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1. MeTomea OLCHKHU CHJIbI peKOMeHIIa]_lI/Iﬁ H YPOBHA HUX
NnpeacKa3aTCJbHOCTH, HCIIOJb30BaHHAaA IMPH COCTABJICHUN JaHHbBIX
KINHUYCCKHUX peKOMeHIIa]_lI/Iﬁ

* Jlng pekomMeHIalui Chjla yKa3aHa Kak ypOBEHb |, 2 WIM «HET CTEHIECHU»
(Tabun.1), kauecTBO JOKa3aTeabHOM 0a3bl 0003HaueHOo Kak A, B, C (Tabmn.2).

Tabaumal. OreHka cUiibl peKOMEeHIaui
(cocTaByieHa B COOTBETCTBUHU C KIMHHYECKUMHU pekoMeHaanusmMu KDIGO)

YpoBeHnnb Ouenka pekoMeHaanui
Co cTopoHbI Co cTopoHbI JanbHeiinnee
NANUEeHTOB Bpaua HAaNpaBJieHHe
HCNO0JIb30BAHUS
Yposens 1 [TomaBnsronee [TomaBnstomemy Pexomennanms
«IKCHepThI OOJIBIIMHCTBO OOJIBIIUHCTBY MOXET OBIThH
PEKOMEHAYIOT» | TAllUECHTOB, CBOUX NMAIllMEHTOB | IPUHATA B KAYECTBE
OKAa3aBIINXCS B Bpay OyJzier CTaHJapTa ACHCTBUS
nog00HOM PEKOMEH1I0BaTh MEJIUIIMHCKOTO
CUTyalluu, CIEN0BATh UMEHHO | IEPCOHAJIA B
MPENOYIn ObI STHUM IIYyTEM OOJIBIITUHCTBE
CIEN0BATH KIIMHUYECKUX
PEKOMEHYEMbIM CUTyanuin

MyTEeM | JIUIIThH
HEOOJIbIIAs 9aCTh
13 HUX OTBEPIIN
OBl STOT Iy Th

YpoBeHsb 2 bonpmast yacte J{ns pa3HbIX Pexomenmanun,

«IKCHepThl MalUeHTOB, MalKeHToB BEPOSITHO,

1MoJIaralT» OKa3aBIIUXCSA B ciemyer MOTPEOYIOT
MOI00HOM o0MpaTh 00CYXJICHUS C
CUTYAaIIHH, pa3IuIHbIC y4acTHEM BCEX
BBICKA3aJIMCh OBl 32 | BApUAHTHI 3aMHTEPECOBAHHBIX
TO, YTOOBI PEKOMEHIAIH, CTOPOH 0
CJIeI0BaTh TTOIXO/IAIINE MIPUHATHS UX B
PEKOMEHYEMbIM MMEHHO WM. KauecTBe
yTeM, OJIHAKO Kaxaomy KIIMHUYECKOTO
3HAUYUTENbHAs MAlUEHTY CTaHJapTa
4acTh OTBepIJia Obl | HeOOXoaAMMa
ATOT NYTh MOMOIIb B BBIOOPE




U IPUHATHH
pelIeHns, KOTOpoe
Ooynet
COOTBETCTBOBATh
IICHHOCTSIM U
PEIITOYTCHUSIM
JAHHOT'O IMAITUEHTA

«Het JIaHHBIN YPOBEHB PUMEHSIETCS B TE€X CIy4Yasix, KOrJa B OCHOBY
rpaganum, PEKOMEHIAIMHU YKJIAAbIBACTCS 3APABBINA CMBICI HCCIEN0BATEIS-
(HI') AKCIIepTa WM TOT1a, KoTaa o0cykaaeMasi TeMa He JOMyCKaeT
aJICKBATHOTO MPUMEHEHUS CUCTEMBI JIOKA3aTEIbCTB,
WCNOJIb3YEMbIX B KIIMHUYECKON TPAKTHUKE.

Tabnuma 2. OnieHKa KayecTBa JI0Ka3aTeIbHON 0a3bl
(cocTaBieHa B COOTBETCTBUU € KIMHUYeCKUMU pekoMeHaanusmu KDIGO)

Ka4ecTBO 10Ka3aTEIBLHOM 3Hauenue

0a3bl

A — BBICOKOE OKCIepThl yBEPEHbI, YTO OXHAAaeMbIil 3ddekT
OJIM30K K paCCUUTHIBAEMOMY

B - cpeanee OKCIepThl MOJIaralT, 4To OXuAaeMbid 3d@ekT

0JIM30K K paccuuTbiBaeMoMy 3P (HeKTy, HO MOXKET
U CYIIECTBEHHO OTINYaThCS

C — Hu3koe Oxunaembli  3(PekT MOXKET CYIIECTBEHHO
OTJIMYATHCS OT pacCUUThIBaeMoro 3¢ dekra
D — O4enb HHU3KOE OxunaeMblii 3(PeKkT OYeHb HEONMPEACICHHBIN U

MOET OBITh BECbMa JAJICK OT paCCUMTBIBACMOI'O

* Mertoabl, HCIIOJIb3yeMble sl (OPMYJIHPOBKH pekoMenaauuii: KoHceHcyc
JKCIIEPTOB




2. Onpenaesienue, 3MUAEMUOJTOTHs, ITHOJI0THS (Tabauua 3)

Onpenesienue

Cungpom [I'yamacuepa — 3a0oiieBaHue, OOYCIOBIEHHOE HalUYUEM
cneuuduyecknx AT k OazanpHON MemOpane kammuisaipoB kinyOoukoB (BMK)
W/WIA ~ albBEON U MPOSBISIONIEECS JIETOYHBIMU  KPOBOTCUCHUSIMU U
OBICTPONPOTrPECCUPYIOIIUM TIIOMEPYIOHEPPUTOM.

