HepoTnyeckmm cnHgpom



« HEGPOTUYECKNMNCUHOPOM

= MoxeT pa3BuBaTbCS Npun NKOObLIX 3ab6oneBaHUAX NoYek (He
ABNAETCA CaMOCTOATENIbHON HO3050rn4eckou cpopmon)

= JanboymMuHypusa oonee 3,0 r/cyTku(ceneKTuBHass NpoTeMHypus)
= CJrunoanbbymMmmHeMus

= [JancnpotenHemus (runepa2-rnodoynmHemus)

= [JrunepxonecrepuHemMus, rmneptTpurnmuepuaemMus

= [ nnnonaypus (o6HapyXxeHue Npu MUKPOCKOMNMUMU
OBOSAKOMNPEroMAALWNX KpUCTanioBnunuaoB)

= [JOTe@YHbIN CUHAPOM (OTCYTCTBYET B MPOTEUHYPUUECKYIO
CTaauio, NOABIIAETCA B OTEYHYIO CTaauo)

= JA[ He noBbIWEHO (USU NOBbILWEHO He3HAYUTENbHO)



HedpoTnyeckum cCMHOPOM -

KIMUHUKO-NabopaTopHbIi CUMNTOMOKOMMIIEKC, XapaKTepusyoLMncs
= npotenHypuen (>1r/m?/cyt nnn>3r/c, nunu 2 40 mr/m?/4yac);

* rmnoanbbymuHemunen (MeHee 25 r/n);

= runepnunuaemmen

= OTEKAMW BMSOTb OO0 CTEMNEHN aHacapKu

= iInarHo300pa3yoLWMNMN KPpUTEPUAMU ABIIAIOTCA ABaA NEepPBbIX
npu3Haka









RJIAVMHOAVRA

*boJIbHBIE KAITYIOTCS HAa OOIIYIO CIa00CTh, CYXOCTh BO pI.
IJIOXOU amIl€TUT, YMEHBIIICHUE NYPE3a,

"TOJIOBHBIE OOJIM, B3AYTHE KMBOTA U KUIAKUMU CTYJ (P
acuure). [Ipn Hanm4uy ruapoTOpaKCca U THAPOIIEPUKApIa
OTMEYAETCS OMBIIIKA HE TOJBKO IPH (DPU3NYECKON HArpy3Ke,
HO U B IIOKOE.

= IIpu ocmoTpe : OOJIbHBIE MAaJOIOJABMKHBI, HHOIAA
alMTHAMUYHBI, KOXKHBIE IOKPOBBI OJIEAHBIE, CyXHE,
auctpoduunbie [Ipn OonbIIMX OTEKax B OOKOBBIX U
HIDKHUX OTJieaXx OpPIOIIHOM CTEHKHW BHUJIHBI OJICHBIC
MOJIOChl PACTSXKEHUS KOXKH — CTPHHU.

*OTEKH MOIyT Pa3BUBATHCSI MEAJICHHO WJIM OypPHO 3a HOYb,
NOCTUTasg CTENEHW aHacapku.OCOOEHHOCTHIO OTEKOB
ABIISIETCA TO, UTO OHU PBIXJIbIE, JIETKO IIEPEMEIIAIOTCH,
OCTAaBJIsIA AMKY IIPU HAIABJIMBAHUM.



KinHMKa (nponomxenue)

=['panuIbl cepjra 0ObIYHO B PEAECIaX HOPMBbI, OJIHAKO ITPHU HaJII/ILl'.
TpaHCCyaTa B MOJOCTHU MEpUKap/ia, CMEMIAIOTCA BO BCE CTOPOHBI.

ToHbl cepalla NPUIIYIICHBI, a IIPU THAPOIICPUKAP]IC — IITYXHE .
ApTepruaibHOE JaBICHUE OOBIYHO HOPMAJIbHOE, MOKET OBITh
MTOHMKEHO.

= Haj ierkumMu npu OOJbIIMX OTEKaX ONpPEeesIeTCsl YKOPOUCHHUE
NEPKYTOPHOTO 3BYKa, OCJIA0JICHUE AbIXaHUSI U HEPEIKO
BBICITYIIIMBAIOTCS BJIAXKHBIE MEJIKOMY3bIpUaThie XpUIIbl HaJ HUXKHHUMHU
OTJICJIaMH JIETKUX, KOTOPBIE PACIIEHUBAIOT KaK 3aCTOMHBIE.

= SI3bIK 4acTO OONOXKEH, >KUBOT YBEJIIMYCH, MHOIJIA ITAJIbIUPYETCS
YBEJIIMYEHHAsA MNEYEHb. Y HEKOTOPHIX 00dbHBIX HC MoxkeT
COIIPOBOXK/IATHCSI TAK HA3bIBAEMOM HE(PPOTHUUYECKOM JaHUapecH C
MOTEPEN Yepe3 KeNyA0UYHO-KUIIIEUYHBINA TPAKT OOIBIIOr0 KOJUYECTBA
Oenka.

= YV 0onpHBIX ¢ HC HaOmMr0maeTcsa CHUKEHNE OCHOBHOTO OOMEHA
BEIIIECTB, YTO CBSA3LIBAIOT CO CHIDKCHHEM (DYHKIIUH IITUTOBHIHOM
YKEJIE3EL.




JlabopaTopHble nccnegoBaHus I.

= Buoxmmmnyeckmmn aHanms KpoBM:

=['mnonpotenHemus (cogepxaHue obLuero 6enka KpoBu
cHmxaetcsa go 40-30 r/n)

=[Mnepnunmuaoemus: [IxonectepuHa, TPUMULEPUOOB;
ANCNUNONPOTENHEMUS

=[MnoansbymmnHemuns (MeHee 25 r/n) n AucnpoTenHeMms
(0 O anbbymMmunHa n [J cogepaHus oz - U B-rnobynnHoB)

= ImmyHornormndeckoe ncenegosanue: [ IgG, IgAwn [0 IgM

=Koarynorpamma: [ donbpuHoreHa u [1 aHTutpomouHa lll
(rmnepkoarynsayms)



Nab6opaTopHble uccnegoBaHuUS |

(npoporxeHue)

= ObLwmn aHanus kposu: [ COS — npusHak aktuBHocTn HC;
nenkoumTos Kak cneacrteme npmnema K, baktepmanbHou
NHeKUnn.
= [lononHuTernbHbIEe NabopaTopHbIE NCCNEaOBaHUS:
= OnpeneneHne Mmapkepos Bupycos renatuta B, C, D.

= OnpegeneHune IgG, IgM k uuTomeranosupycy, BUpycy
repreca, Tokconnasme.

=[1LUP (kpoBb, MO4a) Onsg obHapyxeHus
LiIMTOMeranoBupyca, TOKconnasmbl, BUpyca repreca.

= iIMMmyHonormndeckoe nccnegosanue kposu: AT k [1HK,
AH®, C3 komnoHeHT komnnemeHTa, ACTJI-0,

KPUornobynuHel, aHTUKapaguonmnuHosble AT (aong
NCKJTIOYEHNA CUCTEMHbIX 3aboneBaHnn).



MHCTpYyMeHTanbHbIe |
nccrnenoBaHus

= Y3W nouek (c gonnneporpadpuen BHyTPMNOYEUHbLIX COCYA0B).

= OXOKI" (oueHka MopdoMeTpUYECKMX NapaMeTpoB cepaLua npu
oTekax, Al, BbiBNeHue rugponepukapaa).

= OKI (BbIABNEHNE AMEKTPOSTIUTHBIX HApYyLLUEHWUN).

= [leHCcUToMeTpust NOACHNUYHOro oTaesia No3BOHOYHUKA UMK
peHTreHorpadus TpybyaTbix KOCTEN (OLEHKA CTENEHM
oemMuHepanusaunum KOCTHOU TKaHNn).

= [yHKUMOHHAaS Brorncmmn NoYkn ¢ NnocneayoLen CBETOBON
3NEKTPOHHOWN U UMMYHOIFOOPECLIEHTHOM MUKPOCKOMMEN
NoYeYHOM TKaHW Ans yTodHeHns Mopdposiorm4eckon OCHOBDI
3aboneBaHus.
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OCOBEHHOCTU UCCIEQOBAHUA ANbBYMUHYPUW |
NPOTEUHYPUN I.
018 CKPUHUHIOBBLIX MCCEeO0OBaHUN MOTYT
MCMNONb30BaTbCA TEeCT-MNONMOCKW, AatoLlne

Ka4yeCTBEHHOE UM NOMYKONNYECTBEHHOE

onpenerneHne anbbymmnHa/oduiero 6enka B Mmoue,
CYLLIECTBEHHO CHWXAaOLLME CTOMMOCTb UCCNeaoBaHUS.

[Tpn obcregoBaHum Ny, ¢ BbICOKUM pUCKOM XbBIT
OObIYHO Ha4YMHAIOT C aHanmM3a Ha npoTtenHyputo. Ecnun
OH AgaeT oTpuuaTtesibHble pe3ynbTaThbl, Ha3Ha4YarT
TEeCT Ha MUKpoanboOyMUHYpUIo.

[1pn NnpoBegeHnn CKPUHMHIOBBLIX NCCNeaoBaHUN cpeaun
YCJTIOBHO 3[10POBOIro HacereHnsa B Ka4ecTee
HayarnbHOro TecTta uenecoobpasHo UCnonbL30BaTh
TECT- MOSIOCKN AN BbIABIIEHNS MUKPOanb0yMnHypum




OCOBEHHOCTU UCCINTEOOBAHUA
ANNbBYMUHYPUU/TIPOTEUHYPUM I.

BONbHLIM C MOSNTOXUTENBLHBLIMU pe3ynsLTaTamMum
nccrnegoBaHusi NPyY NOMOLLM TECT- NOMOCOK Heo6Xxoanmo
NPOBECTN TOYHOE KONMM4YeCcTBEHHOEe onpeneneHue
BblaerieHue 6enka.

bonee TOYHYIO KApPTUHY AA€ET UccnegoBaHne CyTOYHOMU
Mouu. OgHaKo OHO TpebyeT OT NnaymeHTa NyHKTyanbHOCTU
N CBA3AHO C PUCKOM OLUMBKN, 0OyCNnOBIEHHON
HenpaBUIibHbIM COOPOM MOYU UMNN HETOYHBLIM U3MEPEHUEM
ee obbema, No3TOMYy He uaeanbHO NOAXOoAUT ANgd
amMOynaTopHbiX 0bcnegoBaHUN.

AHanus pasoBbIX NOPLUUN MOYU (Hanpumep, ooLWmnN
aHanu3 Mo4un) aaet NpUoNU3nNTEeNbHbIN pe3ynbTar,
NOCKOSIbKY Ha KOHLEHTpauuto bernka BnusaroT crlydanHble
doakTopbl (BOAHLIN pexum). ViccnegoBaHne YTPEHHEW
Npoodbl MoYun AaeT boree BOCNPON3BoAUMbIE pe3yribTaThl,
4yeM Crny4YyamHou nNopuun, B3ATON B TEYEHUE CYTOK.




