinacchuueckuit Wit
MOJIMHEBPUTHUYECKUN, KOXKHBIM, aCTMATUYECKUNA 303MHOMUIBHBIA U MOHOOPTaHHBIN
YIOPHOW JIUXOPAJKON ¥ MOPAXKECHUEM CIM3UCTBIX 000JOYEK BBISBIISIIOT SPUTEMATO3H
OTEK JUCTAIBHBIX OTAECIIOB KOHEYHOCTEN C MOCIEAYIOLIUM IuenyleHuem. lIpec
MUKPOHUH(pAPKTAMU Y AaHEBPU3MAMH.

ITaTtomopdosioruyeckuBnoykax OOHAPYKUBAIOT MHOMXECTBEHHBIEC Y3€JIKOBBIC V-
apTEPUAIIBHBIX COCYJ0B MPEUMYILECTBEHHO KJIyOOUYKOBOM 30HBI, HIIIEMUYECKUE U T€M

['ucTomornueckn B MEJIKHX M CPEIHUX apTEPHUSX BBIBISIOT JIECTPYKTHUBHO-IIPO
COCYJIOB M 00pa30BaHUEM aHEBPHU3M.

Bunbel nodeunwsix nopaxkeHuid npu YII BecbMa pasHooOpazHbl. OcoO00ro BHUMaH
COCYJOB TMOYEK C OOpa30BaHUEM aHEBPU3M, WH(MAPKTOB, IEPUPCHATBHBIX It
3JI0Ka4€CTBEHHBIM CKJiepo3oM; 3) ['H nuddy3HbIi ¢ HEKpo3aMu, peKe OrpaHUYCHHBIH
COCYJIOB MOYETOYHUKOB, MOYEBOTO ITY3bIPs, YPETPHI C OOPA30BAHUEM SI3B C MOCIECAYIO

Kiaunn4yeckue nposiBieHus: Hepponatuu pazHooOpa3Hbl. ClielyeT OTMETUTh, YTO CKY
O€qHBIA MOYEBOW CHHIPOM MOTYT HECOOTBETCTBOBATH 3HAYUTEIBHBIM MOP(OJIOT
THIepTeH3us HaOmogaeTcs y 1\4 OONbHBIX JeTel, oHa MMeEeT CTAOMIIBHBINA YPOBE
conpoBokaaeTcs petuHonatrueil. [lopeimenne AJl MOXeT MpeAIIecTBOBATH MOSIBIIE
pPa3BUBACTCA OJIHOBPEMEHHO C HUM. Pa3zButhe Al CBA3BIBAIOT CBS3BIBAIOT C TSK
OCaJI0K MOXET OBITh HE3HAYUTEIIbHBIM: U30JIMPOBAHHAS MPOTECUHYPUS, MUKPOTEMATY
MPOTEUHYPUU C T€MATypUEU, JICUKOLUTYPUEH, TWIMHIAPYpUEeH. OTEUHBIA CUHIPOM
AHTMOHEBPOTUYECKUMHU, TPOPUUECKUMU U  CEPACYHO-COCYJUCTHIMU  HAPYIIICHI
TpOMOOBACKYJIMTA BO3MOXKHO IOSIBJICHUE MH(PAPKTOB MOYKH, 0Opa30BaHUE I'€MaTOM
KOPKOBBII HEKPO3 U JIPYTUE COCYIUCTHIE N3MEHEHU S, KOTOPBIE HEPEIKO HE COITPOBONK

JInarno3 u qudgepeHUMANBHBIA IUATHO3 Y JIETEH 3aTPYJAHUTEIIEH HU3-3a MHOXKE
OpraHoB B Pa3HOOOPa3HBIX COYETAHUSIX, JACNAIOMIMX KIMHUYECKYIO KapTuHy YII
CBOMCTBEHHBI BOJIHOOOPA3HO-TIPOTPECCUPYIONIECE TEUCHUE U MOJUMOP(HAS CUMIITC
CTOMKOW THUIIEPTEH3UU, MOYECUHOI CHHApPOMA C APYTHUMU MOPU3HAKAMHU TE€HEPAIU3OF
MEPBYIO OYEPEIb KOXKH, B BUJIE Y3EJIKOBBIX BBICBIIAHUU II0 XOAY COCYZIOB, HAJTWYME
MMOPAXKEHUE HEPBHOM CHUCTEMbI B BUJIE MOJMHEBPUTOB, IIAPE30B, Napaanden. XapakT
0 KaxeKCHUM, TeMIepaTypHasi peakius, yMEpeHHas aHeMus, HEeUTpo(UIbLHBIN
s03uHOpMIMs, yBenudeHa COOJ. IlosblieHbl ypoBHM ramma riooynuHa u IgM,
ooHanvkrBaetTcd CPB  BLISBISIOTCTHUIEDKOATVITINNS. THHnedhmmOnDmHOTeHeEMU S



TEPMUHOJIOI'MA U SITUAEMHUOJIOT A

Hedpur, pasBuBaromuiics mOpu TeMopparudeckomMBackyjauTte (00yie3Hb |
HepomaTus, KOTopas OTHOCHUTCS K CUCTEMHBIM 3a00JIEBaHUSIM COCYJIOB, MPOSI
u/mn HC, Hepeako cBs3aHa cO CTPENTOKOKKOBOM MH(EKIMEH, MPUMEPHO C PABHC
IPOrPECCUPYIONIEE TEUCHUE.

Cpeny CHUCTEMHBIX Ba30NATUHIEMOPPArMY€CKUHUBACKYJIUT OTHOCUTCS K HaM(
YactoTa reMopparudeckoro Backy-iaurta, 1o JaHHbiM A.A. Winbuna (1984), coct
nonyiaauuy. JlaHHbIE MOHTOJIBCKHX HCCJIECAOBATEICH TOBOPAT O 3HAYUTEIBHO O
[IIennerina-I'eHoxa B JETCKOM MOMYJSALMUA, YTO CBSI3BIBAIOT C YACThIM UH(UIIUPO]
CTPENTOKOKKOM. OIHAKO HE TOJBKO MOBBIIICHHOE PACTIPOCTPAHEHUE CTPENTOKOKK
3TO YKa3blBalOT JaHHbIC, TMoJiydueHHble B IlpuOaiikanbe. Yaime cpeau xk
reMOpParndyeCKMNBACKYJIUT C MOYEUYHBIM BOBJICUCHUEM Yy MPEJACTABUTECH OypsTC
PYCCKMX W TIpEACTaBHUTENIEM APyrux HanuoHainbHOcTeW [Eroposa T.B., Opnoa
F€HETUYECKHE OCOOCHHOCTU JIWIl, 3a00JIEBAIONIUX TE€MOPPArudyeCKUM BaCKYJIK
pe3ynbpTaThl uccaenoBarene nu3 Kurasg, KOTOpbIE NPOAHAIM3UPOBAIN XaPaKT
dakTopa Oera (TGF-fJ-509) y 3aboneBmmux. Oka3alloch, YTO dYallle IO CPaBI
reMopparudeckuM BackyJauToM BbIIBIsUICA penotun TTTGF-J3-509. Tlpuyem y 3
TSXKEJIO€ B MPOTHOCTHUYECKOM OTHOIIEHUM TEYEHUE MOUYEYHOTO CUHAPOMA, YEM TPH
etal, 2004]. I[IpuBiiekaeT k ceb¢ BHUMaHUE TeMOPPArndeCKuii BACKYJIUT MPEXKIC BC
HepuTa, BKIFOUYAIOIIETO B Ce0s KaK IIIOMEPYISPHBINA, TaK U TyOYJIOMHTEPCTUIIH-A]

Ilamozenes. ['emopparnyeCKumBaCKyJIUT — 3TO CUCTEMHAsI
TPOMOOBACKYJIMTOMUMMYHOKOMILJIEKCHOT'O Te€He3a. B MMMYHHBIX KOMILIEKCAX MU
3M0pOBBIX, Y KOTOphIX IJA B 98% ciyuaeB MOHOMEpHBIH, y OOJBHBIX C
nonuMepHblid. menHo moamMepHocThIgA, mo muenuto R. Kauff-mann u coas
MOBPEXKIAOIMINX COCYJUCTYIO CTCHKY MMMYHHBIX KOMIUIEKCOB. OTIIOKEHHUE MM
OOHapy>XE€HO B Pa3JIMYHBIX OpraHax M TKaHSIX, HO Han0OJIe€ THUIIUYHBIM SBJISICTCS
MOYEK, MPUYEM, KpoMe KIyOOUKOB, OHM OOHapy>KMBalOTCA U B JAPYTUX COCYJaX,
noyeyHord TkaHW. [lopakeHne moYeK ompenenaseT OOBIYHO MPOTHO3 3a00JICBaHI
HepuTe, pa3BUBAIOIIEMCS TP T€MOPPArHYECKOM BACKYJIUTE, HMEIOT MECTO KakK T
TUIIMAJIbHOE TopaxkeHrne. HeoOXoaumo WMeThb B BHAY M BO3MOKHOCTH BOBIJIE
EHTPAJIbHOW HEPBHOM CUCTEMBI, YTO HEPEIKO OIMPEICIISIET MPOTHO3 3a00JICBAHUS ||