CvHOHMM TepMHHA: JIErOYHO-TTOYEYHBIA CUHAPOM.

Hedpur, od0ycioBiaennbiii anturesamMmu kK BMK (antu-BMK wuiam anTH-
I'BM-I'H) - ¢QoxansHbiii HekpoTusupytomuid [I'H ¢ nomynyHusmMu u
nuHelHbiMU Jeno3utamu 1gG u C3 Bhonb 0azanbHbix MeMOpaH. AHTU-BMK-
I'H MoxeT pa3BUBAaThCA KaK B COUETAHUH C JIETOYHBIMU KPOBOTCUEHUAMU, TaK U

HN30JIMPOBAHHO.

ONMUAeMHUO0JIOT U

* PacnpocrpanenHocts cunapoma ['ynanacuepa B EBporie He npeBbimaer 1
ciaydas Ha 2 000000 HaceneHus.

* (Cpenu Bcex TunoB riaomepyionedpura nonst antu-bMK-I'H cocrasisier
I - 5%, a B CTPYKType MPUYHAH  SKCTPAKAMUILISIPHOTO
rioMepyionedputa ¢ nonyiayHusamu - 10 — 20%.

* Hawubonee wyacTto 3a0oyieBaHHE€ BO3HUKAET y  MpeAcTaBUTENEH
€BPOMNENCKOM pachl, XOTS pacpOCTPaHEHO ITOBCEMECTHO.

* PasBuBaercs y mroneit mo6oro Bo3pacrta. [lepBolil muk 3a001€BaeMOCTH
ormeyaroT B Bo3pacte 20-30 ner, IpeMMylIECTBEHHO Y MYKYUH,
KOTOPBIE UMEIOT MPU3HAKU KaK MOYEYHOTO, TaK U JIETOYHOTO MOPAXKEHUS.
Btopass Bomna 3aboneBaeMocTH — Bo3pacT crapme 50 — 60 ner;

MY>KUYHMHBI W KEHIIUHBI O0JICIOT C OJJUHAKOBON YacTOTOM.

ITHOJIOTUA




OTHOJOTHSA CuHApOMa Fyz[nacqepa HCU3BCCTHA, B CBA3M C YCM IICPBUYHYIO

npopUIAKTUKY ITOTO 3a007I€BaHUS HE TPOBOJIST.

VYcranoBneHa orpcacjacHHas CBA3b C:

BUPYCHOM MH(]EKIIMEH, B YaCTHOCTH, C BUPYCOM rpurima A2¢

(akTOpamMu BHEIIHEW CpeJbl, BEPOSITHO, UTPAIOIIMMHU POJIb TPUITEPOB B
pa3BuTuU 3a00sieBaHus (OCH3MH, OPraHUYECKUE PACTBOPUTEIU, HEKOTOPHIE
nekapctBa). B mocneanue 10 €T nmosBUINCH ONMUCAHUS PA3BUTUSI CUHIIpOMA
['ynmacuepa mocie ynapHO-BOJHOBOM JIMTOTPUIICUM U OOCTPYKIIMU
MoOYeTOUHHMKA. JlerouHble  KpOBOTEUECHUS pa3BUBAIOTCS  MOYTHU

HCKIIIOUHUTCIIbHO Y KYPHUIIBIIIUKOB

reHeTnueckumu gakropamu: anturenamu  HLA kmacca DR (HLA-DR15

u HLA-DR4).




3. IIaTorene3 (TaGnuua 4)

Cungpom ['yamacuepa — KIIACCMYECKUMU MpPUMEP aAyTOMMMYHHOU
00JIe3HU C aHTUTEIbHBIM MEXaHU3MOM pa3BUTHs. B maroreHese KiItoueByrO
pons wurparoT aHTu-bMK-anTtutena. MHUILIEHBIO 3THX AQHTUTEN CIYXHUT
HEKOJIJTareHOBbIM JoMeH 3 menu kosuiareHa IV tuma BMK («anTturen
I'ynmacuepa», NCI1 31V). Dt1oT a"TuUreH, KpoMme Oa3zalbHBIX MeMOpaH
Mo4YeK U JErkux, OOHapyKeH B Jpyrux Oa3albHbIX MeMOpaHax —
KalWUISIPOB CETYATKH, YJIUTKH, XOPHOWAAIBHOIO CIUJIETEHUS TOJOBHOIO
Mo3ra. CaszpiBanue aHTu-bMK co cBOoMMH MHUILIEHSIMU Ha TIIOMEPYISPHBIX
MeMOpaHax COMPOBOXKAAECTCS aKTUBALMEH KOMIUIEMEHTa ¢ MHMUIbTpaluei
KJIyOOUKa BOCTAIIMTENIHHBIMU KIETKAMH U BBI3bIBAET BHIPAXKEHHOE TKAHEBOE
noBpexaeHue. B mocnegHee Bpemsi B matoreHese aHTu-bMK nedputa
CYLIECTBEHHYIO POJIb OTBOJAT TAK)KE AKTHBALMHM KIIETOYHBIX MEXAHU3MOB
MMMyHUTEeTa. MeauaropaMy, YCWIHBAIOUNIMMH MOBPEKICHUE, SIBIAIOTCS
npoBocnaauTenabuble nUTOKkuHB (MJI1, dakTtop Hekposza omyxonu o) u
(hakTopbl pocTa, KOTOPbIE BHOCSIT ONPENENCHHbIA BKJIaJ B (pOpMHUPOBAHUU
MOJYJIYHUH. BaXXHYI0 pOJIb B 3TOM IPOILECCE UTPAIOT TAKXKE MapUETAIbHBIC
ANUTENUANbHbIE KJIETKM U akTuBauus mnojgonutoB. IIpomudepanus
MapueTaNbHbIX W BUCLEPAJIbHBIX AMUTEIUAIbHBIX KIETOK W Makpodaron

