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IIpoToK0JI KINHUYECKO anPodauU MeTO1a MPOPUIAKTHKH, TMATHOCTUKH, JIeHeHU U
peaduanTanun

Nnentudukannonubii No Hara 11.08.2015

|. IlacnopTHas yacTh

1. HasBanme ampoOupyeMoro Meroja NpoQpWIAKTUKU, TUArHOCTHKH, JICYCHUS H
peabuuTanuu (J1ajgee — METox).

3amecTuTEIbHAS (l)epMeHTHaH TeEpanusa B3POCJIbLIX NAIUCHTOB C 00J1€3HbI0
I'omre 1 TMHA ¢ HCIIOJb30BaAHHEM MNOAACPKUBAIOIIECTO PEKUMA

2. HammenoBanme u aapec (demepaabHON MEAMIIMHCKOHW  OpraHU3allMM — —
pa3paboTurKa METO/Ia.

®I'bY I'HIL Munsapasa Poccun, Mocksa, 125167, HoBblii 3b1kOBCKH TIp., 4

3. CDaMI/IJ'II/IH, UM, OTYECTBO H MOJDKHOCTH JIML, YIIOJHOMOYCHHBIX OT HMCHHU
(benepanLHoﬁ MEJIMIIMHCKOM OopraHu3alnuy IOAINMHUCBIBATL IIPOTOKOJI KIIMHUYECKOU
anp06auHH U IIOIIPAaBKU K HEMY.

Jlyknna Enena AjiekceeBHa, nmpodeccop, TOKTOp MEIUIMHCKUX HayK, 3aBelyrollas Hay4HO-
KIIMHUYECKUM oT/esieHneM opdannbix 3aboneBanuii ®I'BY ['emaronornyeckuit HayYHbINA LIEHTP
MuHucrepcTBa 3npaBooxpanenus Poccuiickoit denepanun.

IBeraecea Huna BajieHTMHOBHA, KaHIUAAT MEIMLIMHCKUX HAyK, BEAYLIUNH Hay4HBIU
COTPYIHUK HAY4YHO-KJIMHUYECKOTO OTAEJIECHUA ophaHHBIX 3a00seBaHUN OI'bY
I'emaTonornueckuit Hay4HbIi HeHTp MuHKCTEpCTBa 31paBooxpaneHus Poccuiickoit denepanuu.

CrpicoeBa Ejsena IlaBioBHa, KaHIuIAT MEIMLIMHCKUX HAyK, CTApIIMN HAy4HBIH COTPYIHHUK
HAay4YHO-KIIMHUYECKOTO OTAeNeHuss opdanubix 3ab0oneBanuit @OI'BY ['ematomormueckuit
Hay4HbIM HeHTp MuHuCTEpCTBa 34paBooxpaneHus Poccuiickoi Peaepannn.



IIpoToK0J KINHUYECKO AaNPOdAIUU MOJAEPKUBAKIIET0 PeKUMa
3aMeCTUTeJIbHOU (PepPMEHTHOI TepanuM y B3pOoCjbIX NANUEHTOB ¢ 00J1€3HbIO
I'ome 1 Tunma
Beeoenue

bonesnr T'ome — HanOonee wyactas (Qopma HaACIEIACTBEHHBIX (EPMEHTONATHH,
00BEIMHEHHBIX B TPYIITY JU30COMHBIX 00JIe3HEH HAaKOIUIEHUS, BCTpEYaeTcs ¢ 4acToToi ot 1: 40
000 mo 1: 60 000 y npencraBuTeseld BceX STHUYECKUX TPYII; B MOIMYJISIIMM €BpeeB AILIKEHA3U
yacrora 3aboneBanus gocturaet 1:450 [1, 5]. Bonesus ['omre Hacimemyercs mo ayTOCOMHO-
peLiecCUBHOMY MeXaHHU3My. B ocHOBe 3a0oseBaHus JekaT MyTallMy IeHa TIIroKonepeopo3naassl
(I'llb), nmoxanm3zytomerocst B peruone ( 21 Ha 1 xpomocome. K HacTosiiemy BpeMeHH OIKUCAaHO
6onee 400 paznuunbix MyTtanuil reHa I'lL{b, u3 koropbix Hanbosee 4acTo BCTPEUAIOTCS MyTalluu
N370S, L444P, 1IVS2+1G>A, c.84insG, R463C u R496H. Ilpu Gone3nu I'omre oTCyTCTBYET
YeTKasl CBSI3b MEXJly T€HOTUIIOM U (PeHOTHIUYECKUMHU MPOsABICHUSAMHU 3a0oneBanust. OTHU U Te
K€ MyTaluu HaOOJAI0TC y OOJBHBIX C COBEPUICHHO pPAa3IMYHBIMH XapaKTEPUCTHKAMH
6one3nn. Uckmrouenue cocrasisier myramus N370S, koTopast BCTpedaeTcst TOIBKO Y OONBHBIX C
1 Tunom 6one3nu ['omre, onHaKo GeHOTUNINYECKHUE MPOSBICHUS 3a00JI€BaHUS IPU ITOM MOTYT
CHIIbHO BapbHpoBarth [4, 5, 10].