Knunuueckaa xapaxkmepucmuka, ouazHocmuka. KivHWYeckn 1 TEM
[IIennerina-I'eHoxa) XapakTepHbl KOKHO-TEMOPPATHYECKUN, CYyCTABHOW, a0JOMUH
CPaBHUTEIILHO HEIABHETO BPEMEHU CUMTAJIOCh, 4TO mpu Oosie3Hu lllenneitna-I eHe
MIEPEYNCIIEHHBIX BBIIIE CUHAPOMOB, KPOME KOKHO-TEMOPPATUYECKOTO. MIMEHHO He
CUMMETPUYHO PACIIOJOKEHHON IPEUMYIIECTBEHHO Ha KOHEYHOCTAX B 00
AJJIEPTUYECKOMN CHIMU ONpPeAEsiiao Auario3. OaHaKo NOSIBUJIMCH JJOCTATOYHO YOEIr
yto |gA-Heppomnatusi (0one3Hb bepxke) ABIAETCI MOHOCHHAPOMOMIEMOppArud
1980]. B mosib3y 3TOM TOYKM 3pEHUS TOBOPAT MMMYHOJIOTHYECKUE HCCIIEI0
TANWYHBIX |JA-KOMIIJIEKCOB B MEJIKMX COCYJaX Pa3JIM4YHBIX OPTraHOB IPHU TEM
KJIMHUYECKHU BBIPAKEHHOT'O MOYEYHOI0 CUHAPOMA, YTO OOHAPYKUBAETCS U MPU O«



Mop@dosioruuecku mpu NOYEYHONH OUONCUU MOTYT BBISBIATHCA Pa3IMYHbIC U3M
MUHUMaIbHBIX 0 M3III'H. TunuuHabiM sBIIsIETCS (DOKATBHBIM M CErMEHTAPHBIN IIf
xapakrtepa. Ilo mammeim  B. Guathier (1993), npuOIM3UTEIBHO Y
reMOpPParn4eCKOMBACKYJIUTE THCTOJIOTUYECKOE UCCIEAOBAHUE HEPPOOMONTATOB E
MepyJax. XapakTep W CTENEHb BBIPAKEHHOCTH MOP(OJIOrHYECKUX HW3MEHEHU:
(MexnaynapoaHoe u3ydeHue 3aboneBaHuil mouek y gereit, ISKDC, 1977). Ilc
Benwstuiies FO.E., 1989], y nereit ¢ HepuTOM, CBSI3aHHBIM C TEMOPPArni4eCKUM Ba
MPU3HAKA IU33MOpPUOreHe3a. Y BCEX JETE ObUIO HE MEHEE S MaJIbIX aHOMAJIUN Pa-
pa3IMYHbBIC COCYAUCTBIE AHOMAJIWH, OIPEICISIEMbIE IPU YPO-TPAQUUYECKOM H(
BPOXJICHHON JI0JbYa-TOCTH IOYEK ObUIM ompenenieHbl y 46% namueHtoB. [lpu »
JIEeTe ¢ HEePPUTOM, CBSI3aHHBIM C TEMOPPArMYE€CKUM BaCKYJHUTOM, OTMEYall
TUCTOJIOTHYECKOM YPOBHE, UTO, MO-BUJIUMOMY, OOBACHSAET TOT (DAKT, UTO Y ITHUX |
MUILIEHBIO MOPAKEHUS.

Jluarnos Hedpurta Ipu reMOpPparnuecKoM BACKYJIUTE YCTAHABIMBACTCS MPU HAJIK
[llennenHa-I eHOXa C KOXK-HO-TEMOPPATUUECKOU CUMMETPUYHO PACIIOJIOKEHHOU CI
aboMHUHaIBbHOTO cuHApoMma. Kak mpaBuio, MOYEYHbIA CUHAPOM Pa3BUBACTCS UEp:
MMEET BHAYaJIC reMaTypru4YeCKUi xapakrep. OUeHb peaKO NOYECUHBINM CUHAPOM PA3R
NPE/IIECTBYET MOSBICHUIO KOKHBIX, CYCTAaBHBIX WJIM a0JIOMUHAJIBHBIX SIBJICHUH.
BACKYJIUTE — OTHOCHUTEJIbHASI PEIKOCTb, OH OOBIYHO TMPOSIBJISETCS MO IIp
a0JOMHUHAJIBHBIX MPOSIBIICHUNA O0sie3HU. /(udPepeHnnanbHbiil TUarHo3 A0JDKEH Iij
3a00JICBAHUSIMU COCJAMHUTEILHOM TKAaHU M COCYJIOB Ha OCHOBaHUM HWMMYHO.
WCKITFOYNTh HAJIMYNE CUCTEMHOM KpacHOM BOYaHKU U AHIIA-11010KUTENBHBIX Ba
IpyU TEMOPPAruye€CKOM BACKYJIUTE MO3BOJSIET AUPPEPEHIIMPOBATh €ro OT MEPE
3200JIeBaHUS.

[Tox «Mackoi» reMopparndyecKoro BaCKyjauTa ¢ He)pUTOM MOTYT IPOTEKATh U [

[Tox HamuM HAOMIOJICHUEM HA MPOTSIKECHUU HECKOJIBKUX JIET HAXOJUJIACh CEMb
pPOAUMBIIEHCS TIEPBOM W3 JBYX MOHO3WIOTHBIX OJIM3HENOB, TIOCIE HHCO
reMopparnyueckas Chillb 1 a0JOMUHAIBHBIA CHHAPOM. Uepe3 2 HeBBISBIECHBI remMa
MECTHOM CTaIlMOHApe IIOCTAaBJEH JAHArHo3: TeMOPparudyecKuil BacKyauT; Hed
reIapuHOM, MHIOMEeTalmHOM O0e3 addekra. Uepes roa otr Hadaia 3a00JIeBaHUS ICB
KJIMHUKY UHCTUTYTA, IJIe cpa3dy ObUIO 0OpallleHO BHUMAHHUE HA 3HAYUTEIIHLHOE YBE
nerkorneHnr. OTMeYaINCh reMaTypus U NPOTEUHYPHUs. B KpOBH MOBBIIIEHO COJIET
KoMmILIekcoB. be3 addexra npoBeeHO JeUeHre a3aTUONIPUHOM U MPEIHU3ATIOHOM.
KJIMHUKY — B Bo3pacte 10 jer. B mpomexyTke Mexay JABYMSI TOCIUTaIU3alld
reMaToJIMEHAIBHOTO CUHJIpOMa, MPUYEM CEJIE3€HKa BBICTyNAla M3-TIOJ Kpas pec
reMaTypusi, MOBBIIICHUE LUPKYJIUPYIONIUX HMMYHHBIX KOMILUIEKCOB B KpOBH,
TpoMOO-1IMTONIEHHS. [I0BBINIEHO COAEp)KAHUE B KPOBU raMMa-TI00yJIHMHOB 70 18
npoObl 0€3 OTKJIOHEHHST OT HOPMBbI. AHTHHYKJIeapHbid ¢aktop u LE-xie
reraToCIJICHOMETaluy, IUTONEHUH, TH-TIepraMMarjioOyJuHEMUN TPEOOBAJIO AUart
y CecTpbl MNpoOaHAa TakXke OOHApYKEHbl HEpe3Kas TIenaTOCIICHOMET IS
reMo0J1acTo3bl, TUMQpONPOoIUpEpaTUBHBIC 3a00JIE€BaHUS, JTUMO-KUI03bl. DXOJIOKALTE
KUCTBI, TUM(pO- U reMaHruoMsbl. [Ipu crimeHonoprorpaguu OTMEYEHO MOBBIIICHUE
JAlapoCKOIIMK II€YE€Hb IUIOTHAs, MPU THUCTOJOTMYECKOM HCCIEJOBAHUM IIE€U€E