OCOBEHHOCTW UCCNEQOBAHMS
ANbBYMUHYPUN/INMPOTENHYPUN

MeTogom, noBbIWaLWUM TOYHOCTb OLIEHKN CTeI'IeHI/II.
anbOyMNHYpUn/npoTenHypumn rno pasoBou

Crnly4YamHoOM (T.e. Heobs3aTenNbLHO YTPEHHEN) NOPLUN
MO4N ABMISAETCS NMornpaBKa Ha YPOBeHb KpeaTUHNHA
MO4YMU (He KpoBu!), KoTopasd HUBENUPYET UCKAXKEHUSA
pe3ynbTaTtoB, CBA3aHHbIE C BOAHBIM PEXUMOM. HeMm
KOHUEHTPUPOBaAHHEN MOYa, TEM DorblLLe TaM YPOBEHb
KpeaTUHUHa.

HdeneHne ypoBHA anbOymMmnHa/Obenka Ha BeNIMYNHY
KpeaTMHMHA MO4M NO3BOSIAET NONYYUTb BENUYNHY, HE
3aBUCALLYI0 OT TOro, CKOfbKO O0NbLHOU BbINUST Nepea
nccnenoBaHUEM XUOKOCTU, 1 Hanbonee TOYHO
OTpakaroLLylo CTENeHb MOBPEXOEHUSA MOYEK.




OCOBEHHOCTU UCCNEOOBAHUA
ANbBYMUHYPUU/TIPOTEUHYPUN

9.  Heobxoaonmo yuntbiBaTb BHEMNOYe4YHble paKTophbl,
BNUAIOLLINE HA YPOBEHb anbOyMUHYPUU/NPOTEUHYPUMN.

1 OH noBbILWWAETCA MOCIIE MHTEHCUBHbLIX (PU3NYECKNX
Harpysok, y nuxopagsimx 6onbHbIX, Npu
3noynoTpebneHnn 6enkoBomn NMULLEN.



10.

11.

OCOBEHHOCTU UCCNEOOBAHUA
AllbBYMUHYPUUN/MTPOTEUHYPUM

BriepBble BbigBreHHaA
MUKpPOarnb0oyMNUHypusa/npoTenHypua Hy>xgaeTcs B
noaTrBepXxXaAeHUn 1-2 NOBTOPHLIMW aHanNM3amm C
NHTEepBanom B 2 Heaenu

BonbHbIM C BNepBLIE BbiABNEHHOW MPOTEUHYPUEN
NOXWIIOrO U CTApYECKOro Bo3pacta U BCEM C
N3MEHEHUAMWU NePUDEPNYECKON KPDOBU,
3acTaBnsloLWUMKN Nogo3peBaTb remobnacTos,
HeobxoaMMO NMPOBECTN reMaTonorn4eckoe
obcnegoBaHne, B T.4. onpegeneHne B moye berka
beHc-[)KoHca, MUMMYHO3NEKTPOPOPETUYECKOE
nccnegoBaHne KpoBu M MOYUM OS19 UCKITHOYEeHUsA
MuUuenomMmHou HecdoponaTum.




12.

OCOBEHHOCTU UCCNEOOBAHUA

ANbBYMUHYPUU/TIPOTEUHYPUM I.
»

MHorga 3HauuTenbHas NpoTeENHYPUA MOXET ObIT
Bbl3BaHa ONnyLleHNUEM MOYKU (HEPONPOTO3),
aHOMannaMmM CTPOEHUA N PACMONOXEHUS
NOYeYHbIX cocydoB (HanpMmep, CUHAPOM aopTo-
Me3eHTepuaribHOro nuHUeTa, CBsA3aHHbIN C
yLieMneHneM COCyanCTON HOXKM NIEeBOU MOYKU
Mexay OpHOLLHON aopTon U BEPXHEW BPbIKEEYHON
apTepuen; Kak npaBuUmno, NnpoTenHypugd
COYETaETCH C remaTypuen). B 1o xxe Bpems
Hann4ne HeMpPonTo3a He NUCKIMOYAET ero
COYEeTaHNE C XPOHNYECKUM IITOMEPYNOHEDPUTOM,
TPeOYIOLLMM aKTUBHOIO JIEYEHUS.



13.

14.

15.

OCOBEHHOCTU UCCINTEOOBAHUA
ANNbBYMUHYPUU/TIPOTEUHYPUM I.

BrnepBble BbigBeHHaaA NPOTENHYPUA, NpeBbilatoliag 1
[/CYT, CNYXUT 0bsi3aTeribHbIM NOKa3aHUEM K KOHCYIbTauun
Hedoponora.

Korga maccusHas npotennypus (3 r/cyT n bonee) npmBoguT
K CHUXKeHUIo obLiero 6enka u anbboymmHa KpoBw,
avarHoctupyetcsa HedhpoTuyecknm cuHapom. [pn atom
MOryT TaKXXe OTMe4aTbCsl OTEKU, aHacapka, BOAsAHKa
NonocTen, rmnepnUNUAEMnd, oaHaKo Hananyme 3Tux
NpM3HAKOB HeEObA3aTENLHO AN BbiABIEHUS
HEDPOTUYECKOIO CUHAPOMA.

HedpoTnyecknun cuHOpoMm - nokasaHue K rocnutanusauuu
B Hedpponornyeckmm ctaumoHap C Lenbto
andpdepeHumanbHOW ANarHoCTMKK U riedeHunst. OH cBsi3aH C
BbICOKMM PUCKOM KpanHe onacHbIX OCIIOXHEHNU
(TpOoMBOOUNUA, UMMYHOAEPULNT, rTMNepKaTadbonmam,
HEPOTNYECKUIN KPU3).




CopoepxaHue 6ernka B nopuusax mModun, cobpaHHbIX B pa3HOE BpeEMS

CYTOK MOXET KofiebatbCs B 3Ha4YUTENbHbIX npegenax. [OHem y
OonbHOro BblAoendeTca Oonbwe 6enka ¢ MOYOW, YeM HOYbIO.
OnpegeneHne cogepxaHna Oenka B CYTOYHOM KOMIMYECTBE MOYU
aaet bonee npasBunbHOE NpeacTaBrieHne o 3aboneBaHNn U OOMKHO
bbiITb o0bsizaTenbHbIM Npu  obcnegoBaHun ©GonbHOro ¢ nNobown
NaTofIorMen rnoYex.

OnpeneneHne 6enka BegeTcd No KaKOMy-HUOYOb KONMMYECTBEHHOMY
MeToay, B pesyrbraTte KOTOpPoro onpenensieTca KoHUeHTpauma bernka
B r/n. Ytobbl onpenennTbs CyTOYHYIO NPOTENHYPUIO, HYXXKHO caenaTb
NepecUET, y4nTbiBad CYyTOMHOE KOSIMYECTBO MOYM.

CyTo4yHasa NpoTeENHYpUS



dopmyna pacyeTa CyTOHHOU
NPOTENHYPUN

A=N*V wmr/cyTku,

rae N — konuyecTBo 6enka B /1 V — o6beM CyTOYHOM MOYM B MJ1

Hanpumep: 6onbHOM pgoctaBun B nabopatoputo 2567 mn moun. [lpwu
onpegeneHun 6enka no metoay C cyrnbdocanmuunoBon KUCIOTOW Obin
nony4veH pesynerat 0,098 r/n. coctaBngemM nponopumio:

B 1000 mn moun - 0,098 r 6enka
B 2567 mn moun - X rbenka
Haxogum X=0,251566 r/cyTku.

[TokasaTenb CYTOYHOM NPOTEUHYPUM B OnaHke aHanui3a 3anucbiBatoT
OObIYHO B

MI/CYyTKW, MNO3TOMY rpaMMbl MNepeBoan B Munarpammbl U x=251,566
MI/CYTKMW.

[MokasaTenun cyTovHOU NpPOoTENHYpUN B HoOpMme cocTtasndetr 150 mr/cyTku.



KINACCUDUKALINS |

=[lepBnYHbIN HC pa3BmBaeTcs npu 3aboneBaHUAX
COOCTBEHHO KInyDOO4KOB Mo4vekK

*BTopnyHbIin HC MOXeT ObiTb 06YCnoBrieH 06LLNMPHON
rpynnoun 3aboneBaHnu, Bbi3biBalOLWMX opMmMpoBaHmne
cneumnduyeckon HepponaTtum ¢ NPENMYyLLECTBEHHbLIM
nopaxeHnem Kryobo4koB

*BpoxpeHHbin HC:

=BpOXAeHHbIN HC donHCcKoro tmna;

= ANPPY3HLIN Me3aHrnanbHbIU CKNepos
(ppaHuy3CKnKn THN)



ITHOJIOTUA

Hedpornueckuii CHHAPOM pa3BUBACTCS IIPU I.
pa3JIMYHbIX 3a00JICBAHUSIX, KOTOPHLIC MOT'YT
ObITh 00OBECIMHEHBI B HECKOJIBKO I'PYIIII:

1. bosie3HM Mo4YeK - OCTPhIK ¥ XPOHUUECKUH
TJIOMEPYIOHE(DPHUTHI.

2. O01mue 1 cucTeMHbIE 3200 1€BAHUA -
aMUJION 103, CUCTEMHBIE 3a00JIEBaHUS
COCIUHUTEIILHON TKaHU, TMA0ETUYECCKUU
IJIOMEPYIOCKIIEPO3, OMYXOJIHU.

3. UndekuuoHHbIE 3200/1€BAHUS -
OaKTepHaIbHBIN SHAOKAPAUT, CU(DHINC.



JTUonorusa (npogonxeHue) I.

4. TokCHYICCKHE areéHThI - TSHKEJIbIe
METaJLJIbl, COEAUHEHUSA PTYTH, BUCMYT,
30JI0TO.

5. Alliepruyeckue BJIUSTHUS - BaKIIMHALIMS,
J1€4e€OHBIC CHIBOPOTKH.

6. HapyuieHust KpoBooOpameHus -
TPOMOO3 MOYCUYHBIX BEH, CIMITUMBLIN
[IePUKaAPIUT, BPOXKICHHBIC IOPOKU CEPALIA.



Ocmpsbiu _anomepysioHegppum — octpoe audgpcgpysHoe MMMYHO-

BocnanutenbHoe 3aboneBaHMe MO4YeK C MNpPeuMMyLecCTBeHHbIM
nopaxeHnem Knyoo4ykoB, MPU KOTOPOM B KIlybouykax HabnropgarTcs

U3MEHEeHUA 3KccyaaTUBHO-NponncgepaTMBHOro Xxapakrepa.

PacnpocmpaHeHHocmb — 0,1 - 0,2% .




9MuoJio2us I

e CTPEenTOKOKKU U ux ponb («He(pputoreHHble», B-remonntTuyeckue,
rpynnbl A, Tunbl 1, 2, 4, 12, 49, 55 v gp
e Apyrne nHcgekunn: Tyoepkynes, oprowHon tudc, rpunn v T.4.;

e BakumHauus (Hame Rz’ R1);
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Knunuka [

MouyeBou cuHapoM «HecbpuTUYeCcKn» - Tunn4Hbin OMNMCIH.
* 1 ypoBeHb Oesika B moue (1-3 r/a);
* 7 YACJIO 3PUTPOLIUTOB B Moue;
* T 4Yyucno UMNUHApPOB;
* ONUrypus;

* MOXeT ObITb NUMdOLUTYpPUS.