[IpucyrcTBHE JABYX MYTAaHTHBIX ajulejied TeHa (TOMO3UIOTHOE  HAacleZOBAHUE)
aCCOIIMHMPYETCSl €O CHIDKEHHEM (MJIM OTCYTCTBHEM) KAaTaJIWTHYECKON aKTUBHOCTH
[IIIOKOLEpeOpo3uia3bl, YTO MPHUBOAUT K HAKOIUIGHUWIO HEYTWJIM3MPOBAHHBIX JIMIUAOB B
nuromiasme makpodaros [10, 15]. CrneactBueM GyHKIIMOHAIBHON MMeperpy3ku Makpoharos
ABISIOTCS: 1) 0Opa3oBaHMe XapaKTEPHBIX KIETOK [ o1le, UMEIONMX THAarHOCTUYECKOe 3HAUCHHE
JUI JTaHHOTO 3a0oJyieBaHMs; 2) ayTOKPHHHAs CTUMYJISIIHS MOHOILIMTOIIO33a W YBEIHMYCHUE
abCOJIIOTHOTO KOJMYECTBa MakpodaroB, UTO TMPOSIBIAETCS TemaTo- W CIUIEHOMEraluei,
UHQUIbTpalel MakpodaraMu KOCTHOTO MO3ra, JIETKUX M JIpYTMX OpraHoB; 3) HapylleHue
¢usnonornueckux (QyHKIUI MakpodaroB, B TOM YHCIE PETYISIMA KPOBETBOPEHHUS U
MeTa0oaM3Ma KOCTHOH TKaHH, YTO, TPEAINOJIOKUTENBHO, JISKUT B OCHOBE ITUTOTICHUYECKOTO
CHHJIpOMa U NOpa)kKeHHsI KOCTHO-CYCTaBHOM CUCTEMBI.

OCHOBHbIE KIMHMYECKHE TPOsIBIEHUs Oosie3HH ['omie BKIIOYAIOT CIUIEHOMETaJHIo,
rermaToMerainio, IUTONCHUH U MopaxeHue kocreit [7, 8, 10, 12].

Cnnenomezanuss — yBeTHMYEHHE OOBEMa CEJIE3CHKH CBBIIIE HOPMAJIbHOTO,  KOTOPBIA
cocraiisieT 0,2% oT Beca Tena B Kuiiorpammax. Pasmepsl cene3eHKr MOTYT BapbUpOBaTh OT 5 10
80-kpaTHOTO YBETMUEHHS, 10 CPABHEHHIO C HOpMOii [5, 14].

I'enamomecanus - yBenuueHue oObema meueHH > 1,25 pasa CBhIIE HOPMAaJIbHOTO,
KOTOphIi coctaBnsieT 2,5% orT Beca Tena B Kuijorpammax. OObeM MeyeHHM OOBIYHO
yBenuuuBaeTcst B 2-4 pasza. [lpu Y3U MoOryT BBIABIATBCS OYAaroBble MOPAaXKEHUs IEUEHH,
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KOTOpBIE, IPEANOJIOKUTENbHO, SBISIIOTCS CIEACTBHEM HIIeMHUH U (ubpo3a B ATHX 30HAX.
OyHKIMSA TEYeHH, Kak MpaBuiio, He cTpajgaeTr, oaHako y 30-50% OONbHBIX BBIABIAETCS
HEeOOJIBIIIOE MOBBIIIEHUE CHIBOPOTOYHBIX TPaHCAMHHA3, OOBIYHO /10 2 HOPM, U3penka — 1o 7-8
HOpM [5, 14].

Tpomboyumonenus TPOSIBISIETCS CIOHTAHHBIM TE€MOPPArMYecKUM CHHIPOMOM B BHUJE
MOJIKOYHBIX T€MaTOM, KPOBOTOUYMBOCTH CIIM3UCTBIX WM JUIMTEIHHBIMUA KPOBOTEUEHUSIMHU TOCIIE
MaJlbIX OTIEPAaTHBHBIX BMEIIATEIbCTB. [103/1HEEe pa3BUBAIOTCS aHemus v Hetimponernust [1, 8, 12].

