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Conep:xanmne:

Onpenenenue

Knaccuduxanus

JlnarHocTuka u Jje4eHue Ha aMOyJIaTOPHOM YPOBHE

IToxazaHus A1 TOCIUTAIN3ALUH C YKA3aHUEM THUIIA TOCIIUTAIN3alAN
JInarHoCTUKa U JICUEHHUE HA 3TAIe CKOPOU HEOTIIOKHON ITOMOIIH
JInarHocTrKa U JICYEHUE Ha CTALIMOHAPHOM YPOBHE

CnHcoK HCTIOIb30BaHHOM JIUTEPATYPhI



AMI/IJIOI/II[OB — I'pyIIia 3360H€B3Hﬂﬁ, OTJIMYUTCIIbHBIM IIPU3HAKOM KOTOPLIX ABJISACTCA
OTJIIOKCHHC B TKAHAX W OpraHax (1)I/I6pI/IJIJ'I}IpHOI‘O TTIMKOIIPOTCN Aa — aMUJION Ja.

Knaccudpuxauus

Tunsl aMmujaouaa v COOTBETCTBYIHOIIUE (l)OpMLI aMnJjiouao3a.

bejok besok- Kiannuyeckas popma amuijionnosa
AMMJIOM | TPeIllIeCTBEHHUK
AA SAA-Genok Bropuunsiii aMUJIOUI03 pu XPOHUYECKUX
BOCIMAJIMTENbHBIX ~ 3a00JIEBaHUSIX, B TOM  YHUCIE
nepruoANYecKor 00JIe3HU U cuHIpoMe Makia-Yaica
AL A, K-JIeTKHE Lled | AMWJIOWIO3 TPU IJIA3MOKJIETOYHBIX JUCKPA3HIX —
UMMYHOTJIOOYJIMHO | MINOTIATHYECKUH, TPH  MHUEIOMHOW  OOJE3HH U
B MakporiooyinHemMun BanbaeHctpema
ATTR | Tpanctupetnx Cemelinble bopmbl ITOJIMHENPONATHYECKOTO,
KapIMOMaTUYeCKOro U JIp. aMHJIOU 032, CHCTEMHBIN
CTapuYeCKHUI aMHIIONI03
AB2M | B2- Jlvanu3Hblil aMUIOHUI03
AGel ['enconuu PuHCKas ceMenHas aMWIONTHASI IOJUHEUPOIIATHS
AApOA | Anonumnonporen | Amuiouanas nojureriponatus (11 T, mo van Allen,
| A-l 1956)
AFib OubprHOTreH AmvunoniHas HedporaTus
AP B-6enoxk bone3nn Anblreiimepa, CUHJIPOM HayHa,
HACJICAICTBEHHBIE  KPOBOMBIUSHUA B MO3T  C
amMuiion1030M, I'omnangus
APrP [Tpuonossiit 6enok | bonesns Kpeiitudenbna-Axobda, 6omne3ns ['epctmanHa-
Scr [Itpayccnepa-Ileitnkepa
AANF | IIpeacepansrii MN3onupoBaHHbIN aMIIION103 TIPECEepAnid
HAaTPUNYPETUUECKH
i dakTop
AIAPP | AMuiuH N30nmpoBaHHBIN aMWJIONUI03 B OCTpOBKax JlaHrepranca
npu caxapHom nuadere |l tuna, Uncynunome
ACal [IpokansuutonuH | [Ipu MenyuIsIpHOM pake NUTOBUIAHOM KEJE3bI
ACys Muctatun C HacnencTtBenHbple  KpOBOWM3JIUSIHMST B MO3T  C

amuionno3oM, Mcnanamus

Kinunnyeckas kiaccupukanus aMuaIona03a
NepBUYHbIA AMUJIOUA03:
®  BO3HHUKAIONIMI 0€3 IBHOI MPUYNHBI,

° ACCOLMMPOBAHHBIA C MHOKECTBEHHON MUETIOMOW;
BTOPUYHbII AMUJIOU/103!
®  IIpU XpPOHUYECKUX MH(PEKIUIX;

®  [IpU PEBMATOWJIHOM apTPHUTE U APYTHX 3a00JIEBAHUAX COCTUHUTEIHLHON TKAHU;



®  IIpU OHKOJIOTUYECKHX 3a00JICBAHUSAX;

ceMeMHbIN (HACaeICTBEHHbIN) aMUJIONI03:

®  [IpU NEPUOIUYECKON OOJIE3HH;

®  TIOPTYraJbCKUI BapuaHT U Jpyrue GopMbl CEMEHHOTO aMUIJION 03,
cTapyecKuil aMUJIOMA03

JOKAJbHBIH aMHUJION/103

HACJIeACTBEHHbIH AMUJIOU03:

HEHPONMATHYECKHU I

e  C IIOPa)XCHHEM HIKHMX KOHEYHOCTEW: MOPTYTaJIbCKUM, AMTOHCKUN, IIBECKUN U
IPYTU€E TUIIBL;

®  C IIOpaKEHUEM BEpXHUX KOHeuHocTew: Tunsl [1IBennapus-Nunnana, ['epmanns-
Mbpunenn;

He(ppONmATHYCCKUH:

e  mepuoauueckas 00JIe3Hb;

e  JIMXOpajKa U OOJIM B KUBOTE Y IIBEJAOB M CULIUIIUNLIEB;

®  COYETaHHUE CBINH, TIIyXOTHl U NOPAKEHUS NTOYEK;

®  IIOpPAKECHHUE IIOYEK B COYETAHUU C ApTEPUATILHON TMIIEPTEH3UEH;
KApAMOMHONIATHYCCKUM:

®  JIATCKUM — IPOTrPECCUPYIOLLAsl CEPAEUHAst HENOCTATOYHOCTb;

®  MEKCHUKaHCKO-aMEPHKAaHCKHI — CHHIPOM CJIa00CTH CHHYCOBOT'O y3J1a, OCTAaHOBKA

MIpEeICEPINiA;

CMeEIAHHbIN:

e  (UHCKUA — AUCTPOPUS POTOBUIIBI U MTOPAKEHNE YEPEITHO-MO3TOBBIX HEPBOB;
®  MO3TOBBIC HHCYJIBTHI.

Kiaunu4yeckue cTaaum aMUJI0N/103a MMOYEK

Craaus | KiiuHM4Yeckoe nposiBjieHue

mpoiiecca B JIETKUX, TYOepKyJie3a, pEBMATOMTHOTO apTpUTa U T. 11.).

JloknuHMYeckass WM JiaTeHTHas (OecCUMNTOMHAs) CTaius — aMUJIOUT
IIPUCYTCTBYET B HHTEPMEAMAPHOM 30HEC M II0 XOJy MPSIMBIX COCYIOB
NUPaMHUIOK pa3BUBAETCS OTEK M oyaru ckieposa. Craaust mnutcs 3-5 u
O6onee ner. B 3TOT mepmoa mpu peakTUBHOM aMHJIOMI03€ MPeo0IanaroT
KJIIMHUYECKHE MPOSBICHUS OCHOBHOTO 3a00JIeBaHusl (HalpuMep, THOMHOTO

[IpoTennypuueckas (anbOyMUHYypHUUECKasi) CTaAusl — aMUJIOHU TOSBIISETCS
IPEXIE BCETO B ME3aHTMH, B METIISAX KAMWUIAPOB, B MUPAMHUIAX U KOPKOBOM
BELIECTBE TIJIOMEPYJ, B cocylax. Pa3BuBaroTcs ckiaepo3 U arpodus
He(pOHOB, rurnepemus u JuM@octas. [Iouku yBenrueHbl U MIOTHBI, MATOBO-
2 cepo-po3oBoro nsera. [Iporennypus B Hayasie BbIpaK€Ha YMEPEHHO, MOKET
KaKOW-TO MEepUo/ ObITh Jaxe MPeXoslleii, yMEHbIIAThCS U YBEITUUUBATHCS,
HO 3aT€M CTAaHOBUTCS CTOMKOM (CTaAusl MEPEMEkKAIOIICICS MPOTCUHYPUH ).
HexoTtopele wuccimenoBareny BBIACIAIOT B OTOM CTaguu JBa IIEPUOJA:
CEJIEKTMBHOM M HECEJIIEKTUBHOU NMPOTEUHYPUH. IIpOTOIKUTENBHOCTD CTaqUU
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ot 10 mo 13 xer.