KnuHuka

JKcmpapeHasibHbIe rNposieJsiIeHUs.

OTEKH YMepPeHHbIEe (ITAaCTO3HOCTh);
T Al usmenenuss CCC — raxu- wjid OpaguKapausi;

Hauano ocmpoe:

roJioBHasi 00J1b;

TOLIHOTA, PBOTA;

yXyAlIeHue 001Iero COCTOSTHUS

CHU KEHHE aNIeTnTAa;

H3MEHEeHMe BEeTa MOYH («KMSACHBIE TIOMOW);

00JI1M B MOSICHHUIIE;




KnuHuka

AHanu3 kpoeu obwudl.

aHeMusi (yMepeHHas)
JIEMKOLUTO3;
HenuTpoduies;
303MHOpUINA;
yckopennass CO3.

Ananu3 Kposu OuoOXumuyeckKuiL:

yMepeHHOe CHUKEHHE aJIbOYMUHOB;

HE3HAYMTEJLHOE MOBLILIEHHE 0., U Y—TNIOOYJIMHOB.



KnuHuka

Moyegol cCUHOPOM — «HebpomuyYeckuluy» eapuaHm:

BBICOKAA IVIOTHOCTH MOYMH,

OJIMTYPHUS;

nporennypust 1 3 r/a wiam 1 40 mr/m? X yac unm 1 1 r/m2 x cyTkm;

LMNMHApPypusa (rmanMHoBbIe);

HOpManbHbIX O0cafokK Mouu (dp., L).



KnuHuka

JKcmpapeHasibHbIe NMpPosi8JsIeHUs:

HOpMaJbHOe AJl;
OTEeKH (BBIPAKEHHbIE);
ACIIMT;

aHacapka;
TUAPOTOPAKC;
rUAPONePUKAPA;

OTEKH HAPY/KHBIX MOJOBbIX OPTraHOB.



KnuHuka

O6uwuli aHanu3 Kpoeu:

* 7 YPOBHHAI reMOIJIOOMHA;
e 11 CO3 (50-70 mm/yac);

Bbuoxumudyeckuu aHaau3 Kpoeu:

e | obwero Gernka;

| | | comepxaHusa anbbymMunHa;

1 KOHLEeHTpauui o, rnobynuHa n xonectepuHa, NMNUOos;

* rMmnoBoOJIeMuUs.



Knunuka [

Hecbpomuyeckuli cUHOPOM C 2eMamypueti/2unepmeH3uell;

Couyeraer B ce0e KIMHHYECKHE TMPOABJICHHUSA HEePPUTHYECKOIO U
He(pPOTHIECKOT0 BAPMAHTOB 3a00/1eBaHMs1, HO:
* OTEKU MeHee BblpaXeHbl, HO 6osiee YyNOpHbIe;
* noBbiweHune Al;
* remaTtypwus;
* aHemwmS,

* nNoBblilleHne ypoBHA Y — rn06y11VIHOB.



XpoHuvyeckue
2/1o0MepynoHePppumMbI |

MOP®OJIOMMYECKAA KIIACCUPUKALINA

XPOHUYHECKUX I'TIOMEPYJIOHE®PUTOB

MemM6paHO3HbIN rmomMmepynoHedpuUT (KNMHUYECKN: U30NMpPOBaHHas

NpPoTeuHypusa, rematypmyeckumn sapuaHTt NH, pexe HedhpoTHnyeckas nnum

cMmewaHHasa ¢popmbli MH)
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XpoHuvyeckue
2/1o0MepynoHePppuUMbI |

MOP®OJIOMMNYHYECKAA KIIACCUPUKALINA XPOHUYECKUX
[ TIOMEPYJIOHE®PUTOB

MemOpaHonponucgepaTUBHbIN FrMoMepynoHedpuUT

(Me3aHrMokanUNNsApPHbLIN)
| TN — cy63HaOTeNnanbHble AeNO3UTbI
1l TN — «NNOTHBLIE» Aeno3uThbl
|11 TMn — TpaHCMeMOpaHHbIe Aeno3uTbI
KnuHuyeckux otnuumm mexay Tpemsa TunamMm He BbIsiBNsieTCS
(KMUHUYECKN: OTEeKU B COYETaHUU C rematypuen u/vunn runepteH3newu,

rematypmveckuu BapuaHT, U301MpPoOBaHHbLIN MOYEBOU CUHAOPOM).






XpoHuvyeckue
2/1o0MepynoHePppumMbI |

MOP®OJIOMMYECKAA KIIACCUPUKALINA

XPOHUYHECKUX I'TIOMEPYJIOHE®PUTOB

Me3aHrnanoHo-nponudepatnBHbin rnomepynoHedput (oo 50%

criy4yaeB XpoOHU4Yeckoro rnomepyrnoHecpputa). (KnnHn4yeckmu:

rematypuyeckas cpopma nnm Hedppotun4yeckas).
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dokasibHO-ceaMeHmapHbIU

SJIOMEePYJI0CKI1epo3
= ®CI'C — go 50% crepougpesncreHTHoro HC. I.

= XapakTepHbI NMPpU3HaK — Hannynue B YacTu Knybo4vkoB (o4aroBoe
Nopa)xeHne) cerMeHTapHoro (He BO BCeEX KanUINSAPHbIX MNETNSX)
Me3aHrnmanbHOro CKneposa, a Takke atpodusa KaHanbLEBOro annTenus,
NHPUNLTPaUMa n GNdPO3 MHTEPCTULUSL.

= 9Tnonorunst HemspecTtHa. ObcyXaaeTcsl porb reHeTUYECKNX PakTopoB U
BUPYCHOWN NHPEKLNW.

= Y yacTtu naumeHToB - Hapsay ¢ HC, Al, remartypusa, >KpeaTuH1HA B

kpoBu. M.6. nepexogq BMW, paHee vyscTBuTenoHom k 'K, B ®CIC.



dokasibHO-ceaMeHmapHbIU
2J/IOMepYys1I0CKI1epo3

(npodosnkeHue)

=[pn ®CIC (cTeponape3ancTeEHTHOM) NPOrHO3
HebnaronpuaTHbIA. [pn cTeponape3anCcCTEHTHOCTH
XI'H pasBuBaetcs B TedeHue ot 1 go 20 ner.
bonee brnaronpnsaTHOE TeYEeHMe y NaLNEHTOB C
NpPOTEUHYPUEN, HE OOCTUraloLLEN BblpaXeHHOCTH
HedopoTnyeckou. [locne TpaHcnnaHTaunum NoYku y
20—30% nauueHTOB 3aboneBaHne peunamBupyeT
C nopa)keHnem nepecaxeHHoO NOYKM.



AMWIOMJI03 NOYEK - 310

3a00/1eBaHNe, XapaKTepUu3ywiieecs 0TI0KeHUEeM B TKI.
aMUJIOUIA (CJI0KHOI0 0CJIKOBO-IIOJIMCAXAPUTHOTO
KOMILIEKCA).

Pacopoctpanennocts 1: 50 000

Kaaccupuxkanusa HoMeHKIATYPHOI0 KOMUTETA
MexayHaApoOaAHOI0 COX03a UMMYHOJOTHYECKUX 001IeCTB

(brosierens BO3, 1993):

AL-amuaonno3 (A-amiloidosis, amunonnos, L- light chains,
JIETKHUE [ETIN) -TIEPBUYHBIN , CBI3aHHBIM C MUEJIOMHOM
00JIE3HBIO (aMUTION03 perucTpupyror B 10-20% cirydaes
MHEJIOMHOM OOJIC3HN).

AA- amuaonao3 (acquired amiloidosis, mpunoOpeTeHHBIN
aMUJIOUI03) - BTOPUYHBIA aMUJION03 Ha (DOHE XPOHUYECKUX
BOCITAJINTEIbHBIX 3a00JIEBAHUM, a TAKKE
C CI[HBGI\)dHOMOpCKOﬁ CEMEHHOM JTUXOPaaKe (IEPpUOANYECKON

OJIC3HH ).




Kaaccudurkauusa (mpogoaKeHue) I.
ATTR- amuaonao3 (A-amiloidosis, amunonngo3 TTR -

transthyretin) - HacI€ICTBEHHO-CEMENHBIN aMHUIION 103
(cemenHass aMUJIOUHAS OJIWHEUPOIIaTHs ) U CTapUYECKUM
CHCTEMHBIM aMUJIOUI03 — HACIIEAYETCS MO ayTOCOMHO-
NTOMWHAHTHOMY THITY.

APB2M- amuaonao3 (A-amiloidosis, amunonaos B2M- B2-
MHUKPOTJIO0YJINH ) — aMHJIOU 03 Y OOJbHBIX, HAXOISAIIUXCS Ha
IIJTAHOBOM I'€MOJIMAJIN3E.

JIOKaJIN30BaHHBIA AMUJIOUI03 YaIll€ PA3BUBACTCA Y JIFOJICH
crapueckoro Bo3pacra (AIAPP- amujaonao3 — npu
MHCYJWMHHE3aBUCUMOM CaxapHOM JHa0eTe,

B-amujion103 — nipu 00s1€3HM AJbLIXanmepa,
AANF-aMII0M103 — CTapUYECKUU aMUJION 103 IIPEACEPINI).



Mopdgosiorus

AMWIOU — CIIOKHBIN TIIMKOIPOTEHUI, COCTOUT U3 z[Bny.
KOMIIOHEHT — (puOpuJIIsipHoOro oeaka (AL u AA),
00JIa1ar0IIET0 CBOMCTBOM CBETOIPEIOMIICHHUS B
MOJISIPU30BAHHOM CBETE U INIA3MEHHOI'O KOMIIOHEHTA —
TJIUKOIIPOTENAA. DTH OCIKHU CBI3BIBAIOTCS C
XOHIAPOUTHHCYIb(aTamMu, GUOPUHOM U UMMYHHBIMU
KOMILJIEKCaMU
AMMION] OTKJIAJBIBACTCSA B ME3AHTMH U BJIOJIb
O0a3zaabHOM MEMOpaHBI MOYEYHOIO KIIyOOUYKa, a TAKKE B
MHTECPCTUIIHATIBHOM, IIEPUTYOYIIPHON 1 BACKYJISIPHOM
30HAaX.



Kannuka |.

IloyeuHble nNposiBJIeHUs (TUNUYHBI 19 AL- 1 AA-
aMHJIOM/1034):
Jlerkas npoTeHHYpPUs, — HEOPOTUYECKUN CHHJIPOM
(OTEKOB MOKET HE OBITh IIPHU AMHUJIOUI03€
HaJAIIOYCYHUKOB W TMIOHATPUECMHUMN).
[Tapanporennemus — 0enok beHc-/>xoHca pu

MHUEITOMHOM OOJIE3HU.
Al — B 20-25% cayuaes.




BHenoyeuyHbIe IHPOABJICHMWS . I.

Amvuiaonno3 cepana (mpu AL-aMmuiionmgo3e) — 1o THITY
pectpuktuBHOU KMII ¢ XCH 1 HapyneHusaMu CepieyHOro
prATMa, OJIOKA/IbI.