THopascenue kocmell BapbuUpyeT OT OECCUMITOMHON OCTEONEHHWH M KOJIO00Opa3HOi
nedhopmaluy TUCTaIbHBIX OTACIIOB OSIPEHHBIX KOCTel (KOJOBI DplIeHMeepa) 10 TSKEICHIIero
OCTEONopo3a M HIIEMHYECKHX (aBacKyJspHBIX) HEKPO30B C Pa3BUTHEM BTOPHYHBIX
OCTE0apTPO30B M HEOOPATUMBIX OPTONEIUYECKUX Je(PEKTOB, TPEOYIOIIMX ONEpPaTHBHOTO
JedeHust  (PHAONMPOTE3UPOBAaHUS CycTaBoB). [lopaxkeHne KOCTEH MOXET MPOSBISATHCS
XPOHUYECKUMH OOJISIMH, MAaTOJIOTMYECKUMU MEepPeIoOMaMH WA PEIUAUBUPYIOIIUMHA «KOCTHBIMU
KpU3aMU» - STU30/1aMU CUIIBHEHIIINX OCCANTHI, COMPOBOXKIAIOIIUXCS JIUXOPAAKOH U MECTHBIMU
OCTPOBOCTIAJIUTEIBHBIMA  CUMIITOMaMH  (OTE€K, TOKPAaCHEHHE), CHMYJUPYIOIIUMHU KapTUHY
ocreomuenura [5, 10, 11].

llopasxcenue  neexux  BcTpeuaercss y  1-2%  OONBHBIX,  MPEUMYILECTBEHHO
CIUICHPKTOMUPOBAHHBIX, M TPOSBISETCS KaK MHTEPCTULHMAILHOE MOpPaXKEHHE JIErKUX WU
MOPaXEHHUE JIETOYHBIX COCYIOB C Pa3BUTHEM CHMIITOMOB JICTOYHOM rumneptensuu [5, 8].

Cumnmomur nopaxcenus [[HC HaOMOOAIOTCS TOJBKO NPU HEWPOHONATHUUECKUX THUIIAX
6one3nu 'ome y nereit (tunsel Il u 1ll) 1 Moryt BkiItouaTh I71a30BUraTEIbHYIO AlIPAKCHIO WU
CXoJIsIIeecs Kocoriasue, aTakCHio, IOTEPI0 MHTEJUICKTa, HAPYIICHUs 4yBCTBUTENbHOCTH [1, 5].

Tun I (He-HellpoHOnaTHYeckuii) sABIsSeTCS HauOoJiee YacThIM KIMHUYECKUM BapUaHTOM
6one3nu ['ome u BcTpewaercs Kak y AeTed, Tak W B3pociblx. CpenHuil Bo3pacT OONBHBIX B
MOMEHT MaHudecTanuu 3a0onieBanus BapbupyeT oT 30 g0 40 ner. ChnekTp KIMHHUYECKHUX
MPOSIBIICHUH - OYEHb IIMPOKHUIl: HA OJHOM KOHIlE - «beccuMrnTomHble» marueHTsl (10 - 25%
BceX OOJBbHBIX), Ha JpPYroM - OOJIbHBIE C TSDKEIbIM TEUYEHHEM: MACCUBHOW remaro- M
CIUICHOMeTajuel, riay0okoil aHemMued M TpOMOOLMTONEHHEW, BBIPAKEHHBIM HCTOLICHHEM U
pa3BUTHEM TSDKEINBIX, KHU3HEHHO OIACHBIX OCIOKHEHHWH (reMopparuu, WHQPapKTHl CEIe3eHKH,
JeCTpyKLusi KocTel). B mpomexyTke MeXIy STHMH MOJSPHBIMH KIMHUYECKUMH TPYIIIaMu
HaXoJATCsl OOJbHBIE C YMEPEHHOH IeNnaToCIUICHOMETralueil U MOYTH HOPMalbHBIM COCTaBOM
KPOBH, C HATMYHEM WK 0e3 mopaxenus kocte [ 4, 5, 10].

Jlmarnoctuka Oone3Hu [omie OCHOBBIBaeTCST Ha OHMOXMMHYECKOM  OIPEIEICHUN
AKTUBHOCTH [-TIroKomepeOpo3naa3sl B JEHKOIUTAX KPOBH W/WIHM BBISBICHHHA T€HETHYECKOTO

nedekTa — IByX MYTaHTHBIX aJjulejiel TeHa rirokonepeopo3uaassl [1, 5].



Jleyenne 3akiro4aeTcsi B HA3HAUYCHWHM TIOKW3HCHHOM 3aMECTUTEIBHOW (epMEHTHOM
tepanuu (3OT) pekoMOMHAHTHO TIIIOKOIIEpeOpO3MIa301 (MMUTITIOIIEpa3a UIK BeJariIomnepasa).
Iloka3aHussMM K Hadaly 3aMECTUTEIBHOM TEpalluM Cly’Kar: NETCKUM BO3pACT, LUTOIEHUS,
KJIIMHUYECKHE U PEHTTEHOJOTNYECKUE MPU3HAKHU MMOPAKEHUSI KOCTEH, 3HAYUTENIbHAs CIUIEHO- U
rermaToMeraaus, CAMIITOMBI TIOPAKCHHS JIETKUX U APYrHX opraxos [3, 6, 13, 15].