HedpoTtuueckas (oTeunasi, OTCUHO-TUIIOTOHUYECKAs) CTAIUS — aMIJIOUHO-
JUTIONIHBIA HePpo3 — amMuiIouJ BO BceX otaenax Hedpona. Mmerorcs
CKJIEPO3 M aMIJIOM 103 MO3TOBOTO CJIOSI, HO KOPKOBBIN CJIOW 0€3 BRIPAKCHHBIX
CKJIEpOTHYECKUX U3MeHeHul. [IponomkuTtensHOCTh cTaguu 10 6 net. Kak B
MPOTEUHYPUYECKOW, TaK M B HEMPOTHUYECCKOW CTAIUU TOYKH YBEITHYCHBI,
MJI0THBIE (OOJbIas cainbHas nmouka). KnuHudyecku 3Ta ctajusi MpOosiBISETCS

3 KJIIACCUYCCKHUM He(i)pOTI/ILIeCKI/IM CUHAPOMOM CO BCCMH C€TO IIPU3HAKAMHU: C

pPa3BUTHEM MACCHBHOM MPOTEHMHYpHUH (C ToTepel Oenka ¢ Modeit Ooisee 3-5
rpaMMOB B CYTKH), THUIONPOTEHMHEMUHU C  THMOATHOYMHUHEMHCH,
THIEPXO0JICCTCPUHEMHH, JUMHUIYPUA C OTEKaMH IO CTENEeHW aHacapku. B
MOYEBOM OCaJKe HAXOIIT THAIMHOBBIC, a TI0 MEPe HapacTaHUs IPOTCHHYPHUH
— 3C€pHUCTBIE UWIMHAPHL. BO3MOXHBI MHUKpPO-U  MakporemaTrypus,
JeHKOIUTYpHUst 0e3 NMPU3HAKOB NUeIoHepuUTa.

Ypemuueckass (TepMHHaIbHAsA, a30TEMUYECKasi) CTaaAus — AaMUJIOHUJIHAS
CMOpIIICHHAsI TOYKa — yMEHBbIIIEHHass B pa3Mepax, IUIOTHas, C pyolaMu
Moyka. XPOHWUYECKasg IOYE€YHAsi HEIOCTATOYHOCTh MaJI0 OTJIMYAETCS OT
TaKOBOW TpH JAPYrux 3a0oJieBaHUAX TMOYeK. CuuTaeTcs, 4YTO B OTIUYUE OT
rioMepyioHedputa, npu kotopom HactymieHue XIIH, mporekaromieit c
MOJINYPUEH, MOKET TPUBOJIUTH K XOTSI ObI HACTHYHOMY CXOKJICHUIO OTEKOB,
Ipy aMUJIOMI03€ a30TeMHs pa3BUBaeTcs Ha (OHE HHU3KOrO apTepHUabHOTO
JaBJICHUSI U HEHPOTUUECKOTO CHHJIPOMA.

1)

JAUATHOCTUKA U JIEHEHUE HA AMBYJIATOPHOM YPOBHE:
JInarHocTu4ecKue KpuTepuu

Kaj00nI:

CJ1a00CTh, TIOBBIIIICHHAS YTOMJISIEMOCTD;
roJIOBHAsI 00JIb;

OTEKH Ha HOTrax, pyKax M JIUIIC;
MOBBIIICHHOE apTePUAILHOC JIaBJICHHE,
TOIITHOTA, Tuapes (MoHOC);

6o B 0071aCTH CEPIILIA;

00JIM B MBIIIIIAX.

AHaMHe3:

noTeps Beca;

HaJM4Me MOHOKJIOHAJIbHOM raMManaTHH HESICHOTO TeHEe3a;
XPOHMYECKHE BOCTIAJIUTEIIbHBIC (THOMHBIEC) 3a00JICBAHNUS;
XPOHUYECKUE NH(PEKINU;

HaCJIEICTBEHHOCTb.

PduznkaabHoe 00c/Ie10BaHNEe
OO61mmii ocMoTp:




nepruopouTalibHas mypnypa (Hadmonaercs B 15% ciydaes);

MaKpOTJIOCCHS XapaKTEPHO JIJIs IepBHYHOr0 amuiiono3a (AL);

OJIbIIIKA TIpH Pu3nyYecKor Harpy3ke (HaOmoaaercst okosio 40% OG0JIbHBIX);

NpU3HAK HAIUIEYHUKA (OKOJOCYCTaBHAas WHQWIBTpAIUS aMWIOWAA TPUBOAHUT K
JIOKHOW TUTIEPTPOPHUH M K YBEIMUCHUIO O00BbEMa MYCKYJIATyphl IUICUEBOTO TOsica U
oenpa).

AYCKyJIbTallUA:
¢  BO3MOKHO HAJINYME HAPYUIEHUS CEPACYHOTO PUTMA.

IHanbnanusa:

® OTEeKM HIKHMX KOHEUHOCTEH, H3-3a THIOATLOYMHHEMHUH U HE(OPOTHIECKOTO
CHUHIpPOMA, a TaKKe M3-3a 3aCTOS B OOJBIIIOM Kpyre KPOBOOOpAIEHUS BCIEIACTBHE
PECTPUKTUBHOM KapauoMmuonatuu (Hadmogaercs B 50% cioydaeB);

®  yBEIWYCHUE NICYCHH U CEJIC3CHKHU;

e  mapecrte3uu (HabIogaeTCs 0KOJIO Y 15% OONMBHBIX);

e crmactuueckue 6oau B XKKT;

¢  BO3MOXXHO HaJMYHE YBEITUUCHUS TOTUETIOCTHBIX CITIOHHBIX JKEJIe3.

JlabopaTopHble ucciie0BaHUS:

e  0o0mWMii aHAJIU3 KPOBU — aHEMUS, JIEHKOIUTO3, moBbieHne CO3;

e 0o0mmii aHanmM3 MOYM — [POTEUMHYpPHUSA, MHKPOreMaTypus, acenThuyeckas
JEUKOLIUTYPHSI;

e  OMOXMMHYECKMM aHamu3 KpoBHW (00mmii Oenok, anbOymuH, Na, Ca, XolecTepuH,
caxap B CBIBOPOTKE KpOBHM) — THUIONPOTEMHEMUsS (32 CUET THUIOATLOYMUHEMHH),

rUNeprioOyIMHEMHs, TUIOHATPUEMUS, TUIONPOTPOMOMHEMHUS, THUIIOKAJIbLIUEMHUS,
TUIIEPXO0JIECTEPUHEMMUSL.

NHcTpyMeHTA/IbHBIE HCCJIEIOBAHUSA:
e V33U opraHoB OpIOUIHOW MOJIOCTH M TMOYEK — BU3YAJIU3ZHPYIOTCA YBEIMYECHHbIE
YIUIOTHEHHBIE TOYKH (0O0JIbIINE KUPOBBIE MOYKH).



2) JIMarHoCTHYeCKHii aJropuTMm:

Cxema — 1. JIlnarHOCTUYECKUI aJITOPUTM aMHUJIOM103a ITOYEK.

v

* cnabocTh, MOBBIICHHAS YTOMIISIEMOCTS;
e TOJIOBHAs 00JIb;

* OTEKH Ha HOTax, pyKax U JIUIIC;

* IOBBIIICHHOE apTEPHAIILHOE JaBJICHUE;

* TONIHOTA, THapes (TIOHOC);

* 0onm B 0OmacTu cepaia;

e 0O0JIM B MBIIIIAX. l

OO6muit ocMoTp:

* mepuopOHTANIBHAS ITyPITypa;

* MAaKpOTJIOCCHSI XapaKTepHO VIS TIEPBUIHOTO
aMMJION]1033;

*  OJBIIIKA IPU PU3HUYECKON HATrPy3Ke;

* IpU3HAK HAIUICYHHKA.

JKanoOsl AnamHe3 ¢

* moTeps Beca;
* HaJU4¥Fie MOHOKJIOHAJILHOM raMMaIaTiu
HESICHOTO TCHE3a,
*  XPOHHYECKHE BOCIATUTEIbHEIC (THOWHEIC)

v 3a00JICBaHN;

duzukagsHoe 0oC JCOOBAHUEC * XPOHUYCCKUC I/IH(i)eKLII/II/I;

* HAaCJEACTBECHHOCTD

\ 4 l

AycKynbTanus: [Manpnanus:

¢ BO3MOXKHO HaJIM4uec
HapymeHust CCPACUHOIO pUTMaA.

e OTEKH HIDKHHX KOHEYHOCTECH;

e YBCJIIMYCHUC IICYCHU U CCIIC3CHKU,

e TIApECTE3WHU;

» cmacruueckue 6o B JKKT;

e BO3MOXKHO HAJINYUC YBCINYCHUS IMOJYCIIOCTHBIX
CIIFOHHBIX JKeJIC3.

|

e Oo0muil aHamM3 KpoBH (aHEMHs, JEHKOLUTO3,
nossimeHne COD);
* 0o0mwuit aHaJIN3 MOYHn (mporenHypus,

MUKpOTreMaTypHs, acerTudeckas JIEHKOIUTYpHsl);

* OMOXUMHYECKUI aHaJIN3 KpOBH
(runonpoTenHeMus, TUNEPIIIO0YINMHEMUS,
TUIIOHATPUEMUSI, TUIIONPOTPOMOMHEMHUS,

THUIIOKAJIbIITUEMHUA, T I/IHCpXOHeCTCpI/IHeMI/Iﬂ).