COMPOBOXKJIAETCS OTIOKEHUEM PuOpHHA.

4. KinHHYecKHue IMMPOABJICHUA

Cunnpom [I'yamacuepa wMoxkeT MaHU(pECTHPOBATh HeCHEUUPUIECCKUMU
CUMIITOMAaMH, OJJHAKO K OCHOBHBIM KJIIMHMYECKUM MPOSIBICHUSIM O0JE3HH OTHOCST
HapacTarollyo MOYECUHYIO HEJIOCTATOYHOCTh BCJIEJICTBUE
osicTponporpeccupyromiero I'H (BIII'H) u nérounsie KpoBOTEUEHUS.

Tabnuna 5. Knunnveckue nposisjieHus cunjapoma I'ynnacuepa



Hecneunduyeckue cuMOToMbl (MEHEE BBIPAXKCHBI 110 CPaBHCHUIO C
AQHAJIOTUYHBIMA CHMTOMAaMU TIPH CHCTEMHBIX BACKYJIUTaX)

e 00mas ciradocTh

* HEIOMOTaHHUE

e JIUXOpajKa

* apTpairuu

* IIOTEps MacChl Teja

» aHemus (B 1e0r0Te 3a00JIeBaHUA J1aXK€ B OTCYTCTBHE KPOBOXAPKAHDSI)

Iopaxenue Jierknx

* KpOBOXApKaHbE - MEPBBII cUMNTOM OoJie3HU 1OYTH ¥ 70% MalMeHToB, Kak
MpaBUJIO, Ha HECKOJbKO MECAIIEB OMNEPEKAIOUUNA MPU3HAKH MOPAKECHUS
noyek. B Hacrosiee BpeMss OTMEYalOT HEKOTOPOE CHUXKEHUE YaCTOTHI
NErOYHBIX KPOBOTEUYEHUHM, YTO, BO3MOXKHO, CBS3aHO C COKpAIlEHHEM
pPacrpoOCTPAaHEHHOCTH KyPEHHUSI.

* OJIbIIIKA

* Kameib

* JIETOYHOE KPOBOTEUCHUE

KommenTapuu:

BelpaxxeHHOCTb ~ KpOBOXapKaHbsg IIpy cuHApoMme ['yamacuepa He  KOppelHpyeT ¢
MHTEHCHUBHOCTBIO JIETOYHOI'O KPOBOTEYEHUS, KOTOPOE MOYKET Pa3BUTHCS BHE3AIIHO U IPUBECTH K
CcMepTH OOJIBHOTO B T€UEHHE HECKOJBKUX 4acoB. B ciyyae JIEroyHOro KpoBOTEUEHHS] OTMEYAOT
ObICTpOE pa3BUTHE ABIXATEIHLHOW HEJOCTATOYHOCTH C HAPACTAIOIIUMH OJBIIIKOW M IIHAHO30M.
[Ipu ayckydbTaluM JIETKUX BBICAYIIMBAIOT KpPEMUTALMI0 B 0a3albHBIX OTHENaX, WHOI/A
OponxuanbHOE Abixanue. Kak nepcuctupyioniee KpoBOXapKaHbe, TaK U JIETOYHOE KPOBOTEUCHUE
IOPUBOAAT K Pa3BUTUIO IOCTTEMOPPArndyeckoil kene3oaeUIMTHON aHeMuH. bwicTpoe
YMEHBIICHUE COJACPXKaHUsA TeMOrJIoOMHa B KPOBM JIaXKe NMPH HE3HAYUTEIHLHOM KPOBOXapKaHbE
[IO3BOJIICT  MAarHOCTUPOBAaTh  JIETOYHOE  KpoBoTeyeHue. Ilpu  peHTreHOIO0rHYecKoM
UCCIICZIOBAaHUHM  BBISBIIIIOT O4aroBble WM AU(QQy3Hble HHOWIBTPATHI B 0a3aJbHBIX H
LEHTPAJIbHBIX OT/AeNaX 00OUX JIETKHX, paclOJI0KEeHHBIE, KaK MPaBUIO, CUMMETpUYHO. OOBIYHO
MHOQUIBTPAThl HUCYE3aI0T B TeueHHe 48 Y, OJHAKO 4YacTO IMOPAKEHUE JIETKUX OCIIOXKHACTCS
pa3BUTHEM OTEKAa JIETKUX WIM BTOPUYHOM HWHQPEKIUH, YTO HAXOJUT OTPAKEHUE B
PEHTIeHOJIOTUYeCKOW KapTuHe. Ilocne KynmupoBaHUsS OCTPOro 3IU30[a HMHTEPCTULUATIBHBIN
($ubpo3 NErKux 0OBIYHO HE PA3BUBACTCSI.