Ienu neyenus 6ose3nu [Nome BriogaroT [9]:

- ycTpaHeHue 00JIeBOr0 CHHIPOMA U HOPMATTU3AIMIO CaMOYyBCTBHUS OOJIbHBIX;

- perpecc UM ociabieHne MUTONCHUYECKOT0 CHHAPOMA,

- COKpallleHUE pa3MepOB CENIE3EHKH U MEYCHH;

- IpeaypexIeHue HeOOPaTUMOr0 MOPaKEHUS KOCTHO-CYCTaBHOW CHCTEMBI U KU3HEHHO

BaXHBIX BHYTPEHHUX OpPTraHOB (II€YEHb, JIETKUE, TI0UYKH).

1. O6ocHOBaHME KJIMHHYECKOI anmpodamun

4. 3amecturenbHas pepmentHas Tepanus (3OT) pekoMOMHAHTHOH TIIOKOLEpeOpOo3naa30i
npuMensiercs ¢ 1994 r. u kapAWHAIBHO M3MEHMJIA T€YCHHE W IporHo3 Oosiesnu [omre [3, 15].
CBoeBpemenHoe HazHadeHue 3T mnpenorBpaiiaer HeoOpaTUMOE MOPAKEHUE BHYTPEHHHX
OpPraHOB U KOCTHO-CYCTaBHOU cucTeMbl. OJHAKO Yy B3POCIBIX MAIMEHTOB 3a00JIeBaHNE 3a4aCTYIO
JTUArHOCTHPYETCS HA CTaIUAX COCTOSIBIIETOCS MOpPa)XKEHHs BHYTPEHHUX OPraHoB U KOCTHO-
CYCTaBHOH cHCTEMBI (1e()OpMUPYIOIINE apTPO3bI, MATOJIOTUIECKHE TIEpeIoMbl). B aTHX ciryyasx,
MTOMHMO 3aMECTUTEIHHOU (bepMeHTHOI TEparuH, 0O0JTbHBIC HYKIAIOTCS B
BBICOKOKBAIM(DUIIMPOBAHHON OpTOoneanueckoil u TepaneBtudyeckoi momomu. 3OT HazHavaercs
MOKU3HEHHO, B BUJIE BHYTpUBEHHBIX MH(GY3ull 1 pa3 B 2 Henenu. HavanbHble 10361 BapbUPYIOT
or 15 mo 60 EJl Ha xr Beca OONBHOTO B 3aBUCUMOCTH OT TsDKeCTH 3aboneBanus. [locrne
JOCTUKEHUS TIOJOXKUTENbHBIX pe3yJabTaToOB JieueHus (depe3 1-3 roga) no3a MMUIIIOLEPA3BI
CHW)KAeTCs [0 MOJIepKHUBAIOIIeH, KoTopas MoxeT BapbupoBath oT 4 no 20 EJl Ha 1 kr Beca
00JIBHOTO.

5. CTOMMOCTB JIeYeHHsST B3pOCIOTro 00JIBHOTO, BecoM 70 Kr, B 3aBUCUMOCTHU OT 10361 3DT

npuBe/ieHa B Ta0JI.

Jo3a umurmironepasbl 7,5 Eq*/xr 15 El/xr 30 El/kr 60 EJI/kr
(Llepesum)

Croumocty 12 wmec. | 3500 000 5200 000 8 600 000 17 300 000
JieyeHusi B py0Jsix **

* - MOAACPIKUBAKOIIAA 103a UMHUTIIIOLCPA3bI

**- m3 pacdyera Ha 07.2013r., croumocts 1 ¢ur. 400 EJl = 72 000 pyo6.




Kak BumHO 13 Tabmuipl, ctouMocTh JiedeHus jerkou (15 EJI/kr) u tsokemoit (60 EJI/xr)
dbopmbl Oonesnm [omre, a Takke HadaabHOTO W momaepxkuBaromero (7,5 EJI/xr) nedeHus
CYIIECTBEHHO pa3iuyaercsi. B COOTBETCTBHMHM C JTHUM, OIEHKAa TKECTH 3a00lieBaHHS U
CBOEBPEMEHHBIN MEpeBO/l OOJBHBIX C HAYAJILHOTO JICUCHHs Ha MOJJIEP)KUBAIONIEe, UMEIOT HE
TOJIbKO BayKHOE KJIMHUYECKOE, HO U COL[MAJIbHO-I)KOHOMHMYECKOE 3HAaUEHHE.

6. HMckmrounTenbHas TeTEepOreHHOCTh KIMHUYECKUX IPOSBICHUNH U TeYeHUs OOJe3HU
[omie, TpyJHOCTH B OIpEIeCHUH aJeKBATHOM J03bl 3aMECTUTEIbHON (PEpMEHTHOH Tepanuu u
BBICOKAsl CTOMMOCTbH JIEYCHHsI OOOCHOBBIBAIOT HEOOXOAMMOCTH OOCIIEAOBAaHHS MAIIEHTOB B
YCIOBHAX BBICOKOCIEILMAIN3UPOBAHHBIX LEHTPOB, PACIOJATaloUIMX OINBITOM JWArHOCTUKHU U
JI€YCHMsI JAHHOTO 3a00JIeBaHHUS.

