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2. Coornomenue koao8 MKb-10 u MKB-9:

MKB-10 MKB-9
Kox HazBaunue Kon HazBaunue
E85 AMUIONn103 55.23 | 3akphbITas [upecKokHas |
E85.0 | HacnencTBEeHHBIN ceMEMHBIN [mynkimonHas] buoncus
TTOYKH.

aMuiI0on103 0€3 HelponaTuu

E85.1 | Heitpomatuueckuii HacIeCTBEHHBII
aMHJIOMI03

E85.2 | HacnencTBeHHBIN aMUIOUIO03
HEYTOYHEHHBIN

E85.3 | BropuuHblif CHCTEMHBIN aMUJION03
E85.4 | OrpannyeHHBIN aMUIIONI03

E85.8 | lpyrue dhopmbl amuiionio3a

E85.9 | AMunonno3 HeyTOUYHEHHBIT

39.95 I'emouanus.

99.71 | TepaneBTHUECKUIA
masmModepes

99.76 | DkcTpakoprnopaibHas
UMMYHOICOPOIIHS

3. Jara pa3paborku/mepecmoTpa npotrokoJa: 2016 roa.

4. Tloab3oBaTed MPOTOKOJA. Bpadu OOIICH MPaKTUKH, TEPANeBTHI, IeMaTOJIOTH,
HedPOJIOTH.

5. Kareropusi naumeHToOB: B3pOCJble.

6. Illkaja ypoBHsI 10Ka3aTeJbHOCTH:

A BricokokauecTBeHHBIN MeTa-aHanu3, cucrematuyeckuii o63op PKU wmm
kpynHoe PKW ¢ odeHb HHM3KOH BEpOATHOCTHIO (++) cHCTeMaTHYeCKOu
OIIMOKH  pe3yJbTaThl KOTOPBIX MOTYT OBITb  paclpoOCTPaHEHbl Ha
COOTBETCTBYIOIIYIO TOMYJISIUIO.

B BricokokauecTBeHHbIM (++) cHUCTEMaTH4YeCKuili 0030p KOTOPTHBIX WJIH
WCCIICIOBAaHUM CITy4ali-KOHTPOJIb WK BhICOKOKauecTBEHHOE (++) KOropTHOE
WIM  WUCCICHOBAHUM  CIIy4al-KOHTPOJb C  OYEHb HU3KUM  PHUCKOM
cucrematudyeckor omubku wm PKW ¢ HeBbIcOKUM (+) puckom
CUCTEMaTUYECKONM  OIMMOKU,  pPe3yJlbTaTbl  KOTOPBIX  MOTYT  OBITh
pacrpoCTpaHEHbl HA COOTBETCTBYIONIYIO OMYJISIIHUIO.

C KoroptHoe wunu wucciaenoBaHue Ciy4al-KOHTPOJb WM KOHTPOJIUPYEMOE
uccieoBaHue 0e3 paHJOMH3alMUd C HEBBHICOKUM PUCKOM CHUCTEMATUYECKOH
omuoku (+).

Pe3ynbTaThl KOTOPBIX MOTYT OBITH PacHpOCTPAHEHBI HA COOTBETCTBYIOIIYIO
nonynsiinto uau  PKWM ¢ O4YeHb HHM3KMM WA HEBBICOKMM PHUCKOM
CUCTEMATHUYECKON OIMUOKU (++ WU +), pe3ynbTaThl KOTOPHIX HE MOTYT OBITh
HENOCPEACTBEHHO PACIPOCTPAHEHBI HA COOTBETCTBYIOULYIO MOMYJIALMIO.

D Onucanue cepur CIy4aeB WM HEKOHTPOJIUPYEMOE HCCIEIOBAHUE WIH
MHEHHUE SKCIIEPTOB.




7.  Omnpenenaenne [1-3]:

Amunonno3 — Trpymnmna 3a0oJeBaHMI,

OTIIMYHNTCIIBHBIM

IIPU3HAKOM KOTOPLIX MABJIACTCA OTIOXKCHHUC B TKaHAX MW OpraHax (I)I/I6pI/IJIJI}IpHOI“O
ITIMKOIIPOTCH A — aMHUJIOU1a.

8. Kuaaccuduxanus
Tunesl aMuI0NIa U COOTBETCTBYIOIIHNE GOpPMBbI aMIJIoH103a [4-5]:

Bbenok benok- Kiannuyeckas popma amujionnosa
AMMJION | PEeIIIEeCTBEHHUK
AA SAA-Genok Bropnunsiii aMUJIOU03 pu XPOHHYECKUX
BOCHIAJIMTENIbHBIX ~ 3a00JIeBaHUSIX, B TOM  YHCIE
NEepUOINYECKOM 00Je3HH U cuHapoMe Makina-Yamica
AL A, K-JIETKHE LEeNnu | AMUJIOWIO3 MpHU IJIA3MOKIETOYHBIX JHCKpa3usix —
UMMYHOTJIOOYJIMHO | KAMONATUYECKUH, TpU  MHUEIOMHOM  OOJE€3HH U
B MakporiiooyianHemMun Banbaencrpema
ATTR | Tpanctupetux Cewmelinbie dbopmMbl MOJIMHENPONATUYECKOTO,
KapIuONaTU4eCKOro M Jp. aMUIOWUJ03a, CHUCTEMHBIN
CTapUYECKU aMUJIOU03
ABR2M | B2- JInanu3HbeIA aMHUJIONIO3
AGel ['enconuu duHCKas ceMelHasg aMUIIOMIHAS TOJUHEUDOIATHS
AApOA | Anonumnoniporens | Amunouanas nonuHerponatust (111 Tum, mo van Allen,
| A-l 1956)
AFib dubpuHOTreH AmunioniHas Hedbponatus
AB B-6emok bosne3np Aunblreiimepa, CUHJIPOM HayHa,
HACJEICTBEHHBIE  KPOBOM3IUSHHAA B  MO3l  C
amuonsio3oM, ['onnangus
APrP [Tpuonoseiit 6enok | bonesusr Kpeitridensaa-Akoda, 6ose3nb ['epcrmanHa-
Scr [rpayccnepa-Ileiinkepa
AANF | [Ipeacepausiii N3onrpoBaHHBIN aMUIOWI03 NpEICcEepanid
HATPUNYPETUUYECKHU
i dakTop
AIAPP | AMuiuH N3onupoBanHbIil aMuiona03 B OCTpoBKax Jlanrepranca
npu caxapHom nuadere Il Tuna, Mucynunome
ACal [IpokansuntonuH | [Ipu MenyusIpHOM pake IUTOBUIAHOMN KEJE3bI
ACys Hucratun C HacnencrBeHHple  KpOBOMBIMSIHUS B MO3T €

amuiou03oM, Mcnanaus

Kannunueckas kiaaccupukanuss aMmmiona03a
NepBUYHbIA AMUJIONA03!
° BO3HUKAIOUTUI 03 SIBHOW MPUYUHBI,

° ACCOLMMPOBAHHBIA C MHOKECTBEHHON MHUEIIOMOM;
BTOPUYHbIN AMUJIOU/I03!
®  IIpU XpPOHUYECKUX HHQPEKIUIX,;

®  IIpU PEBMATOUHOM apTPUTE U APYTUX 3a00JICBAHUSIX COSTUHUTEIILHOU TKAHU;




®  [IpU OHKOJOTHYECKHUX 3a00JICBAHUSIX;

ceMeHBIN (HaCJaeICTBEHHbIH) aMHUJIONI03:

®  IIpU NEPUOJAMYECKOMN OOJIC3HHU;

®  MOPTYraJdbCKUH BapUAHT U APYTHE (GOPMBI CEMEHHOTO aMUIIONI034;
cTapyecKuil aMUJI0MA03

JIOKAJILHBI aMUWJIONI03

HACJICACTBEHHBIN aMHJIOM/103:

HEHPONMATHYECKHU I

® C MOpPaXCHUEM HWKHUX KOHEUHOCTEH: NOPTYTaJIbCKUM, SNOHCKUMN, IIBEIACKHNA U
IpYyTUe THIIBI;

® C IIOpaXeHUWEM BEpXHMX KOoHewyHocTen: tunbl [lIBennapus-Munnana, I'epmanus-
Mbpunenn;

HeponaTuYeCKUii:

e  nepuoauueckas 00Je3Hb;

e  JMXOpajJKa U 00U B KUBOTE y ILIBEJOB U CULIMIUNIIEB;

®  COYETAHHUE CBINU, TIIyXOTHl U NOPAKEHUS ITOYEK;

®  JOpAKCHHUE NOYEK B COYETAHNUH C APTEPUATIBHON THIIEPTEH3UEN;
KapAMOMHMONATHYCCKHUH

®  JIaTCKUM — IPOTrPECCUPYIOLLAsl CEPAECUHAs HEAOCTATOYHOCTD;

®  MEKCHKaHCKO-aMEPUKAHCKUH — CHHIPOM CJIa00OCTH CHHYCOBOIO y3J1a, OCTaHOBKa
MIpEJICEPINiA;

CMELUIAHHBIN:

e  (uHCKMIT — nTUCTPOPUS POTOBUIIBI U TOPAKEHNUE YEPETTHO-MO3TOBBIX HEPBOB,;

®  MO3IOBBIC UHCYJIBTHI.