MJIQIIE 5 JIET U PEJKO BCTpeyaeTcs B Bo3pacTte oT S 10 10 yeT. B moapoCcTKOBOM T

OO11IeH CIIOKHOCTHU V AETEeH M MOAPOCTKOB MOJIOkKE 15 jieT 060Jie3Hb BeTpedaeTes B (
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PesmatoJioros (1982 r. B mepecMoT)

Kpurepuu

Onpeneiienue

1. Chitib B Buae 0a00YKH

CToMKas 3puUTEMA, IUIOCKAsT WM BO3BBIIIE
3aXBaThIBAET HOCOT'YOHBIE CKIIAJAKU

2. JInuckonaHas ChIb

SpI/ITeMaTOBHBIe BO3BbIIIIAOIIINECCH ITATHA C I
3aKPbIBAOIINMHU BOJIOCAHBIC (I)OJ'IJ'II/IKyJ'IBI

3. ®OTOYYBCTBUTEIBHOCTD

ChlIIb, MOSBJISIOIIASICS O] ICHCTBHUEM COJIHH

4. SI3BBI pTa

SA3BbI CIU3UCTON PTa U HOCOTJIOTKH, OOBIYHO

5. Heapo3uBHBIN apTPpUT

[TopaxeHue HE MEHEE 2-X CYCTaBOB, ITPOSIBIL

BBIIIOTOM

6. [IneBput nim nepukapauT

a) [IneBpUT WM NpU3HAKK TIEBPAJILHOTO Bl
0) I[lepukapaut

7. IlopaxxeHue noyek

a) Crolikas mporeunypust > 0,5 r/cyt wm
OLICHKA HE MPOBOJUIIACH WU

0) HunuHapypus - MOTyT ObITh 3PUTPOIUT
SIUTEIUAIIBHBIE U CMENIAHHBIE IWJINHPH]

8. [Topaxxenue [ITHC

Cynoporu Wim 1cruxo3, HE CBA3aHHbBIE C MIPHI
JEKapCTB MM  METa0OJUYECKHMHU  Hap

KCTOAMNI030M HUJIN 3JICKTPOJIMTHBIMHA CIABHI¢

9 I'eMaTOJIOTUYECKUE HAPYIICHUS

a) 'eMonuTHYECKasi aHEMHUS C PETUKYJIIOIUTC
0) Jleiikonenus < 4,000/mMM' ipu > 2-X UCCIIE
B)JIumponenus< 1,500/mm ripu > 2-X ucclie;
r) TpoMmOomuronenus <100,000/mMm mipu oTC

10. UmmyHOJIOTHYECKE
HAPYIIECHUS

a) Aututena x JIHK: BEICOKHI TUTp aHTUTEN

0) AHTHTEeIa-SM: HAJIMYKE aHTUTET K SM-5/1

B) OOHapyxeHue aHTU(POCHOIUIUIHBIXAHT

r) Boicokuii ypoens |G mnu IgManTukaps

1) [loJIO)KUTENBHBIA  TECT Ha JIIONMYyC-aH
CTaHIApPTHOTO METOJIa

11. ITonoxurenbHbIE
AHTUHYKJICAPHBIC AaHTUTENIA

[TOBBILIEHHBIA YPOBEHb AHTUHYKJICAPHBIX A
UMMYHO(IIOOPECIEHIUN JINOO CXOAHBIM aH:
HaOJIFOCHUS U IIPU OTCYTCTBUU MPOBOLUAPYE




CKB moeTr mopaxkarb MHOTME OpraHbl W cucteMbl. Kak mpaBuio, B Havalie y
OOJBHBIX BO3HUKAIOT OOIIME CUMIITOMBI: TOBBIIIEHHAs TeMIeparypa, ciaboCTh,
notepsi anneTuTa u Beca. CUMITOMBI BOBJICUEHHSI OTAEIIBHBIX OPraHoOB (B MOPSIKE
yOBIBaHMS YaCTOThI) BKIIIOUAIOT B CeOs rIoMepyioHeppUT, HEAPO3UBHBIM apTPHUT,
CBETOUYBCTBUTEIBLHOCTh M CHIMb B ¢dopMe Oabouku Ha jwuie, ¢eHoMmeH Peitno,
NEPUKAPAUT, MUTPEHb, Al’, IUIEBPUT, BBINIAZIEHUE BOJIOC.

Bonuanounwtit negppum. 3adonepanue nouek BozHukaer y 60-70% nereit ¢ CKB,
KaK MpaBUJIO, MPUCYTCTBYET C Hayaia 3a00JieBaHUs U CUUTAETCS HauboJiee 4acTon
npuuuHOM cmeptu. MHorna HedpomaTusi pa3BUBaeTCs MO3[HEE — B TEUCHHUE
HEPBBIX TpeX JieT Oojie3HW WM mo3ke. OOBIYHO Yy MAUMEHTOB BO3HUKAET
IPOTEUHYPHS, KOTOpas MOXET BapbUpoBaTh OT MuHMUMaibHOM 0,3 r/a (1+ Ha
JMAarHOCTUYECKON TOJIOCKE) A0 HedpoTrueckoid. Mukpockonuieckas remaTypus
HaOJIOAaeTCs PeXe, OJJHAKO B CIy4ae MOSBICHUS COXPAHSAETCS TTUTENbHOE BPEMS
U JaXXKe BO BpeMs peMHCcCUU. Makpockonmuueckas reMarypusi, HoBbllIeHHOE A/l
BBICOKMI YypOBEHb KpEaTMHHHA BCTpeUaroTcs pexe. HekoTopble UEHTPHI
PEKOMEHAYIOT IMPOBEIECHUE OHOINCHUU BCEM JETAM C NpU3HAKaMHU 3a00JIeBaHUs
IIOYEK JUIsl IIOJYy4YEHHUS THUCTOJIOTMYECKOrO JUar’Ho3a, KOTOPBIA ONpenesser
TEpanuio; Ipyrue MpOBOAAT €€ TOJBKO JETSIM CO 3HAYNUTEIBHOW NMPOTEUHYPHUEH,
TUNIEPTEH3UEH U yXyAmaromencs (QyHkuue mnodexk. Aumughocghorunuonwii
cunopom. BHauane ObUI ONHCAH KaK COCTOSIHUE, CBSI3AHHOE C BOJYAHKOMN
(BogHukaer 'y 19-65% gereit ¢ CKB). SBnsercs  HapyuieHUEM
TpoMOOOOpa3oBaHusl, MpU KOTOPOM aHTHUTENa K (docdoaunuaaMm MPUBOIAT K
apTepuaJbHOMY UM BEHO3HOMY TpoM003y. OOBIYHO TEpPBBIM MPU3HAKOM
Pa3BUBAIOILEIOCS] CHHIPOMA SIBJIIETCS MTOBBIIIEHHE AKTHBUPOBAHHOIO YaCTUYHOIO
TpoMmOorutactuHoBoro BpeMenu (AUTB) B koarymorpamme. Ha Gonee mo3mHmx
CTaAMSIX Y J€Tel MOXKET BOSHUKHYTh UHCYJIBT, IUBEI0, UIIIEMUS MAJbLEB U XOpesl.
[loukn SBASIOTCS OJHMM  HW30CHOBHBIM  OpPraHOB-MMILEHEW TpPUI  BCEX
KIIMHAYecKuX ayiepmMaxAdo. bonbliiasg NpoTsHKeHHOCTh COCYUCTOrO pyciia MoveK
Y BO3MOXHOCTbH JIOKAJIU3alUU TPOMOOTHYECKOTO Mpolecca Ha JitoOOM ypOBHE: OT
OCHOBHOI'O CTBOJIA TIOYEYHOM apTEepUM W BETBEH [0 BHYTPEHHUX apTEPHOI,
TJIOMEPYJISIPHBIX KaMWUISIPOB U MOYEUHBIX BEH. ITO OOBSICHSIET BBICOKYIO YaCTOTY
COCYIUCTOr0 mopaxeHus nodyek. KilmHH4Yeckue NMposiBIEHUS MOTYT BapbUpOBATh
or OIIH wu 3/10KaueCTBEHHOW apTepuaibHON rurnereH3ud. Jlo MeIIeHHO
MPOTPECCUPYIOLIET0 HapyleHUs (PYHKIUU MOYEK C MUHHUMAJIbHBIM IOYEUYHBIM
CUHAPOMOM.