B Poccuiickoii ®expepauuu JnedeHHe NanMeHTOB ¢ Oosesnpto lome ¢ 2007 .
¢unaHcupyercs u3 cpencts degepanbHOro OKETa B paMKax Iporpammsl «7 Ho3oi0rui». I1o
uHunuatiee Munszapasa PO Bce B3pociible nanueHThl ¢ 60se3Hbt0 ['olie npoxoaaT nepBUYHOE
U TIOBTOPHOE (/17151 KOPPEKLIUHU J03bl) B OT/IeIEHUH Op(aHHbIX 3a00s1eBaHuil I'emaTonornyeckoro
HayyHoro ueHtpa M3 PO.

7. Ha 2014 r. B PO 3apeructpupoBano okojo 350 manueHToB ¢ 6one3Hpto ['ome, 3 HUX
3/4 cocTaBiAIOT B3pOCIbIe, OOJIBIIMHCTBO U3 KOTOPHIX JOCTUIJIM LieeH JeUeHUs U ePEeBOAATCS
Ha MOJIep)KUBaloLIee JIeYeHne PeKOMOMHAHTHBIM (pepMeHTOM. OTHaKO OOILENPUHATHIN PEKUM
HOJ/ICP)KUBAIOLIEH Tepanuu He pa3paboTaH. AHalIM3 MHUPOBOTO ONbITa IOKAa3bIBAET, YTO
PEKUMBI TTOJICP)KUBAIONICH TEparuu pPa3UYaloTCsl B Pa3HBIX CTpaHax W 0asupyroTcs Ha
COCTOSSHUM OSKOHOMHMKM W COBOKYINHOCTHM HHJMBHUIYaJbHBIX (AKTOpPOB, B TOM YHCIE

MMPUBCPIKCHHOCTU OOJIBHOTO K JICYCHUIO.
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11, Heau u 3a1a4u KIMHAYECKOH anpodannu
10. Lenvio HACTOSAIIETO MCCIENOBAHUS SIBISIETCA pa3padOTKa ONTUMAILHOTO, HAYYHO U
HKOHOMHUYECKH OOOCHOBAaHHOI'O peXHMa MOJACPKHUBAIOLUIEH 3aMeCTUTENbHON (epMEHTHON
Tepanuu y B3pOCIbIX MalUeHTOB ¢ Oone3Hbto [ome 1 Tuna.
3aoauu uccreoosanus
A. Ouenuts 3¢hHeKTUBHOCTH ToepkuBatomiero pexkuma 3OT y O0IbHBIX, TOCTUTIINX IEIeH
nedyeHus: Ha QoHe 2 u QoJiee JIeT JeYeHUs] peKOMOMHAHTHON TIIFOKOIEpeOpo3u1a30i, Ha OCHOBE
W3y4YeHUE JUHAMUKH:
a. pasMepoB cene3eHku u/wnu neyeHu (Y3M)
b. remornoduHa
C. TpOMOOIIMTOB
d. cocrosiHMS KOCTHOW TKAaHU W 3alacOB HAKOILJICHHBIX METa0OJIMTOB B KOCTHOM
mo3re (MPT)
€. OMOMapKepoB - CBIBOPOTOUHBIX IOKa3aTeJeil aKTUBHOCTU MakpodaraibHOI
cuctemsl (pepputun, CCL18)
b. OnieHuTh Ka4ecTBO JKU3HM MalMeHToB Ha (hoHe nmoanepxkuBarotei 3OT ¢ ucnonp3oBaHuEM

onpocHUKOB SF-36.



1V. Iu3aiin KJIMHUYECKO# anpodanumn

11. JTanHO€ ucclieI0OBaHKE 3aIUIAHUPOBAHO KaK OTKPBITOE MPOCIEKTUBHOE OJHOLIEHTPOBOE
UCCIICIOBAaHUE C BBIJCIIEHUEM 2 Tpynn OOJIbHBIX B 3aBUCHMOCTH OT BO3pacTa MalMeHTa MpU
BKIItOUeHUU ero B [Iporokon kiamHMYECKO# ampobaruu: 6onbHbIe Mosioke S50 set u ctapiie 50
JeT, YTO OOYCJOBIEHO BO3PACTHBIMH  Pa3IUYUSIMH B  HHTEHCHUBHOCTH  OCHOBHBIX
MeTabONIMYECKUX TPOIECCOB M, COOTBETCTBEHHO, BEPOSTHBIMU Ppa3UUYUSIMH B CKOPOCTHU
HAKOIUIEHUS HEYTUIN3UPOBAHHBIX META00IUTOB.

