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1. ObaacTp npUMeHeHHS

Hacrosimuii  cranmgapt  ycTaHaBIMBaeT KIMHUYECKUE PEKOMEHAAIUU
(IpOTOKOJ JIeYEHHUs ) IMATHOCTUKYU U JICUCHHS] MUEJIOUCIIIIACTUYECKOTO CUHAPOMA
MIC) y nereér (mamee — MPOTOKOJ), OMpeAenstomMii o0beM U TMOKa3aTenu
KaueCcTBa BBIMIOJHEHUS MEIMIIMHCKOW MOMOIIM OOJIbHOMY IPU PHUCKE Pa3BUTHUS
AHEMHMYECKOTO CUHJIpOMA y MAIlMEHTOB C JIAHHBIM 3a00JICBAHUEM.

Hacrosimuii crangapT mnpeaHa3HadyeH JUisi NPUMEHEHHUS MEIUIIMHCKUMU
OpraHu3alusIMU U YUpeXKACHUSAMH (enepanbHbIX, TEPPUTOPUATBHBIX U
MYHULIUTATbHBIX OpraHoB yIpaBJIeHUs 3IpaBOOXPAHEHUEM, CUCTEM
00s13aTeIbHOT0 ¥ JTOOPOBOJIBHOTO ~MEIUIIMHCKOTO CTPaxOBaHWs, JAPYTUMU
MEJIUIIMHCKUMU OpPTraHU3alUsIMU PA3IUYHBIX OPraHU3AIMOHHO-TIPABOBBIX (POopM
NEeATeNIbHOCTH, HAMPABJICHHON HA OKa3aHWE MEIUIIMHCKON MOMOIIU
2. HopMaTuBHBIE CCHUIKH

B HacTosiiiemM cTaHapTe UCMOIb30BaHa CChUIKA HA CIEAYIONIUM CTaHAapT:
['OCT P 56034 — 2014 Knuauveckue peKoMeHIaluu (MPOTOKOIbI JICUECHHUS ).

OO0111e moJIOKEHUS.

IIlpumeuganune — llpu monp30BaHNN HACTOSIIUM CTAaHAAPTOM II€JIECO00pPA3HO MPOBEPHUTH
JeCTBHE CCBUIOYHBIX CTAaHAApTOB B HMH(YOPMAIMOHHONH cHCTeMe OOIIero MOoJp30BaHUS —  Ha
opunranpHOM caiite denepanbHOTO areHTCTBA M0 TEXHUYECKOMY PETYIHUPOBAHUIO U METPOJIOTHH B CETH
WnTepHeT mnn o exeroqHoMy HH(GOpMAIMOHHOMY yKa3aTemo «HarmonansHbIe CTaHIAPTEDY, KOTOPBIi
ONMyONMKOBaH IO COCTOSHUIO Ha | sHBapsg TEKyIIero Troja, M IO BBITYyCKaM €XEMECSYHOTO
MH(POPMAIMOHHOTO yKa3aTens «HannoHanbHbIe CTaHAAPTHI) 32 TEKyIui rox. Eciu 3aMeHEH CChITOYHBIN
CTaHAAPT, HA KOTOPBIA J1JaHA HEAATUPOBAHHAS CCHLIKA, TO PEKOMEHYETCS MCIIOIb30BaTh ACHCTBYIOILYIO
BEPCUIO ATOrO CTaHAApTa ¢ YYETOM BCEX BHECEHHBIX B JIAHHYK0 BEpCHI0 M3MeHeHul. Eciu 3aMmeHeH
CCBUIOYHBIM CTAaHJApT, Ha KOTOPBIA JaHa JaTUPOBAHHAS CCBUIKA, TO PEKOMEHAYETCS MCIOIb30BaTh
BEPCHIO 3TOr0 CTaHAapTa C YKa3aHHBIM BBIIIE TOAOM yTBepXkAeHus (mpuHsATHA). Ecam mocme
YTBEPKICHHUS HACTOALIEr0 CTAHAAPTa B CCBLIOUYHBIN CTaHAAPT, HA KOTOPBIA JaHA JATHPOBAHHAsS CCBHLIKA,
BHECEHO WM3MEHEHHUE, 3aTPAruBaolllee IOJIOKEHHE, HA KOTOPOE€ JaHa CChLIKA, TO 3TO IOJIOXKECHHE
pPEKOMEHIyeTCsl MPUMEHSITh 0€3 ydeTa JaHHOTO M3MEHEHHA. EcIM cChUTOYHBIA CTaHAapT OTMEHEeH 0e3
3aMEHBl, TO IOJOKEHUE, B KOTOPOM JaHa CChUIKA HAa HETO, PEKOMEHJYETCS INPUMEHITh B 4acTH, HE

3aTparuBarolllel 3Ty CChUIKY.



3. O0mue nojIoKeHus

Muenoaucniiactuueckuii cuaapom (Myelodysplastic Syndromes)

CUHOHHUMBI:  AUCMHEIONOITUYECKHE  CUHAPOMBI,  NPEICUKEMHUYECKUE
CUHJIPOMBI, OJTUTO0IaCTHAS JIEUKEMUSI.

Ho3os0ornueckasi rpynmna: MUEIOAUCIIIACTUYECKUN CUHAPOM

Kox mo MKbB-10: D 46, Bxmrouas D46.0 D46.1 D 46.2 D 46.3 D 46.4 D 46.7
D 46.9

Ho3osornueckne ennnunbl: Pedpakrepuas anemus, Peppakrepnast anemust
C  KOJBUEBUAHBIMM  cuaepoOnactamu,  PedpakrepHas  murTomeHus ¢
MYyJIbTUIMHEWHONW nucmuiazuen, PedpakTepHass HUTONEHHS C MYJIbTUIMHEHMHOU
JTWCIUIa3Uel M KOJbIEBUAHBIMU cuaepodiactamu, MJIC, acconumpoBaHHBIM C
M30JIMPOBAHHOM Jelenueld JUIMHHOTO Iuleda S5 XpoMOCOMBI (5Q- CHHIpPOM),
Pedppakrepnass anemus ¢ wu30biTkoM OnactoB -1, Pedpakrepnas anemus c
M30BITKOM 0JIaCTOB — 2

Onpenesienue

Muenoaucnnactuueckut cunapom (MJC) - 3To rpynmna KIOHAJIBHBIX
3a007€BaHUN CTBOJIOBOM KJIETKH, KOTOpas XapaKTEepU3yeTcs IUCIUIa3ued u
Hed(p(DEKTUBHBIM TE€MOMO0330M B OJHOM WKW 0OoJiee MHETOUIHBIX KIETOYHBIX
nuHusX. Jlucnia3zust MOXKET COMPOBOK/IATHCS YBEIIMUCHUEM UYKClIa MUEN00JIacTOB,
OJIHAKO MX YPOBEHb HE npeBbimaet 20%.