JlabopartopHbie HCCIIETIOBAHNS

!

I/IHCTPYMGHTaJ'II)HLIC HUCCIICA0BaHUA

A 4

A 4

IIpenBapuTenbHbIid JUAarHO3
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Koncynpranus negponora

VY31 opraHoB OpIONIHOW TMOJOCTH M TOYEeK —
BU3YQJIM3UPYIOTCSl  YBEIMYCHHBIE  YIUIOTHCHHBIC
NOYKH (OOJBIINE KUPOBBIE TOUKH).




3)
HCCJIeJOBAHMM:

AnddepeHunanbHbIii AMATHO3 U 000CHOBAHUE IOTIOJHUTEIbHBIX

Tabmumna — 1. JIuddepennmanpHas AMarHOCTUKA aMIJION103a TIOYEK

Cocrosinmne Mu¢pepenunpyembie Ju¢pepeHunpyembie TECTbI
NPU3HAKH / CAMIITOMBI
I'uneprpoduueckas | Knunnuecku TpyaHO | ¢ Ox0oKI' ABSACTCS
KAapAHOMUONIATHS OTJINYUTh I'KM OT | IMarHOCTUYECKUM KPUTEPUEM IS
aMUJION03a CepaLa. I'KM, rae BBISIBIISIETCS
acUMMeETpUYHas runeprpopus
MEXOKEITYZJOUKOBOM IIEPETOPOJIKH;
o HCIIOJNBb3yeMas Il UCKIIIOUYEHUS
OPU3HAKOB  aMWIOWJ03a  3XO
nonmieporpadusi ¢ HanpsLKEHUEM
HE YKa3blBaeT Ha TUIUYHbBIC
PECTPUKTUBHbIE W3MEHEHUS
HAIlOJIHEHUSI, BBIABISIEMBbIE TpU
aMUJIONU]I03€;
o MPT mno3BOJISIET pa3au4YuTh 2
CUHApPOMA
MemOpano3Has KiIMHMYEeCKH OIMHAKOBBIE | o TOYEYHAA ouorcus HE
rJI0OMepyJI0NaTHA MPOSIBJIICHMS] Y TALIUEHTOB C | oKpammBaeTcsi KOHro KpacHbIM.
HeppoTUUeCKUM
CUHAPOMOM.
MoHokJIoOHAJIbHAST | Y MallMEHTOB HE ObIBAaET o OMOIICHS UKPOHOXKHOI'O HEPBA HE
raMmManaTus 3HAYUTEIBHOU CTEIEHH | OKpammBaeTcst KoHro kpacHeIM.
HESICHOT 0 reHesa | IpOTEMHYpUH,
(MI'HI) - | remaromeranuu WA
aCCOLMUPOBAHHAS | KAPAMOMHUOIIATUH.
HelponaTus
MHoxecTBeHHast Bonb B KOCTSIX, CUMIITOMBI | ¢ OOBIYHBIE PEHTI€HOBCKHE
MHeIoMa aHEMUM W [IOYEYHOH | CHUMKH IIOKa3bIBAIOT JIUTHYECKUE
HEJOCTATOYHOCTH. HOBPEXKICHUS KOCTH,
KOMITPECCUOHHBIE NepEIOMBI,
nuddy3HBIA OCTEOTIOPO3;
o HU3kui Hb;
o II0YEYHAast HEJOCTATOYHOCTb.
Hedporuueckmnii Cyrtounas  mpoteunypus | « cmoTtpure KII «Hedporuueckuit
CHHJPOM oonee 3,5 r/cyT, OTEKH, | CHHAPOM)
TUN0aNbOyMUHEMUS,
JUCITUTUACMUS




TakTHKka JiedeHMsi: IPU MOJIO3PEHNUN IUArHO3a AMUJIOUI03 IMOYEK, MAIIUEHTA

HEO0OXOIMMO HaIlPaBUTh HA KOHCYJIbTAILMIO He(poJiora Jis JadbHEHIIero JCUCHHS Ha
CTalIMOHAPHOM YPOBHE.

HeMeaukaMeHTO3HOeE JIeYeHHE: HET.
MeaukaMeHTO3HOE JIeUeHHEe: HET.
Jpyrue BUabI JJe4eHUSA: HET.
Ioka3aHus 1151 KOHCYJIbTAUM CHICHHATUCTOB:
®  KOHCYJbTAIUs He(postora — JIsi MIOCTAHOBKH TNArHO3a,;
®  KOHCYJbTAIlMs NPOMUIBHBIX CHEIUAINCTOB TIPH HAJIWYUHA  COITyTCTBYIOIICH
MaTOJIOTHH.
4) TlpoduaakTuyeckue MEPONPUSTHS
IIepBuuyHas npopuIakTHKA
®  TIEPBUYHBINA aMHJIOU03 MTOYEK — MPOPUIAKTHICCKUX MEPOIIPUATUN HET;
®  pa3BUTHE BTOPUYHOIO aMMJIOHWJIO3a U3 XPOHHUYECKOTO BOCHAIMTEIBLHOTO COCTOSTHHS
HETIOCPEACTBEHHO  CBSI3aHO C  HEKOHTPOJIMPYEMBIM  BOCHAJCHHUEM H©  CUHTE30M
CBIBOPOTOYHOTO aMUJIOUJHOTO Oejika TeyeHblo. JleueHre OCHOBHOTO COCTOSIHUS C
MOJIaBJIEHUEM BOCIAIICHUS CHUKAET MOCIEAYIOINN PUCK BTOPUYHOTO AMUJIOU034;
e vy OOJBHBIX C H3BECTHBIMM MOHOKJIOHAJbHBIMM TaMMalaTHSIMH HESCHOTO TeHe3a
CYLIECTBYET PUCK PA3BUTHUS aMUJIOM]103a, U PEKOMEHIYETCS MOHUTOPUHI MAlMEHTOB IS
MPEAYNPEXKICHUA PA3BUTUS IPOTCUHYPUU, HEBPOTIATHH, TEIIATOMETAINN, U CEPACYHOU
HeJI0CTaTOYHOCTH [47].
Bropuunas npodguiakTuka
PexoMeHyeTcst peryispHOe KIMHHYECKOE OOCIIeOBAaHHUE IMAIIMEHTOB C MHOYXECTBEHHOM
MHEJIOMOM ¥ MOHOKJIOHAJbHOW rammamnaTueid. A TakKe PEKOMEHIYETCS €KEroJHOe
MMOBTOPHOE TECTUPOBAHUE dIEKTpodope3a OEIKOB CHIBOPOTKH.

NHHOKA3AHUA IJIA TOCITUTAIN3ALINU C YKASAHUEM THUITA
TI'OCIIUTAJIN3ALINNA:
1) Tloka3zaHus aJs TJIAHOBOM FOCITUTATN3AINH:
e  BepuduKalus JUArHo3a aMUJIOU 03 TTOYECK;
e  Hajguuyue He(PPOTUYECKOTO CUHAPOMA.

2) TlokazaHus I SKCTPEHHON TOCIUTATN3AIINN:

e anacapka (aud@y3Has OTEUHOCTh MSITKMX TKaHEH C MPEeUMYIIECTBEHHOU
JIOKaJIu3alrend B HUJKHEW MOJIOBUHE TYJIOBUILA);

e  OJUroaHypus (pe3Koe yMEHbIIEHUE KOJIMYECTBA MOYH, BBIIEIIEMON TOUYKAMHU ).

JMATHOCTUKA U JJEYEHUE HA DTATIE CKOPOW HEOTJIOKHOM
MOMOIIIH:

1)  JIlmarHocTu4ecKue MepONPUSITHA:
e OlEHKa cocTosHMs C (Qu3ukaibHbIM oOcnenoBanuem (m3mepenue AJl, UYCC,
ayCKyJIbTalUs).



2)  MeaukaMeHTO3HOe JieYeHHe: TP  HaJIUYUH

CMOTPHUTC KJIMHUYECKUM ITPOTOKOJ I10 COOTBCTCTBYIOIINM HO30JIOTHUAM.