KKT:

Makpornoccus (npu AL-aMujionaose);
AMMIION]103 ITUIIEBO/IA;

AMMIIONA03 KEITYIKA;

AMHION103 KUIIIEYHUKA (00JIb, KMIIICYHAs
HEIPOXOAUMOCTH );

JKKT xpoBoreueHus;
AMMIONI03 IIEYCHH (ITOpTaJIbHAS TUIECPTECH3US U XOJIECTa3);
AMMIION]I03 TTOJKEITYIOUYHOM KEJIE3bI.



IlopakeHue JPYrux OpraHoB U CHCTEM:

[Tomrcepo3uT (IUIEBPUT, IEPUTOHUT) — XapAKTEPEH I.
CPEANZEMHOMOPCKON CEMEUHOU JTUXOPAIKH
(mepuoauyeckas 0ojie3Hb). [lopakeHne moyek pa3BUBACTCS

y 30-40% OOJbHBIX.

MoryT HaOIOAATHCS SINU30/bl BOSHUKHOBEHUS 00JICH U
JIUXOPAAKU JJIMTEIBHOCTBIO 2-7 THEH C MOJTHOU
HOpMaIn3ayen 00IMEro COCTOSHUS U BOCCTAHOBJICHUEM
TPYHAOCIIOCOOHOCTH:
a0 JOMMHAJIbHBIN BapHUaHT, TOPAKAIbHBIM BAPUAHT,
CYCTaBHOU BapUAaHT JIMXOPAJOYHbIN BAPUAHT.



KimmHuka (mpogomkeHue) I.
IIepudepuueckas HoIUHEHPOIATHS
(mposiBiIsIeTCS HA 3-7 ACCATUIICTUH KU3HU );
3aIsICTHBIN TYHHEJIbHBIA CHHAPOM (XapaKTEpeH
11 AL-amuiiongose u AB2M- amuiionao3a);
CUMMETPHUYHBIN IIOJIMAPTPUT;

AMUIOUIHAS WH(QUIBTPALMS MBIIIIII;
KOXXHBIE TTOPAKEHUS;

[ Ilcuxuyeckue HapyIieHus,

I emopparnyeckuii CMHAPOM (aepuuuT X

(dakTopa).



JABOPATOPHBIE MCCJIEIOBAHUS ||

B o0mem ananm3e Mouu couepkaHHe OeaKa BapbUPYET
OT MHKPOaJbOYMHUHYPHHU HO

MAaCCUBHOM NPOTEUHYpUHU. | eMaTypusi BOSHUKAET PEIKO,
JICUKOLUTYpHUs HE ObIBA€T MACCHUBHOM W HE CBSI3aHa C
COIYTCTBYIOLIEH MH(pEKIMEH. MOryT OIpeaeIsaThCs
[IUIAHIPBl BOCKOBUJIHBIE., PEXKE 3EPHUCTHIC. BeiieacTBue
MAaCCUBHOU TPOTEUHYPUU BOZHUKAET TUIIONIPOTCUHEMUS
3a cUeT rumoalbOyMuHeMuu. B o0lieM aHaan3e KpoBuU
BO3MOXKEH JICMKOIIUTO3, XapakKTepHO NOBhIIMEeHHOE COD,
npu XI1H — anemus.



CIIEHHUAJIBHBIE UCCJIIEAOBAHMUASA

-buoricus cau3ucTon 000IOUYKM MPSMON KHIIKH U I.
MOAKOXKHO-KHMPOBOM KiieTyaTku B 70% cllydaeB BBHISIBIISCT
amuiaona03. bonee nHopMaruBHa OHOIICHUS ITOYKH.

-OxoKkapauorpadus BbISABISET CUMMETPUYHOE YTOJIICHUE
CTEHOK JIEBOT'O KEJIYI0YKA, MEXKKEITYIOUKOBOU
IIEPErOPOJIKH, IPU3HAKA JUACTOINYECKON JUCQYHKIIUU.

- OKI - Hu3kul BOJIBTaXK 3yOI10B. biokaabl mpoBOASINCH
CUCTEMBI CEPLA, ADUTMHUHU

- Y3U- pa3Mepsbl TMOYEK YBEIUYECHBI MM HOPMAaJIbHbBIE

- OyHKIIMOHAJIbHBIE TPOOBI C KOHIO KPAaCHBIM WIIM
METHUJICHOBBIM CHHHUM ( OBICTPOE MCUYEC3HOBEHHUE
KpacHUTEJIEH MPU B/B BEICHUH U3 CHIBOPOTKH KPOBH
BCJICACTBUM WX (DMKCAIIUU aMHUJIOUJIO0M, a TAKKe
3HAYNUTEIBHOE CHI)KEHUE BBIICTICHUS MX ITOYKAMH )

OTH OpOoObl UMEIOT HU3KYK) HH()OPMATHUBHOCTb.



TUATHOCTHUKA

=[Ipy guarHocTUKE HamOOJIee BaXKHbI PE3ylbTaThl OMOIICHHU. HOCJI.
OOHApPY)XEHUS aMHUJIOMIHBIX MACC HEOOXOAUMO IIPOBECTH
MMMYHOTUCTOXUMHUYECKYIO HACHTHU(PHUKALIMIO COCTaBa aMHIJIOUIHBIX
buopmiul. Cneayer TakKe MPOBECTH dJIEKTpodope3 U
MMMYHORJIEKTPO(POpe3 CHIBOPOTKA KPOBH M MOYH JIJISl BBISIBIICHUS
MUMETIOMHOM OOJIE3HHU.

- HeoOxonuMo mpeanoiarath pa3BUTHE aMUIIOW103a IIPU
BBISIBIICHUM IIPOTEUHYPHUHU Y OO0JIbHBIX, OTHOCSIIUXCS K TPYIIIIE pUCKa (
C PEBMATOUJHBIM apTPUTOM, MUEIIOMHOM 00JIE3HBIO,
OpOHXO03KTAaTUYECKON 00JIE3HBIO, TYOCPKYJIE30M U JICIPOH )

§ [Ipn HaciIeCTBEHO-CEMEHUHBIX (Popmax, IPOSBISIOLINXCS
nepu@epuyeckor HelponaTuen., HeponaTuen, kKapauonaTuen
CIEIYET UCKITFOYATh AMUIIOUI03.

- Kpome Toro, aMmuiiono3 HEOOXOJAMMO MpEAIoararb y OOJbHBIX,
HaXOASAIIMXCS HA IUIAHOBOM T€MOJHUAIIM3E, a TAKKE MPHU
IJI€YEJIONAaTOYHOM CHHAPOME, CHHAPOME 3aIlSICTHOIO KaHaa.



TN@®PEPEHIIUAJILHASL TUATHOCTHUKA

- Hepporuueckuili cuHApOM clIOxKEH 111 AU PEepeHITMaIbHON TUATHOCTUKH. HI.
aMHUMJIOUI03€ OH Pa3BUBAETCs MOCTENEHHO. OJHAKO Yy HEKOTOPBIX OOJIbHBIX OH
MOKET PA3BUTHCS OBICTPO B CBSI3M C HAIMYMEM TAKUX ITPOBOLMPYIOIIAX

(haKTOPOB KaKk MEPEOXJIAKIACHUE, TpaBMa, BaKIUHaIKA. [[prucoeIuHUBIINICA

TPOMOO3 OYEUHBIX BEH. XapaKTEPHO COXPAHEHHUE HEPPOTUUYECKOrO CUHAPOMA IIPHU
pazsutuu XIIH.

- Ha craguu XIIH paznuuust B KIMHUYECKOW KapPTHHE IMOYEUYHBIX 3a00JICBaHUU
CTAaHOBUTCS MUHUMAIBbHBIM. BrisiBiienue npu XIIH HopManbHBIX Win

YBEJIMYEHHBIX PA3MEPOB IIOYEK B COYETAHUU C BBICOKOW IPOTECUHYPUEU KpAKWHE

IMOJO3PUTCIABHO I aMHJIOHN034a.

- AMuionio3 cepjina ciieayeT MoAo03peBaTh B KAXJIOM CiIydae CepacuHOM
HEJIOCTaTOYHOCTH, PE3UCTEHTHOM K TepaInu, 0COOCHHO Yy JIUI[ ITOXKUJIOTO

BO3pAcCTa.

- CHHAPOM 3aMsICTHOTO KaHajla U MaKpOIJIOCCHUS — HEepeaKue npu3Haku AL-
aMUJION]103a Y TIOXKUJIBIX OOJIbHBIX, OJTHAKO OHW MOTYT BO3HMKATh U IIPU

TUIIOTHUPEO3E.
- [Ipy 10THOM OTEKE KOKH KHUCTEM cienyeT audhepeHurupoBaTh CO
CKJIEPOIAECPMHUEN.




CKB

*HEBbICOKaA , HECENEKTUBHAs NMPOTENHYPUS
=[MneprammarnobynmHemusi

*B 30 % cny4yaeB — Bblpa)XeHHbI MOYEBOU
CUHOPOM .

=rierikoneHunsa , numdooneHnsa , 303nHOPUNnA
=E-KNeTkn , aHTUHYKNeapHbIX daKTop

*MOSINAPTPUT C NPEUM. NMOPAXKEHNEM MENKMNX
CyCTaBOB , NopaxeHusa koxun , UHC ;| nnesput ,
nepukapauT , nepngepnyecknimn BacKynur.

=cuHapom PenHo



[logocTpbI MHPEKLIMOHHBLIW
QHOoKapauT

= TUNWYHbIE KNUHUYECKME NPOABIEHNSA HEPPOTNYHECKOTO
Tuna HedopuTa Npm No4oCTPOM UHPEKLNOHHOM
9HOOKapONTE — MHTEPMUTUPYIOLLAA NUXopaaka c
O3HOOOM W OOUMbHBLIM MOTOOTAENEHUEM; aHEMUSA,
4acTo NneunKkoneHuns; cnneHomeranus,
TPOMOO3IMOONNYECKUA CUHOPOM; TOYEYHbIE 5
KPOBOU3MUAHUA HAa KOHBIOHKTUBE UMK MEPEXOQHOM
CKragke Bek (cumntom JlyknHa); usmeHeHume
KOH(pUrypauum nanbues No Tuny «bapabaHHbIX
nano4vek»; UsMeHeHus B cepaue (NoOpokK, MMokapauT),
Beretaumn Ha KknanaHe. JlabopaTopHble AaHHbIE;
yckopeHne COJ, nonoxXuTterbHbIe pesyrsTaThl Nocesa
KpOBW.




CaxapHbin gnabet

=HedpoTnyecknn cnHapom npu caxapHom anabete
00OyCnoBIieH cneunuYeckum nopaxeHNeM rnoveK —

OnabeTn4eCcKUM rroMepynocKIepo3om (CUHAPOM
KummenbcTuna-yYusricoHa).

= KnnHn4yeckasa KapTuHa nopaxeHus no4vek
HabntogaeTcss NPUMEPHO Y TPETU U3 HUX U
Xxapaktepunayetcsi 6bIcTpbIM OPMUPOBAHUEM
HepPOTUYECKOro cUHAPOMAa C DONbLUIMMKU OTEKAMMU,
paHHUM NpucoegnHeEHUEM apTepuanbHou
rMNepTeH3nmn N XPOHNUYECKOU NoYe4Hou
HeOOoCTaTO4YHOCTH .