JlaGopaTopHble NPU3HAKH.

Omnucano O6OJBIIOE KOJIMYECTBO MMMYHHBIX HApyIIEHUH, BCTPEYAIOMIMXCS MpPH
BOJIYaHKE. Y OOJBIIMHCTBA JETEH, HE MOJIyYyaBIIUX TEpamuio, HaOII0JatoTCs



HU3KWE YPOBHM KOMIUIEMEHTa. Llupkynupyromue HMMYHOKOMIUIEKCHI MOTYT
HOBBILIATHCS U CHUXKATHCS MapajuIeIbHO TSKECTH 3a00JI€BaHMsI, HO HE 00JIaJaroT
JUarHOCTHYecKol  3HauummocThio. AHtuTena k JHK (B ocHoBHOM K
neyxcnupanbHoil JIHK) sBisitoTCS OJHUM M3 TJIaBHBIX NMPU3HAKOB 3a00JIEBAHUA.
OHM YacTO TOBBIIIEHBI NMPU AKTUBHOM BOJYAaHOYHOM HE(pHUTE M pexe, KOraa
JPYTUE OpraHbl SBJISIIOTCS OCHOBHBIM MECTOM nopaxeHus. Xota COD He sBuseTcs
cnenu@UueckuM MpPHU3HAKOM OOJIe3HH, OHA 3HAYUTEIHHO TMOBBINICHA MPH
BoiyaHnke. B To ke Bpems ypoBenb CPDb HaxoauTcs B HOpME IpU YCIOBUHU
OTCYTCTBHSI COIyTCTBYIOIIEN NH(EKIUH.

MopdoJiorus.

buornicus HeoOXxoauMa Il OLIEHKHA CTENEHH MOPAXKEHUS IMOYEK U AKTUBHOCTH
3a00JIeBaHus, YTO ONPENEAET arpeCCUBHOCTh T€PANMU U MPOrHO3. BoyaHouHbII
He(pUT HE MMeeT crneupuyecKux MOp(OIOrHYECKUX MPU3HAKOB HA CBETOBOM
Mukpockonuu. Habmogaercst Gomblioe pa3HooOpa3ue BO3MOXKHBIX
HNOBPEXACHUN: OT BOJYAHOYHOTO HE(PpUTa ¢ MMHHUMAJIbHBIMU HW3MEHEHUSIMH [0
IIPOrPECCUBHOTO CTEHO3UPYIOLIEr0 BOJMaHOYHOTO He(pHTa.

[1n0X0OM KIMHUYECKHIM NPOTHO3, KaK MPAaBWIO, CBSI3aH C TMAIMHO30M TIJIOMEPYJI,
aTpodueil KaHaJbUEB M JAPYTHUMH XPOHUYECKUMHU TMOBPEKICHUSMHU, TAKUMHU Kak
TJIOMEPYJISIPHBIN CcKkiepo3 U PpuOpo3Hbienonynynus. HeooXxoauMo OoTMETUTh, 4TO
WHOTJ2 HE OOHApY>KMBAIOT MPSMON KOPPEIALHMH MEXAY TUCTOJIOTHYECKUMU
U3MEHEHUSMU U KIMHUYECKUMHU MpPOSBICHUSMU 3a00JIeBaHUSl — HETsKenas
KJIMHUYECKass KapTMHAa MOXET HaOMIoAaThCcsl MpPU  HAIMYUU  TSAKEINbIX
Mopdosnornueckux — mnoBpexaeHud. KnumHuueckumu — (pakTopamu  mporHosa
SBIISIIOTCS CTENEHb MPOTEUHYPUHU U (PYHKIIMSI TTOYEK.

Teuenne 3a00J1eBaHNs.

[Ipu orcyTcTBUUM JedeHus 3a00J€BaHUE YACTO HOCUT HAPACTAIOIIMM XapakTep C
MIPOTPECCUBHBIM BOBJICUEHWEM OPTaHOB M cHCTeM. [0 BHEIpEeHUs COBPEMEHHBIX
METOJOB JIEYCHHSI OOJBIIMHCTBO JETEH HOorudajo Jub0 OT caMOil BOJIYaHKHU,
nopakaBilied MHOTHE oOpraHbl, Jymb0 oT wuHpeknuil. B HacTosimee Bpems
WCITOJIb30BAaHUE CTEPOUIOB U IIUTOCTATUKOB B JICUEHUH, a TAaK)KE MHOYKCCTBEHHBIX
CEPOJIOTUYECKUX TECTOB B MO-HUTOPUPOBAaHWUW 3a00JICBaHWS TIPHUBEIIO K
MATWIETHEN BbDKMBAeMOCTH B 95% cimyuaeB. Tem He menee CKB sBnsercs
XPOHUYECKUM 3a00JIEBAHUEM C TTEPUOIMUCCKIMU 000CTPEHHUSIMHU, KOTOPBIE ObIBaeT
HENPOCTO KOHTPOJIMPOBATh. B Hacrosiee BpeMss OCHOBHOW IPUYMHOM CMEpPTHU

ABJIAFOTCA «H(l)eKHI/II/I, BO3HHKAIOMIIHUC 00 BCICACTBHUEC HCAOCTATOYHOCTH
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UMMYHHOUN CHCTEMBI, KOTOpasi BbI3BaHA CaMHUM 3a00JIEeBaHUEM, JINOO MHTEHCUBHOMN
UMMYHOCYIIpECCUH. JIpyrMMH BO3MOXXHBIMM NPUYMHAMU CMEPTU  SBIAIOTCSA
IIO3HAE OCJIOKHEHUs, TAKUE KaK XPOHUYECKass II0YEeYHass HENOCTATOYHOCTb,
UHpapKT MUOKapAa UK 3a00J1€BaHUE JIETKUX.

Jleuenmue.

Cneunanbubix cpenctB mig jeuenus CKB ne cymectByer. Ilpu HeakTHBHOM
He(dpuTe HA3HAYAETCS MPETHU30JIOH B J103€ | MI/KI €XEeIHEBHO WU 4Yepe3 JICHb.
OH' MOXET HCHOJB30BaThCA B KAaueCTBE MOHOTEpANUH, WJIM B KOMOMHAIUHU C
POTUBOMAJIIPUMHBIMY MperapaTaMy WM a3aTUONPHUHOM (2-3 MI/Kr/cyT).

B Oonee TspKeNbIX ciaydasx MpU HAIMYMU MOKa3aHUN (HE(QPOTHUECKUI CUHAPOM)
7032 TPEAHU30J0HA YBEIUYUBAETCS JI0 2 MI/KI/CYyT B KOMOUHAIIMU C
IUTOCTaTUYKaMHU, B OCHOBHOM C IUKJI0(ochaHOM B 03¢ 2 MI/KI/CYT mepopaabHO
i 500-1000 mr/kr/cyT B/B B BUJE MyJibc-Tepanuu 1 pa3 B MecsIl 1MOJ] KOHTPOJIEM
KojudeckTBa HenuTpoduioB ( 1 pa3z B 5-7 aneit). [Ipu abconroTHOM KOJIMYECTBE
HeuTpopuio < 1,0x10°r/m  nmeuenme  mmkimodocaHOM — OKA3aHO
BEPMEHHOOCTAHOBUTh. B HacTosiiee BpeMsl  €CTh  COOOIIEHHS,  4YTO
Mukodenonatmopetun (MM®D) MoxeT HCHOJIb30BaThCS B KAayeCTBE 3aMEHbI
nukiopochaMury IpH BEIXO/E BOJIYAHOUHOTO HE(PpUTa B PEMHCCHIO, a TAKXKE IS
NOAJIEP)KAHUST PEMUCCUU. B TSHKENbIX CIy4asXpeKOMEHIYIOT BHYTPHUBEHHYIO
yJIbC-TEPATUIOMETHIIIIPETHU30JIOHA.

[Tnasmadepe3 ucnonb3yeTcss B TKEX CilydasX, Korjga HEPpPUT PE3UCTHETEH K
OpPOBOAMMOM Tepanuu. B TsSkKenplX ciyyasx TakkKe HCIHOJIb3YIOT PHUTYKCHUMaO,
MPOTOKOJIBI TPUMEHEHUSI KOTOPOT'O CYIIECTBYIOT.