JAUATHOCTHUKA U JIEYEHUE HA CTAIIMOHAPHOM YPOBHE:

1)
/Kano0b1 M aHAMHE3: CMOTPUTE MYHKT 9 moAnyHKT 1.
Du3uKaJIbLHOEe 00C/IeJ0BaHMe: CMOTPUTE MYHKT 9 MOAMYHKT 1.

JlaGopaTopHble HCCIETOBAHMS:

JlnarHocTHYecKHe KPUTEPUH HA CTAIIMOHAPHOM yPOBHe:

COHYTCTBYIOIﬂefI I1aTOJIOTHH,

JInarHocTu4ecKuii Tect PesyabTar
CbIBOPOTOYHASI MMMYHO(pUKCAIMS Hanuune

Tect momoxutenpHbli Yy 60% OONMBHBIX  aMIJIOMAO30M C | MOHOKJIOHAJIBLHOTO
MMMYHOTJI00yIuHOM Jjierkol nienu (AL) (6). oenka
NmmyHopukcanus Mo4u Hamnuwne

Tect nonoxurenbubiii y 80% 6onbHbIX ¢ AL amunonio3om (6). | MOHOKJIOHATTEHOTO
OOnapyxenue Oenka JErko LEeNmd B MOYE MPEANosoraeT | Oenka

HaJIMYME MHOXKECTBEHHON MUEIIOMBI M AMUJIOHW]1034.

HccienoBanne ”MMMYHOIJI00y IMHOB CBOOOIHOM Jierkoii nenu | HenopmasbHoe

B CHIBOPOTKE

DTOT OTHOCUTEIBHO HOBBII TECT C OYEHb BBICOKOM
YyBCTBUTEIBHOCTBIO (> 95%) mutst nuarnoctrku AL amunoniosa
(10).

Nmeromumiics B mpojake aHTUCBIBOPOTKUA K MMMYHOTJIOOYITHHY
nerkux uene, AA, U TpaHCTUpPETHMHA, KaK MPABUJIO,
WCMOJIB3YIOTCA, HO BO3MOXHO, HE HWMEIT JOCTATOYHOMU
crenu(pUYHOCTH U YYBCTBUTEIbHOCTU. Bo MHOTHX CiTyuasx,
MAacC - CHEKTPOCKONHUS W UMMYHO-3JIEKTPOHHAsT MUKPOCKOIUS
HE0OXOAMMBI JUIsl OTIpeiesieHrs 0230BOr0 TUIA aMUJIOH/IA.

COOTHOIIIEHHE KaIlla
IIMO1a

buoncust KOCTHOro Mo3ra

buonicusi KOCTHOrO MoO3ra HPOBOAUTCS Y BCEX IAIIMEHTOB C
MOJIO3PEHUEM Ha AaMWIOWJI03 JIETKOM 1EeNu W SBJISETCS
OTJIMYHBIM HMCTOYHUKOM TKAHU JUII JUArHOCTHUKHA JHOOOTO
MAaIMEHTA C MOI03PEHNEM HA aMUJIOU03.

Hanuuwne KI10OHOBBIX
KJIETOK TIJIa3MBbI

HNHcTpyMeHTAIbHBIEC HCCICIOBAHUS:

e  V3U opranoB OprOMIHON MOJIOCTH U MOYEK — BU3YATU3UPYIOTCS YBEITUUCHHbBIC

YIUIOTHECHHBIE MOYKU (OOJIBIINE SKUPOBBIE MOYKH).

2) JIMarHOCTHYECKHUi aJITOPUTM:
Cxema — 2. JIlnarHoCTHYECKUH aJITOPUTM aMHJION 1032 ITOYEK.
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[ pynna pucka
(ANUTEeNbLHO Te Ky WMl
PEEMAaTO MAHEIA apTPKT)

MccnepoBaHWe yTpeHHeR

b J

HA MUKPOANEGY M HHYP U0
FanonHeHWe aH KeThl -0NPOCHMKA

NOPLHAM MOUM

- ,

HeT MUKpoansoyMUHYPHKA EcTb MUKEp oan bGYMUHYPKUA
(copep¥aHWe anbGYMHHA E Moue <20 mrin) (copepxaHWe anbOyYMHHA B Mo Ye 20 mr/n)

h

B nogKOXHOMH ¥MP OBOM

[

BEHONCHA N0 AKOMHO I
K/ eTUATKE OT/OMEHNA HMPOBOH K ETYarkn

amunonga He BeIAB NeHbI

Sy 1

OnpepeneHne
npuuuHel MAY

B nogKoM¥HOH HMP OBOH
KNETUATHKE BEbIAB/ EHbI
OTAOMEHWA amunonga

Y k J b

r

AMOynartopHo e HabnwgeHne Amuwnonaos
MoBTOpeHWEe aHANW3A HA AancHeiiwee oGCNnefoBaHU e ANA oNpefeneHnA
MUEPOAN EGYMUMHYPU IO pas B Nonroga THNA aMUA0WA03a U HAZHAUEHNA NeYeHWA

3) IlepeveHb OCHOBHBIX JUATHOCTHYECKHUX MEPONPHUATHIA:

001Ut aHaIU3 KPOBH;
001U aHAIU3 MOYH;
OMOXUMUYECKUI aHau3 KpoBU (001U 6esoK, anb0yMuH, N

caxap B CBIBOPOTKE KPOBH);

CBIBOPOTOYHAS UMMYHO(DUKCAITHS;

UMMYHO(UKCALIUS MOYH;

UCCJIeIOBAHUE UMMYHOTJIOOYJTMHOB CBOOOHOM JIETKOM 1eTH
OuorcHUs KOCTHOTO MO3Ta.

VY3U opranoB OprOIIHOM MOJOCTH U TTOYEK.

a, Ca, xosectepuH,

B CBIBOPOTKE;

Hepequb JAONMOJHUTCJIBbHBIX THAT'HOCTHYCCKHUX MepOHpHHTHﬁZ

JlabopaTopHble HCCIeI0BAHUSA:

JAnarnocTu4eckum Tect

Pe3yabTar

buoncus Tkanei:

JUis  AMarHOCTUKM  aMWIOHA03a HEOOXOIMMO, YTO  Obl
OTJIO)KEHUS B TKAHSX B OMONICUHHOM MaTepuase MoJIoKUTEIbHO
okpammBaiuch 1o Kouro kpacumomy (11). MoxHO yBHAETH
APKO-3€JICHOE  JBYJIYYECHIPEIOMJICHUE IIPpU  OKPAIIWBAHUU
Marepuasia KOHro KpacHelM B TOJSPU30BAHHOM  CBETE.
buornicuiiHplii MaTtepuan MOXET ObITh MOJYYEH W3 CIU3UCTOM
ry0, KOXH, JAECEH, MOAKOXHOU KUPOBOM KJIETYATKH, KOCTHOTO
MO3ra, HEPBOB, NMPSAMON KUIIKH, IIOYEK, IEYEHU WIH CEPILA.
OTnoXeHus1 BCeraa pacroyararoTcsi BHEKIETOYHO M SBIITFOTCS
aMop(HBIMHU.

ITOJIOKUTEIIBHOE -
3€JIEHOE
JBYJIYYEIPEIOMIICHUE
pu OKpallliBaHUU
Konro kpacHbiM

I/IMMYHOFI/ICTOJIOFI/I‘IGCKI/IG HCCJIeJ0OBAHUA AMMWJIOUIHBIX

AdHTHUCBIBOPOTKA K
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OTJI0KEHHUI1: UMMYHOTJIOOYJINHY
OHM MO3BOJISIIOT Paclo3HABATh pa3InYHbIC (OPMBI CUCTEMHOTO | JIeTKoi 1enu, AA u
aMMJIONI034. TPAHCTUPETHHY

Macc — cnnekTpocKonus: MOJITBEPKIAET THI
OOecrieunBaeT aHalIM3 cocTaBa aMuiIougHoro Oenka. B | Oenka

HacToslee BpeMs SIBISIETCA  30JIOTBIM ~ CTaHIAApTOM ISt

JMAarHOCTUKY THIIA aMUJIOU03a.

NMMyHO-3/1eKTPOHHAS. MUKPOCKOTMA: aMHJIOUTBI UMEIOT

Bce ¢dopmbl amumnonpa moA  3IEKTPOHHBIM — MHUKPOCKOIIOM
BOJIOKHUCTBIE, )KECTKUE U HEBETBALIUECS.

GUOpUIUIAPHBIN BUI U
SBIISTIOTCS JKECTKUMU U
HEBETBSIINMICS.