BeHo3Hble TPOMDO3bI |

=HedpoTnyeckmumn cnHapPoOMm rnpm TPomMmoo3e NovYeyHbIX BEH,
HW)XHEeN Nosiou BeHbl BCTPEYAETCSH YacTo U NnpeacTaBrieH
pasHOOOpa3HONM KMMHUYECKON KapTUHOW: CaMOMNpPOM3BOSIbHbIN
TPOMOO3 nNepnepnyecknx BeH 1 aptepumn, TPoMboamoonus
NIErOYMHON apTepumn, OKKIIO3nA novevyHoun BeHbl. OcTpas
cTagusa xapaktepusyetcs cunbHon 6onbto (nMpu nHdapkrte
NOYKN — MOPMPUHHON) B NOACHULE, XKUBOTE, OJNTUTYPUEN
(aHypuen), makporemartypuen. [pn meaneHHOM pa3BUTUU
Tpombo3a Ha poHe ymepeHHOU Bornun, onurypmmn NosIBNsiETCA
NPOTEUHYPUSA, KOTOPad ObLICTPO NPMODPETAET XapakTep
HedppoTnyeckoun - popmMmmnpyetTca HedopoTU4YECKUN CUHOPOM C
remaTtypuen, bbICTPO HapacTaeT XpPOHMYECKasi noYyeYyHas
HeQOCTaTO4YHOCTb



CemeliHasi MedumeppaHckas nnuxopadka (nepuoduyeckasi

60s1e3Hb)

ABnsieTcs HacnegcTBEHHbIM 3aboneBaHMEM C HacnegoBaHMEM MO I.
ayTOCOMHO-peLeccuBHoMY TuUny. B passutnm nepnogmnyeckom
bonesHn npegnonaraetcs ponb reHa MEFV, pacnonoxeHHoro B
KOPOTKOM nreye 16-1n xpomocombl. bonetoT B OCHOBHOM apMsAHeE,
eBpeun 1 apadbl, a TakkKe rpeku, KyouHubl, UTanbaHLUblI N 6enbrnmubl.
[TopakeHue noyek HabsogaeTcd yxxe B BO3pacTe 5-25 rner.
[TosiBnseTca NpoTENHYpPUS, KOTOopas B NocreayLwemM HapacTaeT C
nepexogom B HedopoTudecknm cuHagpom. Mopdonormnyeckm
naTofIorM4yeckmnn npoLecc xapakrepusyetca passmtmem AA-
amurongosa.

Y 90% nauneHToB nepBasi aTaka pa3BmBaeTca B Bo3pacte go 20 ner.
CumnTombl 6OE3HN BO BPpEMS aTaku NePCUCTUPYIOT
HenpoaoMKNTENLHOE BPEMS, B cpeaHeM OT 6 A0 96 yacos. Y 95%
nauneHToB Oosb B XXMBOTE NpogormkaeTcs 1-2 AHA 1 MOXET bbITb
WHTEHCUBHOM C SIBNEHUAMU aCeNTUYECKOro NEPUTOHUTA, UMK
crnabosbipaxeHHON. MOHOapPTPUT C NOPaKEHNEM KONEHHOTO,
rOyIEHOCTOMHOrO CyCTaBOB, 3anAcTbsl Habntogaetca y 75%
nauueHToB. Topakanrns ¢ ogHOCTOPOHHUM MSIEBPUTOM OnucaHa y

oW aVaVWi y__J a4 N 7



lunepummyHoenobynuHemusi D ¢ nepuodu4ecKuM J1uxopadovYHbIM
CUHOPOMOM

bones3Hb HacnegyeTcs No ayTOCOMHO-PELLECCUBHOMY TUMY.
Habniogaetca mytauma reHa MVK. epBble cnydamn 3apernctTpupoBaHbl
B Hnpoepnangax. Y 6oneHbIX ¢ runep-lgD-cuHaopomMmom passmBatoTcs
nepuoagnyeckmne nuxopagoyHbie aTtaku.

ATaka nposiBnsieTcad 03HOO60OM C OCTPbIM MOBbLILLEHNEM TEMMEPATYPHLI
Tena u npogosmrkaeTcs B TedeHne 4-6 aHen. Moxet bbITb
cnpoBoLUMpOBaHa BakUMHaUNEN, HEDOMbLLOW TPaBMOW, XUPYPrnYeCKUM
BMeLLaTeNbLCTBOM UM cTpeccoM. Habntogarotca wenHas
numdageHonaTtus, 6onu B XMBOTE C TOLLHOTOW, NOHOCOM. BbigBnsieTcs
renarocnreHomMmeranusi, 6ecnokouT rorioBHasi bonb, apTpanruu,
Pa3BMBAOTCA apTPUTLI KPYMHbIX CyCTaBOB, 3pUTEMATO3HO-Nanyfe3HbIe
NUnn netexmarnbHble BbiCbiNaHUA. VIHTepBanbl Mexay atakamn gnsTcd B
cpeaoHem 4-6 Hegenb. B KpoBW pernctpmpyetca noBbILLIEHHOE
konnyecteo IgD (6onee 100 ME/mn). Y 80% nauymMeHTOB NOMUMO
noBbILLeHUA KOHUeHTpaunm IgD nosbilwaeTcsa ypoBeHb IgA. pn gaHHOM
3aboneBaHnn pasBUTNE aMUiongosa NovYeKk xapakTepuasyeTcs
nosBreHnemM NpoTenHypun, Kotopad NoCTeNEeHHO HapacTaeT, NpuBoaA K
dopMMPOBaAHNIO HEPPOTUYECKOIO CUHAOPOMA.




®HO-P-accoyuupoeaHHasi nepuoduyeckasi 60s1e3Hb I.
OHO-P-accounmnpoBaHHaga nepmoanyeckas bonesHb bOblfia onucaHa Kak
BapuaHT 6one3Hn Ctunna. OHa HacnegyeTcs no ayTocoMHO-AOMUHAHTHOMY
TMny n ceadaHa ¢ mytaumen reHa TNFRSF1A (reH PHO-P maccon 55 k[]).
BcTtpeyaetca B VMpnaHaun v Wotnanaun. N1sasectHa Takke noa HassaHMEM
ceMenHasa XubepHmnanbHas nmxopanka. Ataka MoXeT npogosmkarbca ot 1-2
OHEW 00 HECKONbKUX Hedenb. 3aboneBaHne pa3BMBaETCHA B 4ETCKOM U
NOAPOCTKOBOM BO3pacTe U BKIMOYAET B cebsa abaoomMmnHanbHble 6onu,

NeBpPUT, NnepnopduTanbHbIn OTEK, MUASTULO, apTpanrmio, 00fb B MOLLOHKE.
KoXHble NposIBNEHUS B BUOE MUTPUPYIOLLMX SPUTEMATO3HbLIX MATEH, NETEXUN
N ypTUKapun Bctpedatotcs y 3/4 6onbHbIX. B KpoBM HabrogaeTcs NemkounTos
N POCT KOHUEHTpPauum ocTpodasHbiXx 6enKoB, KOTOPLIN NPOXOAUT C
KynupoBaHuem ataku. B 10% cny4aeB pa3BuBaeTca amnnonaos, B 3TMonornm
KOTOPOro npeanonaraeTca Mytauud reHa UMCTEUH-peayKTasbl.



CemeUHbIUu xorio0oeou aymoesocrnasiumeribHbIU CUHOPOM
OTHOCUTCSA K YMCNY TaK Ha3biBaEMbIX KPUOMMPUHOMATUN. I.
Hacnenyetcsa no ayToCOMHO-AOMUHAHTHOMY TUY.
Habnopatotcs mytaumm reHoB CIAS1/NALP3/PYPAF1,
nokanusyrwuxca B 1-n xpomocome. [1poasnaercsa nuxopagkomn,
apTpanrmamm n 6onamm B XXMBOTE, HACTYyMarKLWMMKU Nocrie
NEerkoro nepeoxnaxneHus, a Takke ypTMKapHOU Cbinblo.
CuHopom Muckle-Wells

Hacnenyetcsa no ayToCOMHO-AOMUHAHTHOMY Tuny. MyTtauum
kacatotcsa reHoB CIAS1/NALP3/PYPAF1. KnuHunyeckas kaptuHa
XapaKTepunsyeTcs NoaBneHneM YPTUKAPHOWU Chinu (BoNAbIpen),
NPOrpeCCUPYIOLLEN FITYXOTOMN U NOPAXKEHUEM MOYEK U OPYrmnX
NnapeHxXMMaTo3HbIX opraHoB (amunonagos). AMnMnongo3s noyek
COMNPOBOXJAaeTcHa pa3BUuTMemM HedpoOTUYECKOIo CMHAPOMaA C
bbicTpbIM NporpeccupoBaHnem XINH. Hepeako HabntogaeTcs
nuxopanaka, NoMMMO IyXOTbl ONMcaHbl Criydaun rinaykomeil,
Kocornasusa, aptpanrui. Tun HacneaoBaHuUs Kak AJOMUHAHTHbIN,
TaK U peLEeCCUBHBIN.



Cungpom Nail-patella (cuHapom nopaXkeHua HOrTen 1 HagKoneHHMKa, CUHOPOM

TypHepa-Kusepa).

Xapaktepunsyertcs ayToOCOMHO-AOMWUHAHTHbIM TUMNOM HacnegoBaHus. I.
Bctpeuaetcsa ¢ wactoton 1:50 000 »knsopoxaeHHbIX. PassnBaetca npum
myTaummn reHa 1MX1B, pacnonoxeHHoro B 34-m nokyce 9-n XpoMoCoMbI U
perynupyroLLero aKkcnpeccuto 6enkos nogoumMToB. XapaktepusyeTcd
He(pPOTUYECKMM CUHOPOMOM B COYETAHUN C CUMMETPUYHBIMU aHOMASTUAMMU
HOrTen, ckeneta u rnas. B paHHem geTckom Bo3pacTe obpallaeT Ha cebs
BHMMaHME MArKOCTb, TOHKOCTb N M3OrHYTOCTb HOIFTEW UK NX MOJSTHOE
oTcyTcTBuMe. [1o3Xe CTaHOBUTCA 3aMETHbIM YMEHbLLUEHNE pa3MepPOoB KONMEHHbIX
Yalleyek, YTO ConpoBoOXaaeTcs 3aTpyaHeHnem xoabbbl. Hepeako aTto npusoauT
K BapyCHoW gedpopmMaunm n apTpo3y KoneHHbIX cyctaBoB. MoXeT Takxke
pa3BmBaTbCs cKoNnoa. NopaxeHne novek Habnogaetcs B 30-40% cny4vaeB u
KITMHNYECKN NPOSBNSETCA MPOTEUHYPUEN C pasBUTUEM HEPPOTUYECKOIO
CUHOpPOMA, pexe — HU3KOU NPOTENHYPUEN B COHMETAHUN C SPUTPOLIUTYPUEN UNU
nenkountypuen. MHorga HedppoTUHECKNN CMHOPOM BbiBAET BPOXOEHHbLIM.