OcHoBHast uHopmanus

MJC saBnsietcs penkuMm 3a0oneBanveM u  coctaBisger 4% oT Bcex
3JI0KQYE€CTBEHHBIX F€MAaTOJIOTUUECKUX 3a00JeBaHNH, €KeroHasi 3a00J1eBaeMOCTb -
1,8 na 1 muu nereit B Bo3pacte or 0 mo 14 ner. B meauarpuueckoi mpakTHKE
KpaifHe peKO BCTPEYAIOTCS TaKWE BAapUAHTHI, KaK pedpaxTepHas HIUTOMNEHHUS C
MYJIbTUJIMHEWHOW AuCIUIa3ueil, pedpakTepHass aHEMUs C KOJIBIIEBUIHBIMU
cunepobnactamu (y B3pocibix coctaBisieT 25% Beex popm MJIC) u cunnpom 5q-,
B TO BpeMsl KaKk MOHOCOMHS 7-OM XPOMOCOMBI, HA00OOpOT, SIBIsieTCSl Hamboliee

YaCTOW IMTON€HETUYECKOM aHOMaluel y JeTed C OTOM  MaTOJIOTHEH.
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KoMmOuHupoBaHHbIE aHOMAIUM TakKKe 4dalle HaOmojgaTes y Jaereid. Ecnu
TEpareBTUYECKUE BO3MOXKHOCTU Y B3POCIBIX JHUMHUTHUPOBAHBI W YacTO HOCAT
MaJTMATUBHBIA XapaKTep, TO y IETeH 1eNIbI0 TepaIuu SIBIASETCS U3JICUCHUE.

Ta6nuna 1. CpaBHurtenbHas xapakrepuctuka M/[C y B3pocibIx u aeTei

M/IC y B3pocabix MJC y nereit
Yacrora (1a 1.000.000) 40 3,6
PAKC ~25% Menee 1%
['eneTHueCcKue/BpOKICHHbIC PEJIKO ~30%
3a00JieBaHUs
HaunbGonee uacteie 5/5q- —> ~ 20% /g —> ~ 35%
XPOMOCOMHBIE aHOMAJIUU
59- cuHIpOM ~20% ~ 1%
Haubonee uactas
MHUEJIOUaHAA XMMII IOMMIJI
JICIKEMHUS
. Kyparusnast Tepanus
TepaneBTHYECKUI TOAXON [TonnepxuBaromas Tepanus (TFCK)

PenkocTh u rereporeHHas npupojia 3adosieBaHus 00yCIaBIUBAIOT CIOKHOCTD
kinaccudpukanuu MJIC y nereit. B psae cinyuaes MJIC y neteit pa3BuBaercs Ha
(¢oHe HacleJCTBEHHBIX 3a0oJjieBaHUM, Hampumep, HehpoduOpomarosza [ Tuma,
anemun ®aHKOHHU, TSHKEION BpPOXKIEHHOW HehTpomenuu (curapoMm KocTmana),
cungpoma Jlayna wunu cunapoma Hynana. MJIC, pa3BuBmwmiics Ha ¢doHe
BPOXKJACHHBIX 3a00JieBaHUNW C KOCTHO-MO3TOBOM HEIOCTATOYHOCTHIO, CIOKHO
kiaccudunuporatrsh coriacHo FAB kputepusm. Kpome Toro, reMaroiorudeckue
U3MEHEHUs, OOYCIIOBJICHHbIE  HEKJIOHAJbHBIMU  3a00JIEBaHUSIMU, TAKUMH,
HarpuMep, Kak MUTOXOHJIpUaIbHbIe 00J€3HU, MOTYT ObITh HeoTInuuMbl 0T MJIC.
Muoro Bo3paxenuil Boi3BaIO0 U oTHeceHne XMMJI k MJIC. B nHacrosiiee BpeMst
OT/IeJIbHBbIE 3a00JieBaHUs JIETe MIIAJIIIEr0 BO3pacTa, paHee KiacCU(UIIMpPYyeMbie
kak XMMJI wiu 10BEHUJIbHBIM XPOHUYECKHH MHUENOJICHKO3, OINPEACNsIOT, KaK
IOBEHWIbHBIA ~ MHEJIOMOHOIUTAapHBIM  jeiko3 (FOMMJI). B  mocaemgnei
Kkinaccudukanuu, npeioxkenHon BO3, BwijeneHa oThenapHas rpynmna  Tak
Ha3bIBAEMbIX «MHUEIOAUCIIIACTUYECKUX/MUETONPOIU(EepaTUBHBIX» 3a00JI€BaHUM,
K KOTOpPhIM, B 4YacTHOCTH, oTHeceHbl XMMIJI u HOMMUIJIL. HeknoHanbHbIe

3a0oneBaHus c TUCTUIACTUYECKUMU MOPGOIOTUYECKUMU yepTaMHu
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FEMOIIO3THYECKUX KJIETOK HE JNOJKHBI paccMaTpuBarbea kak M/IC. Monocomus 7
ABJISIETCA HamOoJsiee 4acTol MpPUOOPETEHHON aHOMaynell, 0OHapy>KUBaeMOM Mpu
MJC y nereir. HekoTopsie ucciegoBaTelin pacCMaTPpUBAOT MOHOCOMHIO 7 Kak
OT/IENIbHOE TIeMaToJIOTUYeCKOoe 3a0oJieBaHUE, OIUCHIBAEMOE KaK CHHAPOM
«MoHOCOMHM 7». OZHAKO MOHOCOMUS 7-OM XPOMOCOMBI MOET BBISIBIISITECS MPH
Bcex BapuanTtax OMJI. B cBsA3u ¢ 3TUM, B HACTOSIIEE BPEMS CUHIPOM MOHOCOMHH
7-01 XpOMOCOMBI HE PacCMaTPUBAETCS B KAYECTBE OTACIBHOM HO30JIOTUYECKOM

€ IMHUIIEI.