I'eHeTHYecKoe TeCTUPOBAHUE:

JInst  UCKIIOYEHHWsS  HACIEJACTBEHHOIO  aMWJIOWJI03a  IIpH
COMHHTEIIBHBIX pe3yjbTaTaX HCCICAOBaHUS Ha OOHApyXKEHHUE
Oejlka  MOHOKJOHA&JIBbHBIX  HMMMYHOIIOOYJIMHOB/CBOOOTHOM
JETKOW  IeMM  aMIJIOMJa, TPOBEICHHE  TEeHETHYECKOTO
TEeCTUpPOBaHUS 00s3aTeNbHO. ['€HBI MOTYT OBITH HCCIIEIOBAHBI
MyTeM TMPSMOTO CEKBEHWPOBAHUS, ¥ BKJIIOYAIOT B ce0s
cienytoue resel: [ TR, ¢uOpunoren, amomumnonporeuH Al,
muzonuM, MEFV (cpennzemuomopckas auxopajaka) U petentop
1 daxropa Hekpo3sa omyxonu (TNFR1 win TNFRSF1A). MEFV
nu TNFRSF1A sBnstorcss HacCIEACTBEHHBIMH CHHIpPOMaMU
MEPUOINYECKOMN JIMXOPAJKH (TO €CTh, MOTEHIIUATBHBIC PUINHBI
AA amumiouzmosza), W HE SBISIOTCA HACIEICTBEHHBIMU
aMUJIOHUI03aMH CaMH T10 cebe.

MOJI0KUTEIbHBIMN

CuunTurpaguyeckoe CKaHMpPOBaHME
amutonaa P (SAP):

B nocnegnue roapl B KIMHWUYECKOM TIPAKTUKE Hayalu
NPUMEHITh METOJ CHUHTUTpaduu ¢ MEYEHHBIM HOJIOM
CBIBOPOTOUYHBIM P-kommoHeHTOM (SAP) 11l O1ieHKH
pacnpeiesicHUs aMUJIONIa B OpTaHU3ME.

CHIBOPOTOYHOIO

IIOTJIOIICHUC Ha
yY4acTKax  OTJIOKCHHUSA
aMuJiogaa

OO0muii aHaIu3 KPOBU:

AHemust Ha0JTIO1a€TCS B OCHOBHOM Y TIAIIMEHTOB C TIOUYEYHOM
HEJIOCTATOYHOCTHIO WM ITpu KpoBoTeueHusx u3 KKT.
TpomMOorTeMUS CBSI3aHA C BOBJICUCHHUEM B MPOIECC TICYCHH U
IIPY TUTIEPCIUIEHU3ME.

KaK
HOpMaJIbHOE

paBuiIo,

buoxumMmnyeckuii aHaJIU3 KPOBH (MeYeHOYHbIE U NOYeYHbIe
NpoO0bI, MOKA3aTe N MeTA00JIHYECKOI0 CTATyCAa):

AMMITON103 IEYEHN XapaKTEPU3YETCsl MOBBIIEHUEM YPOBHS
mesnoyHoi pocdarassi.

VY OonbIIMHCTBA MAIlMEHTOB HAa paHHEW CTaauyd aMUJIOH03a
MOYEK COXpaHEH KJIUPEHC KpeaTMHUHA, HO MOTYT HaOIIOAaThCs
3HAYUTEJIbHBIE CTETIEHH TUIIOAIbOYMUHEMHUH U3 - 32 TIOTEPU
Oenka ¢ MOUO (HEPPOTHUUECKHIM CUHIPOM).

Hwuzknii

abOyMHHA;
MTOBBIIICHHE
nesiouHou pocdaraszsl

YPOBEHb
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Cyrounasi nporenHypus (coOop moum 3a 24 yaca): MOBBIIICHHBIN OEJIOK B
Dkckpernus anbOyMuHa > 1 T/CyTKH y OOJBHBIX ¢ aMAJIOUIO30M | Moue
YKa3bIBAE€T HA MOPAXKEHHE MOYEK (AMUIIOUI03 TTOYEK).
[lpu ypoBHe mnporemHypurn > 3 T / CyTKH pa3BUBAETCS
HE(DPOTUUECKHUI CUHIPOM.
YpoBeHb CHIBOPOTOYHOI0 TPOIIOHUHA: MTOBBIIICHHBIN
UyBCTBUTENBHBIM TECT JUIA  ONPEACIECHUS TIOBPEKICHHUS
MUOKapAa.
[TanieHThI ¢ BBISBIISIEMBIM YPOBHEM TPOIIOHMHA UMEIOT XY/
MPOTHO3, YEM T€, Y KOT0O OH OTCYTCTBYET (12).
B-Tun HaTpuiiypeTnueckoro nmenTuaa: MOBBIIICHHBIN
YyBCTBUTENIBHOE JUArHOCTUYECKOE MCCIIEIOBAHME HA HAIUYUE
pactsokennss muokapaa u XCH. beuto mokazaHo, 4To uUMeEeET
BAXHOE  MPOTHOCTUYECKOE  3HAYEHUWE B  YCTAHOBJIIEHUU
amunonao3a cepana (13).
[Ipu ypoBHe B-Tumna HaTpuilypeTH4eCKOro nenTuaa
> 300 ar / o (> 300 or / M) opeanojaraeTcs BOBICUCHUE
Muokapzaa ammiousom (10).
[Manmentsr ¢ <170 ur / 1 (<170 nr / M) UMEIOT 3HAYUTEIHHO
0oJee NUTENbHYI0 BBDKUBAEMOCTh, Y€M MalueHThl ¢ > 170 Hr /
a1 (> 170 or / mo).
0eTa-2-MUKPOII00yTUHBI: MTOBBIIICHHBIN
SABnsieTcs TPEAMKTOPOM  BBDKMBAEMOCTH Y  OOJBHBIX €
aMUJIOUI030M.
[Tpu ypoBHe Oeta-2-muKporyiodymuHa > 2,7 Mr/ J MpOTHO3
HeOmaronpusTHbIH (14).
NHcTpyMeHTAIbHBIE UCCJIEIOBAHUS
IKI: HApYIIEHUE MTPOBOJIUMOCTH CEpALa
JlomxHa OBITH BBHITIOJIHEHA BCEM MAallMEeHTaM B
paMKax OLICHKH BOBJICYEHMS B IPOLIECC CEPALIA.
Ixokapauorpamma (IxoKI'): JTHACTOJINYECKas TUCHYHKIIUSA,
Knunnueckue IIPU3HAKU CEPAEYHOH | yTOJIIIEHHE MEKIKETYT0UKOBOM

HCAOCTATOYHOCTH Y IIAUCHTOB C aMHWJIIOHUI030M IIEPErOPOJIKA, CHUKECHUE (bpaK]_H/H/I

cepana Haomonaercs ot 22% no 34% (7). OxoKI BBIGpOCa
OOHapy>KMBACT BBICOKYIO YacCTOTY OTJIOKCHHS
amMmuionsia y OONBHBIX C  MUHUMAJIbHBIMH
cumnroMamu (okoso 50% cnyuaeB AL umeercs
BOBJICUCHUE CEP/ILIA).

B nmocienHel craguu  OTMEYAETCs CHUXKEHUE
dpaxiuu BeIOpOCA.

Ixo-goniuieporpadus ¢ HaNpPsizKEeHNEM: YMmeHbleHue
[Tokazarenp cTeneHy aMUJIOUIHON MH(UIIBTPALIHH COKpAaIeHHs

B MHOKapJie. MHOKap/a;

IIPOJOJIEHOTO
U pacTsKeHue
OTPaHUYECHHE
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OOnagaer BBICOKOM HYYBCTBUTEIBHOCTHIO TPH | HAIOJIHEHUS KEITYA0YKOB KaMep
oOHapyXKCHHH aHOMAJIMA, KOT/Ia HET apTepUaTbHON
THIEPTEH3MHU WM KIIalaHHOW O0JIe3H cepla.
PacTsokenne  Muokapjaa — ompenensieTcs,  Kak
NPOIEHTHOE U3MEHEHHNE JUTMHBI BOJIOKHA MUOKap/ia
Ha €UHUITY JUTMHBI, & CKOPOCTh 3aBUCHUT OT
JUIATEIBHOCTH pacTskeHus (15-16).

MPT cepaua: 3HAYUTEIILHO MTOBBIIIEHHBIE BPEMEHA
MarautHo - pe30HAHCHAas  PEIAKCOMETPHUsA | penakcanmu T1 u T2 Mo cpaBHEHHUIO
YIY4YlIaeT HAAEKHOCTh JuarHoctukn MPT wu | ¢ BO3PACTHOM KOHTPOJILHOM
MIOMOTAET OTJIMYUTH CEPJCUHBIA AMUIIOUI03 OT IPYIIION

runepTpophruIecKoil KapAMOMHOIIATHH.