12. Bce mnamueHTbl ¢ BepUUIMPOBAHHBIM JAMArHO30M OojesHu [ome, wumeromme
nokazanus Kk 3T, momyyaror OecruiaTHOE JiedeHue PEKOMOMHAHTHOH TITFOKOLIEpeOpO3n1a30i B
pamkax ['ocymapcTBeHHON mporpamMmbl «7 HO30J10THi» B HadanbHOU 03¢ 30 EJI/kr/undy3us x
2 pasa B Mecau. B kauectBe 3®DT wucnonb3yroTcss JBa 3aperucTpupoBaHHbIX B PO
JIEKapCTBEHHBIX IIpernapara pPEeKOMOMHAHTHOHM TJoKoLepeOpo3uaa3sl — HUMHUIIIIOLEpasa U
BeJarironepasa, UCXo/s U3 UX JOKa3aHHOU paBHOM 3 ekTHBHOCTH.

3®T nmpoBOAUTCS B HAYaJIBHOHN J103€ J0 MOMEHTA JOCTHKEHHUS LieTieil jeueHus: 00Ie3Hu
I'ome.

B cootBercTBUM € OOILIENPHUHATHIMU MEXIYHAPOJHBIMU KPUTEPUSMU yeau JedeHus
bonesnu I'owe Bxarouaror [9]:

|. CtaGwibHOE MOBBIICHUE KOHIICHTPAIIMN T'eMOTJIO0NHA B TeUeHHE 12-24 MecsIeB JIeUeHUs
> 110 r/n y >xeHuwH u aeteit u > 120 /1 — y My>XK4uH;
Il. IloBbIieHUE Yncia TPOMOOIUTOB:

- 0J151 CNIeHIKMOMUPOBAHHbIX OOJIbHBIX — HOPMAaJIU3allus Yncia TPOMOOIIUTOB B TEUCHHE
1 rona eueHus;

- 07151 HECNIEHIKMOMUPOBAHHBIX OOBHBIX C YMEPEHHON MCXOTHON TPOMOOLIUTONIEHUEH -
MOBBILIEHHE YHclia TpoMOonuToB B 1,5-2 pa3a B TeueHue | roja JieyeHUS U JOCTUIKEHHE
CyOHOPMaJIbHOT'O YPOBHS TPOMOOIIMTOB B T€YEHHE BTOPOI'O TOJia JICUECHHUS,

- 0J151 HECNJIEHIKMOMUPOBAHHBIX OOIBHBIX C ITyOOKOW TpOMOOIUTONIEHUEH —

MOBBIIIEHHE YKclia TpoMOOIHUTOB B 1,5 pa3a B TeueHue 1 roxaa yedeHus, yIBOSHUE YHCIIA
TPOMOOLIUTOB — B TE€UEHHE BTOPOrO Toja JICUEHHS M MOAJEp)KaHUE CTaOWUIIBHOrO 4ucia
TPOMOOILIUTOB, TOCTATOYHOT'O JJIs1 IPODUIAKTUKN TEMOPPArUYECKOT0 CHHIPOMA.
I1l. Cokpammenue pazmepoB neuenu 10 1,0-1,5 HopmanbsHOro 06beMa OpraHa; yMEHbIICHHE
pa3mepoB neueHu Ha 20-30% B Tedenue nepBoix 1-2 net neuyenus u Ha 30-40% - B TeueHue
ciaeayromux 3-5 Jner.
IV. Cokparnienue pa3MepoB CEIE3eHKH 10 00beMa, He MPEBBIMIAIOIIETO HOpMY OoJiee, 4eM B
2-8 pa3; yMeHbllleHHe pa3MepoB cene3eHku Ha 30-50% B TeueHue mepBoro roja JeYeHUs U Ha

50-60% - B TeyeHHE CIEAYIOIMHUX 2-5 JIET JEUCHUS; OCTabIeHue CUMIITOMOB CIIEHOMETaTHH
9



(muckomMdOopT B OPIONTHOM MOJIOCTH, OIIYIICHUE TMEPETIOTHEHUS KEIyAKa), MPEIOTBPAIICHHIE
pa3BUTHsI HHPAPKTOB CEIE3EHKH, YCTPAaHEHHE CUMIITOMOB I'MIIEPCIIIIEHU3MA.

V. IlpekpaiieHrne KOCTHBIX KpU30B U OoJiell B KOCTSIX B TE€UEHHUE MEPBbIX 1-2 JeT jeueHus,
NPEJOTBPALICHUE PA3BUTUS OCTCOHEKPO30B U CYOXOHIPAJbHOIO KOJUIAlica CyCTaBa;
HOBBIIIEHNE MUHEPAIBHOM MIIOTHOCTH KOCTH.