KiimHn4yeckue cTaaum aMMJI0HI03a MOYEK

Craaus | KiinHnuyeckoe nposiBjieHue

JloknmuHanYyeckass WIM JlaTeHTHas (OecCMMMITOMHAs) CTagus — aMHJIOH]
MPUCYTCTBYET B MHTEPMEIMAPHOM 30HE M TO XOAY IMPSAMBIX COCYIIOB
MMAPAMHUJIOK PA3BUBAETCs OTEK M oyaru ckieposa. Cramuma mmures 3-5 u
Ooznee yer. B aTOT mepmon mpu peakTMBHOM aMUJIOWJ03€ MpPeodsafgaroT
KJIMHUYECKHE TPOSIBICHHUS] OCHOBHOTO 3a00JieBaHUs (HalpuUMep, THOWHOTO
npolecca B JIETKUX, TyOepKyJie3a, peBMaTOMIHOTO apTPUTA U T. [1.).
[Iporeunypuueckas (anbOyMUHypUYECKasi) CTaaAus — aMUJIOU] TMOSIBIISIETCS
MIPEXKJIE BCETO B ME3AaHT MU, B METISAX KAMWUISPOB, B TUPaMUAaX U KOPKOBOM
BELIECTBE TIJIOMEpYJd, B cocydax. Pa3BuBaioTcs ckiepo3 u aTpodus
He(pOHOB, runepemus u JuMdocras. [louku yBennyeHbl U MIOTHBI, MATOBO-
2 cepo-po3oBoro 1Berta. [IporenHypus B Hayane BbIpa)keHa YMEPEHHO, MOKET
KaKOM-TO Mepuoj ObITh Ia)Ke MPEXOAsileld, YMEHbIIAThCI U YBEIMYUBATHCS,
HO 3aT€M CTAHOBUTCA CTOMKOW (CTaiusi MepeMexarolencs MNpOTEeHUHYPHUH).
Hekortopble wuccienoBarenu BbIACIAIOT B 3TOM CTaAWM JIBa IEpUOAA:
CEJICKTUBHOM U HECEJIEKTUBHON NPOTEUHYpUU. 1IpoaoIDKUTENBHOCTD CTaAuN
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ot 10 o 13 xmer.

HedpoTtuueckas (oTeunasi, OT€UHO-TUIIOTOHUYECKAs) CTAIUsI — aMHJIOUIHO-
JUNIOUIHBIA HePpo3 — amMWwiIouJ BO BceX oTaenax Heppona. Nmerorcs
CKJIEPO3 M aMHJIOU 03 MO3TOBOIO CJIOSI, HO KOPKOBBIM CJ10#1 0€3 BhIpaKEHHBIX
CKJIEpOTHYECKUX U3MeHeHM. [IpomomkuTensHOCTh cTaguu 1o 6 net. Kak B
MPOTEUHYPUUECKON, TaK M B HEPPOTHUUYECKOW CTaJAUU TMOYKH YBEIMUYECHBI,
IOTHBIE (OOJbIIas canpHas mouka). KnmmHudyecku 3Ta cragusi mposBIIseTCs

3 KJIACCUYECKUM HEPPOTHUECKUM CHHIPOMOM CO BCEMH €ro IMpH3HAKaMU: C

pa3BUTHEM MACCHBHOW MPOTEHHYPHUU (C moTepei Oenka ¢ Modert Oonee 3-5
rpaMMOB B  CYTKH), THUIONPOTEMHEMHUHW C THINOATLOYMHHEMHEH,
TUTNIEPXOJIECTCPUHEMHUH, JUMUAYPUH C OTEKaMHU J0 CTENEHW aHacapku. B
MOYEBOM 0CaJIKe HaXOST THAIMHOBBIC, a TI0O MEPe HapacTaHUs MPOTEHHYPUHU
— 3EpPHHUCTBIC IIWIMHAPHL. BO3MOXHBI MHKpPO-M  MaKpoOreMaTypHs,
JeHKOUTYpHUst 0€3 MPU3HAKOB MUEJIoHePpUTa.

VYpemuueckass (TepMUHaJbHas, a30T€MUYECKasl) CTagus — AaMHIOHAHAs
CMOpIIICHHAs TOYKa — YyMEHbILIEHHAas B pa3Mepax, IUIOTHas, ¢ pyOuamu
[IOYKa. XPOHUYECKAs II0YeYHas HEAOCTAaTOYHOCTh MAJIO OTINYAETCs OT
TaKOBOW MpH JIPYrux 3a0oJieBaHUsIX MOo4eK. CUMTAETCS, YTO B OTIMYHE OT
rioMepyjoHeppura, npu kotopom Hacrymenue XIIH, mporekaromeit c
MOJINYPHUEHN, MOKET MPUBOAUTH K XOTA Obl YACTUYHOMY CXOXIEHHUIO OTEKOB,
IIpU aMWJIOU03€ a30TEeMUsI pa3BUBAETCS Ha (DOHE HU3ZKOTO apTEPHAIBHOIO
JaBJICHUS] 1 HE(YPOTUYECKOTO CUHAPOMA.

9.
1)

JAUATHOCTHUKA U JIEYEHUE HA AMBYJIATOPHOM YPOBHE:
JInarHocTu4ecKue KpuTepuu

Kayo0bI:

c1a00CTh, MOBBIIICHHAS YTOMJIIEMOCTb,
roJI0BHAas 00JIb;

OTEKH Ha HOTax, pyKax | JIUIIE;
MOBBIIICHHOE apTepUaIbHOE JIaBJICHUC;
TOIITHOTA, uapes (IMOHOC);

001 B 001acTH cepala;

00JIM B MBIIIIAX.

AHaMHe3:

IOTEPsI BECa;
HaJIM4Kie MOHOKJIOHAJIbHOM TaMManaTHi HesICHOTO TeHe3a;
XPOHUYECKHE BOCTIATUTENbHbIE (THOMHBIE) 3a00JI€BaHNUS;
XpOHUYECKUE UH(PEKITNH;

HaCJIEICTBEHHOCTbD.

dusukajabHoOe 00c/IeJ0BaAHNE
OO0mmii ocmMoTp:




nepuopoOuTanbpHas mypmypa (Habmromaercs B 15% ciydaes),

MaKpOTJIOCCHS XapaKTEPHO JJIsl IepBHYHOTO amuiono3a (AL);

OJIBIIIIKA ITPH pr3uIecKoi Harpy3ke (HadmoaaeTcs okoo 40% O0IbHBIX);

NPU3HAK HAIUICYHHKA (OKOJIOCYCTaBHAsS WHQWIBTPALUS aMUIOWIA TPUBOIUT K
JIOKHOW TUTIEPTPOPHH M K YBEIMUCHUIO 0O0beMa MYCKYJaTyphl IUIEYEBOTO TOsca U
oenpa).

AYCKYyJbTAIHSA:
®  BO3MOXXHO HaJM4Ke HAPYIICHUS CEPJIEUHOTO PUTMA.

Manpnanus:

® OTEeKHM HIKHHX KOHEUHOCTEH, H3-3a THUIMOATOYMUHEMHH H HEPPOTHUUECKOTO
CHUHIpPOMA, a TaKXkKe H3-3a 3acTOs B OOJBIIOM Kpyre KpoBOOOpaIleHUs BCJIEACTBUE
PECTPUKTHBHON KapauomMuonaTiu (Habaromaercs B 50% ciydaes);

®  yBEIUYCHUE NICYCHU U CEJIC3CHKHU;

e  mapecre3un (HaOrogaeTCst 0K0JIO Y 15% OOIBHBIX);

e crmactuueckue 6omu B JKKT;

®  BO3MOXXHO HaJM4K€ YBEIWYCHUS MOTUETIOCTHBIX CIFOHHBIX JKEJIe3.

JlabopaTopHble ucciie0BaHUS:

e  0o0mWMil aHAJIN3 KPOBH — aHEMHUS, JIEHUKOIMTO3, nmoBbiieHHe CO;

e O0mmii aHaMM3 MOYM — TPOTCHHYPHS, MHUKPOTEMATypHus, acenThdecKas
JEUKOLIUTYPHS;

e  OMOXMMHYECKHM aHamu3 KpoBHW (00mmii Oenok, anbOymuH, Na, Ca, XolecTepuH,
caxap B CBIBOPOTKE KPOBH) — THIONPOTEHHEMHUs (32 CYET TUNOaTbOyMUHEMHUH),

TUNEPriIo0yIMHEMHs, TUIIOHATPUEMHS, TUIONPOTPOMOMHEMUS, THUIOKAIBIIMEMHUS,
TUIIEPXOJIECTEPUHEMHUS.

NHcTpyMeHTA/IbHBIE HCCJIEIOBAHUSA:
e V33U opraHoB OprOIIHOW MOJIOCTH U TOYEK — BU3YAIM3UPYIOTCS YBEIUYECHHBIC
YIUIOTHEHHBIE TTOYKH (OOJIBIIINE JKUPOBBIC TTIOYKH).



2) JIMarHOCTHYeCKHUi aJIrOPUTM:

Cxema — 1. JlnarHOCTHYECKUI aJITOPUTM aMHJIOMA03a IMOYEK.

v

JKanoOsl Anamues

v

* cnabocCTh, MOBBIICHHAS YTOMIISIEMOCTB;
* TOJIOBHas 00JIb;
* OTEKH Ha HOTax, pyKax W JIUIIE;

¢ TIIOTEPA BECa,
* HaJIM4¥e MOHOKJIOHAJbHOW raMManaTHH
HCJACHOI'O I'CHE3Aa,

* TOBBIIICHHOE apTepHATILHOE JTaBJICHHE;
* TONIHOTA, THapes (TIOHOC);

* ©Oonu B 001acTH cepana;

e 00JIM B MBIIIIAX.
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dusukanpHOe 00CIEeTOBAHNE

* XPOHHYECKHUE BOCHAIHUTEIBHEIC (THOHHBIC)
3a00JIeBaHNs;

*  XpOHHYECKUE MH(EKITUH;

* HAaCIEICTBEHHOCTH

v

OO6mwmit ocMOoTp:

* TepHOpOUTATIbHAS MyPITypa;

*  MaKpOIIOCCHS XapaKTEPHO JJIsl IEPBUYHOTO
aMIJIONI03a;

*  OJIBINIKA TIPU PU3MUYECKON HATPY3KE;

¢ IIpU3HAK HAIUICYHHUKA.

AycKynbTanus:
* BO3MOXXHO HaJu4uue
HapyILeHHs CepJIeYHOr0 pUTMA.

ITanpmamus:

e OTEKH HIDKHUX KOHCYHOCTEH;

. }/BCJII/I‘IGHI/IC IICYCHHU U CCIIC3CHKH,

e TIApPECTE3NH;

« cractuueckue 6oiu B JKKT;

e BO3MOJKHO HaJM4YMe YBEIMUEHUS ITOAYEITFOCTHBIX
CTTHOHHRIX YXeTter

-
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JlaGopaTopHbIe UCCIIeTIOBAHUS

e 00mwuii aHamM3 KpPOBU (aHEMHs], JIEHKOIIUTO3,
nossimeHne COD);
*  00mmiA aHaIIN3 MOYH (mporeunypus,

MUKpOreMaTypHsi, acerTu4ecKast IEHKOLUTYpHsI);

* OHMOXUMHYECKUI aHau3 KpOBH
(runornpoTenHeMus, TUIEPIIIO0YIMHEMHUS,
TUIIOHATPUEMUS, TUIIONPOTPOMOMHEMHUS,

THUITIOKAJIbIIUCMU A, PI/IHerOHCCTCpI/IHCMHH).