S. IIpyHIUIBI TUATHOCTUKH

PGIH&IOHICG 3HAYCHUC B AUMAIrHOCTHKC CHHAPOMA Fynnacqepa HUMCCT TINATCIBHOC

O6CJ'I6I[OBaHI/I€ nmanucHTa C BBIABIICHHUECM ITIATOTHOMOHHWYHBIX CUMIITOMOB.

5.1. JlabopaTopHasi AMATHOCTUKA (Tabnuia 6)

* HMMYHOHOFI/I‘-ICCKI/IG HCCJICAOBAHUA:

- JIMarHOCTHMYECKUM MPHU3HAKOM OOJIE3HM SIBJISIETCS OOHApy)KEHUE aHTHU-
BMK-antutren B CBHIBOPOTKE KPOBH C IIOMOIIbI0O HMMYHO(EPMEHTHOIO

aHajim3a

- ¥V 20-30% mnauuentoB ¢ cunHapomom ['ynmacuepa (antu-bBMK-I'H)
oOHapyxuBator Takxke AHIIA, B ocHoBHoM ¢  antu-MIIO
crnetuPpuyHOCThI0. OHAKO JBOWHAS CEPONO3UTUBHOCTh HE MU3MEHSIET HHU

MPOTHO3, HU TEUYEeHHUE OOJIC3HMU.
HccnenoBanre MOKpPOTHI: OOHapyXeHue cuaepodaron
*  OOmwMit aHanu3 KPOBHU:
- J)Kene301e(pUIUTHAS aHEMHUS
- JICMKOLIUTO3
- yBesmmuenue COD.
*  OOuuii aHanu3 MOYH:
- mpoTeunypus (CyOHEeppPOTHUECKOTO YPOBHS)
- opurporutypusi  (mucMopdHBIE  IPUTPOLHUTHI,  DPUTPOIUTAPHBIC
AJIHHIPHI)
* BHOXMMHYECKUI aHAJIN3 KPOBM:

- IMOBBINICHHUC KOHLCHTpAllMM KpCaTHWHHHA, MOYEBOI KHCJIOTBI, KaJlu:d,

TUCIUNUAEMHS (MHOTJA B OTCYTCTBUE HEPPOTHUIECKOTO CUHAPOMA).

* Cumwxenue CKO® (ompenmenmenHoe B mpoOe PebGepra 1o KiIMpeHCy

KpEaTUHUHA w/mmm  pacuetHeiMu  Metogamu CKD-EPI, MDRD;
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ucnoias3oBanue Gopmyinsl Kokpodra-I'onra HEe pekOMEHI0BaHO, B CBSI3U C

«3aBbiiieHnem» CK® na 20-30 mur)

5.2. Ilatomopdosornyeckue M3MeHeHHs (tabiuia 7)

Bcem OonpHbIM ¢ knuHuueckuMu mposiBieHusmu  BIII'H nHeoOxoaumo

BBITTOJITHCHHE OMOIICUH ITOYKH IJI1 YCTAHOBKH IWArHo3a U ONpPEACIICHUS ITPOrHO3a

[Topaxxenue nouexk npu antu-bMK-I'H wmopdonorudecku npeacraBieHo
KapTHUHOU (POKaIbHOTO0 CETMEHTAPHOTO HEKPOTU3UPYIOUIETr0 rIIoMepyoHedpuTa ¢
nonynyHusmu. Autu-bMK-nebputr npu cungpome ['ynmacuepa otHocatr Kk |
tunty BIII'H no knaccudukanuu R. Glassock (1997).

B kiy0oukax yxe Ha paHHEW CTaauu OOJE€3HH BBISBISIOT CETMEHTAPHBIN
HEKPO3 COCYIUCTBIX METEb, MACCUBHYIO HHDMIBTPALIMIO JIEUKOIIUTAMHU, Pa3PbIBbI
BMK. Bcrnex 3a 3TUM OpOMCXOAUT HHTEHCUBHOE OOpa30BaHME TMOJTYIYHUM,
COCTOSIIIINX W3 DSIUTEIUANIbHBIX KIETOK Kamcylbl W Makpodaros. BaxHoi
OTJIMYUTEIbHOU 0cobeHHOCThI0 aHTU-BMK Hedputa npu cunapome ['yamacuepa
ABJSECTCS TO, YTO BCE MOJYJYHHS OJHOBPEMEHHO HAXOASATCS HA OJHON CTaINU
ABOJIIOIUKM — DIUTEIHAIbHOW, B OTAMYKME OT Apyrux BapuaHtoB bBIII'H, mpwu
KOTOPBIX 3MUTEINATBHBIE MOJTYJIyHUSI B OMonTaTax codeTarorcs ¢ (UOpPO3HBIMU.
ITo mepe mnporpeccupoBaHus OOJE3HM MOTYT IOpaXaThbCid BCE KIyOOUKHU
(muddy3HBIN TIIOMEpPYIOHEPPUT) C TOTATBHBIM HEKPO30M KAMUJUISIPHBIX METENb,
YTO OBICTPO HNPUBOAUT K PACIPOCTPAHEHHOMY HEPPOCKIEPO3y U TEPMUHAIBLHOU
MMOYEYHOW HEJOCTATOYHOCTH.