ITocne nocTuxkeHus BbIICYKa3aHHBIX LI€JICH JIEYEHUs AIUEHThl, KOTOPbIE COOTBETCTBYIOT
KpUTEpHsIM BKJIoueHUs: B [Iporokorn, OyayT TOABEPrHYTHl CKPUHHHI-00CIEIO0BAHHIO,
IIpelyCMOTPEHHOMY paMKaMu Hactosiiero [Iporokona:

- perucrpauus M BHECEHME B MHIUBHUAYyaJbHYIO perucrpaunoHnyro kapty (MPK) ocnoHOI
uHpOpMaLMy, Kacamoolleiics aHamMHe3a, MCXOJHOM  KIMHHUYECKOH, J1abopaTopHOH U
PaIuOIOTHYECKON KapTUHBI 3a00JIeBaHNs, BKJIIOYAsi OLEHKY CTETIEHHU TSDKECTH 3a00JICBaHUS;

- PYTUHHOE MEIUIIMHCKOE 00CIIeI0BAHNUE;

- CHelMaJIbHbIE MCCIIEeIOBAHUS Ul OLIEHKU pa3MepoB IedeHu, ceneseHku (Y3M) u coctosHus
KOCTHO-cycTaBHOM cucteMbl (MPT GenpeHHbIx kocTei);

- PperucTpaiui OCHOBHBIX MOKa3aTesel, OTpa)KaloUIMX KauecTBO >KU3HH MalMeHTa (ONPOCHUK
SF-36).

[TaneHThl, COOTBETCTBYIOLIME KPUTEpUsIM BKItoueHus B [IpoTokon m mpouenmue 3ran
CKPUHHMHIOBOrOo 0O0C/IeZIoBaHUs, OyAyT IIOCTEIEHHO, B TEYEHHE TI0J]la, IEepeBEJCHbl Ha
nojaepxxuBaronui pexum 3DOT:

- OoJyIbHBIC, JOCTUTIIME IIeNiei JiedeHus B Bo3pacte 10 S50 ser, OyayT mepeBeleHb Ha
noanepxuBatomuii pexum 30T B noze 20 EJl/kr/undy3us x 1 pa3 B 4 Hepenu;
- OonpHBIE, JOCTUTIINE IieNeil JiedeHuss B Bospacte crapiie 50 jer, OyayT nepeBeleHbl Ha
nogaepxxuatonyii pexxum 3OT B noze 15 EJl/kr/undy3us x 1 pa3 B 4 Henenu.

Hna ouenku 3ddexTuBHOCTH mNoajepkuBawomero pexuma 3DPT nanueHTs! OyayT
IPOXOJUTh IUIAHOBBIE KOHTPOJIBHBIE HCCIENOBAaHUS B OTAEICHUM OpQaHHBIX 3a00JeBaHUIN
@®I'bY T'HII M3 Poccuu 1 pa3 B 12 mecsleB B COOTBETCTBUU C I'paMKOM, MPEACTABICHHBIM B
Tabm. 1.

[Tnaaupyercs BriroueHue B uccinenoanne 100 manmenTo ¢ 6onesnsto ['ome 1 Tumna B
Bo3pacre 18 jier u crapiie.

HCpI/IO,Z[ HUCCICIOBAaHUA 6yI[CT COCTaBIIATH 36 MCCAILICB.
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Tabanua 1. Mpoueaypbl UcciesoBaHUs

Mpoueaypbl UccnefoBaHUA

Busutbl

CKPWUHMHT

1 pa3 B 12 mec.

MonyyeHne MHGOPMMPOBAHHOIO COrNacua

MprcBoeHne NaeHTUOMKALMOHHOIro HoMepa

MonHan ncropua sabonesaHms

Hemorpaduyeckme n UcxoaHble gaHHble

OueHKa ncxoaHol cteneHn Taxkectn 6onesHu Mowe (GD-DS3)

OueHKa Kputepmes BKﬂI-O‘-IeHMFI/MCKIIPO‘-IEHMFI

MonHoe pusmMKanbHoe obcnegoBaHme

UccnepoBaHme KpoBu Ha BUY, mapKepbl BUPYCHbIX renaTuTos

TecT Ha 6epemeHHOCTb

KAnHWYecknn aHanus KpoBH

Bruoxnmuyeckmin aHanmns KpoBu

O6meH »enesa

MMMyHOXVIMVI‘-IECKOE nccnegoBaHume Kposu

OnpeaeneHune KoHLeHTpauuu B1T. B12 n ¢onatos B CbIBOPOTKE KPOBU

OnpepenerHune KoHueHTpaumm CCL18 B CbIBOPOTKE KPOBMU

OnpeaeneHne pasmepoB nevyeHu (No gaHHbim Y3U)

OnpeaeneHune pasamepoB ceneseHKku (no gaHHbim Y3U)

MPT 6eapeHHbIX KocTel, T/6 1 KONeHHbIX CYCTaBoB

OueHKa KayecTBa KU3HKU (onpocHUK SF-36)

Pervcrtpauma conyTcTeytoLLein Tepanum

XX XX XXX X [X|X|X[X]|X|X[X|X|X|[X]|X]|X

XXX XXX X [X|X|X|X

V. OT00p ¥ HCKJIIOYEHHE MALIMEHTOB, KOTOPHIM OKa3bIBaeTCsl MeIMIIMHCKAS TOMOIIIb

B paMKax KJIHHUYECKOMH anpoﬁauml

13. Kpumepuu exnrouenus

1. [TanmenTol MYIKCKOTO U JKCHCKOT'O I10JIa B BO3pacTe 18 netu crapuie

2. I[I/IaFHO3 ooue3nu ["omie AOKa3aH pe3yibTaTaMH S9H3UMOAUAIHOCTHUKHN (ypOBeHL

TJTFOKOLIepeOpo3n1a3el B IeHKouTax KpoBu — MeHee 30% OT HOpMaIbHOTO) U/UiTH

MOJIEKYJIIPHOTO aHanu3a (2 MyTaHTHBIX aJUIelis FeHa TIII0KOIepeOpo3uIa3hl)