\ 4

HNHcTpyMeHTaNbHbIE UCCIEA0BAHUS

A\ 4

A 4 A 4

[IpenBapuTenbHbIid JUarHo3
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Koncynpranus nepponora

VY31 opraHoB OpromIHONM TOJOCTHM W TOYEK —
BU3YAITM3UPYIOTCSI ~ YBEJIIMYCHHBIE  YIJIOTHEHHBIE
nouyku (OOJBIINE KUPOBBIC TOUKH).




3) MuddepeHumanbHblii TMATHO3 U 000CHOBAHME JOMOTHUTEIbHBIX

HCCJIeJOBAHMM:

Ta6muma — 1. Jludbdepennmanpras TMarHoCTUKa aMUJION 103 MTOYEK

Cocrosinue Jduddepenunpyemsoie JAudpepenuupyembie TECThI
NMPU3HAKH / CHMIITOMbI
I'mneprpoduueckas | Knuunuecku TpyZaHO | ¢ Ox0oKI ABSIETCS
KapauoMuonaTus OTJINYUTH I'KM OT | AUArHOCTUYECKUM KPUTEPUEM I
aMHJIOW103a CEep/ILIA. I'KM, rae BBISIBIIACTCS
aCMMMETpUYHAS runepTpodus
MEKIKEITyJOUKOBOM MEPETOPOJIKHY;
e HCHOJIb3yeMasl ISl UCKIFOUCHHS
MIPU3HAKOB aMUJIONJ03a  3XO
nonruieporpadus ¢ HaNpPsHKEHUEM
HE YKa3blBAaCT HAa  TUIUYHBIE
PECTPUKTUBHBIE VU3MEHEHHUS
HAaIlOJIHEHUSI, BBISBIAEMBIE TIPU
aMUJIOUJI03€;
« MPT mno3Bosser pa3nuuuth 2
CUHApPOMA
MemOpaHo3Hast Knnangeckn OOMHAKOBEIE | ¢ ITOYEYHAS ounormncus HE
rJIOMepyJIonaTus MPOSIBJICHUS Y MALIMEHTOB C | OKpamuBaeTcss KOHro kpacHbIM.
He(ppoTHUYECKUM
CUHIPOMOM.
MoHokyioHaqbHasi | Y MalueHTOB He ObIBAaeT | ¢ OMOICHUS MKPOHOXHOTO HEpBA HE
raMmManaTus 3HAYNUTEIBLHOU CTEIEHHU | OKpammBaeTcss KoHro kpacHsiMm.
HESICHOT 0 reHesa | IpOTEUHYPUH,
(MI'HI') - | remaToMerainuu 158105
ACCOIMMPOBAHHASL | KAPIMOMHOIIATHH.
HelponaTus
MHoxecTBeHHAs Bosib B KOCTSIX, CUMIITOMBI | ¢ OOBIYHBIC PEHTTE€HOBCKHE
MueJIoMa aHEeMMM W TOYEYHOM | CHUMKU TIOKa3bIBAIOT JUTUYECKUE
HEJ0CTaTOYHOCTH. MIOBPEXKICHUS KOCTH,
KOMITPECCUOHHBIE MEePEIOMBI,
nudPy3HBINA OCTEONOPO3,;
« Hu3kuii Hb;
e IIOYEYHAas1 HEJOCTATOYHOCTb.
Hedpornueckni Cyrounass  mporeunypus | « cMmotpure KII «Hedpotuueckuit
CHHIPOM oonee 3,5 r/CyT, OTEKH, | CHHIPOM
rUN0AOyMUHEMUS,
JUCTTUTIAICMUST




4) TakTuKa JiedeHus : IIPH [TOI03PCHUH TUArH03a AMUJIOUI03 TIOYCK, MMalUeHTa
HE0OXO0IMMO HANPaBUTh HA KOHCYJIbTaLUIO HedpoJiora Juisl 1ajdbHEeHIIero Je4eHus Ha
CTAallHOHAPHOM YpPOBHE.

HemenukamMeHTO3HOE JIe4eHHe: HET.

MeaukamMeHTO3HOe JieYeHHe: HET.

Jlpyrue BUbI JIeYEHHS . HET.

Ioxka3aHus 1yl KOHCYJIbTALMHA CHECHUAINCTOB:

e  KOHCYJbTaIMs Heposora — s MOCTAaHOBKHU JMArHO3a;

®  KOHCYNbTalUsi MPOMUIBHBIX CHEIUAIMCTOB TPU HAJUYUHU  COMYTCTBYIOIICH
NaTOJIOTUU.

5) IMpoduiaakruyecKkne MepONPHATHA:

ITepBuynass npodpuIakTuka

®  [IEPBUYHBIN aMUJIOUI03 MTOYEK — MPOPUIAKTUIECKUX MEPOIIPUSTUHN HET;

®  pPa3BUTHE BTOPUYHOIO AMUIIOMI03a M3 XPOHUYECKOTO BOCHAIUTEIBHOTO COCTOSHHS
HETIOCPEACTBEHHO  CBSI3aHO C  HEKOHTPOJMPYEMBIM  BOCHAJEHWEM W CHHTE30M
CBIBOPOTOYHOTO AaMMWJIOMIHOrO Oejka nedeHblo. JleueHne OCHOBHOTO COCTOSIHHSI C
ITOJABJICHUEM BOCHAJIECHUS CHIXKAET MOCIECAYIOMNN PUCK BTOPUYHOTO aMHIJIOU03a;

e y OOJBHBIX C M3BECTHHIMH MOHOKJIOHAJIHHBIMM TaMMallaTUsSMHU HESICHOTO TeHe3a
CYLIECTBYET PUCK PA3BUTHUs aMUJION03a, U PEKOMEHAYETCSI MOHUTOPUHI MAlMEHTOB IS
MPENYIPEKICHUS PA3BUTUS POTEUHYPUHU, HEBPONIATUH, I'€IaTOMETAJINU, WIN CEPACYHOU
HEI0CTaToOuHOCTH [47].

BropuuHas npopuiiakruka

PekomenmyeTcst peryisipHoe KIMHUYECKOE 00CIIeJOBaHUE MAIMEHTOB C MHOXECTBEHHOMN
MHEJIOMOM ¥ MOHOKJIOHAJIBbHOW TraMMariaTuend. A TaKKe PEKOMEHIYETCS €KErOJHOE
MOBTOPHOE TECTUPOBAHUE AJIEKTPOPope3a OEIKOB CHIBOPOTKHU.

10. MOKA3AHUA JOJsd TOCIHUTANIN3ALIMU C YKA3AHHMEM THIIA
T'OCIIMTAJIN3AIINNA:

1) Tloka3aHus ajs MJIAHOBOM MOCITUTATU3AIMH:

e  BepudUKaIMs TUarHO03a aMUJIOU]I03 TTOYEK;

e  Hajguyue He(PPOTHUUYECKOTO CUHIAPOMA.

2) TlokaszaHus AJist SKCTPEHHOM TOCITUTATU3AIIH:

e anacapka (muddy3Has OTEYHOCTh MSATKMX TKaHEH ¢ MpPEeUMYINEeCTBEHHOM
JIOKaTU3alMel B HIDKHEH IMOJIOBUHE TYJIOBHIIA);

e  onuroanypus (pe3koe yMEHbIIICHHE KOJINYECTBA MOYH, BBIICISIEMOM MOYKAMMU).

11. TUATHOCTHUKA U JEYEHHUE HA DTANE CKOPOH HEOTJIOXKHOH
MMOMOIIIH:
1) J{narHocTruyecKue MeponpusaTHs:

e OlEHKa cocTosHHS C (QusukanbHbIM oOcnenoBanuem (m3mepenue AJl, UYCC,
ayCKYJIbTaIHS).



2) MenukamMeHTO3HOe JieYeHHe: TIpU HalW4yuu

CMOTpPHUTC KJIMHUYECKUMN IIPOTOKOJ 11O COOTBETCTBYIOIIIMM HO30JOIHsAM.

12. TUATHOCTHUKA U JIEYEHUE HA CTAIIUOHAPHOM YPOBHE:

1)
7Kay100b1 1 aHAMHE3. CMOTPUTE ITYHKT 9 MOAIyHKT 1.
du3zuKagbHOe 00cJIeI0BAHUE: CMOTPUTE IMYHKT 9 MOAMYHKT 1.

JlabopaTopHbIe UCC/IeIOBAHNS:

JlnarHocTHYecKHe KPUTEPUH HA CTAIIMOHAPHOM yYPOBHe:

COITYTCTBYIOIIEN IATOJIOTUH,

J{MarHocTH4YecKUM TeCT PesyabTar
CbIBOPOTOYHASE MMMYHO(pUKCALUS Hanuuue

Tect momoxutenpHbli Yy 60% OONBHBIX  aMIUIOHIO030M C | MOHOKJIOHAJIEHOTO
UMMYHOTJI00yIMHOM Jierkoi nemnu (AL) (6). Oenka
NvmyHoOpuKcanuss MOYH Hanmnune

Tect nosnoxurenbubiil y 80% 60abHBIX ¢ AL amumono3oMm (6). | MOHOKIIOHATBHOTO
OOnapyxeHue Oenka JErKoW IIeMd B Moue NPearnosioraeT | 6enka

HaJIMYMe MHOYXECTBEHHON MHUEIIOMbI M aMUJION103a.

HcciienoBanue ”MMYHOIJI00yJIMHOB CBO0OOIHO¥ Jierkoii nenu | HeHopmaneHoe

B CHIBOPOTKE

DTOT OTHOCUTEIIBHO HOBBIK TECT C OYEHb BBICOKOU
9YBCTBHUTEIBHOCTHIO (> 95%) i nuarnoctuku AL amuiionao3a
(10).