CuHapom lanoBan-MoBaTta

bone3Hb HacnegyeTcd no ayTocCoOMHO-PELIECCUBHO
TUMY N NPOSABNAETCA BPOXOEHHOU MUKpoLiedhanmen,
rOPMOHOPE3NUCTEHTHBLIM HEPOTUYECKUM CUHOPOMOM,
OTCTaBaHMEM MCUXOMOTOPHOIo pa3BuUTUS. Pexe Takxke
PErMCTPUPYIOTCA AnadparmanbHas rpbika, KatapakTa,
aHoManuu nuuesoro Yepena. lNpu rmcTonorM4eckom
aHanmae mMoryTt HabntogaTbca pa3sHoobpasHble
BOCMNanuTesribHble N3MEHEHNS KIyDO4KOB B BUE
dookanbHO-CErMeHTapHOro rMmomMepyriocKreposa,
nmnonaHoro Hedposa, AndpdPy3HoOro MmesaHrnanbHoOro
cknepo3sa u ap. beicTtpoe nporpeccupoBaHne XIH
NPMBOAUT K NieTaribHOMY UCXoA4y B paHHEM JETCKOM
BO3pacrTe.




CuHgpom AnbnopTa I.
B KnnHmnyeckon KapTuHe cuHagpoma AnbnopTta peako
BCTpevaeTca HedppoTudecknimm cnHgpom. OgHaKko oH
MOXET ObITb OOHUM U3 NposiBrieHUN 6one3Hn. [Npwu
9TOM HepeOKo CoYeTaeTcd C aputTpountypmen. Takke
BaXXHO MMETb B BUAY HanuMyme v gpyrmx NnposaBrneHnn B
BUAE MYXOThl, pexe — nopaXeHna opraHa 3peHus.
Hacnenyetca cuHgpom Anbnopta AOMUHAHTHO, Yalle
cuensieHHo ¢ X-xpoMmocoMoW. bornesHb bonee Tsaxeno
NpoTEeKaeT y Manb41KOB, Yalle conpoBOXOAasAaCh
passutnem XI'NH. Cnegyet oTMETUTb, YTO
HEPOTUYECKUN BapUaHT TEYEHUA CUHOPOMA
Anbriopta aABMNsieTcss MeHee brnaronpuUATHbIM, YEM
Krnaccuyeckas rematypudeckas doopma.



Hegpomuyeckuii cuHOpomMm, accoyuuposaHHbii ¢ WT1-
Mymauueu I.
[1pn gndpdpy3HOM Me3aHrnanbHOM CKnepo3e NosBNAeTCS
npoTtenHypus, XI'NH pasBmuBaeTcs B Te4eHMe NepBOoro roga XnsHu.
Mopdornornyeckas KapTuHa xapaktepusyeTca runeptTpoduen
nogounToB, AgunaTtaumen KaHanbues, TyOynonHTepcTuymanbHbIM
domnbposom. Andpdy3HbI Me3aHrnanbHbIN CKIepos,
aCCOLMMPYIOLLIMUACA C MY>XCKUM ncesgorepmadppogmntmsmMom u
onyxonbto Bunbamca, numeHyetca cuHapomom Denis-Drash.
CuHdpom Pierson

Pa3BuBaeTca npu myTtaumm reHa 21 -ro fiokyca 3-u XpoMoCOMbl,
KOOUPYIOLLEro CUHTE3 p2-Lenn namMmmHnHa. XapakrtepusyeTtca
ayTOCOMHO-PELIECCUBHBIM TUMOM HacriegoBaHusd. [ebtotupyet
HedpPOTUYECKNM CUHOPOMOM BCKOPE MOCNe POXAEHMUS.
Pa3BuBatoTca audPysHbI Me3aHrnanbHbIN CKNepos U
MUKPOKOPUS (pe3Koe YMEHbLLEHNE pasMepoB 3payvKkoB).
XapakTepusyeTtcs KpauHe TaxenbiM TeYEeHUEM N CKOPbIM
netanbHbIM UCXOO0M HA NPOTSXKEeHUN NepBbIX ABYX MecsaLleB



CuHpgpowm Jloy (okynouepebpopeHanbHbIN CUHOPOM)
[1na cnHapoma Jloy xapaktepeH X-cuenieHHbIV
peLecCcmMBHbIM TUMN HacneaoBaHUa (MyTaunsa reHa B 25-m
FTOKyCe), 3HA4YUTESNbHO pPeXe npeanonaratoTcs apyrue
TUMbl HacnegoBaHuA. B cBA3M € 3TUM CcTpagaroT
60s1eE3HLI0 B OCHOBHOM Manb4uKkn, ogHaKo OnmcaHbl
crnyyau 3abonesanusa gesoyek. CuHapom Jloy
NPOSBNAETCA TAXEN0N YMCTBEHHOM OTCTaSIOCTbIO,
BPOXOEHHOW KaTapaKTou Unun rnaykoMou, runoToOHNEN U
NoOYEe4YHbIMM aHOManNUaAMmM B Buae cnHapoma PaHKOHM C
nocrnenyloLwmm nocteneHHbIM pas3sutmem XI1H.
[TIpoTenHypusa ObICTPO HapacTaeT C pa3BUTUEM
HePOTUYECKOro cMHapoma.




MuenomHasa 60ne3Hb —

[Tporpeccupytollee, HeomnmacTuyeckoe 3a6oneBaH|/|e,I-
Pa3BUTUEM MSIA3MOKMNETOYHbIX OMNyXOSien KOCTHOro Mo3ra
N rmnepnpoaykumen MOHOKIOHaIbHOro
nmmyHornobynuHa (lg G, IgA, IgD, IgE) nnn 6enka beHc-
[I>xoHca (cBOOOAHbBIX MOHOKIOHASbHbIX JIETKNX Lenen);
4aCTO CoYeTarLeecss C MHOXECTBEHHbIMW O4Yaramm
OCTeoNnun3a, rmnepkanbuymemMmen, aHeMmen, nopaxeHnem
NoYeK U NOBbILLEHHOW BOCMPUUMUYNBOCTLIO K
bakTepumanbHbIM NHPEKLINAM.



IANnaemMmosriormss MMesrioMbl: I.

1. mposiBasieTcss 0OBIYHO Y JIHOJEH MOXKUIIOTO BO3pacTa
2. cnydam 3a0oneBaHus B Bo3pacte g0 40 JIeT peaku

3. 4YacTora MHEeJIOMHOHN Oosie3uu cocraBiager 3 Ha 100000
HACEJIEHUS B IO/l

4. My>X4MHBI O0JICIOT HECKOJILKO YaIe

5. IlpomomKUTEIBLHOCTD KU3HU 3aBUCHUT OT
3JI0KQUECTBCHHOCTH TCUCHHUS 3a00I€BaHUS U B CPEIHEM
COCTAaBJISIET OKOJIO & JIET



DTHOJIOTUSI MUEJIOMHOM O0JIE3HN HEN3BECTHA. I.

OTmMmeueHa MOBBIIICHHAS YacTOTa 3a00JIEBaHUS CPEAU SIIOHIIEB,
NEePEKUBIINX SJICPHYIO OOMOApAMPOBKY BO BpEMSsI BTOPOI

MUPOBOU BOWHBI, yepe3 20 JIET JIATEHTHOIO TIEPUO/IA.

HNmMeroTcs Takke CBUAETEILCTBA O T€HETUUYECKOU

IPEIPACIIONOAKEHHOCTH K 3TOMY BUYy TeM00JIacTO3a.

Hp}IMBIe JA0Ka3aTCJIbCTBA BOBJICUCHHUA OHKOI'CHOB IIPHU MHUCJIOMC

YEeJIOBEKA OTCYTCTBYIOT



OcHoBHbIe aepnHNUNKU

— COCTOSAHME HapYLLUEHHOro I.
OEenkoBoro coctaBa CbIBOPOTKM KPOBU 3a CYET
nosiBrieHns 6enkoB aHomMarbHOW CTPYKTYpPb
(mapanpoTenHOB), NpeacTaBnaAloLWnx cobomn
MMMYHOTTIO0YINMHBI NN doparMeHTbl X MOJSIEKYIT.

— aHOMarnbHbIN DENOK,
CUHTE3NPYEMbIN OOHUM, YaLle N3MEHEHHbIM, KITOHOM
MMMYHOTNOBYNTMHCUHTE3NPYIOLLNX KIETOK, CXOAHbIW MO
CTPYKTYpPE U DNOXMMUYECKNX CBOUCTBAM C
HOopManbHbIMU |g, HO OTNINYaOLWLNUNCA BbICOKOW
FOMOreHHOCTLIO.



IlapanporenHeMHU4YeCKUe reMo0J1aCTO3bI:

rpyIina OmyXo0JeBbIX 3a00JIECBAHUN KPOBH B—JII/IM(I)OI/II[HI.
IPUPOABI IPHU KOTOPHIX UMEET MECTO MOBBIIICHHAS
IPOAYKIINSI MOHOKJIOHAJIBHBIX ITAPAIIPOTEHHOB U

CBSI3aHHBIM C STUM CUHAPOM ITOBBIIIICHHON BI3KOCTH KPOBH
1 HEeQpomaTusi.

JlaHHyIO rpymmny 3a00JI€BaHUM COCTABIISIIOT:

1. mmenomHag O0JIE3HB
2. MakporinoOynuHemus: Banagenscrpema
3. boie3Hp TKENbIX LIEeH

OCOOEHHOCTbIO AaHHbIX reMmobs1acTo30B ABNAETCSH
cCoxXpaHeHune crocobHocTn B-numdounTtos K
andodepeHLMpoBKe A0 cTaaumn
MMMYHOITI00YNUHCEKPETUPYIOLLMX KIETOK.



A

Mwuenoma xapaktepusyeTtca Heonmactuyeckom nponudepaum
nrasmMaTUYEeCKNX KNneTok (nyrasmMobnacToB) C NpoayKumen “
MOHOKJTOHOBbIX UMMYHOIMNoBbyrnMHOB (MapanpoTeuHOB) UM UX
doparMeHTOB.

B 3aBMCMMOCTM OT KJlacca U Tuna CUHTE3NPYEMbIX U
CEeKpeTupyeMbIX napanpoTenHOB BblOAENAT crieaylouime
UMMYHOXMMMYeCKue BapuaHtbl: G-, A-, D-, E-Mmmenomy,
Mmuenomy beHc-[xoHca (borie3Hb nerknx Luenen) n ap.

KnnHnyeckre n mopdonorn4yeckme nposiBneHns BapnaHToB
CXO[HbI.



Knaccudmkauma mmenombl no mopdonornn KKM

B 3aBMCMMOCTM OT Xapaktepa MWENOMHbIX WHdUNLTPaT
KpaCHOM  KOCTHOM MO3re pasnuyatroT creaywwme oo

3aborneBaHus:
*\3MOBYIO;

' AN PY3HYIO;

* NP PY3HO-Y3MNOBYIO.

Knaccudmkaums mmenombl N0 pacnpoCcTPaHEeHHOCTH

Mwnenoma MOXeT npoTekatb B cofiuTapHonm dopme, B Buae
OOMHOYHOrO y3r1a, HO Yalle OHa ObIBAET MHOXECTBEHHOMN.



KivHu4yeckasi KapTUHA.