TakTuka JeyeHus:

Jleuenue aMuION03a 3aKIIOYAECTCA B CHIDKEHUU 00pa30BaHUs MATOJIOTMYECKOTO OenKa 1
3alMTa OpraHoB OT ero BosueuctBus. [lpm  AA-amunonznose IPUMEHSIIOTCS
MPOTHUBOBOCTIATTUTENILHBIE MEPOIPHUATHS C HCIOJB30BAHUEM XHUPYPTHUECKUX METOOB.
[Ipy BTOpUYHOM aMMJIOWI03€ MPOBOAMUTCS JIEUEHHE OCHOBHOro 3abosieBanus. [Ipu AL
aMIJIOU103€ TPOBOJMTCS MOAABICHNE KJIOHA TIa3MaTHUYECKUX KIIETOK, CHHTE3UPYIOIIUI
MMMYHOTJIOOYMH JieTkoi 1enu. OCTaHOBKAa OTJIOKEHHS HWMMYHOTJIOOYJIMHOB JIETKOU
[ENU TO03BOJISIET OpPraHM3My pAacTBOPUTH M BBIBECTH W3IUIICK aMUJIOWUIA, YTO
OpeJoTBpallaeT JajibHeWlee OTioKeHue amwionnaa. [lamueHTam ¢ amMuIOHI030M, Y
KOTOPBIX POBOANUIIACH OMOIICHS, UMEIOIINE BUCLIEPAIbHBINA CUHAPOM (TO €CTh, aMUJIOH]] B
cepaue, TIe4YeHu, I[O0YKaX, HepBaxX, JErkoM, WIM KHUIIEYHUKE) PEKOMEHIYeTCs
TPAHCILJIAHTALIUS ~ CTBOJIOBBIX  KJIETOK/XMMHUOTEpAlHUHM, KOTOPOE  BBHINOJHSETCS B
CHELHATM3UPOBAHHOM IIEHTPE JJIs JICUECHUS] aMHJION103a.

HemennkaMeHTO3HOE J1e4eHUeE:

e pexuMm III: mDocTenbHBIM NOpH  TSKEIOM COCTOSIHMM TAUIMEHTa MW HAJIU4YUHU
OCJIO)KHEHHH, T03UpoBaHHas (puU3MUecKasi aKTUBHOCTb, 3I0POBbI 00pa3 U3HH, OTKa3 OT
KypEeHUs U OT IIpUEMa aJIKOTr0JIf;

o Jluera: No7. COanancupoBaHHasi, afeKBaTHOE BBeAeHHE Oenka (1,5-2r/kr), kanopax
[0 BO3PACTy, MPHU HAU4YUKU OTEKOB U Al' — orpaHnueHue ynorpeOyieHus: HaTpUs XJIOPH]
(moBapenno# comm) < 1-2r/cyr;

e  MOHUTOPUHI YpPOBHS MNPOTEHMHYpUU MO TecT—monockam | pa3 B 1-2 Henmenw,
perynsipHoe usmepenue AJl.

®  [IpU HAPACTAaHUU MPOTEUHYPUU (PELMIUBE) ONpPEACIICHUE MPOTEUH/KPEATUHUHOBOTO
koaddunrenTa (A1 pacuyera CyTOYHOM MPOTEUHYPUH) U KOPPEKIMS MaTOreHeTHUYEeCKOU
Tepanuu;

® [IpU PE3UCTEHTHOCTH K NPOBOJUMON HMMMYHOCYIPECCHUBHOW TEpalud KOPPEKIHUS
TEpanuu B YCIOBUSX CTALIMOHAPA.
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MeHI/IKaMeHT03H06 JICUCHHE: MCIUKAaMCHTO3HOC  JICUCHHC aMHJIOna03a  IIOYCK
3aKJIIOYacTCA B IPUMCHCHHUN XUMHUOTCpPAIIMU COBMCCTHO C TpaHCHHaHTaHHCﬁ CTBOJIOBBIX
KIJICTOK.

AL THnn aMmuiionao3a.

Bunepsblie nuarnocrupoBanubiid AL ammiaonnos [17]:

e  MuenoabnaTuBHas XUMHOTEpANUs C UCIOJIb30BaHUEM BBICOKHMX 7103 MesdanaHa™ u
TCK;

e  MuenoabnaTuBHasi XHUMHOTEpamusi C BBICOKMMH Jo03aMH Meidanana* (mocne
peructpanuu B PK) m TCK ¢ ucmonp3oBaHneM HIyKIIMOHHON Teparmuu OopTe3oMmba C
JIEKCaMETa30HOM;

IToxkazanusa nasa TCK:

e  Bo3pact <70 ner;

e  MHUHHMMAaJbHbIC TpHU3HAaKK cepacuHord Hemoctatounoctn (NYHASII) wu ¢
coxpaHeHueM (pakiuu BbIOpOCa;

®  YpPOBEHb KpeaTHHUHA B CHIBOPOTKE <177 MKMoOIIb / 11 (X2 MI/mi);

®  BOBJICUCHUE aMUJIOMJIOM MEHee 3-X OpraHoB.

IIporuBonokazanus nias TCK:

®  BEIpAKEHHAs cepieyuHas HeOCTATOYHOCTE;

e  00mwit Ounupyoun >51 mxmons / 1 (>3 mr/man);

e  95x0 ¢pakius BeIOpoca <45%;

®  CBHIBOPOTOYHBIN TporoHuH >0,1 Mxr/im (>0,1 Hr/mm).

NB! CrangapTHbIM YCIOBHEM Ui TPAHCIUIAHTALUM SIBJISIETCSA OJHOKPATHOE BBEACHUE
Mendanana*. JTo, Kak IPaBUIIO, JAETCS C YYETOM pPHCKa B mo3ax oT 140 mr/m? s
NAlMEHTOB NPOMEXKYTOUYHOro pHucka, 10 200 Mr/m? s HalMEeHTOB ¢ HU3KAM YPOBHEM
pucka. CO0p CTBOJIOBBIX KJIETOK MPEATOaraeT UCIOIb30BaHUE TOJIHKO (aKTOPOB POCTA.
MUHMMAIEHEIA COOP CTBOJIOBBIX KIIETOK AOJKHO OBbITh 3x10° CD34 kieTok Ha Kr Beca
naueHTa.

NB! [TaneHTbl MOTYT TaKXe MOJYYUTh WHIAYKIIMOHHYIO TEpamuio 00pTe30MHUOOM IIIOC
nekcametazona nepen TCK [18].

IIpu HenosiHom oTBeTe HAa TCK

Xumuorepanus nocjie TCK

[TaniuenTaMm, KOTOpHIE HE JOCTHTAIOT HOPMAIM3AIUI0 YPOBHEW CBOOOIHON JIETKOHW IIETH
MMMYHOIJIOOYJIMHA, pPEKOMEHJyeTcs coueTaHue MendanaHa® U JekcamerasoHa/
nukiaodochamua, 1eKcaMerazona u TanuaoMuaa™. [IUKIbI TOBTOPSIIOTCS €KEMECSIHO Ha
cpok 1o 1 rona.

IToka3zanus s KoppekTupoBaHus no3a pexuma LIT:

e  BO3pact >70 ner;

o cepAevHasi HeJJoOCTaTOYHOCTH BhIiie, yeM NYHA I;

e  CO 3HAYUTEJIBHOW MEPETPy3KOU KUIKOCTHIO OpraHu3mMa.
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NB! ITauuentsl nocie TCK ¢ 4acTUYHOW YYyBCTBUTEJIBHOCTHIO HAUYMHAIOT MOJHOCTBHIO
OTBEYAaTh B CJICJICTBHE A BIOBAHTHOW Tepamuy TaluIOMUIOM™® M jexkcameTazoHoM [19].
TAMIOMUI™ TOBOJIBHO TOKCUYEH JJIsl YyBCTBUTEIbHBIX MAIlUEHTOB, U TOJEPAHTHOCTh HE
oOpasyeTcss y MalMeHTOB Ha TpemIokeHHYr a03y 200 wMr/cyr, koTtopas OOBIYHO
WCIIONB3YETCSl y TMAalMEHTOB C MHOXECTBEHHON MHENIOMOW. BojibHBIE € aMuUIOWI030M
OOBIYHO HE MepeHocAT [03bl TamuaomMuga™® >50 wmr/cyr. TamupomMug* BBI3BIBAET
3HAYUTEIbHBIE HEBPOJIOTUYECKUE CHUMITOMBI, 3amop, KOXHas Chbillb, U COHJIUBOCT.
Tepamwust 0OBIYHO HE MPEBBIIIIACT OJHOTO TOAA.