Nwmeromuiicst B mpojaxe aHTUCHIBOPOTKH K UMMYHOTJIOOYJIUHY
Jmerkux —uened, AA, U TpPaHCTUPETHHA, KakK IMPaBUIIO,
UCIIONB3YIOTCSA, HO BO3MOXHO, HE WMEIT JOCTaTOYHOU
crenuUIHOCTH M YYyBCTBUTEIBHOCTH. BO MHOTHX ciydasx,
MacC - CHEKTPOCKOINHUSI U UMMYHO-3JIEKTPOHHAs MUKPOCKOMUS
HEO0OXOMMBI JUIsI OTIpeiesieHrs 0a30BOT0 TUTIA aMUJION/IA.

COOTHOIIIEHHE Kalla
1aMOa

buoncust KOCTHOro Mo3ra

buornicusi KOCTHOTO MO3ra TPOBOAUTCS Y BCEX IMAIMEHTOB C
MOJO3PEHUEM HAa AaMWJIOHWJO3 JIETKOM LEeNu U ABJISETCS
OTJIMYHBEIM HKMCTOYHUKOM TKAHU JUII JUArHOCTHUKHA JHOOOTO
MAIMEHTA C OJA03PEHUEM HA AMUJIOU03.

Hannuwne KJ10OHOBBIX
KJIETOK TJIa3MBbI

HHCprMeHTaHLHLIe HCCJICeA0OBAHUA

e V3U opraHoB OpIOLIHON MOJOCTH W TOYEK — BHU3YATU3UPYIOTCS YBEIMYEHHBIC

VIUTOTHEHHBIE TTOYKH (OOJIBIIINE KUPOBHIE TIOUKH).

2)

Cxema — 2. JIlnarHOCTUYECKUI aITOPUTM aMHUJIOMA03a MOYEK.

/{MarHoCTHYECKUI aJITOPUTM
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lpynna pucka
(ANUTEenbLHO TeKy Wil
PEBMATOMAHEIA apTpPHT)

WccnepoBaHue yTpeHHed

¥

Ha MUKPOANEGYMHUHYP HIO
danonHeHWe aHHEeTLI-ONPOCHUKA

NOPLUM MOUM

- ,

F

HeT MUKpoanLoy MMHYP MK ECTb MUKp OanbGYMMHYPUA
(copeps#aHie anbOyMUHA B moude <20 mr/n) (copep#aHve anLGYMHUHA B MoYe =20 mrin)

b

F

B nogKoXHOW HMpOBORM

F 3

EMONCHA N0 AKOHHO R
KJ1 ETUATHE OTAOHEHNA HUPOBON KN ETUaT KN

aMunonaa He BbIABNEeHbI

F

Sy Y

OnpepeneHue
npuuMHel MAY

B nogKoXHOA HMpPOBORA
KN EeTUATKe ELIAEM eHbl
OTAOMEHUA amnnonga

¥ h J h

r

AMBYNaTOPHO e HAGN Lo eHne AMUNonao3
MoeToOpeHne aHaANM3a Ha AancHeilwee o6cnefoBaHue ANA onp efeneHuA
MUKPOaANLGYMUHYPU IO Pa3 B NoNroga TMNA AMMA OM[,03a U HA3HAUEHHWA NeYeHUA

3) IlepeyeHb OCHOBHBIX JUATHOCTHYECKHX MEPONPHSATHIA:

4)

oO1IMi aHANU3 KPOBHU;
oOLIMi aHaJIN3 MOYH;

OMOXMMHUYECKUM aHaau3 KpoBU (0Ommii Oenok, anmbOymuH, Na, Ca, XojecTepuH,
caxap B CBIBOPOTKE KPOBH);

CBIBOPOTOYHASI UMMYHO(UKCAIIHS,
UMMYHO(UKCAIHUS MOYH;

UCCJIEIOBAHNE UMMYHOTJIOOYJIMHOB CBOOOTHOM JIETKOM 1IN B CBIBOPOTKE;

OHOIICHS KOCTHOT'O MO3Ta.
VY 3U opranoB OpIOIIHOM MOJOCTH U TTOYEK.

JlabopaTopHble HCCJIeIOBAHUS:

HepequL JOMMOJHUTCJIBbHBIX JTHATHOCTHYICCKHUX MCpOIIpPIﬂTHﬁZ

JAnarnocTu4eckuu Tect

PesyabTar

buoncus TkaHei:

Jlms  gUarHOCTUKHM  aMHJIOMI03a HEOOXOAWMO, 4YTO OBl
OTJIOXKEHHUSI B TKaHSAX B OMOIICMITHOM MaTepHaje MOJ0KUTEIHHO
okparmBaaich 1mo Kouro kpacHomy (11). MoXHO yBHUAETH
SApKO-3€JIEHOE  JABYJYYENPEIOMJIICHUE TPU  OKpaIlMBaHUU
Matepuaga KOHro KpacHbIM B TIOJSIPM30BAHHOM CBETE.
buoncuitnelii MaTepuan MOXKET OBITh IMOJYYE€H W3 CIU3UCTOU
ry0, KOXH, JCCEH, MOAKOXKHOU XKHUPOBON KJIETYATKH, KOCTHOTO
MO3Ta, HEPBOB, MPSMOM KHUIIKH, MOYEK, MEUYEHU WM Cepla.
OTnoxeHusi BCErja pacriojiaraloTCsd BHEKIETOUYHO W SIBIISIIOTCS
aMOp(HBIMHU.

IIOJIOKUATEIIBHOE -
3€JIEHOE
JBYJIYYEIPEIOMIICHUE
npu OKpalllBaHUHU
Konro xpacasim

I/IMMyHOFI/ICTOJ'lOFI/I‘IeCKI/Ie HCCJIeaJ0BaHUA AMHUJIOUIHbIX

AHTHUCBIBOPOTKA K
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OTJI0KE€HHUH . UMMYHOTJI00YJIMHY
OHU TTO3BOJISIOT Paclo3HaBaTh Pa3IMUHbIC (POPMBI CUCTEMHOTO | JIETKOW 1enu, AA u
aMHJIOMI034. TPAaHCTUPCTUHY

Macc — CIeKTPOCKONHUSI . MOATBEPKAACT THI
OOecneunBaeT a”Haad3 CcoCTaBa aMMWJIOWMAHOro Oeinka. B | Oenka

HACTOSIIIIEE BpEeMsSl  SBJISICTCS  30J0TBIM  CTAHAAPTOM  JIJISt

MUATrHOCTHUKY THUIIA aMHJIOMI034.

NMMYyHO-3/1eKTPOHHASI MUKPOCKOIIHSI: aMUJIOUbI AMEIOT

Bce ¢opmbl amumnonga moA  AIEKTPOHHBIM  MHKPOCKOTIOM
BOJIOKHUCTBIE, KECTKUE U HEBETBSALLUECS.

GuOpMIIIApHBIA BUI U
SIBJISIFOTCS JKECTKUMH U
HEBETBSIIMMUCS.

I'eHeTH4YecKkoe TeCTUPOBAHME:

JIns  WCKIIOYEHHUS  HACIEICTBEHHOTO  aMMIJIOWJ03a  IpHU
COMHUTEJIbHBIX pPE3yJibTaTax MCCICIOBaHUS Ha OOHApYKEHUE
Oellka  MOHOKJIOHAJIBHBIX  HWMMYHOIJIOOYJMHOB/CBOOOIHOM
JEeTKOW  1end  aMUJiouja, TMPOBEICHHE  TIE€HETHUYECKOTO
TECTUPOBaHUsI 00s13aTebHO. ['€@Hbl MOTYT OBITH HCCIIEIOBAHbI
MyTeM TMpPSMOr0 CEKBEHHPOBaHMs, M BKIIOYAIOT B ce0s
cnenytomue renel: TTR, ¢uOpunoren, anmomumnonporenH Al,
muzonuM, MEFV (cpenuzeMHOMOpCKas TUXOpajKka) U peenTop
1 dakropa Hekposa onyxonu (TNFR1 wiun TNFRSF1A). MEFV
n TNFRSFIA sBugioTcs HACJIEACTBEHHBIMU CHHIPOMaMH
MIePUOANICCKON JIUXOPAAKHU (TO €CTh, MOTCHIIUAIbHBIC PUYUHBI
AA amwiouzmosza), W HE SABISAIOTCA  HACIEICTBEHHBIMH
aMIJIOMI03aMH CaMH 110 ceoe.

MOJI0KUTEIbHBIN

CuunTurpaguyeckoe CKaHMpOBaHHe
amuionaa P (SAP):
B mnocnemnue ronabl

CHIBOPOTOYHOIO

B KIMHUYECKOW TIPaKTUKE HaYyaJu
MPUMEHATh METOJA CUHUHTUTpaduu ¢ MEYEHHBIM HoJIoM
CBIBOPOTOYHBIM  P-xommonentoM  (SAP) ans  oueHku
pacnpesiesieHus: aMUJIONIa B OPTaHU3MeE.

ITOTJIOIICHUC Ha
YUYAaCTKax OTJOXCHUA
aMuJiomaa

OO0umuii aHaIN3 KPOBHU: KaK IIPaBUJIO,
Anemysa HaONIOAETCd B OCHOBHOM Yy IAIlMEHTOB C NOYEYHOM | HOpMAIBLHOE
HEJIOCTATOYHOCTHIO WM ITpu kpoBoTeueHusx u3 KKT.

TpomboruTemus cBs3aHa ¢ BOBJIEUEHHUEM B MPOLECC NEUYEHU U

MIPU TUNIEPCIJICHU3ME.

BuoxumMmnyeckuii aHau3 KpoBM (IIeYeHOYHbIE U MoYeyHnble | Huskui YPOBEHB
NnpoobI, MOKA3ATEJH META00IMYECKOI0 CTATYCA): anTbOyMUHA;
AMUIIONI03 TI€YEHU XapaKTepU3yeTCs IMOBBIIMIEHHUEM YPOBHS | qoBpIICHUE

meaouHon pocdarassbi.

Y OonpIIMHCTBA TMAlMCHTOB Ha paHHEH CTaIuHd aMHUIOWI03a
MOYEK COXpaHEH KIUPEHC KpeaTHHHHA, HO MOTYT HaOIIOAaThCs
3HAYUTETBHBIC CTEMEHU THUIMOATLOYMUHEMHH W3 - 33 TOTEepHU
6enka ¢ Mo4oi (HeHPOTHUUECKUI CHHAPOM).

miesnioyHon pocdaraszsr

12




CyTtounasi nporeunypus (coop Mmoum 3a 24 yaca): MOBBINICHHBIN OEJOK B
Okckpenus anbOymuHa > 1 1/CyTKkH y OOJIBHBIX C aMUJIOUI030M | Moue
YKa3bIBAET HA MOPAKEHUE MOYEK (aAMUIOUI03 TTOYEK).