NuTepcTunaibLHbIe U3MEHEHUS 0OBIYHO COYETAIOTCA c
TJIOMEPYISIPHBIMU U TPEACTaBICHbl BOCHAJIUTEIBHON uHpuUIbTpaIuen
WHTEPCTULIHS, KOTOpAasi MOXET Ppa3BUThCSI B PE3YJbTaTe€ MNOBPEKIAIOUIETO
nevctBust AT k O6azanbHOM MeMOpaHe KaHalbleB. B mocieayroneM npoucxoauT
pa3BUTHE UHTEPCTUIIMATBLHOTO (hrdpo3a.

[Ipy MMMYHO(IIOOPECHEHTHON MHMKPOCKONMWM BBISBISACTCS JIMHEHUHBIN
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tun ceeyenusa [gG va BMK B coduetanuu ¢ nuneliHbsiM cBeyeHneM C3 KOMIIOHEHTa

koMiieMeHnTa y 60 — 70% OonbHBIX.

5.3. ludpdepennuanbHas THArHOCTUKA (Tabiuia 8)

Hudbdepennuanbayo UarHocTUKy cuHApoMa ['yanacuepa cieayeT MpOBOAUTH C
JPYTUMH CUCTEMHBIMHU 3a00JIEBaHUSMH, MPOTEKAIOIIUMU C JETOYHO-TIOUYEUHBIM

CUHJIPOM:
* MUKPOCKOIMYECKUH MTOJTUAHTUUT
* I'panynemato3 ¢ nonuanruutom (Berenepa)

* OITIA - 303uHOPUIBHBIN IpaHyJIeMaTO3 ¢ MOJIHAHTUUTOM (cuHIpoM YUépra-

Ctpaycc)

* VY3eNKOBBIM NOJIUAPTEPUUT

* Ilypnypa llI€nneiina — ['enoxa

* KpuornoOyJinHEeMUYECKHIl BACKYJIUT

* (CucremHas KpacHasi BOJ4aHKa

*  AntudocorunuaHblii CHHAPOM

* [IneBMOHMS Npu:
a) OCTPOM MOCTCTPENTOKOKKOBOM IIOMepyJoHe(dpuUTe
0) OCTPOM MHTEPCTULIMAIIBHOM JIEKAPCTBEHHOM He(dpuTe

B) rioMmepyloHedputre y  OOJNBHBIX MOAOCTPHIM  HMHGPEKIIMOHHBIM

SHJIOKapAUTOM
I') OCTPOM KaHAJIBIIEBOM HEKPO3€

e JlumdoMaToOuHbIN IPaHyIEMATO3

* IlepBUYHBbIE WM METACTATUUECKUE OMTYXOJU MOYEK U JIETKUX

* TpomOGoambOonust JNEroyHOM apTepuu Mpu TPoMOO3€e TOUYEUHOW BEHHI,
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OCJIO)KHUBIIIEM HEPPOTUUECKUN CHHIAPOM
Capkouno3

Ypemudeckoe Jerkoe

6. Jleuenue

6.1. O01Me MPUHIUIIBI JIEYEHHU S
Henp neuennss antu-bMK-I'H: ynaneHwe w3 LIUPKYISLUM MATOTEHHBIX

AYTOAHTUTCII C OJHOBPCMCHHBIM npcaoTBpaliCHUCM I[ﬁﬂbHGfIIHGFO ux

o0pa3oBaHUs U MOAABICHUE YK€ CYLIECTBYIOIIETO IIIOMEPYJISPHOTO HOBPEXKACHUS

X BOCIIAJICHHA.

B orcyrctBue neyenus antu-bMK-I'H o6miass u modeuHasi BBKUBA€MOCTb
MalMEeHTOB OUY€Hb HU3KHU

Nmeercss  cpennsst  cTeneHb  JIOKA3aTE€IbHOCTH, YTO  HMHTEHCHUBHAs
MMMYHOCYIIpECCHUSI B COYETaHMM C  [Ua3Madepe3oM  ylydliaeT
BBDKMBAEMOCTh MAIIMEHTOB U TOYEUHYIO BEKMBAeMOCTh.(2B)

[Tanmentsr ¢ aHTU-BMK- I'H W JerodyHsiMH KpOBOTECUECHUSIMH JTOJIKHBI
nojyyaTth  JIUEHHE  KOpPTHUKOCTepoujaMu,  nukiopochamMuaoMm  u
miazMadgepe3oM  Jaxe IMpU  THKEIOM MOYEYHOM HEJIOCTaTOYHOCTH |
OOJIBIIIOM MPOIIEHTE MOMYJYHUN B OMONTATE MOYKH.