Yepes3 HECKOJBKO JIET PEMUCCUU MOKHO MONPOOOBaTH OTMEHUTH BCE Mpenaparhbl
(kaK MpaBWJIO, a3aTHONPUH W TMPEIHHU30JIOH B HU3KOHN n03€). OpgHako cienyeT
YUUTHIBATh, YTO OMNHCAHbl MO3JHHE OOOCTPEHUS] TOYEYHOro 3a00JIeBaHUS U
OOJBIIMHCTBY MAalMEHTOB TPEOYETCS MOXKU3HEHHAS Tepamnusl.
AntudochomunuaHelii  CHHAPOM TpeOyeT AOJITOCPOYHOTO  HCIOJIH30BAHUS
aHTHKOATYJISTHTa Bap(apHuHa TOJIBKO B Cllydae CIydyuBLIerocs Tpombo3a. B apyrux
CllydasiX JOCTAaTOYHO ITPOBEACHMS TE€paluu aCHUPHHOM WM Junupuaamoiom. K
COXKaJICHUI0, HECMOTpPS Ha HAJIMYME COBPEMEHHBIX METOJOB JICUEHUS, Y
HEKOTOpBIX AETEW pa3BuBaercsi TepMuHabHas cragus XIIH. TpancruranTanus
MOYEeK HTUM TNAlUMEHTaM He MPOTUBOINOKAa3aHa, TaK Kak peUuJUBUPOBAHUE
3a00JIeBaHuUs B IEPECAKEHHON NTOYKE Pa3BUBAETCS PEIIKO.
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Avuiionao3 (amwiougHas AUCTpodus) — HApPYyIICHHE OEIKOBOrO OOMEHa,
COMPOBOXKIAIOIIEECS] 00pa30BaHUEM M OTJIOKEHHEM B TKAaHSIX CIEIU(PUIESCKOTO
OEMKOBO-TIOIMCAXaPUTHOTO KOMILJIEKCA — aMWIOWAa. AMUIOW JIOJITO€ BpeMs
MIEPCUCTUPYET B OpTraHU3ME U JJaXKe IOCJIe CMEPTH B TEYCHUE JTOJTOT0 BPEMEHHU HE
MI0JIBEpPTaeTCsl THUCHUIO.

Pa3Butue amuiounno3a

PazButue AaMHJIONJ03a CBA3aHO C HAPYIICHUCM OCIKOBO-CUHTETHYECKOM ®YHKHHH
PETUKYI0-dHA0TSINAILHON CHUCTCMBI, HAKOIIJICHUCM B IIJIa3MC KPOBH aHOMAJIbHBIX

6€HKOB, CIIyKaluX ayTOAHTHUI'CHAMHM W BbI3bIBAIOIIIUX O6pa3OBaHI/I€ AYTOAHTHUTCJI

B pe3ysIbTaTe B3aI/IMOI[CI\//ICTBI/I$I AHTUTCHA C AHTHUTCIIOM IMPOUCXOJUT OCAKICHHUC

rpyOOIMCIIEPCHBIX ~ OE€JIKOB, y4YacTBYIOIIMX B  O0Opa3oBaHMM  aAMHJIOUAA.
OTknanpIBasCh B TKaHSIX (HampuMep, B CTEHKaX COCYJZIOB, JKEJE3UCTHIX M T. II.),
aMIION/T BBITECHAET (YHKIIMOHAJIBHO CHEIHATM3UPOBAHHBIC 3JIEMEHTHI OpTaHa,
YTO BEJET K TMOEIN 3TOTr0 OpraHa.

Buabsl amuniiongosa

AL-amunonao3 (immunoglobulinlightchainsderived) — MIEPBUYHBIN
aMUJIOW/103, BBI3BAHHBIN TMOSBICHWEM B TUIa3ME€ KPOBU M OTJIOKEHHUEM B CaMbIX
pa3HBIX TKaHSIX OpraHU3Ma AaHOMAJBHBIX JETKUX IeNed HMMYHOTJIOOYJIHWHOB,
CUHTE3UPYEMbIX MaJTUTHU3UPOBAHHBIMH ILUIA3MOIUTAMU. TOT ke mporecc UaET u

npu MueJoMHOW Oone3nu (6one3Hs Pyctuikoro-Kanepa, mmazmouutoma), HO

3leCh  BBICTyMaeT HAa TMEpBbI IUIAaH MaToJioruueckas  mnpoiaudepanus
MaJUTHU3UPOBAHHOTO KJIOHA IUIa3MOLMTOB, MHQWIBTPUPYIOMIMX TKaHU (daile

BCCT'O IINIOCKHUE KOCTHU M ITO3BOHKHU, C PAa3BUTHUECM IIATOJIOTHYCCKHUX HCpCHOMOB).

AA-ammiiono3  (acquired) —  BTOPUMYHBIA  aMWJIOWI03,  BBI3BAHHBIN
TUIIepCEKpeIMeil MeueHbplo Oeyika ocTpoil (aspl anbda-rio0ynruHa B OTBET Ha
JT1000€ XPOHUYECKOE BOCTIAJICHUE. DTOT MPOIIECC pa3BUBACTCS MPU PEBMATOUTHOM
apTpUTEe, AHKWJIO3UPYIOMIEM CHOHJAMIOAPTPUTE, OPOHXOIKTATUYECKOW OO0JIC3HH,
XPOHUYECKOM OCTCOMHUEIIUTE, TYOSPKYIIE3e, JIeTpe U psijie APYruX 3a00IeBaHUN.

[TonBumOM JTAHHOTO aMHIIION 1032 CUHMTACTCS ASC-amunonio3
(systemiccardiovascular), pasBuBatontuiics y auiy cBbiiie 90 ner. IlatoreHes B
JIETAJSIX HEU3BECTEH.
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http://ru.wikipedia.org/wiki/%D0%91%D0%B5%D0%BB%D0%BE%D0%BA
http://ru.wikipedia.org/wiki/%D0%90%D0%BC%D0%B8%D0%BB%D0%BE%D0%B8%D0%B4
http://ru.wikipedia.org/wiki/%D0%A0%D0%B5%D1%82%D0%B8%D0%BA%D1%83%D0%BB%D0%BE-%D1%8D%D0%BD%D0%B4%D0%BE%D1%82%D0%B5%D0%BB%D0%B8%D0%B0%D0%BB%D1%8C%D0%BD%D0%B0%D1%8F_%D1%81%D0%B8%D1%81%D1%82%D0%B5%D0%BC%D0%B0
http://ru.wikipedia.org/wiki/%D0%9F%D0%BB%D0%B0%D0%B7%D0%BC%D0%B0_%D0%BA%D1%80%D0%BE%D0%B2%D0%B8
http://ru.wikipedia.org/wiki/%D0%90%D1%83%D1%82%D0%BE%D0%B0%D0%BD%D1%82%D0%B8%D1%82%D0%B5%D0%BB%D0%B0
http://ru.wikipedia.org/wiki/%D0%90%D0%BD%D1%82%D0%B8%D0%B3%D0%B5%D0%BD
http://ru.wikipedia.org/wiki/%D0%90%D0%BD%D1%82%D0%B8%D1%82%D0%B5%D0%BB%D0%BE
http://ru.wikipedia.org/wiki/%D0%90%D0%BC%D0%B8%D0%BB%D0%BE%D0%B8%D0%B4
http://ru.wikipedia.org/wiki/%D0%9A%D1%80%D0%BE%D0%B2%D0%B5%D0%BD%D0%BE%D1%81%D0%BD%D1%8B%D0%B5_%D1%81%D0%BE%D1%81%D1%83%D0%B4%D1%8B
http://ru.wikipedia.org/wiki/%D0%9F%D0%BB%D0%B0%D0%B7%D0%BC%D0%B0%D1%82%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B0%D1%8F_%D0%BA%D0%BB%D0%B5%D1%82%D0%BA%D0%B0
http://ru.wikipedia.org/wiki/%D0%9C%D0%B8%D0%B5%D0%BB%D0%BE%D0%BC%D0%BD%D0%B0%D1%8F_%D0%B1%D0%BE%D0%BB%D0%B5%D0%B7%D0%BD%D1%8C
http://ru.wikipedia.org/wiki/%D0%9F%D0%BB%D0%B0%D0%B7%D0%BC%D0%B0%D1%82%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B0%D1%8F_%D0%BA%D0%BB%D0%B5%D1%82%D0%BA%D0%B0
http://ru.wikipedia.org/wiki/%D0%A0%D0%B5%D0%B2%D0%BC%D0%B0%D1%82%D0%BE%D0%B8%D0%B4%D0%BD%D1%8B%D0%B9_%D0%B0%D1%80%D1%82%D1%80%D0%B8%D1%82
http://ru.wikipedia.org/wiki/%D0%A0%D0%B5%D0%B2%D0%BC%D0%B0%D1%82%D0%BE%D0%B8%D0%B4%D0%BD%D1%8B%D0%B9_%D0%B0%D1%80%D1%82%D1%80%D0%B8%D1%82
http://ru.wikipedia.org/wiki/%D0%90%D0%BD%D0%BA%D0%B8%D0%BB%D0%BE%D0%B7%D0%B8%D1%80%D1%83%D1%8E%D1%89%D0%B8%D0%B9_%D1%81%D0%BF%D0%BE%D0%BD%D0%B4%D0%B8%D0%BB%D0%BE%D0%B0%D1%80%D1%82%D1%80%D0%B8%D1%82
http://ru.wikipedia.org/wiki/%D0%91%D1%80%D0%BE%D0%BD%D1%85%D0%BE%D1%8D%D0%BA%D1%82%D0%B0%D1%82%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B0%D1%8F_%D0%B1%D0%BE%D0%BB%D0%B5%D0%B7%D0%BD%D1%8C
http://ru.wikipedia.org/wiki/%D0%9E%D1%81%D1%82%D0%B5%D0%BE%D0%BC%D0%B8%D0%B5%D0%BB%D0%B8%D1%82
http://ru.wikipedia.org/wiki/%D0%A2%D1%83%D0%B1%D0%B5%D1%80%D0%BA%D1%83%D0%BB%D1%91%D0%B7
http://ru.wikipedia.org/wiki/%D0%9B%D0%B5%D0%BF%D1%80%D0%B0