[Ipu ypoBHe mnpoTreuHypun > 3 T / CYTKM pPa3BUBAETCS
HEe(QPOTUUECKUI CHHIPOM.

YpoBeHb CHIBOPOTOYHOI0 TPONOHUHA MOBBIIICHHBIN
UyBCTBUTENBHBIA TECT JUIA  ONPEACICHUS  TOBPEKICHUS

MHUOKap/a.

[TanieHTHI ¢ BHISBISIEMBIM YPOBHEM TPOTIOHMHA UMEIOT XY U

IIPOTHO3, YeM Te, Y KOro OH oTcyTcTBYeT (12).

B-Tun HaTpuiiypeTHu4yeckoro nenTuaa: MTOBBIIICHHBIN
UyBCTBUTENIBHOE TUArHOCTUYECKOE HCCIEAOBaHUE Ha HalIW4ue

pacTsikeHusi muokapna u XCH. beuio mokazaHo, 4TO HMeEET

BOXHOE TMPOTHOCTUYECKOE  3HAYEHUE B  YCTAHOBJICHUU

amuiongo3a cepaua (13).

IIpu ypoBHe B-THna HaTpUiypeTHYECKOTO MENTH 1A

> 300 ar / 1 (> 300 nr / M) npeamnojaraeTcsi BOBJICUEHUE

Muokapa ammionaom (10).

[Mammentsl ¢ <170 ur / a1 (<170 or / mi1) UMEIOT 3HAYUTEIHHO

0oJiee JIUTEIbHYIO BBKUBAEMOCTb, YeM MalueHThl ¢ > 170 Hr /

a (> 170 or / mm).

0eTa-2-MUKPOTJI00yINHBI: IIOBBIIICHHBIN
SIBasieTcss MPEAMKTOPOM  BBDKMBAEMOCTH Y  OOJBHBIX €

aMUJIOUI030M.

[Ipu ypoBHe Oeta-2-mukpornoOynuHa > 2,7 Mr / a1 mporHo3
HeOnaronpusTHbIi (14).

NHcTpyMeHTAJbHBIC HCCJICI0BAHUS:

IKT:
I[OJ'DKHa GBITB BBIIIOJTHEHA BCEM ITIAIIUCHTAM B
paMKaX OILICHKHU BOBJICUCHUS B HpOHCCC cepjma.

HapylleHUue MPOBOJAUMOCTH cepAla

Ixokapauorpamma (IxoKTI'):

Knunnueckue IIPU3HAKU CEepICUYHOU
HEJIOCTaTOYHOCTH y TAlMEHTOB C aMWJIOWI030M
cepaua Haomomaercsa ot 22% 10 34% (7). DxoKI
OOHapy>KMBA€T BBICOKYIO YaCTOTy OTJIOXKCHUS
amMmuionsa |y OOJNBHBIX €  MHUHUMAIbHBIMH
cumnroMamu (okoso 50% ciydaeB AL umeercs
BOBJICUCHHE CEP/ILIA).

B nmocnennen craaum oOTMeEYaeTcs CHHXKEHHUE
(dbpakiuu BeIOpOCA.

JIAACTOJINYECKAS TuchyHKIMS,
YTOJILIEHUE MEXOKETY TIOUYKOBOM
MEPETOPOJIKH, CHIDKEHHE (PpaKIuu
BBIOpOCa

Ixo0-gonmieporpadus ¢ HaNPsIKEHUEM:
[lokazaTenb cTeneHU aMHJIOUAHOW MHQUIBTPALUU
B MHOKap/e.

YMeHblIeHnEe IIPOJI0JIBHOTO
COKpallIEHUs u pacTsiKEHUE
MHOKAp/Ia; OTpaHUYEHUE
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OOnamaer BBICOKOW YYBCTBUTEIBHOCTHIO TMPHU | HATIOJHEHUS JKEITYI09YKOB KaMep
OOHapy)KEHUH aHOMAJIUii, KOT/Ia HET apTepUAIbHOM
THIIEPTEH3UU WK KJIallaHHOM 00JIE3HU cep/la.
PacTspkenue  Muokapnma — ompenersieTcs, — Kak
MPOIICHTHOE W3MEHEHHE JUTMHBI BOJIOKHA MHOKap/1a
Ha ©IUHMIY JUIMHBI, a CKOPOCTh 3aBUCHT OT
JUTATENBHOCTH pacTshkeHus (15-16).

MPT cepaua: 3HAYUTEIBHO MOBBILIEHHBIE BpEMEHA
MarauTtHo - PpE30HaHCHas  peyakcomerpus | penakcanuu T1 u T2 no cpaBHEHHIO
YIAY4YIIaeT HAAEKHOCTh JuarHoctuku MPT wu | ¢ BO3pACTHOM KOHTPOJILHOI

TMOMOTAeT OTJIMYUTL CEPACYHBIH aMHIIOMI03 OT | rpyrmoif
rUnepTpohUIeCcKOi KapAMOMHOIIATHH.

5) TakrTuka JieyeHus:

Jledenne aMuIon103a 3aKJIIOYAETCS B CHUKEHUU 00pa30BaHUs MATOJIOTUYECKOro Oelika U
3alMTa OpraHoB OT ero BozuedctBus. Ilpu AA-amwiongo3e MPUMEHSIOTCS
MIPOTHUBOBOCIIAIUTEIIEHBIE MEPOTIPUATHS C HCIOJBb30BaHUEM XHPYPTHUECKUX METOOB.
[Ipy BTOpUYHOM aMUJIOMJ03€ MPOBOJUTCS JiIeYEHHWE OCHOBHOTO 3aboseBanus. [Ipu AL
aMUJIOUI03€ TIPOBOAMTCS TMOAABICHUE KIIOHA IIA3MAaTHYECKUX KJIETOK, CHHTE3UPYIOMUN
MMMYHOTJIOOYTHH JieTkod 1enu. OCTaHOBKAa OTJIOKEHHUS HWMMYHOTJIOOYJIMHOB JIETKOU
e TI03BOJISIET OPTaHW3My pPAcCTBOPHTh W BBIBECTH M3JIHUIICK AaMIIOWIA, YTO
MpenoTBpaliaeT aajbHeiee oTiokeHue ammwiouaa. [lanpeHTam C amMHIONI030M, Y
KOTOPBIX TIPOBOAMIIACH OUOTICHS, UMEIOIINE BUCIIEPATBHBI CUHIPOM (TO €CTh, aMUJIOU]T B
cepaie, TII€YEHHW, IIOYKaX, HEpBaX, JETKOM, WIA KHIICYHUKE) PEKOMEHIYETCs
TPaHCIUIAHTAIMS  CTBOJIOBBIX  KJICTOK/XMMHOTEpAIMH, KOTOPOE  BBITIONHSCTCS B
CTICTIMATU3UPOBAHHOM IICHTPE JIJIS JICUCHUS aMIJIOH]103a.

HemenukaMeHTO3HOE J1e4yeHHe:

e pexum III: mocrenbHBIM HpU  THKEIOM COCTOSSHUM TNAUMEHTa W HaJW4YdU
OCJIO)KHEHUH, T03UpoBaHHas (pU3NUYECKasi aKTUBHOCTb, 3I0POBbIA 00pa3 >KU3HH, OTKa3 OT
KYpPEHHUS U OT MpreMa aJIkOTOJIs;

e  Jluera: No7. COanaHcupoBaHHasl, afilekBaTHOE BBejeHue Oenka (1,5-2r/kr), kanmopax
10 BO3pacTy, MPU HAIMYUU OTEKOB U Al — orpaHudeHue ynoTpeOJeHus HaTpusl XJIOPH]L
(moBapenHno# conmun) < 1-2r/cyr;

®  MOHUTOPUHI YpOBHS MNPOTEMHYpPUU MO TecT—monockaM 1 pa3 B 1-2 Hemenw,
perynsipHoe usmepenue AJl.

®  [IpU HAPACTaHUU MPOTEUHYPHUH (PELMIMBE) ONpeaeSICHUE MPOTEHH/KPEaTUHUHOBOTO
ko3 dunreHTa (s pacdyera CyTOYHOM MPOTEUHYPHUH) U KOPPEKIMS MaTOTCHETUYECKOU
Teparuu;

® [IpU PE3UCTEHTHOCTU K MPOBOAUMON HMMMYHOCYNPECCUBHOM TEpamuu KOPPEKUHUs
Teparuy B yCIOBUIX CTallMOHApa.
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MeIII/IKaMeHTO3HOe JICUCHHUE: MCAUKAMCHTO3HOC  JICUCHUC aMHJIOna03a  IIOYCK
3aKJII0YacTCA B IPUMCHCHHUN XUMHUOTCpAIIMKM COBMECTHO C TpaHCHHaHTaHI/Ieﬁ CTBOJIOBBIX
KJICTOK.

AL THI aMHJI0M/1034.

BnepBble quarnocTupoBaniblii AL amuinonaos [17]:

e  MuenoabnaTHBHAsS XUMHUOTEPAITUS C UCIOJIb30BAHUEM BBICOKHX J103 MejdaliaHa* u
TCK;

e  MuenoabiaTBHass XHMHOTEPANUs C BBICOKMMH J03aMu  Mendanana*  (mocnie
peructpaiu B PK) u TCK ¢ ucrons3oBaHMEeM WIYKIIMOHHOW Tepamuu OOpPTe30MHUOa C
JIeKCaMeTa30HOM;

Hoxa3zanus nusa TCK:

° Bo3pact <70 iner;

e  MHUHMMAaJbHbIC Tpu3Haku cepaeuHor Hemoctatrounoctn (NYHASII) u ¢
coxpaHeHueM (pakiuu BeIOpoCa;

®  YpPOBEHb KpeaTHHUHA B CHIBOPOTKE <177 MKMoOIIb / 1 (X2 Mr/mn);

e  BOBJICUCHHC aMHUJIOMIOM MEHEee 3-X OpTaHOB.