4. TpeGoBaHUS MPOTOKOJIA

4.1. Moaeab nanueHTa

Mopgeab nanueHTa

Kareropus Bo3pacTHas: JIETH

[Tomn: 000

das3a: BHE 3aBHCUMOCTH OT (a3l

Craausi, CTENEHb TAKECTH: BHE 3aBUCUMOCTH OT CTaAUU

OcnoxHeHue: BHE 3aBUCHUMOCTHU OT OCJIOKHECHUI

Bua MeIuImHCKON MOMOIIIN: CIIeIMaIu3uPOBAaHHAS, B TOM 4yuCIe
BBICOKOTEXHOJIOTHYHAS, MEIUIUHCKAS
MTOMOILb

VYcioBue okazaHus: CTallMOHAPHO

dopma OKa3aHus | IUIAaHOBAas

MEIUIMHCKOW MOMOIIIH:

TexHonorus: XUPYPTUYECKOE JICUECHUE

Konkperuzanus TeXHOJIOTHH: paauKaIbHOE

Hao0op nuarnoszos no MKb-X*

Kon mo MKb X* [IporleHT oOT wumMcna BceX OOJBHBIX €

ykazaHHbiM kojoM MKDB-10, onuceiBaeMbIx




TAaHHOW MOJEJILIO IMalueHTa

D46.2; D46.0; D46.1; D 46.2;
D 46.3; D 46.4; D 46.7; D 46.9

100,0%

4.2.KpnTepml H IPU3HAKH, OIIPEACIAIIIINEC MOIC/Ib ITAllUCHTA

XapakTepUCTUKU TMOKA3aTeNIel KPOBU M KOCTHOTO MO3ra IpHU Pa3IMYHbIX

dbopmax MJIC npencraiensl (coriacHo kinaccudukanuu BO3)

Tabnuia 2. U3MeHeHus B KpOBU U B KOCTHOM MO3T€ MPU Pa3IMuHbIX (hopMax

MJIC
®opmer MZIC W3menenus B nepudepudeckoi N3meHeHus B KOCTHOM MO3re
KpOBHU
PedpakrepHas anemus . aHeMus . TOJIBKO 3PUTPOUTHAS
. OTCYTCTBME WJIX HU3KOE JUCILIA3Us
KOJI-BO 0JIacTOB . 6mactel < 5%
. KOJIbLIEBUIHBIE

cuzaepobnactel <15%

Pedpakrepnas anemus c

¢ AHCMUA

+ KOJIBLIEBBIE CUAEPOOIACTHI>

KOJbIICBHUTHBIMA + OTCYTCTBHUE OIACTOB 15%
cuaepobIacTamMu + TOJBKO SPUTPOUTHAS
JICTUTA3HS
6mactel < 5%
Pedpakrepnas « IUTONEHUS (6u Wi | » nucruiazus B > 10% KineTok B
[IUTOTICHUS C | TAHIIUTOTICHHS) IBYX WU OoJiee MHEIOUIHBIX
MYJTbTHIHHEHHON « OTCYTCTBUE WIM MHUHHMAIBHOE | KJICTOYHBIX JTUHHUIX
muciasueit (RCMD) KOJI-BO OJIacTOB « OmacteI< 5%
+ OTCYTCTBUE Nasiouek Ayspa + OTCYTCTBHE NasIouek Ayspa
« MOHOIMUTHI < | TBIC/MKI + KOJIBLICBU/IHBIC
cunepobmactel <15%
Pedpakrepnas + LUTOIICHHUS (nByxpockoBas | « auciiasus B > 10% KieTok B
[IUTOTICHUS C | IUTONCHUS WU MTAHIIUTOTICHUS] ) IBYX WU 0oJiee MHEIOUIHBIX
MYJTbTHIMHEHHON « OTCYTCTBUE WIM MHUHHMAIBHOE | KJICTOYHBIX JTUHHUIX
UCILIAa3uEH U | KOJI-BO 0J1aCTOB « Omactsl < 5%
KOJIBLIEBBIMHU + OTCYTCTBHE Mayiouek Ayspa - OTCYTCTBHE Majzouex Ayspa
cunepobractamu « MOHOIIUTEI < | TBIC/MKII .+ KOIBLEBHIHIC
(RCMD-RS)

cunepobaactel > 15%

Pedpaxtepnas anemust c

n30bITKOM  OnactoB -1
(RAEB-1)

« I[UTOIICHHS

. Omacte < 5%

+ OTCYTCTBUE Nasiouek Ayspa
« MOHOIIUTEI < 1 TBIC/MKII

+ OJIHO - WJIM MHOTOJIMHEWHas
JMCIUIa3Hs

« Omactsl 5-9%

+ OTCYTCTBHE Nasiouek Ayspa

Pedpakrepnas anemus ¢
M30BITKOM ~ ONacToB -2
(RAEB-2)

« IUTOIICHUS

« Omactel -5-19%

« manouku Ayspat

« MOHOIIUTEI < 1 TBIC/MKII

« OJIHO - WJIM MHOTOJIMHEWHas
TUCTITA3HS

« Omactel 10-19%

« nanodku Ayspa +

MuenoauciuiacTHYeCKui

e IMUTOIICHUA

° OI[HOJIPIHGFIH&SI JUCIIIIa3us
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CHUHJIPOM + OTCYTCTBHUE
HEKJTaCCU(PHUIIUPYEMBIit KOJI-BO OJIacTOB
(MDS-U)

Wiy MHUHHUMAJIBHOC

+ OTCYTCTBHE nasiouek Ayspa

« Omactri< 5%
+ OTCYTCTBHE Nasiouek Ayspa

M/IC, accounupoBaHHBIM
c U30JIMPOBAHHOMN

Jenenmen 5q

- aHeMus « HOpMaJIbHOE HIIN
« 0OBIYHO HOPMAaJIbHOE wiu | moBblieHHOe Koa- Bo MKII ¢
IIOBBILIICHHOE CoAEpKaHUE FI/IHOJIOGyJBIpHBIM AApOM
TPOMOOITUTOB « OmacteI< 5%