MHorue mnamuMeHThl K MOMEHTY YCTAHOBKM JHAarHo3a HMEIOT TSKENTyIo
MOYEUYHYI0 HEJOCTaTOYHOCTh, TpEOyIollyl0 JedeHus nuanu3oMm. Kak
MPABUIIO, 3TO KOPPETUPYET C KOJIMYECTBOM KIIYOOUKOB C MOJYJTyHUSMH B
MOYeYHOM OuonTaTe. Y NAlUEHTOB, SBIISIIOIIUXCSA JUAIN3-3aBUCUMBIMHU K
Hayaiy JiedeHuss W uMermux 85-100% ki1yOOUKOB € MOJYJIyHUSIMH,
MHTEHCUBHASI UMMYHOCYIIPECCUS OOBIYHO HE MPUBOAUT K BOCCTAHOBIICHUIO
(yHKIUS IOYEK, B CBSI3U C YEM UM TPeOyeTcsl MOCTOSTHHASI 3aMECTUTEIbHAS

[Mo4Yc4dHasd TCpalius.
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* Jlockonbky Temn mnporpeccupoBanusi anHTu-bBMK-I'H moxkeT ObITH O4€HB
OBICTPBIM, a MPOTHO3 OMPEACISIETCA TSHKECThIO 3a00J€BaHMSI HA MOMEHT
YCTAaHOBKM JIMarHo3a, ONTHUMAJbHBIM SIBJSIETCS HEMEIJIEHHOE Hadalio
T€panuy BBICOKMMH J03aMH KOpTUKOCTepouaoB. [locine noarBepxkaeHUs
JMarHo3a cjieAyeT HauyaTh JedeHue nukiodochamuaom u minazmadepe3om.
[Ipy >TOM DAUMEHTHI, MOJYYAKOUIME AKTUBHYID HMMYHOCYHPECCHUBHYIO
Tepamnuio, MpU HaIUYuU OakTepuasbHOM HHOEKIUU JOJDKHBI MOJyYaTh
aJICKBaTHYIO0 aHTHOAKTEPUATILHYIO TEPAIHIO.

* be3 aKkTUBHON MMMYHOCYIPECCHBHOM Tepamuu CMEPTHOCTh MpHU OOJE3HU
['ynnacuepa oueHb BBICOKA.

* VYV NauMeHTOB C TEPMUHAIBHOM MOYEHYHOM HEAOCTATOYHOCTBID B HCXOME
antTu-bMK-I'H mnnaHupoBaTh TpaHCIUIAHTALMIO ITOYKH CIEAYET TOJIBKO

rnocJie ucue3HoBeHus anTu-bMK aHTuTen u3 nupKyIssuuu

6.2.: Jleuenue antu-bBMK I'H(cm. Tabmuiry 9)

Pexomenpanusi 1.: Bcem mamuentam ¢ antu-BMK T'H (3a MCK/II0YeHHEM JIHAJIM3-
3aBHCHMMbIX HA MOMEHT YCTAHOBKM AuUarHo3a, uMewmmux 100% mnmouyayHuii mo JaHHBIM
ajleKBaTHOI HepoOMoONCHMN ¥ He MMEIOIINX MPHU I3TOM JIerOYHBIX KPOBOTEYEeHHH) ciienyeT
HAYMHATH HMMYHOCYIIPECCHIO uukiaogochamuiom, KOPTHKOCTEPOHIAMH u
miiazmadgepesom. (1B)
KommenTapmii:

* Ilpu ypoBHe kpeaTuHMHAa KpoBH MeHee 600 MKMOJIB/T  Ha3HAYAIOT MPEIHU30JIOH

BHYTPH B J103¢ IMI/Kr/cyT u muxnodochamun B 1o3e 2 — 3 mr/kr/cyt. Ilo goctmkenun
CTaOMJIBHOTO KJIMHHUYECKOro 3(ddexra m03y MpeaTHU30J0HA IOCTEIIEHHO CHUXKAIOT B
TedyeHue nociueayoumx 12 Hen, a uukiaodochamMus] MOITHOCTHIO OTMEHSIOT uepe3 10 Hex
neueHus. Tepanuio MMMYHOCYNPECCHUBHBIMH IpenapaTaMHd COYETalOT C MHTEHCHBHBIM
ia3mMadepe3oM, KOTOPBI MPOBOAAT €XKEAHEBHO. B cimyyae pucka pa3BUTHS JIETOYHOTO
KPOBOTEUEHHSI YacTh OObeMa yNAIEHHOW IUIa3Mbl 3aMEINAIOT CBEXE3aMOPOKEHHOM
wia3moil.  Crabunbnblil 3¢ dekt mocturator mocie nposeneHus 10 — 14 ceancos
wia3madepesa. Takol pexuM TEparuy Mo3BOJISET TOOUTHCS yIIyUIIeHUs! GYHKINHU ITOYEK
nouTt y 80% OONBHBIX, IPHUUEM CHIDKEHHE a30TEMHH HAYMHAETCS YK€ 4epe3 HECKOIbKO
CYTOK IIOCJIe Hayasa ria3madepesa.