IporuBonokazanus pias TCK:

e  BBIp@XEHHAS Cep/eUYHas HeJOCTAaTOYHOCTD;

e  00mmit OunmupyouH >51 mxmonb / 1 (>3 mr/mn);

e  3x0 (pakuus BeIOpoca <45%;

®  CBHIBOPOTOYHBIHN TponoHuH >0,1 Mxr/n (>0,1 Hr/mi).

NB! CrangapTHpIM ycliOBUEM [Jisi TPAHCIUIAHTALUU SBJISIETCSI OJJHOKPATHOE BBEJCHUE
menganana®. JTo, Kak IPaBUIIO, JAETCA C YY4EeTOM pHUCKa B 1o03ax oT 140 mr/m® mnus
IAlMEHTOB NPOMEXKYTOUHOro pHcka, 10 200 Mr/M? ajs NAlUEHTOB C HU3KUM YPOBHEM
pucka. CO0p CTBOJIOBBIX KJIETOK MPEIOJIaraeT UCIOJIb30BAaHUE TOJBKO (PAKTOPOB pOCTA.
MUHUMAaNBHBIA COOp CTBOJIOBBIX KJIETOK HOJKHO ObITh 3x10° CD34 kieTok Ha Kr Beca
MaIyeHTa.

NB! [TanueHTbl MOTYT Tak)ke MOJYYUTh MHAYKIIMOHHYIO TEpanuio O0OpTe30MHOOM ILTIOC
nekcametasona repen TCK [18].

IIpu Henmosinom oTrBete HA TCK

Xumuorepanus nocie TCK

[TarimenTaM, KOTOphIE HE JOCTUTAIOT HOPMAJIU3AIMI0 YPOBHEH CBOOOJHOMN JIETKOH Ienu
MMMYHOTJIOOy/IMHA, PEKOMEHJyeTCsi codeTaHne Mendaniana* u  JeKcaMmera3oHa/
nukiodochamuia, JeKcaMeTa3oHa u TamuaoMuaa™. [{ukiipl MOBTOPSIOTCS €KEMECIIHO Ha
cpok 1o 1 rona.

IToka3zanus st KOppekTupoBaHus no3a pexuma L/T:

e  Bo3pact >70 ner;

. cepJieuHas HeJI0CTaTOYHOCTh Bhilie, yeM NYHA II;

e  CO 3HAYUTEJILHOM IEPErpy3KOM KUJIKOCTBIO OPraHU3Ma.
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NB! ITammentsl nocine TCK ¢ yacTMUHOW 4YyBCTBUTEIBHOCTHIO HAYMHAIOT MOIHOCTHIO
OTBEYaTh B CIICJACTBHE aIbIOBAHTHOW TEpaluy TAIUIOMHIOM* W aekcameTaszonom [19].
TAIMIOMUI* TOBOJIBHO TOKCHYEH /I YyBCTBUTEIBHBIX MAIMEHTOB, U TOJEPAHTHOCTH HE
oOpa3yercsi y IMAaIMEHTOB Ha MNpeaokeHHyr nao03y 200 Mr/cyt, KoTopas OOBIYHO
UCIIOJIb3YeTCS y TAllMEeHTOB ¢ MHOXXECTBEHHOM MueIoMo#. BolibHBIE C aMHIIOH030M
OOBIYHO HE TEePeHOCAT JM03bl TamuaoMuaa™ >50 wmr/cyr. TamuaoMua™ BbI3bIBACT
3HAYUTEIbHBIC HEBPOJIOTUYECKHE CHUMITOMBI, 3aIlop, KOXHas Cbillb, U COHJIUBOCTb.
Tepammst 0OBIYHO HE MPEBBIIIIACT OJHOTO TO/A.

OCHOBHBIM KOMOWHAIUSIMH JICKAPCTBEHHBIM TpenapaToM SBISIOTCA Mendaman™ ¢
JeKcaMeTazoHoM/iKIIopochamut + AeKcaMeTa30H + TaaTuIoMUuI™.

IIpu HedppexkTuBHOCTH TCK, [10NM0JHUTENIBLHO PpeKOMeHAYeTCsl NpOBeleHue
XHMHUOTEPANHN:

e Mendasan* MU JeKcamMeTa3oH Ha3HadaeTrcss OoT 6 g0 12 Mecsaues/0opre3oMud u
JeKCaMEeTa30H Ha3HA4aeTcs C 4YepeloBaHMEM B OJAHY Hezaemo Oopre3oMud, a B
CIEIYIOIIYI0 HEJENI0 JEeKCaMeTa3oH, B TeueHHe a0 45 Henenb/MOHOTepanus
0opTe30MHUOOM.

e mnpu HePIDDEKTUBHOCTH  MPEIBIIYIIETO  JiIedeHUsT  OOpTe30MHUOOM,  MOXKHO
paccMaTpuBaTh TEPAIUIo JICHAIHIOMHUIA ¢ AekcameTazonom [20].

OCHOBHBIM KOMOMHAIIMSIMU JICKAPCTBEHHBIX TMPEMapaToM SBISIIOTCA Mendanan™ ¢
HexcamerazonoM/bopresomnd ¢ JlekcamerazoHom/MoHOTepanusi ¢  boprezomubom
AJNbTepHATUBHBIM KOMOHMHAIIUAM JICKAPCTBEHHBIX MpEnaparoB SBIAOTCs JleHanmumomus ¢
JlekcameTa3oHOM.

AL amunonnos ne nogiexkamue TCK.

BnepBble THATHOCTHPOBAHHBIE.

XumMuoTepanus:

e coueranue MendanaHa* C JEKCaMETa30HOM SIBJISICTCS OCHOBHBIM BapHaHTOM JIJIst
tepanuu (Y/-B) [33].;

® K JIONIOJIHUTENIbHBIM TIpermapataM OTHOcATCS nukiodochamua, aeKcameTa3oH u
tamuaomun® (Y /1-C) /nenanumomun ¢ nekcamerasonom (Y1-B) [34];

e  MOHOTEpAaNHIO JAEKCAMETa30HOM MOXXHO Ha3HayaTh TMAallMeHTaM, KOTOphIe
YyBCTBUTEIBHBI K Tepanuu Mendananom™ [21] (V-B).

IHoka3anus nisa TCK:

e  Bospact <70 JerT;

e  MHUHUMaJbHBIE Tpu3HaKu cepaeyHol HemoctatouHoctd (NYHA<II) wu ¢
coxpaHeHueM (pakiuu BbIOpoCa;

®  YpPOBEHb KpE€aTMHHUHA B ChIBOPOTKE <177 MKMoOIIb / 11 (X2 Mr/mn);

e  BOBJICUCHHE aMWJIOUJIOM MEHee 3-X OpraHoOB.

NB! Ha panHOM »JTame pekoMeHAyeTcsl OmpeleieHre CBOOOJHOW JIETKOM Lenu
UMMYHOTJIOOyMHA  JUIsi  OleHKH  A((PEKTUBHOCTH  JICYECHUS W ONpeleTcHUs
MPOJOIIKUTENLHOCTH Tepanuu (0T 6 10 12 Mecsues).

NB! OcHoBHBIM KOMOWHAIIMSIMHU JIEKQPCTBEHHBIX MPEMApPaTOB SIBIAIOTCS Mendanan™ ¢
JlekcaMeTa30HOM.
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AnbTEepHATUBHBIM KOMOUWHAITHSM JIEKapCTBEHHBIX MpenaparoB SIBJISTFOTCS
nukiodochamu + JIEKCaMETa30H + TAMUIOMUA L™/ TIEHATTUIOMU T +
JIeKCaMeTa30H/MOHOTEPAITUS C IEKCAMETa30HOM.

NB! Ilpu yactuunoi Hed(pPEKTUBHOCTH MEPBOrO Kypca XUMUOTEpANIUU PEKOMEHTyeTCs
nedenue boprezoMuboM.

IIpu BO3HMKHOBEHHHU PENUANBA MOCJIe OCHOBHOTO JIEYEHUSI

IToBTOpHBIE KYPCHl XHMHOTEPANNHT

PEKOMEHIYIOTCSI MECSIYHBbIE KypChl Mendanana* m aexcamerasoHa, nukiodochamuia B
TeueHue ot 6 10 12 mecsaues, aekcamerasona u taauaomuga® (LT), nenamumomuna c
JIEKCAaMETa30HOM €XXEMECSYHO Ha HEOIPEACIICHHBINH CPOK/CIIEyeT yYYUTHIBATH KYPCHI C
00pTE30MHUOOM H JIEKCAMETa30HOM.

OCHOBHBIM KOMOWHAITUSIMUA JIEKAPCTBEHHBIX TPEMApaToB SBISAIOTCS Mendaman* ¢
nekcameTazoHoM/ikiopochamu + JeKcamMeTasoHOM + TaTHIOMHE*/IICHATHMIOMUI C
JlexcameTazonom/ [lekcameTa3on ¢ bopresoMmuoom.

Jleuenne AA Tuna aMuI0MA034.

JleueHne 0CHOBHOIO 3200JICBAHUS

e  JIGYCHUE BKJIIOYaCT B ce0d TONHBIM KOHTPOJIb OCHOBHOTO CHCTEMHOTO
BOCIAJIMTENBHOTO MPOIIECCa,;

®  [pU BOCTAIUTEIBHBIX aPTPOIATUSX HUCIIONB3YIOTCS WHOIUKCHMAO M ATAHEPIENT CO
CpemHell TpOoaOoDKUTENBHOCTRIO JieueHus 20 mecsmeB [22]. Bioxana wHTepseikuHa-1
BO3MOYKHA TIpU HEIPGHEKTUBHOCTH/OTKA3a MAllMEHTa OT UHIMKCUMa0a WM dTaHepIenTa
[22];

e  OCHOBHBIC JICKApCTBEHHbBIC MpernapaThl HH(pIUKcHMaO/sTaHeprent. J(omoHUTeIbHO
MOTYT UCIIOJIb30BaThCSl aHAKUHpA™, [TAHAKUHYMAO WM PUJIOHAIETIT™.

NB! Ecnu amunonno3 o0yciioBlieH jokaiau3oBaHHOU (opmoii Oone3nu KacrenbMmana,
3¢ (PEKTUBHBIM METOJIOM SIBJIIETCA PE3EKIUS OMYXOJIH.