3a00JIeBaHUE MOXKET JIIUTEIBHO MPOTEKATH
O€CCHMIITOMHO, COITPOBOXKIASICH JIUIIb
yBemmueHuem COD.

BrIens10T CIEAYIOIME CUMIITOMBI 3a001€BaHUS:;

MMOPAXKEHUE KOCTEU
HApYIICHUE UMMYHUTETA
U3MEHEHUE B MOYKaX
AHeMus

MTOBBIIIIEHUE BA3KOCTU KPOBU

<iEaliadi S .



[MopaxeHue KocTeun

Pa3pyLueHue KOCTU npwu MUenome o6ycn0|3nel.
nponndepaumnen OMNyX0oneBoro KINoHa n akTuBaumeun
OCTEeOKNnactoB nMoA BIUAHMEM  OCTEOKNaCTaKTUBUPYHIOLLErO
doaKkTopa, BblAENSAEMOro MUMENOMHbLIMU KITETKAMMW.

Jlnsuc kocten npuBOAUT K MOOUMM3aLUN KanbUMSA M3 KOCTEN U
rmnepkanbymemMmm c pasBuTMEM OCMNOXHEHUW (TOLIHOTa, pPBOTA,
COHJIMBOCTb, COMOPO3HOE COCTOAHNE, KOMA).

OnyxoneBble Nponudepartbl MOryT NanbnMpoBaTbCs, 0COBEHHO B
obnactn dyepena, knwouul, u rpyavHbl. OcegaHne NO3BOHKOB
oOycnoBnMBaeT MNOSIBIIEHWE MNPU3HAKOB KOMMPECCUM CMUHHOIO
Moa3ra.



[MopaxeHne KocTeun

OnyxoneBble MH(OUNBLTPATbI (SKCTPaMeaynnspHble o4aru) L+I.
BCEro MosiBNAITCS B - MJIOCKNX KOCTAX
(pebpa, KocTu Yepena) - NO3BOHOYHMKeE,

pexe — B TpybyaTtbiX KOCTAX (nnedeBas,
begpeHHas KOCTb).

Pa3pacTalowasaca onyxoneesasd TKaHb BeOeT K [OeCTpyKuuu
KOCTHOM TKaHW N PasBUTUIO MATONMOrMYeckux neperniomoB. [1pu
ondodpy3HOM paspacTaHuM OnyxorieBoM KPOBETBOPHOM TKaHWU
HabrnogaeTca OCTeoriIu3uc 1 octeonopo3 — obOpasoBaHue
rMaaKOCTEHHbIX, KakK Obl LUTaMMoOBaHHbIX AedEKTOB.



IlopaxeHue KocTen I.

KiMHn4Yeckasi KapTUHA.

boJin B KOCTSX SIBJISIFOTCSL HAMOOJIEE YaCThIM ITPU3HAKOM
MHEJIOMBI 1 OTMEYAKOTCS ToYTH y 70% OOJIbHBIX.

1. bosu galie BCEro JIOKaJIn3yrTCsA B TIO3BOHOYHUKE U
pebdpax

2. BO3HHUKAIOT INIaBHBIM 00pa3oM IpU ABUKCHUH (B OTJIMYHE
OT OOJIEH IIPU METACTa3axX OIMYyXOJEH B KOCTH, KOTOPHIE
YCHUJIMBAIOTCA IO HOYaM)

3. Henpekpamaromnyecs J0KaJIu30BaHHLIC 00N 00OBIYHO
yKa3bIBaIOT Ha ()OPMUPOBAHUE MATOIOTNUCCKHUX
IepEIOMOB



IlopaxeHue KocTen

.

MPT no3BOHOYHMKA

PeHTreHorpamma 4yepena




IlopaxeHue KocTen




[TopaxeHune no4ek

[Tpn MmenomHom Oone3Hn B CBA3M C ceKkpeuunen onyxoneBl.
KreTkaMmu napanpoTenHa 4acTto pasBuBaetca AL-amunonpos.

Haunbornbluee 3Ha4yeHue cpeau napanpoTenHeMn4ecknx
N3MEHEHUN UWMEET napanpoTeMHEeMUYeCKUU Hedpo3, wunu
MuerioMHasa HecpponaTus.

B ocHoBe napanpoTeMHeEMUYECKOro Hedpo3a NeEXNT n3bbIToYHOE
HaKonjeHne B KaHanbLlaxX U B CTPOME MO3roBOro, a 3aTemMm u
KOPKOBOro BellecTBa NapanportenHa beHc-[koHca, Beoyulee K
Hedppocknepo3y. Takme novku nonyvYunm HasBaHMe “MUEeNOMHbIe
CMoOpLUeHHble MOYKM’. Pa3BuBalLLaACA YypeMus ABNAETCA B
30% cny4aeB nNpUYNMHON cMepTn BONbHLIX MUENOMOMN.



[TopaxeHune noyvek




[TlopaxeHne no4vyek — nopaxeHue KaHanbLueB

Touek T

Hapymienue QyHKIMY KAHAJIBIEB MPOSIBJIACTCH B BUJIE:

1. HapylmieHue peadcopOLMHU  DICKTPOJMTOB,  INIHOKO3HI,
AMHUHOKHCIIOT U T.]I.

2. JIUCOPOTEUHYPUS



[TopaxeHue no4yek

Cunapom [le Tonu — Jleope — PaHKOHU B3POCIIBIX — CI/IHI[]I.
MOPAKEHUSA KAHAJIBIIEB, TTOSBIIAIOLIMNCA B BUJIE

HapyIICHUS peadCopOLIMHU IITHOKO3bl, aMUHOKHCIIOT,
AIEKTPOJMTOB U CIIOCOOHOCTH ITOYEK K
KOHIICHTPUPOBAHUIO MOYH.

Hsmenenus 6 ananuzax moyu:
[ nneprimroko3ypus

| urio- nzocrenypus

1
2
3. l'uneprnporeunypus
4

CleACTBUEM THUIIEPKATBIUEMHUN MOXKET OBITH HOSBICHHUE
He(POKAIbIUHATOB.



[TopaxeHue no4yek
Hapymenue peadbcopOrn O€IKOB B MPOKCUMAIbHOM OTJICIIE KaHaJIl.

B naHHOM ciiydyae OydeT pa3BUBATbCs KaHabIEBas MNPOTEUHYPHS,
XapaKTEepU3YIOIIAsACs CHIKECHHEM peadCopOlMy HE3HAYUTEIbHOIO
KOJIM4YeCTBa OeJika, MPO(UIBTPOBAHHOIO HOPMATLHBIMU KJITyOOUKaMH
1 [OYTH BECh TEPSEMBIM Yepe3 MOYKY OCIOK MPEACTABICH JIETKUMMU

HCIISIMU I/IMMYHOI‘J'IO6YHI/IHOB.

H3menenus 6 anaiuzax Movu.

1. T'mnoanbOyMuHYypus
2. TwuneprioOynunypust (peobiaganue ,-Makporio0ynHa)

3. BelaeneHnue Oenka B JaHHOM CJIy4yae HUKOIJIA HE MpeBbIaeT 3 1/24
qaca.



[TopaxeHue no4yek

[Ipy  OpuCOCAMHEHHMHM  TOPAXKEHHH  KIIYOOUYKOB BOBHVI!
HECEJIEKTUBHASA NPOTEUHYPUs, IMPUA ISTOM BO3MOXKHO Pa3BUTUE

apTEpUaAIbHON TUIICPTEH3UH.

CeJIeKTMBHOM Ha3bIBAIOT IPOTEUHYPHIO, IIPEICTABIEHHYIO OEIKAMH C

HU3KOM MOJEKYIISIpHOM Maccoi (He 6onee 65000 J1).

HecenexkruBHas IIPOTCUHYPUA XaAPAKTECPHU3YETCA IMOBBLIIICHUCM

KJIMPEHCA CPEAHE- U BEICOKOMOJICKYISIPHBIX OCIKOB (B COCTABE€ MOYHU

MPEOOIAIAtoT 0,,-MAKPOTIOOYITHH, B-TUIONPOTEUIBI, Y-TIIO0YTHHBL.



[TopaxeHue no4yek

B 15% cny4dae pa3sBnBaeTca ammnongos NnoYex.

Kpome Toro BcTpeyvarLmnecs MHoraa normHeBponaTms U
OPYyrne CEHCOMOTOPHbIE HAPYLUEHUSI MOTYT ObITb
CBsI3aHbl TaK XXe C OTNOXEeHMEM BOOMNb Nepudepndeckmnx

HEPBOB aMUJTIONOHbIX MaCC



KnuHnyeckaa KapTuHa.

CuHppom NOBbILEHHON BA3KOCTW Kpl.
He 4BNAETCA 4YacTbiM MPOABNEHNEM  MUENTOMHOM
bornesHu.

-[lpn  obpasoBaHUN  KPWUOINOOYNMMHOB  OTMEYaeTcs
cuHgpoM PenHO 1 HapyweHue MUKPOUUPKYNaunun

-[MNepBA3KOCTL KPOBW (Yawle npwu Ig A-
napanpoTtenHemMumn) o0OyCrnoBNMBAET HEBPONOrMYecKne
CUMNTOMBbI. TOJIOBHYHO 00Sfib, YCTanoCTb, HapyLleHune
3peHnda, peTuHonaTuio.



KnuHnyeckaa KapTuHa. I.

MmnenomMHOKNETOUYHbIE UHMUNBTPATbl OTMEeYakTCH

BO BHYTPEHHUX OpraHax.

Y 5 —-13 % OonbHbIX BbIABAAIOT CnfieHoOMeranuio u
(MnKn) renatomeranuio BCrneacTesne MHMUILTpauum
nnasMmaTu4eckKUMMn KrieTkamu, a Takke Hepeako u

MUENnonaHou metannasuu.



KnuHun4yeckasa KapTuHa.