OCHOBHBIM KOMOMHAIIUSIMU JICKAPCTBEHHBIM TMpEMapaToM SBISIIOTCS MendanaH® ¢
JeKcaMeTa3oHOM/IIKI0(pochamua + 1ekcaMmeTa3oH + TaTuIoMUT*.

IIpu HedpPpexkTtuBHOCTH TCK, I0MOJIHMTENIBLHO PEKOMEHAYETCH MpOBeJACHHUE
XHMHUOTEPANHN:

e MendasaH® M JgekcamMeTa3oH Ha3zHadaeTcs OoT 6 A0 12 Mecsaues/OopTe3oMud u
JIeKCaMEeTa30H Ha3HA4YaeTcs C YepeloBaHMEM B OJHY Heneno Oopte3oMub, a B
CICAYIONIIYI0 HEACNI JEeKCaMeTa3oH, B TedueHue J0 45 Hedens/MoHOTEpanus
0opTEe30MUOOM.

e npu HEIP(DEKTUBHOCTH  MPEABIAYIIET0  JEYeHHs  OOpTe30MUOOM,  MOXKHO
paccMaTpUBaTh TEPAIHIO JICHAIHIOMHIA ¢ Aekcamera3oHom [20].

OCHOBHBIM KOMOHMHAIIMSIMU JICKAPCTBEHHBIX MpenapaTroM SBISOTCS Mendanan® ¢
JHexcameraszonom/boprezomnd ¢ [lekcamerazoHom/MoHOTepanus ¢ bopresomudom
AJnbTEepHATUBHBIM KOMOUHAIIMSIM JIEKAPCTBEHHBIX MpenapaToB ABISIIOTCA JIeHamuaoMua ¢
JlekcameTa3zoHOM.

AL amusiounno3 He noaiie:xkamme TCK.

BrnepBble TUATHOCTHPOBAHHBIE.

XumMuoTepanus:

e  coueTraHue MendanaHa* ¢ JeKCaMeTa30HOM SIBIISIETCS OCHOBHBIM BapHAHTOM JIJIsI
tepanuu (Y/I-B) [33].;

® K JIONMOJIHUTEIBHBIM IIpenapaTaM OTHOCATCS HUKIopochamua, 1eKcaMeTa3oH U
tamuaomun® (Y 1-C) /nenammnomun ¢ nekcamerazonom (Y /1-B) [34];

®  MOHOTEpamuio0 JIEKCAaMETa30HOM MOJXKHO Ha3HAauaTh TMaIlMeHTaM, KOTOphIE
YyBCTBUTENBHBI K Tepanuu Mendananom™ [21] (V-B).

IMoxka3anus nasa TCK:

e  BO3pact <70 ner;

e  MHUHMMaJbHblC TpuU3HaKH cepacuHor Hemocratrounoctn (NYHASII) wu ¢
coxpaHeHueM (pakluu BbIOPOCa;

®  YpPOBEHb KpeaTWHWHA B CHIBOPOTKE <177 MKkMoIb / 11 (X2 Mr/mn);

®  BOBJICUCHHE AMUJIOUJIOM MEHEE 3-X OPraHOB.

NB! Ha pmanHOM »JTame peKkoOMEHAYyeTCs OmpeaelieHne CBOOOTHON JIETKOW IIenu
UMMYHOTJIOOyIMHA  JJIT  OIEHKHM  A()PEKTUBHOCTH  JICUCHUS W  OMNPEICIICHHUS
POJIOKUTEILHOCTH Tepanuu (0T 6 10 12 Mecsies).

NB! OCHOBHBIM KOMOWHAIIMSIMU JIEKAPCTBEHHBIX IPENapaToB SIBJISIOTCS Mendanan® c
JlekcaMeTa30HOM.
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AJbTEpHATHBHBIM KOMOMHAIIHSAIM JICKapCTBEHHBIX penaparoB SIBIISIIOTCS
rukinodochamu + JIEKCAaMETa30H + TaJIMIOMUI*/TIEHATTUTOMU [ +
JIEKCaMeTa30H/MOHOTEpaus C IEKCaMETa30HOM.

NB! Tlpu yactuuHol HEI(PPEKTHBHOCTH MEPBOTO Kypca XHMMHOTEPAIIUd PEKOMEHIYCTCS
nedyeHue boprezomuboMm.

IIpu BO3HMKHOBEHUH pPelUANBA MOCJIEe OCHOBHOIO JIeYeHH:

IToBTOpHBIE KYpChl XHMHOTEPANINH

PEKOMEHIYIOTCS MECSYHbIe Kypchl MendanaHa* u aexcaMmera3oHa, mukiodochamuma B
TeueHne oT 6 1o 12 mecsmes, aekcamera3oHa u taaupomuaa® (LI/T), nenamumomuna ¢
JIEKCAaMETa30HOM €XEMECSIYHO Ha HEONPEICICHHBIA CPOK/CIIEYyeT YYHUTHIBATh KYPCHI C
00pTE30MHUOOM H JIEKCAMETa30HOM.

OCHOBHBIM KOMOHWHAITUSMH JICKAPCTBCHHBIX IIPEMapaToB SBISIOTCA Mendaman® ¢
nekcamerasoHoM/mukiogochamMu + JIeKcaMeTa3oHOM + TaluIOMUI™/ICHATUAOMUI C
Jlekcamerazonom/JlekcameTazon ¢ boprezomubom.

Jleuenne AA THDAa aMHIOHI03A.

JleueHne 0CHOBHOIO 3200/ICBAHNSA:

e  JleYCHUE BKJIIOYAaCT B ce€0d TMOJHBIM KOHTPOJIb OCHOBHOTO CHCTEMHOTO
BOCHAJIUTEIILHOTO MPOLIECCA;

®  IIpU BOCHAJIMUTENIBHBIX apTPONATUSIX HCHOJIB3YIOTCS MHPIUKCUMA0 W 3TaHEPIENT CO
CpeaHel MpOAOJDKUTENbHOCTRIO JieueHust 20 MecsneB [22]. binokaga unTtepnelikuHa-1
BO3MOXKHA TIpU HEA(DPEKTUBHOCTH/OTKA3a MaleHTa OT UHPIMKCUMa0a WiIn dTaHepIenTa
[22];

®  OCHOBHBIEC JICKAPCTBEHHBIC MpemnapaTsl MHOIMKcUMad/3Tanepuent. JlomoTHUTENbHO
MOTYT MCIOJIb30BaThCsl aHAKUHpa™®, IaHaKMHYyMa0 WK pUsIOHAIenT™.

NB! Ecan amunonno3 oOyclioBiieH JOKadu3oBaHHOW (opmoit Oone3nn Kacrenmbmana,
3¢ (PEKTUBHBIM METO/IOM SIBIIIETCS PE3CKIUS OMYXOJIH.

CemMeliHbII BTOPUYHBIA AaMHJION103

CemMeiiHasi cpe3eMHOMOPCKAasi JIUXOPAAKA PEKOMEHIYETCs] MPUMEHEHHE KOJIXUIMHA™
ot 0,5 1o 0,6 mr 2 pasa B JICHb.

TpancTuperunoBasi popma amuaongo3a:

Hudnynuzan™® 3ameuisieT NpOrpecCUpOBaHME HEUpONnaTUUM MPU  MHOXKECTBEHHOMN
MYTaHTHOU (OopMe TpaHCTUPETHUHOBOrO amuiounosa [24]. Tabamuauc 3anepkuBacT
pOrpeccCUpoOBaHKE HeMponatuu npu HacheacTBeHHOM Val30Met TpaHCTUPETHHOBOM
amusionio3e [25]. OcHOBHBIE JIeKapCTBEHHBIE Mpernapathl AudayHu3an™ win tabamMugauc™.

XuMHoTepaneBTHYECKHE JIEKAPCTBEHHbIE CPeACTBA

MOoOHOKJIOHAJIbHbIE aHTHUTEJIa

° BBEJICHUE aHTHUTEN moja Ha3zBanweMm 11-1f4 uHgymupyeT oOJErdeHHBIH KIETOYHO-
OTIOCPEOBAHHBIA BOCTIAIMTENBHBI OTBET, YTO MPUBOAUT K OBICTPOMY CHIDKCHHIO

amusionsiom [43-44]. DTaHepuent peKOMEHAyeTCs ISl JICUEHUS MALMEHTOB C MO3AHUMU
cragusmu AL (Y I-C) [45];
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e snpoaucar* CHMKAET PHUCK [UAU3-3aBUCHMOW ITOYEYHOW HEIOCTATOYHOCTH Y
MalMeHTOB ¢ AA aMHJIOWI030M TyTeM JecTaOWin3aliu KapKaca TITMKO3aMHHOTJIMKaHa
amrtonTHBIX (hudpwmn [40].