* Ilpu conmepxanuu KpeatuHuHa B KpoBH Oonee 600 MKMOJB/JI arpeccuBHasi Tepamnus
Masio3(pPeKTUBHA U yIydlIeHHe PYHKLIUHU TOYEK BOZMOXKHO JIMIIL y HEOOJBIIOTO YHCa
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OOJIBHBIX C HelaBHEH HcTopHel 3a0oieBaHus, OypHBIM MPOrPECCUPOBAHUEM (B TEUCHHE
1 — 2 Hen) U HamM4WeM B OHWOMNTATE MOYKH MOTEHIIMAIBLHO OOpaTHMBIX M3MEHEHUU. B

9TUX CUTyallusAX OCHOBHYIO TCpaIlluio NPpOBOAAT B COUYCTAHUHN C CCaHCAMU I'EMOInaJin3a.

Pexomenpanus 2.: B ciayuae pasBurusi o6ocrpenuit cunapoma Lyanacuepa mpuMeHSIIOT
TOT Ke TepaneBTHYeCKUIl PeKUM, YTO U B 1e0roTe 00JIe3HH.

KommenTapuii: Jlnsa cunapoma I'yamacdepa, B OTIMYME OT JAPYTHX ayTOMMMYHHBIX
3a00/leBaHU, HE XapakTepPHO pa3BUTHE OOOCTPEHUM, OIHAKO COOOIIECHUS O pPEeIUanBax
3aboseBaHus Bce ke umerotrcs. Mx gacrora cocrasinser 2-14%. Antu-bMK-anTturena ncuesaror
0] BO3/ICMCTBUEM TEepaluH JIMOO CIIOHTAHHO yepe3 12-18 mec., HO B peAKUX CIy4asX MOTYT
BHOBb IMOSIBUTHCSI B IUPKYJSAILUH, YTO MOXET OBITh ACCOLMHPOBAHO C PEIMIMBOM OOJIE3HHU.
Ob6octpeHue mposiBIIsiETCS MO0 JIETOUYHBIM KPOBOTEUEHHEM, JINOO peruanBoM anTu-bMK-I'H,
KaK IpaBwio, B cpoku oT 1 roma go 10 ner. JleueHue penuamBa cieayeT OCYLIECTBIIATH
MMMYHOCYTIPECCaHTaMH U Iu1a3Madepe3om.

Pexomenpanus 3: Iposenenne nomaiep:kuBaomeii HMMYHOCYIPECCHBHON Tepanuu NpH
anTu-BMK I'H ne nenecoodpasuo. (1D)

P CKOMeEcHIanusda 4.: Tpancniaantanuo nouyku nociae antu-bMK I'H caeayer oT/10:KUTH 10 Tex
mop, MOKa aHTUTEJIAa K I'BM nHe 6yIIyT OTCYTCTBOBATH B KPOBU B TCUCHUE KAK MUHUMYM 6 MecHaAeB,
IMOCKOJIBKY MO0CJ/I€ TPAHCILUIAHTAIIUHA BO3MOKHO YCWJICHHE NMPOAYKIUH antu-bMK-anTurten (HeT
CTeINeHH)

KommenTapuii: Cpoku, 110 IPOLUIECTBUM KOTOPBIX MOXHO BBIIIOJIHATH TPAHCIUIAHTALMIO TIOYKU
6onbHbIM aHTU-BMK-I'H unu cunapomom I'yanacuepa, TouHo He onpezaeseHsl. B 6onbmmHCcTBE
LEHTPOB TpaHCIUIAHTAIIMM TEpecajka CUMUTAETCS BO3MOXHOM, eciu aHTU-BMK-anturena ne
OMPENENAI0TCS B LUPKYJSIIMU HE MeHee 6 mec. Bcem manueHTaMm ¢ mepecakeHHOM MOYKOM
clelyeT MPOBOAUTH TINATEIbHOE MOHUTOPUPOBAaHME, BKIIIOYAIOLIEE, KPOME KOHTPOJIA 3a
reMaTypued M ypOBHEM KpeaTHHUHA, onpeleneHue TuTpa aHTU-bBMK-anturen B nuHamuke.
PerunuB antu-bMK Hedputa B Tpancmianrate Habmogaercs B 1 — 12% ciryuaes.

Tabonuua 9. Jleuenne autu-bMK I'H

KopTukocrepounasl

Henens Jlo3a nnpenHn3010Ha

0-2 Metunnpenuuzonion 500-1000Mr B/B exxeTHEBHO B
TeyeHue 3 qHeH, 3aTeM PEAHU30JIOH BHYTPb
Imr/kr/cytkn Ha UBT* (MakcumanbHo 80 mr)

2-4 Buytps 0,6 Mmr/kr/cyt

4-8 Buytps 0,4 mr/kr/cyt

8-10 Buytps 30 mr/cyr

10-11 BuyTps 25 mr/cyt

11-12 Buytps 20 mr/cyt

12-13 Baytps 17,5 mr/cyt

13-14 BuyTps 15 mr/cyr

14-15 Baytps 12,5 mr/cyt

15-16 Buytps 10 mr/cyt

16- NBT<70 kr: 7,5 mr/cyt
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NBT>70 kr:10 mr/cyt