« OnacteIi< 5%

+ HM30JIMpPOBaHHAs
LIUTOr€HETHYECKAs]
(menenus 5q)

+ OTCYTCTBHUE najodek Ayaspa

aHOMaJIuA

4.3.Hepequb MEINIMHCKUX YCJIYI' OCHOBHOTO H JOMOJHUTEJILHOI'O

aACCOPTUMECHTA
Kon ycnyru Ycpennennas VYcepennennass | HaumenoBaHue yciiyru (CIipaBOYHO)
qyacTora KpPaTHOCTb
NPEJIOCTABJICHUS | IPUMEHEHUS

B01.005.001 0,900 1,000 IIpuem (ocMOTp, KOHCYJIBTAIMs) Bpada-
reMaToJIora epPBUYHbIN

B01.029.001 0,500 1,000 IIpuem (ocMOTp, KOHCYJIBTAIMs) Bpada-
o(ranbMoIiora mepBUYHBIN

B01.003.001 0,900 1,000 OcmoOTp (KOHCYJIbTaLUs) BPAUYOM-
aHEeCTE3MO0JIOTOM-PEaHIMMAaTOIOTOM
IIEPBUYHBIN

B01.028.001 0,300 1,000 IIpuem (ocMOTp, KOHCYJIBTAIMs) Bpada-
OTOPUHOJIAPUHIOJIOTA IEPBUYHBIN

B01.005.002 1,000 99,000 IIpuem (ocMOTp, KOHCYJIBTAIMs) Bpada-
reMaToJIOra IOBTOPHBIN

B01.029.002 0,500 1,000 IIpuem (ocMOTp, KOHCYJIBTAIMs) Bpada-
o(ranbpMoIIora MOBTOPHBII

B01.003.002 1,000 4,000 OcMOTp (KOHCYJIbTaLUs) BPAUOM-
aHEeCTE3MO0JIOTOM-PEaHIMMAaTOIOTOM
IIOBTOPHBIN

B01.028.002 0,300 1,000 IIpuem (ocMOTp, KOHCYJIBTAIMs) Bpada-
OTOPUHOJIAPUHTOJIOTA TOBTOPHBIH

B03.016.003 0,900 1,000 OOmuit (KITMHUYECKUI) aHaTTN3 KPOBH
pa3BEepHYTHIN

A08.05.001 0,900 1,000 LluTonormueckoe Ucciuea0BaHIE Ma3Ka
KOCTHOT'O MO3ra (MHeJIorpaMmma)

A08.05.012 0,900 1,000 [uToxuMmdyecKoe UCCIeI0BaHUE
npernapara KOCTHOI'O Mo3ra

B03.016.004 0,900 1,000 AHanmn3 KpoBH OMOXUMUYECKUI
o0InieTepaneBTUYCCKHIA

B03.016.006 0,900 1,000 OOmuii (KTMHUYECKUI) aHATTU3 MOYHU

A12.05.005 0,900 1,000 Omnpenenenne OCHOBHBIX TPy 110
cucreme ABO

A12.05.006 0,900 1,000 Omnpenenenue antureHa D cuctemMbl




Pesyc (pesyc-daxrop)

A26.06.036 0,900 1,000 Omnpenenenue anturena (HbsAg) Bupyca
renatuta B (Hepatitis B virus) B kpoBu

A26.06.041 0,900 1,000 Omnpenenenne aHTUTEN K BUPYCY
renatuty C (Hepatitis C virus) B KpoBU

A26.06.082.002 | 0,900 1,000 Omnpenenenre aHTUTEN K OJIeTHON
tpenoneme (Treponema pallidum)
uMMyHO(pepMeHTHBIM MeTozioM (MDA) B
KpPOBHU

A26.06.082.001 | 0,900 1,000 Omnpenenenre aHTUTEN K OJIeTHON
tpenioneme (Treponema Pallidum) B
HerpenoHemMHbIx Tectax (RPR, PMII)
(KauecTBEeHHOE U TOITYKOJINYECTBEHHOE
HCCIICIOBAHNE) B CHIBOPOTKE KPOBU

A26.06.048 0,900 1,000 Omnpenenenue anturen kiaaccoB M, G
(IgM, IgG) k Bupycy umMmmyHoiepHUIITA
yenoseka BUY-1 (Human
immunodeficiency virus HIV 1) B kpoBu

A12.05.013 0,900 1,000 [luToreHeTHYeCKOE NCCICAOBAHUE
(xapuotun)

B03.005.006 0,900 1,000 KoarynorpamMmma (OpueHTHPOBOUYHOE
HCCIICIOBAaHNE CUCTEMbI FeMOCTa3a)

A12.05.010 0,900 1,000 Onpenenenue HLA-anTtureHon

A12.05.009 0,900 1,000 [TpsiMoii aHTUTI00YIMHOBBIN TECT
(mpsimast mpoba Kymbcea)

A09.05.054 0,900 1,000 HccnenoBanue ypoBHs
MMMYHOTJIOOYJIMHOB B KPOBH

A08.05.002 0,900 1,000 I'ncromornueckoe McciieJOBaHUE
npernapara KOCTHOI'O Mo3ra

A09.05.039.001 | 0,900 1,000 OmnpeneneHnne akTUBHOCTH (paKkIuid
JAKTaTJETUAPOTCHA3HI

A12.05.013 0,900 1,000 [luToreHeTHYeCcKOE NCCICAOBAHUE
(xapuotun)

A12.05.012.002 | 0,900 1,000 BrisiBIIeHHE TUIIOB TeMOTIOOMHA

A12.30.012 0,900 1,000 HccaenoBanne OHOIOTHYECKOTO
Marepuaia METO0M IIPOTOYHON
IUTO(DITYOPUMETPHH

A12.05.123 0,900 1,000 HccnenoBanue ypoBHS PETUKYJIOLUTOB B
KpPOBHU

B03.016.003 1,000 40,000 OOmuit (KITMHUYECKUI) aHaTTN3 KPOBH
pa3BEpHYTHIN

B03.016.004 1,000 20,000 AHanmn3 KpoBH OMOXUMUYECKUI
o0InieTepaneBTUIECKHIA

B03.016.006 1,000 20,000 OOmuii (KTMHUYECKUI) aHATTU3 MOYHU

A09.05.009 1,000 5,000 HccnenoBanue ypoBHs C-peakTUBHOTO
0eJKa B CHIBOPOTKE KPOBHU