CeMeliHbII BTOPUYHBIA aMHJIOU103

CeMeiiHasi cpeIM3eMHOMOPCKAsl JIMXOPAJAKA PEKOMEHAYETCS MPUMEHEHUE KOJIXUIMHA™
ot 0,5 1o 0,6 mr 2 pasa B JIcHb.

TpancrupernHoBas popMa aMHUIIONA03A:

HubnyHuzan™ 3amMeuisieT NpOorpecCUpoOBaHUE HEWpomaTHM TPHU  MHOKECTBEHHOU
MYTaHTHOH (hopMe TpaHCTHUPETHHOBOro ammiouzao3a [24]. Tadamuauc 3amepxuBacT
MIPOTPECCUPOBAHUE HEHpomaTuu mpu HacheacTBeHHOM Val30Met TpaHCTUPETHHOBOM
amuion1o3e [25]. OcHOBHBIE JIeKapCTBEHHBIC MpenapaThl AudIyHH3aT™ Wik TadaMuInuc™.

XumMnorepaneBTHYeCKHUe JIEKAPCTBEHHbIE CPeICTBA

MoHOK/IOHAJIbHbIE AHTHTEJIA

° BBEJCHUE aHTHUTEN moj Ha3zBaHueM 11-1f4 unmynupyer oOJieT4eHHBIH KJIETOUYHO-
OTOCPEIOBAHHBIA BOCTIAIMTEIBHBI OTBET, YTO TPUBOJUT K OBICTPOMY CHHKCHHIO
amuionioM [43-44]. DraHepuent peKOMEHAYeTCs NI JICUCHHUS MAIMEHTOB C MO3JIHUMHU
cramusimu AL (Y I-C) [45];
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®  BOpoaucaT™ CHUXKAET PUCK JUATU3-3aBUCUMOIN

MOYCUHOM HCAOCTATOYHOCTH Y

MalMeHTOB ¢ AA aMHJIOWI030M IyTeM JeCTaOMIU3alMy KapKaca INIMKO3aMUHOTIIHKaHA
amMutonaHbIX puopumwi [40].

Jleuenne AL Tnna amuiionaosa

IIpenaparsl Pa3oBas no3a KpaTHocTh BBe/1leHUs
Mendanan™ 140-200mr/m? OHOKPATHO
boprezomua 1.3 mr/m? 2 pas3a B HEJIEIIO 10 CXEME
JlexcameTa3oH 40 mr/cyt 1 pa3 B iIeHb BHYTPb WU B/B 110 CXEME
[Huxnodochamua 10 Mr/kr 1 neHs B/B
Tanumomumg™ 200 Mr/cyT | pa3 B ieHb KENIATEIBHO MIEPE]l CHOM U HE

MeHee 1 Jaca mocie eJbl

Jlenanmmpnomun 25 mr/cyT 1 pa3 B IeHb 110 CXEME

Jleuenune AA THIIa AMUJIOU1034

IIpenapatsl Pa3zoBas n03a KpaTHocTh BBe/1eHus
Nudnukcumabd 3-10 mr/cyT 1 pa3 B CyTKH B/B 11O CXeMe
DTaHeplenT 50 mr 1 pa3 B Henemo /K
AHakuHpa™ 100 mr 1 pa3 B 1eHb /K
[{anakmayMab 150-300 mr 1 pa3 B 4 HeAenn /K IO CXeMe
Punonanent™ 320 mr/cyT ITo 160 mr /K Ha pa3HbIE YYACTKH

CemeliHbli1 BTOPHYHBII AMHJIOU103

IIpenapatsl Pa3zoBas n103a KpatHocTh BBeieHus
Komxumma™ 0,5- 0,6 mr 2 pa3za B CyTKH
Hudnynuzan™ 250-500 mr BuyTpb 2 pasa B 1eHb

HepequL OCHOBHBIX H JOIMOJHHUTECJIbHBIX JICKAPCTBEHHBLIX CPEACTB.

HepequL OCHOBHBIX JICKAPCTBCHHLIX CPEACTB:

aHakuHpa™;
O6opTe3oMu;

JIEKCaMETa30H,
nudiyHuzan’®;
nHpIMKCHMaO;
KOJIXHUIUH™;
JIEHATUIIOMUJT,
Mendaman™;
pUJIOHALIENT™;
TaTUOOMUL™;
I[aHaKUHYyMao;
nukiIogochaMu;
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e  >3TaHEpUENT.

HepequL AOMOJITHUTEC/IbHBIX JJEKAPCTBCHHLIX CPEACTB:

HedgponporekTuBHasi Tepanus — HWHTHOWTOPHI AHTHOTCH3WH-TIPEBPAIIAIOIIETO
dbepmenTa
IIpenaparsl Pa3oBas n03a KparHocTh BBe1eHUs
JInzunomnpun 5—10wMr 1- 2 paza
Pamunpun 5—10mr 1-2 paza
do3uHOIIPUIT 5—10mr 1- 2 paza
[Tepunponpuin 2,5—5wMr 1- 2 paza
HedponporekTuBHasi Tepanusi — 6JIOKaTOpbl peHUH-aHTHOTeH3MHa ||
Jlo3apran 50-100 mr 1-2 paza
Bancapran 80-160 mr 1-2 paza
Kannecapran 8—16 mr 1-2 pa3za
JAnyperuxku
[letneBble:
bypocemu 1-3mr/kr/cyT 1 pa3
TOpaceMu/I 5-10 mr 1 pa3
TuazuaononooHbIE:
TUIOTHA3U] 25-100 mr 1 pa3
WHIAaMU]I 1,25-5 mr 1 pa3
AHTaroHUCTHI 1 pa3
anbJA0CTEPOHA 12,5-25mr/cyT
CIMPOHOJAKTOH

AHTHKOAryJISHTbI

['enapun HaTpus
Hanponapun kansuuys
DHOKCalapyH HaTpuUs

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

1-2 pa3a B neHb
1-2 pa3a B neHb
1-2 pasa B nieHb

M

CraTuHBI
PosyBactaTun 10-20 mr 1 pa3 B neHb
CuMBacTaThH 10-20 mr 1 pa3 B neHb
ATopBacTaTuH 10-20 mr 1 pa3 B neHb
3aMeHuTe M JIA3Mbl U IPYTHX KOMIIOHEHTOB KPOBH
Anp0yMHH 10 % 200 M, 20% 100 10 MOTPeOHOCTH

NB! *npumenenune mpenapara mnocie peructpamnuu B PK

Xupypruyeckoe BMeIaTe1bCTBO:
TpaHCIUTaHTaMsA TOHOPCKOM TTOYKH.

[Toxazanus:
e passutue XIIH;
e XI'H.
CekBeCTpIKTOMHUS
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MOKa3aHUS:

® OCTEOMHUEIIUT,

VYV naneHue 10au JErKOTro
MOKa3aHUS:

® OpOHXO’KTATHYECKHUM OOJIC3Hb.

TpancmianTanus CTBOJIOBBIX KJIETOK

[Toxazanums qs TCK[17]:

e wiaame 70 ner;

e ¢ MUHMMaIBHOM cepaeuHor HemoctarodHocThio (kimacce <III mo NYHA) wu
COXpaHUBIIEHCS (pakiueil BIOpoca,

®  KpEaTHUHHH B CHIBOPOTKE KpoBU <177 MkMoIb / 11 (<2 Mr/mn);

e  BOBJICUCHHUE B MMPOIIECC MEHEE 3-X OPTaHOB.

NB! MuenoabnatuBHas XuMUOTEpaIus ¢ UCIOJIb30BaHUEM MesdaliaHa™ ¢ MoCIeIyIomeH
TpPaHCIUIAHTAIIMEeN CTBOJOBBIX KJIETOK JJIsi BOCCTAHOBJICHHS IMMOKA3aHO JUIsl MAlUEHTOB, C
HU3KUM PHCKOM OCJIOXHCHMH, CBsizaHHBIX ¢ JeueHuem [27] (V-A). I[IpeumyinectBa
TpaHCILIAaHTAIMK JJI1 aMHIIOMI03a He ObLIM J0CTOBEpHO mokaszanbl [28-29] (V-B). TCK
ABJISIETCS] €IMHCTBEHHOM Tepanuel, MpOBOAMMOM B IAHHOM CITydae.

Ocnoxuenus TCK:

e  BHE3aIMHAas CepJCYHAS CMEPThH;

®  KPOBOTCUEHHUE U3 KEITYJOUHO - KUIICTHOTO TPAKTA;

®  [IOYEYHAas HEJIOCTATOYHOCTb.

Jlpyrue BUAbI JIeUEHHUSI:

e  3aMeCTUTENIbHAs  IOoYe4yHas  Tepamus  (FreMoauanu3,  TeMoAua(uIbTparus,
MIEPUTOHCATLHBIA THAITH3).

6) Iloka3aHusi AJsi KOHCYJbTAIMH CHENHAJMCTOB: KOHCYJIbTAMS MPOGUIBHBIX
CICIMATMCTOB MPU HAJTMYMH COMYTCTBYOIICH MAaTOJOTHH.

7) Tloxa3aHus J1Jisi IEPEBO/IA B OT/eJIeHHe HHTEHCUBHOM Tepanuy U peaHnMAaIum:

®  HEKOHTPOJHpPYEMOE OciokHeHue HeppoTuaeckoro curapoma u OIII;

e  BHENOYEYHBIC MPOSBICHUE aMWJIOU03a, TPEOYIOIINE TOCIUTAIN3ALUN B OT/AEICHUE
MHTEHCUBHOM TEpaIuHu.

8) MHuaukatopsl 3G(PEeKTHBHOCTH JIEYEHHS

e  cra0uiau3alMs/BOCCTAaHOBICHHE (PYHKIIUHU )KU3HEHHO BaXKHBIX OPTraHOB;

®  [IpelOTBpAIICHHUE (GYHKIIMOHATIBHBIX HapyIIEeHUH, C yBEJIMYECHUEM
MPOAOKUTETLHOCTH )KM3HU OOJIbHBIX;

®  perpecc He(hPOTHUECKOTO CUHAPOMA;

®  yMCHBIIICHUE POTCHHYPHH;

®  yMEHbILICHUE OTIOKEHUI aMUIION]1a B TKAHSX.