MHoOXecTBEeHHbIEe A3Bbl NULEeBoOAA



KJIMHHKO0-/12a00paTOPHBbIE METOAbI AMATHOCTHKH I.
Knuanyeckui aHainu3 nepudepruueckor KpoBU

1. peskoe u crabunpHoe yBeanueHue COI, mopou 10 80 — 90 Mm/4
2. aHEMHS HOPMOXPOMHOTO THIIA

3. BO3MOXHa JEUKOIECHHUS (HEMTPOIICHMS )

4. HMHOI'Ta B KPOBHU MOKHO BbIXIBUTH MHUCIIOMHBIC KIICTKH



MwuenomHble Knetkm  MunenomHble KNeTKN “nnameHerowine” (pykcunbsHble)

c C TanbLamm MUENONOHbIE KITETKW
KPUCTann3npoBaHHbI

M 6enkom BeH- Paccens
[1>KoHCa




KnuHuko-nabopaTtopHble MeToAabl ANAarHOCTUKN

LluTonornyeckoe nccrnegoBaHue NMYHKTATa KOCTHJ-

MO3ra

xapaktepHo Hanuume 6onee 10% nnasmaTMyecknx aTUNUYECKUX KIeTOK Tuna
nnasmobnactoB (MWENOMHbLIX) KIETOK, oOTnunyarowmxca 6onbwrm MHOroodbpasmnem

CTPYKTYPHbIX OCODEHHOCTEN



Ma30K HopMaribHOro KPacHOro KOCTHOro Ma30K KpaCHOro KOCTHOrO Mo3ra npu
Mo3ra MUENoOMHON DoNe3Hn




Ma3ok KOCTHOro mo3ara 00fbHOro ¢ MMernoMHOW 0one3HbIo



KnuHuko-nabopaTtopHble MeToAbl ANAarHOCTUKN I.

buoxmmmnyeckme TecTbl

AnekTpodope3 No3BonseT BbisiBUTb M-rpagmMeHT (Monocy MOHOKNOHOBOIO Oernka
B 30HE MUrpaLunn rmobynmMHOB 1 CHKeHNE dpakL MM BHE 3TOW 30HbI)

HecmoTpa Ha MaccuBHOE BOBreYeHNe KOCTEN, YPOBEHDb LLENOYHOM dpocaTasbl
0ObIYHO He yBennyeH n3-3a OTCYTCTBMUA OCTEO0BIacTUYECKON aKTUBHOCTH



KnnHuko-nabopatopHblie meToAabl
ANarHOCTUKMU

Ha peHTreHorpaMmmax BbISIBNSIOT:

* OYyaru AecTpyKUUM KOCTHOW TKaHM,

* 0OLLMIA OCTEONOPO3, B MEPBYIO OYepeab B MITOCKUX KOCTSX 3aTEM B
MPOKCUMAarbHOro oTaenax Tpyo4yaTbiX KOCTEN




J/InarHocTuka MUeJOMHOM 00J1€3HU

Knaccuueckoi Tpruagod CUMITOMOB MUEJIOMHOM O0JIE3HU SIBJISICTCS
1. mma3monmuTo3 KoCTHOTrO Mo3ra (ooiee 10%)
2. CBIBOPOTOYHBIM MW MOYEBOKW M-KOMIIOHEHT

3. OCTEOJIMTUYECKUE MOBPEKICHUS.

JInarHo3 MOKHO CUMTATh JJOCTOBEPHBIM IIPH BBISBICHUH JIBYX
MEPBBIX IPU3HAKOB.



MMpumep chopmMynmMpoBKU AnarHo3sa. I.

MwuenomHas 6onesHb, mnerioma G, MHOXeCTBEHHas!, oM dy3Ho-y3nosas gopma.

MwvenomHas 6onesHb, Mmmenoma beHc-[xoHca, conutapHas, audpdysHaa gopma.




JledeHne MUEJIOMHOM 00JIe3HH.

BeiObop JsieueHnss uW  ero  0o0bEM ~ 3aBUCAT  OT  CTaJuM

(pacpoCTpaHEHHOCTH) IpolIiecca.

l. YV 10 % O0JpHBIX MHUEJIOMOW HAOIIOOAETCI MEIJIEHHOE
IpPOrpecCUpoOBaHME OOJEC3HM B TEUCHME MHOTHX JIET, PEAKO

TpeOyroIee TPOTUBOOIYXO0JIEBOM TEPAIHH.

2. Y OONBHBIX C COJIWMTAPHOM MHUEIOMOM 3(P(EKTUBHA JIydeBas

JIOKAJIbHAA TCPAIIHAI.

3. Y OONBHBIX € HAYAIbHBIMH CTAJHSIMH  PEKOMEHIYETCS
BbDKUJIATEIIbHAS TAKTHUKA, TAaK KAaK y 4YacTAd K3 HUX BO3MOXHA

MEAJICHHO pa3BUBaroIasics opmMa OOIE3HMU.



NMPU3HaKN NnporpeccrupoBaHns 3aboneBaHus:

NMoka3zaHueM Oonda Ha3HaYeHUSA NeYeHUs sensiorcs I.

oTpuuaTenbHaa aAnHaMmuka rnokasartenemn npu NOBTOPHbLIX NCCNeOoBaHUAX C
nHTepBanom 2 -4 Hepenu

- HapacTaeT o0LKnn BEeNoK KpOBU 3a CHET HapacTaHUA MOHOKNOHaNbLHOro 6erka,
- YBENUYEHMEe KonnyecTsa nna3MmaTuyecknx KIeTok B KOCTHOM Moa3re,

- HapacTaHune oCTteodeCTPYKTUBHOIO CMHAPOMaA.



! & 9 kW=

IIepen HavyaaoM IpOBEACHUS MHAYKIIMOHHON TE€paluu BCE OOJIBbHBIC JIOJT

OBITh 00OCJIEIOBAHEI. I.

HeoOxoaumelii riepedeHb 00CIeI0BAHM
KJIMHAYECKU aHAJIU3 KPOBU € MOJICYETOM KOJIMYECTBA TPOMOOIIUTOB
MYHKIAS TPYIUHBI
TMCTOJIOTMYECKOE UCCIIEIOBAHUE TPENaHOMONTAaTa KOCTHOIO M
OMOXMMHYECKOE UCCIIEOBAHNE KPOBHU
KoaryJorpaMmma
MMMYyHOJIOTHYecKoe ucciegoanue kposu (Ig A, G, M, D, E)

OKT

coHOrpadusi OpraHoB OPIOITHOM MOJIOCTH, MOYEK, CEP/La C
onpeneiacHueM (PyHKIIMOHAIbLHOM CLIOCOOHOCTH JICBOIO U MPABOI0
KEITYI0YKOB



9. KofoHMeobpasyoLasi CrocOOHOCTb KIMETOK KOCTHOro Mo3ra

10. oOWwmM aHann3 Mo4u I.
11. npoba Pebepra

12. npob6a 3MMHULKOIO

13. peHTreHorpadusa opraHoB rpyaHON KIeTKu

14. peHTreHorpadua nNinoCcKUX KOCTEN NMPU  HaNn4ymum NokasaHun - TpybuaTbIin KOCTEN

15. brnornicus nepndepuryecknx NMMdAOy3roB Unn onyxonesBnaHbIX 0bpasoBaHum B
MSTKMX TKAHSAX, €CIN TaKoBble OOHapYXMBakTCH

16. onpeneneHune 6enka beHc-[)koHca B MOYe 1 TMNa Nerknx uenen
17. onpegeneHne cogepxaHusa Kanbumsa n dpocdopa
18. onpegeneHne macchl Tena, pocTta, nnowaan Tena 6onbHOro



Pe3ynbraTbl MHCTPYMEHTaNbHOro
obcregoBaHUS NaUMeHTOB I.

. -

IxorpaMmma ceneseHkn 6onbHOM ¢ BNnepBble AMarHOCTUPOBaHHOWN
MHOXECTBEHHON MUENOMON



JIEYUEHUE HC I
[ ocnutanu3auusd, eciim BO3MOXHO — B .
cneunanm3npoBaHHoe Hedpponorndyeckoe
oTAaeneHmne ana ytoyHeHusa reHesa HC, Bbibopa u
npoBeaeHnsa Hanborsee paumnoHanbHOro feyYeHus.

=[locTenbHbIN pexum ¢ 403UPOBaAHHOW
OBuraternibHOM Harpyskoun ( ans usbexaHus
doneboTpombo3a), AneTta ¢ orpaHNYEHNEM
NOBAPEHHOW COJSIN U XXNOKOCTMW.

CnmntomaTmnyeckue cpencrtea ( ANYPETUKM,
npenapartbl KanbLuusi, ackopbnHoBas KMCroTa,
PYTUH, aHTUTMCTaMUHOBbIE CpeacTBa , CaHaLUuS
o4yaroB MHQeKuun ).



IlatoreneTnueckasa Ttepanus |.
Eciiu HC o0ycioBieH romMepyaoHe(ppUTOM, B TOM YHUCJIIC

BTOPUYHBIM ( IIpH AU(PPYy3HBIX 00JIE3HAX COCAUMHUTEIBHOU
TKaHH), TO B JICUCHUU UCIIOIb3YIOT KOPTUKOCTEPOU/IBI,
[IATOCTAaTUKH, aHTUATPETAHTHl U aHTUKOATYJISTHTHI.

= IIpu BBICOKOU aKTHBHOCTH MATOIOTHUYECKOTO MpoIecca,
0COOEHHO TP BOTYAHOUYHOM TJIOMEPYIOHE(hpUTE
IPUMEHSIOT IYJbC- TEPAIUIO METHIIPEIOM U
UKJI0(OC(hHAHOM.



Ilarorenernyeckasa Ttepanus I.

(OpOJOIKCHHUC)
=13 KOPTUKOCTEPOUIOB, HANOOJIEEC NPEAIOYTUTEIICH

IIPEIHA30JI0H, KOTOPbIM HA3HAYAETCs B J103€ 1-2 MI HA KT
MacChl Tejia 00JIBHOI0 CPOKOM Ha 4-6 HENeb C
MOCJIEAYIOMAM MEIJICHHBIM CHHYKECHHEM HO3BI J10
IOJIACPKUBAIOIIEH, KOTOpast COXpaHsAETCs 10 1,5-2 JieT.

= I3 UTOCTAaTUKOB HMCHOJB3YIOT a3aTUONPHH, HIUKI0(MOoc(haH B J03€
2-3 MI' Ha KT MacCChI Te€JIa WM Jiehkepad B 03¢ 0,2-0,3 Mr Ha Kr
MAaCCHI Te€Jla B CYyTKH B TEUEHUE JIUTEIBHOTO BpemMeHu ( 6-12
MecsneB ).IluTtocTarukn HazHadaroT npu penuauBupyromem HC,
IIpU OBICTPOIIPOTPECCUPYIONIEM IJIOMEPYIOHE(DPUTE, a TAKKE IPU
CHCTEMHBIX 3a0ojeBaHusIX [Ipy Mcnonb30BaHMU MX B KOMILJIEKCE C
KOPTUKOCTEPOUJAMU CYTOYHBIC JO3bI MMOCIEAHUX MOTYT OBITh
YMEHBIIICHHI.



IlaroreHeTnyeckasa Ttepanus (mpoaoKeHHIE)

=13 aHTUKOATyJISIHTOB IJIaBHLIM CPEICTBOM JICUCHUS I.
SIBJISICTCS T'€IIapUH, KOTOPhIIi KpOME TOro 00j1afgacT elie u
AUYPETUISCKUM, aHTUKOMILJIEMEHTAPHBIM (D (HEKTOM,
yTHETACT aAre3Ul0 1 arperaiuio TpPOMOOILIUTOB.

ITpumensiercs mo 10-20 TeICAY €IUHUIL B CYTKH ITOJIKOXKHO B
oOJracTH mepeaHen OpromHou cTeHkr Kypc nedenust 6-8
HEJICIIb.

=[Ipy nprU3HAKaAX BHYTPUCOCYAUCTOU KOAryJslUU H
pa3BUTHUH (PIICOOTPOMOO3a IIOKA3aHO B/B BBEIACHUE
CBEXKE3aMOPOKEHHOU TLJIa3MBl.

= B KauecTBE€ aHTHarperaHrta 4aie HCHOJb3YIOT
KypaHTU B CyTouHOH 03¢ 200-300 Mr mimrenbHo 2-3
Mecsla. B KOMIUIEKCHON Tepamnuu MOKHO HCIOJIb30BaTh
TAK>XE U TEMOCOPOIIHIO 1 Ma3Madepes.