B03.005.006 1,000 10,000 KoarynorpamMmma (OpueHTHPOBOUYHOE
HCCIIeIOBAaHUE CUCTEMbI FeMOCTa3a)

A04.16.001 0,900 1,000 VY 1pTpa3ByKOBOE HCCIEA0BAHNE OPIaHOB
OpIOITHOM MOJIOCTH (KOMIUIEKCHOR)

A06.09.007 0,900 1,000 Pentrenorpadgus Jierkux
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A06.09.005 0,500 1,000 KommnbrotepHast ToMmorpadus opranoB
IPYAHOM IOJIOCTH

A05.10.006 0,900 1,000 Perucrpanus 31eKTpoKapIuorpaMmMbl

A04.10.002 0,900 1,000 Oxokapauorpadus

A06.30.005.001 | 0,100 1,000 KommnbrotepHast Tomorpadus opranoB
OpIOIIHOM MMOJIOCTH U 3a0PIOIIUHHOTO
IIPOCTPAHCTBA

A06.30.005.002 | 0,100 1,000 KomnbrotepHast ToMmorpadus opranoB

OpIOIIHOM MMOJIOCTH U 3a0PIOIIUHHOTO
NPOCTPAHCTBA C BHYTPUBEHHBIM
OOJIIOCHBIM KOHTPACTHPOBAHHEM

4.4. XapakTepucTUKa QJIrOPUTMOB M  OCOOEHHOCTEd TPHUMEHEHUS

MeIUIUHCKUX YCIyT

JAuarnocruka

JluarHocTUKa MHUETOAUCIIIACTUYECKOTO CHUHJIpOMAa CIIOXKHA M TpeOyer
MPOBEJACHUS  KOMIUIEKCHOTO  OOCJeIoBaHUA C  OOs3aTelNbHBIM  MOJIHBIM
UCCIIEIOBAHUEM  KOCTHOTO Mo3ra (MopdoJIoTHYecKoe, IUTOT€HETUYECKOE
uccinenoBanue, Tpenanoouoncus). Ilpu mnocTaHOBKE JMarHo3a MPOBOJIUTCA
nuddepeHIanbHpIii  IMarHo3 ¢ TaKUMHU 3a00JIEBaHUSIMH KaK TPHOOpeTeHHAs
arjacTU4ecKkass aHeMHs, HacJIeACTBEHHbIE (OPMBI aIJIACTUYECKUX aHEMUM
(anemust daHkOHHU, BpPOXKACHHBIN AHCKEPATO3), MUTOXOHJApPUANIbHBIE OO0JIE3HH,
MMMYHHbBIC [IUTOTICHUU, UMMYHOU(DEITUTHBIE COCTOSIHUS U JIP.

AHamHe3

IIpu cbope aHamHe3a HEOOXOAMMO OOpAaTUTh BHUMAHHE Ha CEMEHHBIN
anamue3 (cemeinbie Gpopmbl MJIC, a Takxke HalWuMe APYTUX OHKOJOTHYECKHX
3a007€BaHUN B CEMbE€), JJIUTEIBbHOCTh 3a00JeBaHus (OOBIYHO peYb HIET O
JUTUTEIbHOM aHaMHE3€) M OCHOBHBIC KIIMHHUKO-JIA0OpaTOpHBIE XapaKTEPUCTUKU B
nebrwoTe 3aboneBaHus (Hepeako B Je0rTe  3a00eBaHUA  OTMEYaeTCs
OJIHO/IBYXJIMHEUHOW UUTONEHUH, pedpakTepHble K MPOBOAUMON Tepamnuu:
BUTAaMHHOTEpAInsl, TOpPMOHAIbHAs TEpamusl, IpenapaThl xKejesa).

du3uKajabHOe 00cjIe/IOBaHue

[To3BoyisieT Ha TMEpBOM JTane IMOCTAHOBKM JHAarHo3a c OOJBIION
BEPOSITHOCTBIO HCKIIIOUUTh HACJIEJACTBEHHBIC (DOPMBI aIlJIaCTUIECKON aHEMHH

(anemust ®aHKOHM, BPOKJICHHBIN TUCKEPATO3), BHISBUTh U3MEHEHUS, XapaKTePHbIC
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JUTSL OCTPBIX JIEMKO3 U COJUIHBIX OMyXOJeH, a TaKKe OIEHUTh TSXKECTh COCTOSHUS
MalueHTa, 4YTO OMNPENENAeTCs CTENEeHbI0 BBIPAXKEHHOCTH AaHEMHUYECKOrO,
reMOpPpParuyecKkoro CUHJIPOMOB, HAIMYUEM CUMIITOMOB MHTOKCHUKAIIUM M OYaroB
uHpeKImu.

[Ipu o1leHKE KIMHUYECKOTO cTaTyca OOJIbHBIX HEOOXOIWMO OOpaTHUTh
BHUMAaHUE Ha:

B (u3HYECKOEe U ICUXOMOTOPHOE Pa3BUTHE peOEHKa

B HaJIW4YHMe CTUTM JucMopdoreHesa

B HaJIUM4he aHOMAJIbHON MUTMEHTAINU KOXHBIX ITOKPOBOB

B IeMOPParu4yeCKui CUHIPOM

[ AHEMUYECKU CUHIPOM

B CUMIITOMBI HHTOKCUKAIIUU

B HaJIU4YMe U CTENEHb BHIPAXKEHHOCTH IeMaTOCIUICHOMETalluu

B Hanuuue JuMdaaeHONaTUuu

B [apaHEeoIUIaCTUYECKHE CUMIITOMBI, HApUMEP PEaKTUBHBIN apTPHUT.