AF-amunonno3  (cpeauzeMHOMOpPCKas — MEpeMexaromias — JUXopajaka) —
HacjeACcTBeHHas: (opMa amMIIon03a, C AyTOCOMHO-PEIECCUBHBIM MEXaHU3MOM
nepenaud. JlaHHBIM BHJIOM aMUJIOWJI03a CTPAJAIOT JIIOAM, MPUHAJIEKAIIUE K
OTIPEICTICHHBIM THUYECKUM TpPYIIIaM, KUBYIIUM 1O 1nodepexbio Cpean3eMHOTo
Mopsi (eBpeu-cedappl, Tpeku, apadbl, apmsiHe). CylecTBYIOT pPa3HOBUIHOCTHU
aMIION/103a, XapakTepHbIe I OINpeAeNeHHOW Teorpaduyeckoil MECTHOCTH:
«MOPTYraJbCKUA aMHJIOUA03» (C MNPEUMYLIECTBEHHBIM IOPAKEHUEM HEPBOB
HWKHUX KOHEYHOCTEW), «aMEpPUKAaHCKUU aMHJIONA03» (C NPEerMYILIECTBEHHBIM
MOpaKEHWEM HEPBOB BEPXHUX KOHEYHOCTEH), CeMeWHbI HedponaTuiyecKuit
aMUJIOUJ03, WA «AHTJIUUCKUM aMUJIOUI03», TMPOTEKAIOMUNA € CHUMITOMAMHU
KpaIlMBHUIIBL, TIIyXOThI U JTUXOPAIKH.

AH-amusonno3 (hemodialisis-related) — naOmomaeTcss HMCKIIOYHATEIBHO Y
OOJBHBIX, HAXOASIIMXCS HA TeMOJUATN3HOM JiedeHuH. [laToreHes cBsizaH ¢ TeM,
yro Oera-2-mukpornodynuas MHC 1 kimacca, B HOpME YTHUIM3UPYIOUIUICS
MOYKaMH, He GUIBTPYETCS B TEMOUATU3ATOPE U HAKAIIJIMBACTCS B OPTaHU3ME.

AE-amuionno3 — ¢popma MECTHOTO aMHIJIOM03a, PA3BUBAIOILIASACS B HEKOTOPBIX
OMyXOJIAX, HAIPUMEP, B MEAYJUIIPHOM pake C-KIETOK HIMTOBUAHOM *kKeme3bl. B
3TOM CJy4yae MPEIUIECTBEHHUKOM aMWJIOHWJIA SBISIOTCS  MATOJIOTMYECKUE
(dbparMeHThl KaJIbLIUTOHUHA.

Amuion103 GUHCKOTO TUTIA — PEIKUN TUI aMHJIOW103a, BBI3BIBAEMbBIN MyTallueu
reHa GSN, kogupyroIiero 6ea0K JKEICOJIHH.

[TaTorenes./lomyckaercs 3HaU€HUE TUTIEPIPOAYKITUU ITUPKYIAPYIOITUX
NapanpoTENHOB, BRIXOIAIINX 3aTEM 3a MPEIEIbl COCYIOB U CITOCOOCTBYIOITUX
o0pa3oBaHUI0 aMuUjIona (TEOpHUs TUCIIPOTENHO3a). Y CTAHOBJICHO CYIIIECTBOBAHUE
KJIETOK ME3CHXUMAJIbHOT'O MPOMCXOXKICHHSI CO CrIe(PHUeCKUMHU QyHKITUSIMHE
aMUJION00JIaCTOB U aMHJIOUIOKJIACTOB (TEOPHs KJIIETOYHOTO JIOKAJIBLHOTO I'eHe3a).
HcTouHrKaMy aMHTION100JIaCTOB B Pa3IUMYHBIX OpraHaX CTAHOBATCS KICTKH
ME3eHXUMAJILHOTO TTPOUCXOKICHUS. B moYkax ux poJib BBHITTOIHSIOT
ME3aHTUHAIBHBIE U SHIOTEIUATBHBIC KICTKH.

Mopdonoruyuecku 06pa3oBaHrE aMIION A IPOUCXOTUT BHE KIETOK, TECHO

CBSI3aHO C BOJIOKHAMHU COEIMHUTEIbHON TKAHU — PETUKYJISPHBIMU MPU
NapeHXUMATO3HOM WUJIU KOJJIAr€HOBBIMU MPU ME3UHXEMAJIbHOM BapUaHTE
3a0oneBanus. [Ipu mapeHXxMMaTo3HOM (MEPUPETUKYISIPHOM) BAPUAHTE OTIIOKEHHE
aMWION/1a IPOUCXOUT 110 X0y MEMOpaH, COAEPKAILMX PETUKYJINH; IOPAXKAIOTCS
BHYTpEHHSIS1 000JI0UKa METTKUX M CPETHUX COCYJIOB, IOYKH, IEYEHB, CETIC3EHKA,

HaAIIOYCYHUKH, KMIIICYHUK.
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http://ru.wikipedia.org/wiki/%D0%90%D0%BC%D0%B8%D0%BB%D0%BE%D0%B8%D0%B4%D0%BE%D0%B7_%D1%84%D0%B8%D0%BD%D1%81%D0%BA%D0%BE%D0%B3%D0%BE_%D1%82%D0%B8%D0%BF%D0%B0
http://ru.wikipedia.org/w/index.php?title=GSN&action=edit&redlink=1
http://ru.wikipedia.org/w/index.php?title=%D0%94%D0%B6%D0%B5%D0%BB%D1%81%D0%BE%D0%BB%D0%B8%D0%BD&action=edit&redlink=1

Ve B Ha4aJIbHOM IIEPUO/I€ aMUJION 1032 B MIOYKAaX OTMEYAIOTCS HAPYLICHUS
TJIOMEPYJSIPHOTO (PMIIBTPA B BUJIE OYArOBOTO YTONIIECHUS, TBYXKOHTYPHOCTH
MeMOpaHbl U aHEBPU3M psJia KamWUIsipoB. OTMEUaloTCsl OTJIOKEHUSI aMUJION 1A B
nupamMuaax nepuBackyIsipHo, okosio BM kaHalblieB 1 cOOMpaTenbHbIX TPYOOK, a
U3pEIKa U B TIIOMEpYJIax.

KimHnyeckast XxapakTepucTuka MHOI00Opa3Ha v 3aBUCHUT OT paclipOCTPAHEHHOCTH,

JOKIN3AIMY U THTEHCUBHOCTH OTJIOKEHUW aMUJIOnAa B opraHax. B moukax
MIPOUCXOJUT PA3HBIMU TEMIIAMU HAPACTAIOIIEE HEYKIIOHHOE PACIIPOCTPAHEHUE
OTJIOKEHUW aMWJIOW/IA, CIEACTBUEM UETO SIBIIETCS NIEPEMEKAIOIIAACSA, 3aTEM
MIOCTOSIHHAsL, IOCTETIEHHO BO3pacTaromias npoTreuHypus. Kpome Toro, CHU)arTCs
no4e4HbId KpoBOTOK U KD, pa3BuBaroTCA OT€UHBIN CUHAPOM, runeprensus, XI1H.