Jleuenne AL Tnna amuiionno3a

IIpenaparsl Pa3oBas no3a KparTHocTh BBe1eHus
Mendanan* 140-200mr/m? OIHOKPaTHO
boprezomun 1.3 mr/m? 2 pasa B HEJIEIIO 10 CXEME
JlexcameTa3oH 40 mr/cyt 1 pa3 B JicHb BHYTPb WJIM B/B IO CXEME
[Huxnodochamua 10 Mr/kr 1 neus B/B
Tamumomug* 200 mr/cyT 1 pa3 B 1eHb KenaTeabHO NIepe] CHOM U He

MeHee | yaca mmocie enbl

Jlemammmomug 25 mr/cyt 1 pa3 B AeHb 1O cxeme

Jleuenune AA THIIa aMHJIOHI03A

IIpenapatsl Pa3zoBas no3a KpaTHocTh BBe1eHus
Nudnukcumabd 3-10 mr/cyT 1 pa3 B cyTkH B/B 110 cxeMe
OTtaHepuent 50 mr 1 pa3 B Henento /K
AnakunHpa* 100 mr 1 pa3 B ieHb /K
[{anakuaymab 150-300 mr 1 pa3 B 4 Heenu 1/K MO CXeMe
Punonanent* 320 mr/cyT ITo 160 mr n/k Ha pa3HbIE yYACTKH

CeMeliHblil BTOPHYHBII AMHJIOW103

IIpenaparsl Pa3oBas no3a KparHocTh BBe1eHus
Konxunun™ 0,5- 0,6 mr 2 pa3a B CyTKH
Hubnynuzan* 250-500 mr BnyTtps 2 pa3a B AeHb

HepequL OCHOBHBIX H JOINOJHHUTECIbHBIX JIECKAPCTBEHHBIX CPEACTB:

Hepequb OCHOBHBIX JICKAPCTBCHHLIX CPEACTB:

aHakuHpa®;
OopTE30MUI;

JIEKCaMEeTa30H;
nudyHU3aT*;
nH(pIMKCUMAO;
KOJIXMITHH*;
JICHATUIOMUT;
Mendanan®;
puIoHaIenT™;
TaTUIOMUAT*;
aHAKMHYMao;
nukiodochamu;
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L OTAaHCPLCIIT.

HepequL HAOMOJIHUTECJIBbHBIX JJCKAPCTBCHHLIX CPEACTB.

HedponporekTuBHasi Tepanmusi — HWHTUOUTOPHl  AHTHOTEH3WH-TIPEBPAILAIOIIETO
dbepmenta
IIpenaparsl Pa3oBas n03a KparTHocTh BBe1eHus
JInzuHomnpun 5—-10 mr 1- 2 paza
Pamunpun 5—-10 mr 1- 2 paza
dozuHonpUn 5—-10 mr 1- 2 paza
[Tepunmonpun 2,5-5Mr 1- 2 paza
HedponporekTuBHasi Tepanusi — 6JIOKaTOPbl peHUH-aHTHOTeH3uHA ||
Jlozapran 50-100 mr 1-2 paza
Basncapran 80-160 mr 1-2 paza
Kangecapran 8—16 mr 1-2 paza
JAnyperuxku
IletneBsle:
bypocemu 1-3mr/kr/cyT 1 pa3
TOPACEMHU /T 5-10 mr 1 pa3
Tuazngonogo00HEIE:
TUTIOTHUA3U]] 25-100 mr 1 pa3
WHIATIaMW]I 1,25-5 mr 1 pa3
AHTaroHHUCTBI 1 pa3
aJIbJIOCTEPOHA 12,5-25mr/cyT
CIIUPOHOJAKTOH

AHTHKOAryJISHTbI

I'enapun HaTpus
Hanponapun kanpuus
DHOKcanapuH HaTpHsi

2500-5000 ME
1000-5000 ME
1000-5000 ME

1-2 pa3a B ieHb
1-2 pa3a B neHb
1-2 pa3a B nieHb

MJI

CraTuHbI
PosyBacTaTun 10-20 mr 1 pa3 B 1eHb
CuMBacTaThH 10-20 mr 1 pa3 B neHb
ATopBacTaTUH 10-20 mr 1 pa3 B 1eHb
3amMeHUTe M MJIA3Mbl U IPYTHX KOMIIOHEHTOB KPOBH
Anp0yMHH 10 % 200 M, 20% 100 10 MOTPeOHOCTH

NB! *npumenenue npenapara mocie peructpamnuu B PK

Xupypruyeckoe BMeEIIATEJIbCTBO:
TpaHCIutaHTaus JTOHOPCKOM MOYKH.

[Toka3anwus:
e paszsutue XIIH;
e XIH.
CeKBeCTpIKTOMHUS

19




MOKa3aHUs:

® OCTECOMHETHUT,

VY nanenue 10J1M JIErKOTO
TIOKa3aHUsI:

® OpOHXO’KTATHYECKUM OOJIC3Hb.

TpaHnciIaHTAIIUA CTBOJIOBBIX KJIETOK

[Toxazanus g TCK[17]:

) mnasme 70 ner;

e ¢ MHUHHMAJIBHOW cepaeyHod HemoctarouHocThio (kmace <l mo NYHA) wu
COXpaHHUBIIEHCS (pakireit BpIOpoca;

®  KpEeaTHHHUH B CHIBOPOTKE KPoBU <177 MKMOJb / 11 (<2 mr/mn);

e  BOBJICYCHHUE B IIPOLIECC MEHEE 3-X OPTraHOB.

NB! MuenoabsaTuBHass XUMUOTEPAIUs ¢ UCIOJb30BaHUEM Mell(aiaHa™ ¢ mocnenyromen
TpPaHCIUIAHTAIMEH CTBOJIOBBIX KJIETOK JJIsI BOCCTAHOBJICHUS IMOKAa3aHO JJi MAalMEHTOB, C
HU3KUM PHUCKOM OCJIOXXHEHUH, cBsizaHHBIX c JiedeHuem [27] (V-A). Ilpeumyiectna
TpaHCIUIAHTALMK JIJI1 aMUJIOU103a HE OB J0CTOBEpHO Joka3aHbl [28-29] (VI-B). TCK
SIBJISIETCSL €IMHCTBEHHOM TE€panuen, MPOBOJIUMOM B TAHHOM CITy4ae.

Ocnoxuenusa TCK:

e  BHE3aIHas CepjcUHasi CMEPTh;

®  KPOBOTEUYEHHUE U3 KEIYJOYHO - KHIIEYHOTO TPAKTA;

®  [IOYEYHAS HEAOCTATOYHOCTD.

Jlpyrue BUAbI JIeHeHHS:

®  3aMecTUTEe]bHAs  TouyeyHas  Tepamus  (reMoauanu3,  TremMoauaduiIbTpaus,
NIEPUTOHEATLHBIN TUATTu3).

4) Tloka3zaHusi s KOHCYJbTAIMU CHENHAJHCTOB: KOHCYJIbTAIMS MPO(UIBHBIX
CHEIUATIMCTOB NMPU HATUYHUU COMyTCTBYIOIIEH MaTOJIOTHH.

5) Iloka3aHusi AJ1s MepeBOA B OT/AeJIeHNe HHTEHCHBHOI Tepanuu ¥ peaHnMalnu:
®  HEKOHTPOJIHPYEMOE OCoKkHEeHHE HeppoTuueckoro cunapoma u OIIIT;

®  BHEMOYEYHBIC NMPOSBICHUE aMUJIONU 1032, TPEOYIOIINE TOCITUTATIN3AlUN B OTACIICHUE
WHTEHCUBHOU TEPATIUHU.

6) MHuaukaTopbl 3G(PEeKTHBHOCTH JIeYEHHS

e  CcTaOWIM3alMs/BOCCTAaHOBICHUE (PYHKIIUHU )KU3HEHHO BaXKHBIX OPTaHOB;

®  TIpEeAOTBpAIICHUE (GYHKIIMOHATBHBIX HapyIICHHH, C YBEIHMUYCHUEM
MPOJOKUTEILHOCTH )KM3HHU OOJIbHBIX;

®  perpecc HEPPOTHUECKOTO CUHIPOMA;

®  yMCHBIICHUE TPOTECHHYPHH,

®  yMEHBIICHUE OTJIIOKECHUI aMHUJIONIa B TKAHSX.

7) JanbHeiilnee BeaeHHe:

e  aMOynaTopHOe HaOJIOJIEHUE CIICIIUAJINCTA IO MECTY KHUTEIbCTBA;
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e VY3U nouek 1 pa3 B 3 mecsa;
e  aHaNW3bI KPOBHU, MouH | pa3 3 mecsua.
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