9) anbHeiilnee BeleHHeE:

e  aMOynaTopHOE€ HaOJIOJEHUE CIIEUAIICTA [0 MECTY JKUTEIbCTBA;
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e VY3U nouek 1 pa3 B 3 mecsina;
e  aHanM3bl KPOBH, MouH 1 pa3 3 mecsia.

13. MEAUIWHCKASA PEABUJINTALIUSL: Her.

14. MAJIVIMATUBHASA IIOMOIb: Her.

15. Coxpauenusi, HcnoJib3yeMble B IPOTOKOJIE:

AB® — | apTepruoBeHO3Has (UCTyIa

AT’ — | apTepuaibHas TUIIEPTEH3US

Al — | apTepuabHOE JaBJICHUE

bKK — | 6;10KaTOPHI KABITMEBHIX KAHAJIOB

bPA — | 6GJ10KaTOPBHI PEUENTOPOB AHTHOTEH3UHA

bPB — | 6e3pelIBHYI0 BEIKUBAEMOCTh

B/B — | BHYTPMBEHHOE BBEJICHUE

I'KM — | I'unepTpoduueckas KapAMOMHOTIATHS

JBIIT — | nnabeTnyeckas 00Je3Hb MOYEK

JH — | nmabetnyeckasi HegponaTus

AKKT — | KEITYJTOYHO-KHIIICYHBIN TPAKT

31T — | 3aMEeCTUTEIIbHAS TOYEYHas TepaIus

uAllD — | ”HrUOUTOPBI AHTHOTEH3UHIPEBpaIaoIIero pepMenTa
KII — | KIMHUYECKUMN ITPOTOKOJI

MTI'HI — | MoHOKJIOHAJIbHAsI TaMMAIIaTUsI HESICHOTO TeHE3a
ME — | MeXKIyHApOAHAS €IMHULIA

MKb — | MexxnyHapoHas kiaccudukanus 0osie3He
MPHK — | MmaTpuyHasg puOOHYKIIEMHOBAs KMCJIOTA

MPT — | — MarHUTHO-pE30HaHCHAsI TOMOTpadus

HC — | HepOTUUECKHI CHHIPOM

OB — | oO11yI0 BEBDKMBAEMOCTD

OIIII — | OCTpOE MOYEYHOE MOBPEKACHUE

/K — | MOJIKOKHO

CK® — | cKOpOCTh KITyOOUKOBOUM (DUIIBTpALIMH

TCK — | TPAHCIIJIAHTALMU CTBOJIOBBIX KJIETOK

Y] — | YPOBEHb JOCTOBEPHOCTH

Y31 — | YJIIbTPa3BYKOBOE UCCIIEJOBAHUE

XBII — | XxpoHndeckasi 60J1e3Hb MOYEK

XITH — | XpoHHYecKas noYe4yHasi HEJOCTATOYHOCTh
XCH — | XpoHHYecKas ceplieyHast HE0CTaATOYHOCTh
UCC — | 4acTOTa CEpICUHON HEIOCTATOYHOCTH

IJIT — | muknodochamu, 1eKcaMeTa3oH, TaIUIOMU/T
Ox0oKT — | BXOKapArorpaMma

Hb — | reMoOrJI00MH

NYHA — | New York Heart Association MEFV — Mediterranean fever
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(cpenn3eMHOMOpCKA JTMXOPAIKa)
SAP — | serum amyloid P component (P kOMIIOHEHT CHIBOPOTOYHOIO aMUJIOU/IA)
TTR — | transteritin (TpaHCTEPUTHH)
TNFR1 — | tumor necrosis factor receptor 1
TNFRSF1A | — | tumor necrosis factor receptor superfamily, member 1A

16. Cnucok pa3paGoTYUKOB TMPOTOKOJA C YKa3aHHeM KBAJIU(PUKAIMOHHBIX
JTAHHBIX:

1) Tyran6ekoBa Canranatr KeHecoBHa — JOKTOp MEIUIIMHCKHX Hayk, mpodeccop AO
«HanuoHanpHBI1 HAy4YHBIM MEIUUMHCKAM LIEHTP», TJIABHBIM TEPAIEBT, TIJIAaBHBIM
BHemTaTHeI Hepoior M3CP PK.

2) TaiinoB Aomyxanap DpKUHOBHY — KaHUIAT MEIUIIMHCKUX HAYK, aCCOIMMPOBAHHBIM
npodeccop, pyKOBOJIUTENb OTAENa KCTpakoproapiabHoil remokoppekiuu AO HHMII,
Bpad He(poysor TMepBOM KaTeropuu, reHepaibHblii cekpetapb POO «OO6mecTBo
HepoJIoTOB, Bpauel [uaiv3a U TPAHCIIaHTOJIOTOBY.

3) TypebekoB Jyman KaxwnbaeBH4Y — JOKTOpP MEAMIIMHCKMX HAyK, TOICHT, TJIaBHBIN
He(poJor ynpaBieHUsl 3paBOOXpaHeHUs I. AcTaHa, Bpad HedpoJor MepBoll KaTeropuu
3aBEYIOLIUNA OTJEICHUEM HEPPOJIOTUH U Teparnuu ropoackoi 6oibHUIEI Nel . AcTtaHa.
4) XynaioeprenoBa Maxupa CeiiyaqueBHa — TJIaBHBIH SKCHEPT IO KIMHUYECKOM
dapmakoiorun AO «HarmoHalbHBINA HAYYHBIN IIEHTP OHKOJIOTHUHU U TPAHCIUIAHTOJIOTUIY.

17. VYka3aHue HA OTCYTCTBHE KOH()IUKTA HHTEPECOB: HET.

18. Chnmcok peneH3eHTOB: AifHaOckoBa basH AkeHOBHA — IOKTOpP MEIUIIMHCKHUX HAYK,
npodeccop, 3aBeayromuil kadeapod BHYTpEeHHUX OOJie3HEH 1O HHTEpHATYpe U
pesunenrype, AO «MenuImHCKA YHUBEPCUTET ACTaHa.

19. Cnucok Mcno/1b30BaHHOI JUTEPATYPHI:

1) Gertz MA, Comenzo R, Falk RH, Fermand JP, Hazenberg BP, Hawkins PN, et al.
Definition of organ involvement and treatment response in immunoglobulin light chain
amyloidosis (AL): a consensus opinion from the 10th International Symposium on
Amyloid and Amyloidosis, Tours, France, 18-22 April 2004. Am J Hematol.
2005;79(4):319-28.

2) Criteria for the classification of monoclonal gammopathies, multiple myeloma and
related disorders: a report of the International Myeloma Working Group. Br J Haematol.
2003;121(5):749-57.

3) BMJ Best Practice: Amyloidosis: BMJ Publishing Group; 2016 [updated Apr 22,
2016; cited 2016 October 6]. Awvailable from: http://bestpractice.bmj.com/best-
practice/monograph/444.html.

4) Westermark P, Benson MD, Buxbaum JN, Cohen AS, Frangione B, Ikeda S, et al.
Amyloid: toward terminology clarification. Report from the Nomenclature Committee of
the International Society of Amyloidosis. Amyloid. 2005;12(1):1-4.
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5) HanmoHankHBIC KIMHAYECKHE PEKOMEHIAINY 110 IUATHOCTHKE U JiedeHnto AA-u AL-
amminonao3a [Internet]. Hayunoe oOmiectBo HedposoroB Poccun. 2016 [cited 6 oxTsOps
2016]. Available from: http://nonr.ru/?page id=3178.

6) Kyle RA, Gertz MA. Primary systemic amyloidosis: clinical and laboratory features
in 474 cases. Semin Hematol. 1995;32(1):45-59.

7) Gertz MA, Lacy MQ, Dispenzieri A, Hayman SR. Amyloidosis. Best Pract Res Clin
Haematol. 2005;18(4):709-27.

8) Gertz MA, Lacy MQ, Dispenzieri A, Hayman SR. Amyloidosis: diagnosis and
management. Clin Lymphoma Myeloma. 2005;6(3):208-19.

9) Kyle RA, Therneau TM, Rajkumar SV, Offord JR, Larson DR, Plevak MF, et al. A
long-term study of prognosis in monoclonal gammopathy of undetermined significance. N
Engl J Med. 2002;346(8):564-9.

10) Palladini G, Russo P, Bosoni T, Verga L, Sarais G, Lavatelli F, et al. Identification of
amyloidogenic light chains requires the combination of serum-free light chain assay with
immunofixation of serum and urine. Clin Chem. 2009;55(3):499-504.

11) Gertz MA. The classification and typing of amyloid deposits. Am J Clin Pathol.
2004;121(6):787-9.

12) Dispenzieri A, Kyle RA, Gertz MA, Therneau TM, Miller WL, Chandrasekaran K, et
al. Survival in patients with primary systemic amyloidosis and raised serum cardiac
troponins. Lancet. 2003;361(9371):1787-9.

13) Palladini G, Campana C, Klersy C, Balduini A, Vadacca G, Perfetti V, et al. Serum
N-terminal pro-brain natriuretic peptide is a sensitive marker of myocardial dysfunction in
AL amyloidosis. Circulation. 2003;107(19):2440-5.

14) Zerbini CA, Anderson JJ, Kane KA, Ju ST, Campistol JM, Simms RW, et al. Beta 2
microglobulin serum levels and prediction of survival in AL amyloidosis. Amyloid.
2002;9(4):242-6.

15) Koyama J, Ray-Sequin PA, Falk RH. Longitudinal myocardial function assessed by
tissue velocity, strain, and strain rate tissue Doppler echocardiography in patients with AL
(primary) cardiac amyloidosis. Circulation. 2003;107(19):2446-52.

16) Weidemann F, Strotmann JM. Use of tissue Doppler imaging to identify and manage
systemic diseases. Clin Res Cardiol. 2008;97(2):65-73.

17) Comenzo RL, Gertz MA. Autologous stem cell transplantation for primary systemic
amyloidosis. Blood. 2002;99(12):4276-82.

18) Huang X, Wang Q, Chen W, Zeng C, Chen Z, Gong D, et al. Induction therapy with
bortezomib and dexamethasone followed by autologous stem cell transplantation versus
autologous stem cell transplantation alone in the treatment of renal AL amyloidosis: a
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