Hedpotuueckas, cranusi aMuaon103a XapakTepu3yeTcsl MOSIBJICHUEM U
yCUJIEHUEM OTEeKOB. MoXKeT HaOII0ar0TCs Kak MmoyiHbIA, Tak U HenonHbld HC. Kak

MpaBuIIo, HAOIIOIaeTCs renarociieHoMeranusa. Hapacraet runonporennemus,
YCUJIMBAIOTCA TUCTIPOTEUHEMUS C JaTbHEUIIIUM MOBBIIICHUEM YPOBHS 01-, Op-, - U
Y-TJI00YJIMHOB, TUniephUOPUHOTeHEMU S, TUIIEPIUTIEMUS. XapaKTePHBI
3HAYUTENIbHASL HECEJIIEKTUBHAS TPOTEUHYPHSI, MUKPOTEMATYPHs, JIEHKOUUTYPUS,
UUAJIUHIPYPUSL.

B ¢unane pazBuBarorcs, ypemuueckas, CTaaus ¢ BolpaxkeHHbIM JIBC-
CUHJPOMOM B BUJIE MTyPIYPbI, HOCOBBIX, KETYTOUYHBIX U KUIIICYHBIX
KpoBOoTeueHU. BO3MOKHBI TPOMOO3BI MOYEYHBIX COCYAOB C Pa3BUTHEM
MH(aPKTOB UIIEMHUYECKOTO UM TEMOPpArnueckoro tuna. Mo4eBoi CuHIpOM
cootBetcTBYET |l cTamuu, HO OTHOCUTENBHAS TIJIOTHOCTH MOYH TAJIAET.
buoxumuyeckue nmokasaTesu CBUAECTENCTBYIOT 00 YPEMUYECKON MHTOKCUKAIIUK U
AIEKTPOJIMTHBIX HAPYIICHUSX.

AMuIioni B MUKpOIIpenaparax BbITJISIUT Kak aMmopdHas 303MHO(PMIBHAS Macca,
KOTOPYI0 MOXHO AudPepeHImupoBaTh OT THAJWHA CIHENUATbHOW OKpPacKou u
XapaKTepOM HAKOIUIEHUS B TKaHU. [Ipy UCHOIb30BaAHNN KPACUTENS] KOHTOKPACHBIN

aMUJION ] M30MpaTeIbHO BBIKPAIIMBACTCS B KpPAaCHBIM IBET, OJHAKO JIS
VCKJIFOUEHUS JIOKHOMOJIOKUTEIBHBIX PE3YyJIbTATOB HCIIOJIB3YIOT MCCIEIOBAHUE B
MOJISIPU30BAHHOM CBETE.

[Iprxu3HeHHass AuarHocTuka AA-aMuiIongo3a OCHOBAaHA Ha UCCIIEIOBaHUU
WHIIM3MOHHOTO OWOMNTaTa CIM3UCTON IOJIOCTH pTa WM IIUIKOBOTO OHoNTaTa
TOJICTOM KMIIIKH.
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http://ru.wikipedia.org/wiki/%D0%9A%D0%BE%D0%BD%D0%B3%D0%BE_%D0%BA%D1%80%D0%B0%D1%81%D0%BD%D1%8B%D0%B9

JleyeHnue

MMMyHOIE€TIPECCUBHBIE (TO CCTb YTHCTAIOIINC I/IMMYHO6I/IOJ'IOI‘I/ILIGCKI/I€ peaKHI/II/I) )41

MICUYEHOYHBIC IIpCIIaparkl.

ITontunm AA He neunTcs.

HpI/IMeHeHI/IC MCH!I}&J’I&H& n OpCAHH30JIOHA, IIEpeCagka Ccpana MW II0YCK,
reMoanajimns CHOCO6CTBYIOT YBCIMYCHHUIO BBIZKHBACMOCTH IIAITUCHTOB.

TecToBLBIE 3a1aHUA

1. Ilpm cuctemMHOW KpacHOW BOJYAHKE HAMOOJBIIYIO
3HAYUMOCTb HMEET:

a.TIOBBIIIEHNE UMMYHOTJIOOYTHHOB
0.IMIIPOTEUHEMUSI.

B.LE-KkieTku.

r.yckopenue COD.

J1. "3BMEHEHHsSI BMOYE

2.Pe3ucTeHTHOE K Tepanuy TeYeHHE XapaKTepHO JIS:
a. HepoTruyeckonHopmbl roMepyioHehpuTa
0.nuenonedpuTa.

B. BOJIYAHOYHOTO Hepura.

15
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http://ru.wikipedia.org/wiki/%D0%98%D0%BC%D0%BC%D1%83%D0%BD%D0%BE%D0%B4%D0%B5%D0%BF%D1%80%D0%B5%D1%81%D1%81%D0%B8%D0%B2%D0%BD%D1%8B%D0%B5_%D0%BF%D1%80%D0%B5%D0%BF%D0%B0%D1%80%D0%B0%D1%82%D1%8B
http://ru.wikipedia.org/wiki/%D0%9C%D0%B5%D0%BB%D1%84%D0%B0%D0%BB%D0%B0%D0%BD
http://ru.wikipedia.org/wiki/%D0%9F%D1%80%D0%B5%D0%B4%D0%BD%D0%B8%D0%B7%D0%BE%D0%BB%D0%BE%D0%BD
http://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BC%D0%BE%D0%B4%D0%B8%D0%B0%D0%BB%D0%B8%D0%B7

T .HaCIIeJICTBEHHOTO He(dpuTa.
J.IIACTHTA

3.0cTphlil BOCHANMTENBHBIA IMPOLIECC B  MEHBIIEH CTENEHH XapaKTepU3yeT
[IOKAa3aTellb:

a.(uOpHUHOTEH.

0. KpeaTHHUH.

B. C-peakTuBHBIN OEJOK.
I.CHAJIOBBIE KUCJIOTHI.
J.TUMOJIOBAs Ipoda

4.1lpeobnananue HEUTPO(UIOB Cpedau JEHMKOIMTOB MOYEBOro oOcaaka Ooiee
XapaKTepHO JJIs:

a.nuenoHedpura.

0.TyOyJTOMHTEPCTULIUATIEHBIN HEDPUT

B. TJIOMEPYJIOHEPpUTa

r.HacJIeJICBEHHOr0 Hedpura.

1. aMHUJIan103a.

5.I'mnepramMmarioOyivHeMHs] XapakTepHa JUJIs:
a. rioMepysioHedputa HePpoTUUYECKON HOPMBI.
0.BOJTYAaHOYHOTO HepUTA.

B. IueoHeppura

T. HACJIEICTBEHHOTO HedpHTara.

1. TyOyJIOMHTEPCTUIIMAIBHOTO HePpurTa
6.Pa3Butue HepponaTuu HE XapaKTEPHO TMPH:

a. CHCTEMHOU KPaCHOW BOJIYaHKH

0.1uabere.

B.y3€JIKOBBIN TIEpHapTEPUUT.
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I.0KUPEHUHU.
1. Ty3bIMPHO-MOYETOYHUKOBBIN pedIIioKce
7.3ano03pUTh BOJYAHOUYHYIO HE(POIMATHIO HE IMO3BOJISET:
a.IIHEBMOHUS.
0.KOXHBIN CUHAPOM
B. IIOJIUCEPO3UT
r.OpicTporiporpec. Heppur
J.JIENKOTICHMUS.
8.ITopaxkeHne mouek pexe HaOMoAAeTCA MPU:
a. CKJIEpOJEpMUU
0. cucTeMHas-KpacHasi BOJIYaHKa
B. TEMOPParnueCKOMBACKYIIHTE .
I.y3€JIKOBOM TEpHapTEpUUTE.
n.cuaapoMeBerenepa.
0.nmelikorieHrs HaOMIoAaeTCsl Mpu
a. y3€JIKOBOM IMEpHAPTEPUNTE
0. HacIeACTBEHHOM HeQpUTe
B. BOJIYaHOYHOM Hedpure.
r. ucmerabonuyeckoil HepponaTuu.
J1. rnomepynonedpute
10.AMuiion103 yaille pa3BUBAETCS MPHU:
a. pPEBMaTOUTHOM apTPUTE
0.rmomepynonedpure
B. TYOYJIOMHTEPCTULINATIbHBINA HEQPUT

I. IueaoHepUT
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1.TyOyJIONaTHsIX.

11. JlnarHo3 CHUCTEMHOW KPACHOMW BOJYAHKM IOATBEPKAACT :
a.LE-xnetkun

0.mepropOuTaILHAS SpUTEMA

B. nucdarus

r.nepruopOuTagbHas dpureMa +aucdarus.