JlaGopaTopHas TMarHOCTUKA

m  OOmwmii KTMHUYECKUU aHanu3 KpoBu (A)

YpoBeHb reMorioonHa

KonuuectBo »puTpouuTOB U UX MOPGOJIOTUYECKUE XaAPAKTEPUCTUKU
KonuuectBo neHKOUUTOB U UX MOPOGMIOTHUECKUE XapaKTEPUCTUKU PydHOI
MOJACYET JICKOIUTAPHOU (HOpMYJIbI

KonuuectBo TpoMOOIIUMTOB U HX MOP(DOIOTHUECKUE XapPAKTEPUCTUKU
YPpOBEHb PETUKYIIOLUTOB

m  Mopdonoruueckoe ucciaeqoBaHWE€ KOCTHOro wmo3ra - (A)
BBITIOJTHSIETCS IO/ oO1iei anecte3ue. [IpoBoauTCs MyHKIMS KOCTHOTO MO3Ta U3
YEeThIpeX TOueK (mepeaHue W 3aJHHE OCTH MOAB3AOIIHONW KocTh). U3 kaxmoit
«TOYKM» wu3rotaBinuBaercs mo 10 Ma3koB. Tpu Ma3ka U3 KaxI0ll TOYKHU
OKpAaIIMBAaKOTCS  a3yp-’03UuHOM 10 PomaHoBckomy-I'mm3ze. Ilpu  ananuse

MUCIIOTI'PpaMMBI HCO6XOI[I/IMO OLCHUTH CICAYIOIIUEC MMOKA3aTCIINn:
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- KJIICTOYHOCTh KOCTHOI'O MO3ra (HOpMOKJ’ICTO‘IHBIfI, FPIHOKJICTO‘-IHBIIZ,

TUIIEPKIICTOYHBIN);
- COOTHOILIEHUE OCHOBHBIX POCTKOB KPOBETBOPEHMUSI:
IPaHyJOIUTAPHOTO, SPUTPOUJIHOTO, MeTraKapHOLUTapHOTO (cyxeHue,

pacuimpeHue, HopMaiabHbIN YPOBEHbD);

- KIETOYHBIN COCTaB, YpPOBEHb OJIACTHBIX KJIETOK, UX MOp(oioruyeckas
XapaKTepUCTHUKA U MIPUHAJJICKHOCTh K OMPEAEICHHON KIETOYHOM JINHUMY;

- otHocutenbHoe (%) comepkaHne MOHOITUTOB M IPOMOHOIIUTOB;

- Hamumuue u ortHocutenbHoe (%) colepkaHUE KOJIBLEBUIAHBIX
cuaepo0JIaCTOB OT KJIETOK 3PUTPOUTHOTO Psija;

- HaJWU4Me JUCI0d3a, MOP(OIOTHUECKUE XapaKTEPUCTUKHU AUCIO033a U
CTEIEHb BOBJICYEHHOCTH POCTKOB KPOBETBOPEHHUSI.

m  [luToxumuyeckoe, HUTOTEHETUUECKOE M MOJICKYJISIPHOTEHETHYECKOE
HCCIIeIOBAaHUE KOCTHOTO MO3Tra (A) BBIMOJHSIOTCSA B 0053aTEILHOM TOPSIKE BCEM
MalueHTam.

* TpemanoOuornicust kKocTHOro Mo3ra (A). BoeinonHsieTcss BceM MalueHTaM
U3 BEPXHETO I'peOHs MOJ3BAONMIHON KOCTH MOJ| 00Ilel aHecTe3ue 0JJHOBPEMEHHO
C MYHKUIUSIMU KOCTHOro Mosra. TpemanoOowonTar momermiaetcss B 4% pacTtBop
dbopmanmaa.  TpemanoOuorncus  K/M W acmuparus  K/M  SBJISIOTCA
B3aMMO/IOTIOJIHSIOIIIUMU HCCIIEIOBAHUSIMU. Tpenanobuoncus naeT
JOTIOJIHUTENIbHYI0 UH(GOPMAIIUIO O COCTOSSHUM K/M KPOBETBOPEHHUSI, HE TOCTYITHYIO
MpU MOPOBEJACHUU acnupanuud kK/M. B dacTHocTH OHa TO3BOJIsIeT 0oJiee TOYHO
OIICHUTbH KJIETOYHOCTH K/M: HOPMOKJIETOUHBIHN, TUIIEPKIETOYHBIN, TUIOKIETOUYHBIN
1 BBISIBUTD:

- HaJIM4IUC PCTUKYJIMNHOBBIX BOJIOKOH;

- ATUNUYHOE CKOIUJIEHHE MHUEIOUJHBIX MPEeAIecTBEHHUKOB - ALIP
(abnormal localisation of immature precureore);
- COOTHOILLIEHUE OCHOBHBIX POCTKOB KPOBETBOPEHHS;

- HaJIU4He OJIACTHBIX KJIECTOK

13



HaJIM4YKUC U CTCIICHDb BBIPAXKCHHOCTH JHUCIIO33a

buoxumuueckuit ananu3z kpoBu (A): 00s3aTENBHO UCCIEAYIOTCA

ypoBuu JIJII', AJIT, ACT, II1®d, moueBrHa, KpeaTuHUH, riawko3a, K+, Na+, Ca+.

Omnpenenenue rpymnisl KpoBH U Pesyc-dakropa (A)
Koarynorpamma (A): ¢ubpunoren, AUTB, I11 1, MHO
HLA - tunupoBanue nanueHTa u CuOIMHTOB (A)

Ceponoruueckoe uccieaoBanue Mapkepon rematutos B, C, D (A)

HeunBasuBHas ”HCTpyMEHTaIbHAsI TUArHOCTUKA (A)

VYapTpa3ByKOBO€ HCCIIEIOBAHME OpPraHoB OpIOIIHOM  MOJIOCTH,

CpeI0CTeHHs, 3a0PIOIIMHHOTO MPOCTPAHCTBA M MAJIOT0O Ta3a.

Pentrenorpadusi opraHoB IpyJHOH KJIETKHM B JIBYX MPOEKIUSAX, MPH

H€O6XOI[I/IMOCTI/I OTACJIbHBIX YYaCTKOB CKCJICTA.