OTMEHUTH 110 UCTEYEHUU 6
MECSLIEB

NBT* - uneanbHblil BeC Tena

Huxnodpochamua: 2 MI/Kr/CyTKU B TEUEHHUE 3 MECSIIEB

[Ina3smadepe3: oOMen 4 nuTpoB B JAeHb ¢ 3aMmenieHueM 5% anbOyMHUHOM.
Jo6asnsate 150-300Mi1 cBEKE3aMOPOKEHHOM TJIa3Mbl B KOHIIE KA A0 MpoLeTypbl
MpU JIETOYHBIX KPOBOTCUECHUSIX, WM €CJIH MPOBOAWIOCH XUPYPrUYECKOE
BMEIIATEILCTBO, B TOM uHcie Ouoncus mnouku. Ilnasmadepesst craemyer
MPOBOJITH €XKEAHEBHO B Te€UeHHE 14 gHEW, Win OO0 TeX MOp, MOKa aHTUTENA HE
MCUYE3HYT U3 KpoBHU. JloKa3aTenbCTB, MOJACPKUBAIOMINX TaKUE PEKUMBI
JI03UPOBaHMsT U O0a3UPYIOMIMXCS Ha JIAaHHBIX O OJIArOMPHUATHBIX HCXOAaX MpH
o0cepBallMOHHBIX UCCIIEIOBAHUSX, HET.

7. IIporuos
IIpu onpenenennn nmpornosa naureHToB ¢ anTu-bMK-I'H crnenyer npuaumars
BO BHUMaHHE KIMHUYECKUE, JIabopaTopHble U MOpPQosorudeckue (HaxTopbl
(ta6mn.10, 2C).

Ta6muna 10. [Ipornos marmenToB ¢ aHTu-bMK-T'H
* [Ipu HeCBOEBPEMEHHOM JUArHOCTUKE 3a00JIeBaHUs, BICKYILIEH OTCPOUKY

Hayajga JIEYEHHUs, TMPOrHO3 y MAIMEHTOB ¢ cuHApoMoM ['yamacuepa
HeOnaronpusTHeI. B 3Tux ciy4asix OOJIbHbIE  YMHUpPAIOT  OT
(yIBMUHAHTHOTO JIETOYHOTO KPOBOTEUEHMS UM OBICTPO HACTYIMHUBIICH
YpPEMUHU.

* PanHee Hayajo TEpanuu, HAMpPABICHHOW Ha ynaimeHue aHTu-bMK-
AHTUTEN W3 MUPKYISUUU U TOJABICHUS UX MPOAYKIUU, YTO JOCTUTAIOT
MpUMeHEeHueM Iuiazmadepe3a B KOMOMHALIUM € TIIIOKOKOPTUKOUAAMU U
UTOCTAaTUKAMH, CIIOCOOHO KYyMUPOBAaTh OCTPBIA 3MU30]l OOJIE3HHU.
Onnako ~ KOHIIGHTpaluMs  KpeaTMHMHAa B CBIBOPOTKE  KPOBH,

npesbimatomas 600 MKMOJB/T B MOMEHT YCTAaHOBJICHHS JUarHosa,
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ABJISIETCS HEOJArompusTHBIM B OTHOIIEHWHU TMOYEYHOTO MPOTrHO3a
(dakTOpoM Jaxe MpH OTCYTCTBUM JIETOUHOIO KPOBOTECUCHHS. Y TaKUX
OOJIbHBIX, KaK MpaBuio, pa3BuBaeTca HeoOpatumass XIIH, HecmoTps Ha
AKTUBHYI0 HMMYHOCYIIPECCUBHYIO TEPAUIO.

* Ilpu cungpome ['yamacuepa BO3MOXKHBI PaHHUE PELUIAMBBI MTOYEYHO-
JErOYHOTO CHHAPOMA, PA3BUBAIOIINECS B TEX CIy4asX, KOTrJa OCHOBHBIE
KIMHUYECKUE  TNpU3HAKUM  OOJEe3HH  yXke  ObUIM  TOJAaBJICHBI
TTIOKOKOPTUKOUJAAMH W IIUTOCTAaTUKaMHU, a TUTp aHTU-bMK-anturen B
KpOBHUE €lI€ HE BEPHYJICSA K HOpPME. Y TaKMX MAHMEHTOB MPEKpalICHUE
ceaHcoB Ia3madepesa, Wi, yaille, IPUCOCAMHEHUE UHTEPKYPPEHTHOM
MH(EKINNT MOXET CIPOBOLIUPOBATH HOBBIM POCT TUTPOB aHTU-BMK
AHTHUTEN W BO3BPAT KIMHUYECKOW CUMIITOMATUKHU.

* (OOoctpenus cuHapoMa I['yamacuepa mocie  aJeKBaTHOTO JICYCHHS
MEPBOTO AMHU30Ja OMMUCAaHbl, OJAHAKO PAa3BHBAIOTCS KpaWHE pPEIKO H
BO3HUKAIOT 4Y€pe3 MHOTHE TOJbl OT Hadaslia OOJE3HH CHOHTAaHHO WU
nocie nepeHecéHHoM wuHpexkuuu. Ilockonbky B 3THX Ciyyasx
YCTaHOBJICHHE JUArHO3a TPYJIHOCTEN HE BBI3BIBACT, JICUCHHE HAYMHAIOT

paHbllle U UCXOJ JIyUIlle, YeM MPH MEPBOM IMU30/I¢ OOJIC3HU.

®* HecmoTpss Ha NOpPUMEHEHHWE B HACTOSIIEE BPEMS arpeCcCUBHOU
MMMYHOJEIPECCUBHON TEpanuv, CMEPTHOCTh B OCTPOM IMEPHOJE

6ose3nn BappupyeT ot 10 10 40%.
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