I. JIEUKOTICHHS.

JTAJIOHBI 0OTBETOB

1-B, 2-T', 3-b, 4-A, 5-b, 6-T', 7-A, 8-A, 9-B, 10-A, 11-A

3aganue Ne3

3aoaua Nel

Jlesouka M 10 ner mocTymuia B CTallMOHAp C JKajloOaMu Ha ChIllb Ha
KOHEYHOCTSIX, CUJIbHbIE OOJM B JKMBOTE OKOJIO MYIKa, OOJM B JIOKTEBBIX M
KOJICHHBIX cycTaBax. M3 anamue3a uzBectHo uto 10 gHelt Hazan nepedosena OP3,
B JIETCTBE Tepebosienia BeTpsiHOM ocmoil. [lo moBoay CUIIbHBIX 0OJIe B KUBOTE
Momnajad B XUPYPrUYECKOE OTMEJICHHE C MOJIO3PEHHEM Ha alleHIULIUT, JaHHBIN
JIMarHo3 HEe TMOJTBEPIUIICS, TIOCJIE TIOSBJICHUS ChIMM OblIa TIEpEeBElICHa B
reMaToJI0TUYECKOE OTIEICHUE.

OOBEKTUBHO: COCTOSIHUE CPEHEH CTENEHU TSHKECTH, MOBBILIEHUE TEMIIEPaATypPhl
no 37,7 , KOXHbIE TOKpPOBBI OJie[iHbIC, BIIaXKHbIE, reMopparnyeckasi Cblllb Ha
HIDKHUX KOHEYHOCTSIX, pa3ruOaTeIbHbIX MOBEPXHOCTSAX CYCTaBOB, SATOJUIAX, Ha
#uBoTe. OTEUYHOCTh B 0OJIACTH JIOKTEBBIX CycTaBOB. CeplaeyHble TOHBI SICHBIE,
pUTMUYHBIC, IITYMOB HET, Taxukapaus. bomu B )xuBOTE, IEYCHH Yy Kpasi peOepHOn
IyTH, CeJIe3eHKa He nanbnupyeTcsa. CTysl 1 MOYEUCITYCKaHUE B HOPME.

OOmuit ananm3 kposu: Ip. 4,2* 10/ ; 1 1b- 130 1/ ; newk-8,5* 10/m1; 3-5%; n-7%,
c/g9-67%, mum-20%, mon-6%, COD-25mm/gac.
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OOmmit ananmu3 moum: Oenok 0, 650%, spuTpouUTH OOJBLIOE KOJIHMYECTBO
(crutomb), mumdonuTsl 4-6-7 B 11os1€ 3peHue

Bpewms kpoBoTeuenus no CyxopeBy 4 MuH
Bomnpocsr:

1. IlocTtaBbTe MpenBapUTEIbHBIN HArHO3

2. Kakue  fmomonHMUTENBHBIE  METOABl  HEOOXOAMMO  TPOBECTH IS
IIOATBEPKACHUS TUarH03a

3. TakTuka nedeHus

OTBETHI:

1. T'eMopparndeckuii BaCKyJIUT B KOXKHBIM abOMHHAIBbHO-CycTaBHas (opma,
MOYEYHBIN CUHIPOM (HePpHUT Ha (JOHE TEMOPPATNYECKOTO BACKYIUTA

2. HeoOxoaumMo MOMOTHUTENBHO MPOBECTH OMOXMMUYECKUI aHaIM3 KpPOBH,
OIpe/IeNIeHNE KOJIMYECTBAa TPOMOOIMTOB, aHaJIW3 MOYHU MO 3E€MHULKOMY,
VY3U oprasoB OprOITHOM MOJIOCTH U TTOYEK

3aoauaNe2

JleBouka 8 JieT MOCTynwiia B KapAHOJOTUYECKOE OT/AENIEHHWE C Kajo0aMu Ha
MOBBIIIIEHNE TemIiepatypbl A0 38, 0, BbICHINIAHUS HA JUIE, 00U B KOJEHHBIX U
TOJICHOCTOITHBIX CyCTaBaX, CKOBAHHOCTh MO yTpam, OOJU B KOCTSX, CJIa0OCTh,
OBICTpasi yTOMJISIEMOCTb, CHH)KEHUE allleTUTA.

M3 anamHe3a M3BECTHO YTO AEBOYKA OTIbIXaja HA MOpPE, YEPE3 HENENI0 Hayaia
OTMEYaTh MOKpacHEHUE B O0JIACTH HOCA U IIEKaX, 3€B CHOKOWHBINA, MOBBICUIIACH
temriepatypa 10 38,0, mosBuinch 00JIM B KPYNHBIX CyCTaBax M KocTix. PebeHok
OT BTOpOH OEpEeMEHHOCTH, CPOUHBIX POJIOB, POCia U Pa3BUBAETCS COOTBETCTBEHHO
BO3pAacCTy.

OOBEKTHBHO: COCTOSIHUE peOCHKa CpeIHEel CTENeHH TSHKECTH, TeMIleparypa Tema
38,5, Ha UIEe CUMMETPUYHBIE SPUTEMATO3HbIE BBICHIIIAHUS, PACTIPOCTPAHSIOLIUECS
Ha CKYJIOBYIO 00JIaCTh U 00JIACTh MEPEHOCHIIBI, TIO (popMe HarTOMUHAIoIIMe GUrypy
«6aboukm». O6nacTh KPYMHBIX CYyCTaBOB HE N3MEHEHA.
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Han nerkumu Be3uKyJsipHOE JbIXaHUE, XPUIIOB HET, TAXUKAPAUS, CEPACUHBIE TOHbI
SICHbIE, pUTMUYHBIC, ITYMOB HET, )KUBOT MSTKUI, 0€3001€3HEHHbIN, IEYeHb Y Kpas
pebepHoit AyTH, celle3eHKa He MaIbITUpPyeTCs.

OGuwit anamms kposu: HB — 100 r/m, Dp. — 3.5*10"%/x1, Tpom6. — 210*10% 1, Jleiix.
— 6,7*109/JI, /s — 2%, C — 70%, 1- 19%. M — 9%, CO3 — 50 mm/gac.

OO6mmit ananu3 Mmoun: 6emok- 0, 600%o0, SPUTPOIUTHI CILIOMNIb, TCHKOIUTHI 2-4-5

bruoxumudeckuii aHanmu3 kposu: oOmuii O6enok 451\, [Mamma — rnoOynwab- 30
r\i,
Anpoymunsl — 20 1\ 11, pubpunoren 6,2 T \ut

Bomnpocsr:
1. TlocTaBbTe MpenBapUTENbHBII IUATHO3
2. Kakue  JOmMONHUTENBHBIE  METOAbl  HEOOXOAMMO  NPOBECTH I
IIOATBEPKACHUS BAIIETO JUAarHo3a
3. TakTuka jgeueHus

OTBeTHI:
1. Cucremnas KpacHasi BOJTYaHKa, JIIOIyC-HE(PUT.
2. Ompenenenne LE knerok, antuten k JIHK, BomyanHo4YHOTO aHTHKOATYJISIHTA
3. llpegumzonon 1-2  wr\kr, mwknopochamual,0-2,5 wmr\kr B CyTKH,
azatuanpud 1,0-2,0 Mr\kr\cyT,KypaHTHII.

20



Cnmcok uCcnosib3yeMoii JTuTepaTyphbl

. Urnarora M.C., BeasTumes FO.E. Hedpomorus nerckoro Bo3pacra 1982 r.

. UrnaroBa M.C., KopoBun H.A. JluarHoctuka u neueHue Hedpomatuii y
JeTen

. [Tanmasu A.B., CasenkoBa H.J[. Knuawmdeckas Hedposorus aeTCKOro
Bo3pacta. CankTt-IletepOypr, 2008 r.

. Tabomun B.A., beasmep C.B., OcmanoB N.M Hedpomorus nerckoro
BO3pacTa (MpaKTHYECKOE PYKOBOJICTBO MO AETCKUM Ooise3HsiM), Tom 2005
T.

21