KomnrwroTepHas peHTreHoBcKasi ToMmorpadusi rpyIHON KIETKU
DnekTpokapanorpadus

Oxokapauorpadus JononHutensHbie ucciaeaopanus (B):
OmnpeneneHue ypoBHSI CBIBOPOTOYHBIX HMMYHOTJIOOYJIMHOB
NmvmyHopenoTunupoBanue nepudpepudeckoi KpoBu

[Ipo6a Kym0Oca

IIpo6a ¢ /196

DnekTpodopes remoriodonHa

4.5.HepequL rpynm JEKAPCTBCHHBIX CpeacTs OCHOBHOI'O H

AOIMOJIHUTECJIbHO aCCOPTUMCHTA

Kox ATX MHH Ycpeanennas Emnanusr | CAJ CKJQ
yacTroTa U3MepeHust
npeiocTaBIeHUS
LO1BC [{utapabun 0,500 Mr 2000 10000
LO1DB WNnapyounun 0,500 MT 12 36
LOIDB MuTOKCaHTpPOH 0,500 Mr 10 30
LOIBB Onynapabux 0,500 Mr 30 150
101DH Meponenem 0,500 Mr 1800 54000

14



J01XA Banxomuima 0,500 MT 1200 36000
101GB AMukanuH 0,500 MT 500 15000
101DE Hedenum 0,500 MI 4500 135000
J02AX Kacnodynrun 0,500 Mr 50 1500
J02AC Bopuxonazon 0,500 Mr 500 15000
Hedonepazon+[Cymnnbdak | 0,500 MT 2400+240 | 72000+72
101DD TaMm]| 0 000
101EE Ko-Tpumoxkcazon 0,500 Mr 960 70000
TOOAA AwmporepunuH B 0,010 Mr 25 350
JO2AC diryKkoHa3011 0,200 Mr 150 1500
AmpoTtepunux B | 0,300 Mr 250 3500
TO2AA [TUOUIHBIA KOMIUIEKC |
J05AB ALMKIOBUD 0,300 MT 750 22500
AO4AA OnpaHceTpoH 0,500 MT 15 525
AO4AA I'panucerpon 0,500 Mr 1,5 75
Al1HA [Tupunoxcux 0,500 Mr 300 4500
MO4AA AnnonypuHon 0,500 Mr 300 2100
BO2AA TpanexkcamoBas kuciora | 0,300 Mr 450 13500
101FF Knuamamuux 0,200 MT 900 27000
[Munepamumma+|[Tazoba | 0,500 Mr 9000 270000
JOICR Krav]
BO5CB Hatpus xnopun 0,500 M 1500 31500
BO5CX JlexcTpo3za 0,500 M 1500 31500
BO5XA Kanus xnmopug 0,500 M 30 420
AMHPHOKHCIOTBI o | 0,100 MII 1000 14000
napeHTepaIbHOTO
nutanus-+lIpoune
VO6DE npernapaTsl
A11IBA [NonuBrTaMHUHBI 0,100 Tep. Ho3. 1 14
NO2BE [Tapaneramon 0,500 Mr 500 7000
NO2BB Metamu3oi HaTpus 0,500 Mr 250 3500
101XD MeTtponunaszon 0,200 Mr 900 9000
ROGAA Knemactuna 0,050 MT 1 5
HO2AB JlexcameTra3oH 0,050 MT 4 20
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HOOAB Metunnpe1Hu30J10H 0,050 Mr 300 1500
SOIBA Jlexcamera3oH 0,500 Tep. Ho3. 8 56
AO3FA Meroknonpamu 0,200 MT 10 50
J0IMA [Munpodnokcanun 0,100 Mr 500 5000
J0IMA JleBo(nokcanuu 0,050 Mr 500 5000
AO3AD JpoTtaBepuH 0,010 Mr 40 200
CO3CA dypoceMup 0,400 Mr 20 100
CO3DA CrupoHOJIaKTOH 0,010 Mr 25 250
AOIBC Owmernpazon 0,050 Mr 20 200

bensunaumern- 0,500 MII 20 1800

MUPHUCTOUIIAMHHO-
DORAJ IIPONWJIAMMOHHN

IToBunon-Mon 0,500 MJI 10 90
GOIAX 0
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4.6. XapakTepucTHKa QJIrOPUTMOB M  OCOOEHHOCTEd TNPHUMEHEHUS

JIEKAPCTBEHHBIX CPeICTB
TepaneBTuueckas crpatudukaius MNPOBOJUTCS HA OCHOBAHUU HaIWU4us B
cembe HLA- coBmectumoro nonopa. Ilpm nHamumunu HLA-coBMecTUMOro
POACTBEHHOIO JOHOpPa BCEM MAalMEHTaM C MHEJIOJIUCIIIACTHYECKUM
CHUHJIPOM IOKa3aHa TPAHCIUIAHTAIMSA TEMOIIOATUYECKUX CTBOJIOBBIX KIIETOK.
[TanmenT  momkeH  OBITH  HampaBieH B CHEHUATU3UPOBAHHBIN
remMaroJjiornueckuid ueHtp, rae BeinonHsercs TI'CK nmanmentam ¢ M/IC.
IIpu orcyrctBun HLA-COBMECTHMOro pOJICTBEHHOTO JOHOpA ITOKa3aH
nouck HepoacTtBeHHOro HLA-coBmectumoro nonopa. IIpum orcyrcTBumn
HLA-coBmecTuMOro JoHOpa B TpU «IIPOABHUHYTHIX» Bapuantax MJIC
(PAUBL- 1, PAUB-2) HeoOX0IUMO PAcCMOTPETh BOMPOC O BO3MOKXHOCTH
npoBeneHusa ramio-TT'CK. IIpoBenenue nmpeaBapuTeabHON XUMHUOTEPAIIAN
nepen TI'CK ocnapuBaeTcs 1 He peKOMEHYETCSl B KaueCTBE 00s3aTeIbHON

OIIINH.

4.7.Tp660BaHI/IH K PC/KUMY TPyAa, 0TAbIXA, JJCUYCHUHA UJIH peaﬁnnnTaunn



Pexum ONnpcACICTCA HMHIAWBUAYAJIBHO C YUYCTOM TCKYIICIO COCTOSHUA

nmanueéHra W HaAJIU4usa ocllokHeHuu. B

oliieM ciyuae

JTOJDKHEI

coONMOAaThCd  CTAHIAPTHBIE  PEKOMEHJAMU MO0  NPO(UIIaKTUKE

I/IH(I)GKHI/IOHHI)IX OCJIOJKHEHUM: H30erarhb IIOTCHIOHMAJIIBHBIX HMCTOYHHKOB

nH(eKIK; THaTeabHoe COOMI0ICHUE TPaBUJl JIMYHOU TUTUueHbl. B nepuoj

TpOM6OHI/ITOHCHI/II/I n30eraTh TPaBMOOITaCHBIX chyauHﬁ.

4.8.TpeﬁOBaHHﬂ K IJHCTUICCKUM HAZHAYCHUEM H OIrPAHUICHUAM

HaumeHoBaHue Bu/1a 1e4e0HOI0 MUTAHUSA YcpenHennas 4yacrora
npeiocTaBIeHUs
Bapuant nuersl ¢ MEXaHUYECKUM M XUMUYeCKUM mmaxxkenuem | 0,050
Jluetnueckas Tepanus npu 3adoneBaHusax kumedHuka (crou | 0,050
3, 4, 4a, 46, 48, 411)
Jluetnueckass  Tepamus npu  3a0oieBaHusx — meueHw, | 0,050
KEITUYEBBIBOAIINX TyTeH M MOKEIYJA0YHOM >Kene3bl (CTou
Sa, 5m1, 51/k, 5m)
Jluetnueckass Tepamus Tpu  3a0ojeBaHusAX —nmmeBofaa, | 0,050
xKenyjaka, 12-nepctHoit kumiku (crox 1, la, 16, 2a, 2, 5p)
Jluetnueckas Tepanus Ipyu HOPMaIbHOM cOcTOsiHMM opraHos | 0,600
MUIIEBAPEHUSI W OTCYTCTBUM TOKa3aHWW [UIs Ha3HAYCHHUS
CHenuaIn3upoBaHHOMN AueTsl (cTom 15)
Cyxag  ajganTUpoBaHHass  MOJIOYHAs  CMECh g | 0,050
BCKapMJIMBAHUS JE€TEH C POXKACHUS
OcHoBHas neuyeOnas nuera (OJI) 0,150
4.9.0co0enHoCTH HH(POPMHPOBAHHOTO  J100POBOJIBHOIO coryiacusi

nmanmumeHnTa IIPpU  BbBIINOJHCHUH  IIPOTOKOJIA

H JONMOJHUTECJIBHYIO

I/IH(l)OpMaIII/IIO JJIA MAaIUECHTA 1 YJICHOB €10 CEMbH

NudopmupoBanHoe 70OPOBOIBHOE COTJIACHE MAIMEHT (OMEKYH MallueHTa) AaeT

B IIMCBMCHHOM BHUJC.
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4.10.

Bo3Mo:xHBIE HCXO0AbI 1JI5 IlaHHOﬁ MOJ€CJ/IN IMaucHTa

HanmenoBanue UYactora passutus, | Kpurepuu u OpuentupoBouyHoe | [IpeeMcTBEHHOCTH U
ucxoga % IIpU3HaKH BpeMs OTAITHOCTh OKa3aHUsA
JOCTHUKCHHUA MCHHHHHCKOﬁ
ucxonga, JI€T ToMoun
TI'CK 90 - 100 Brmonnenue 6 MecsIeB ITanueHT BemeTcs MO
TI'CK npotokony TI'CK
Pemuccus 50-70 OtcyrcTBUE 6 MecsLeB CranuonapHas
KJIIMHUYECKUX CIEMAIN3UPOBaH
MPOSIBJICHU M Has MEJIMLUHCKAs
3a00JIeBaHus, IIOMOIIlb, B TOM
HOpMaJIM3alus quclie
MHUETIOTPaMMBbI U BBICOKOTEXHOJIOTH
reMOTrpaMMBhl, YyHast
COXPAaHSIOIINECS
HE MeHee 2
MECHLICB.
JleranbHbli 30-50 Hacrynnenue Ha mo6om stane |
UCXOJ CMEPTHU B 3a0oseBaHus
pe3ynbrare
MHQPEKINOHHBIX /
reMOpparu4ecku
X OCIIOKHEHUM,
3JI0KQ4E€CTBEHHBI
X
HOBOOOpa3oBaHU
i
5. MOHHUTOPHHT IPOTOKOJIA
MOHI/ITOpI/IpOBaHI/Ie IIPOBOAUTCA B MCEIUIIMHCKHUX opraHu3anusiax,
OKa3bIBAOIIIUX CTAllMOHAPHYIO CIICOaJIn3upPOBAHHY1O, B TOM qucle

BBICOKOTCXHOJIOTHIHYIO MECAUTTUHCKYIO ITIOMOIIb.

VQPC)KILGHI/IG, OTBCTCTBCHHOC 34 MOHHUTOPHPOBAHHC HACTOAIICIO ITPOTOKOJIA,

Ha3Ha4yaroT
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TOpPsIJIKE.

Ilepeuenn

MCAUITMHCKHX:




YUPEKICHHM, B KOTOPBIX MTPOBOJAAT MOHUTOPUPOBAHUE HACTOSIIETO MPOTOKOIA,
ONPENEIAET €XErOJHO YUYPEXKICHUE, OTBETCTBEHHOE 3a MOHHMTOPHUPOBAHHE.
MenuuuHCKHEe OpraHu3aluu UHQOPMHUPYIOT O BKJIIOYEHUH B TEPEUYEHBH IO
MOHHUTOPHUPOBAHUIO MPOTOKOJIA MTUCHMEHHO.
MonuTopupoBaHue MPOTOKOJIA BKIIOYAET B CEOS:

- coop nHbOpMAITMU O BEACHUH MAIIUEHTOB;

- aHaJW3 MOJYYEHHBIX TaHHBIX;

- COCTABJIEHUE OTYETA O PE3YJIbTATaX NMPOBEICHHOIO aHAIN3A;

- mpeAcTaBieHne otyera B DeepalibHbI OpPraH UCIOJHUTEIBHON BIIACTH.
HcxonabiMu MaTepranaMy IPU MOHUTOPUPOBAHUU SIBIISTFOTCSL:

- MEJIULIMHCKAsA IOKyMEHTAIus;

- Tapu(bl HA MEIUIUHCKUE YCIYTH;

- IIEHBI HA JICKAPCTBEHHBIEC MPENAPATHI.

[Ipy HeoOXOAMMOCTHM TPU MOHUTOPUPOBAHUU CTAHAAPTA MOTYT OBIThH
HCMOJIb30BaHbl U NHBIE MEAULIMHCKUE U HEMEIUIIMHCKUE IOKYMEHTBI.
Jluteparypa.
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