3. bonbuble nonyyaror 3OT B Teuenue 2 u Oonee neT, Ha POHE KOTOPO 1IENH JICUEHUS

0one3nu ['omie JOCTUTHYTHI (CM. LIETH JICUESHNUS)

4. bonpHbIe noAnucaan MHPOPMUPOBAHHOE coriacue Ha yyacTtue B [IpoTokoue.

14. Kpumepuu ucxniouenus (Ha ckpununee):
bonbuble MonoXke 18 et
bonesns 'ome 3 Tuna

1
2
3. Uenwn neuenns 6one3nu ['omre He JOCTUTHYTHI
4

Tspxenble COMyTCTBYIOIIME WIIM HHTEPKYPPEHTHbIE 3a00JeBaHus, B ToM uucie BIY-

uHOpeKus, Tyoepkyne3, XpoHuueckuil renatuT B u C BbICOKOM aKTUBHOCTH MJIH €

TpaHC(I)OpMaLII/Ieﬁ B IUPPO3 NICUCHU, XPOHUYCCKA MMOYCUHAd HCJOCTATOUYHOCTD.
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5. bepeMeHHOCTH UM KOPMIIEHHUE TPYIbIO

15. Kpumepuu ucknrouenus uz Ilpomokona é npoyecce uccie008aHus:
1. O13bIB nanueHTOM HH()OPMUPOBAHHOTO COTTIACHS

2. Pemenue uccienosareis

I'paghux uccnedosanus
Brutouenne nepBoro namuenrta: oktsaops 2015 r.
[Tepuon BkrOUeHUST OOJBHBIX: 12 MecsIeB
[IpoaoKUTENIbHOCT TOCTIMTANM3AMH: 15 nHE#
MuHuMalbHas TIHTSILHOCTD UCCICAOBAHUS: 36 MeCsIeB
Cpenuss IIUTENbHOCTD UccheaoBaHus: 42 Mecsia

MakcumanbHas JJIUTEIbHOCTh UCCICIOBAHMS 48 MCCALICB

V1. MeaunuHcKasi IoMollb B paMKax KJIMHHYECKOIl anpodanumn
16. TlammeHTsl ¢ BepUPHUIMPOBAHHBIM JAHMArHo3oMm Oone3nu ['omre MOJIy4aroT
3aMECTUTENIbHYI0 (EPMEHTYIO TEepamuio PEeKOMOMHAHTHOW TIIOKOLepeOpo3naa3ol B pamKax
['ocynmapcTBeHHON mporpamMmbl  «7 Ho3ojorui» B HauaiabHOW no3e 30 EJl/xr B Bume
BHYTPUBEHHOM  KamenpHOW MH(Y3uum X 2 pasa B mecsan. na 3OT ucnons3yrorcs 1Ba
3aperucTpupoBaHHbIX B P® jiekapcTBEHHBIX Ipenapara peKOMOMHAHTHOM IIIOKOLepeOpo3uaassl
— UMUTJTIONEpa3a u Benariolepasa anbda (diaakonsl mo 400 EJT).
17. Bonbuble monydaroT 3PT amMOynaTOpHO MO MECTY JKUTENHCTBA MOJ HAOIIOJEHUEM
remMaroJsiora uiiu Tepamnenta (ocMotp 1 pas B 3 mecsa).
18. 3®@T 6 nauanvnoii doze (30 EJl/xr/undy3us X 2 paza B MecsII) IPOBOJUTCS JO MOMEHTA
JIOCTHKEHUS TALMEHTOM Liesel Jedenus 6ome3nu [ome (He MeHee 24 MecsIeB JISUSHHUS).
ITocne nocTrxkeHus LeNel JIeYeHNs MAlUEHThI, COOTBETCTBYIOLINE KPUTEPUSM BKIFOUECHHUS
B [IpoTokon, mnpoHayT 3Tam CKpMHMHIOBOro oOcnenoBanus B denepanbHoM Llentpe Ooneznu
I'ome B cootBercTBUM ¢ rpadukom (Tabim. 1). OOcnenoBanue OyneT BKIHOYATh PETUCTPAIUIO
CJIETYIOIINX JAHHBIX:
- nemorpaduueckue (1ara poxaeHus, o, FTeHOTUIl 6one3Hu [ orre)
- aHaMHe3 3a00JIeBaHNs
- OIIEHKA MCXOIHOM cTenenu Tsokectr 6ose3nu I'omre (GD-DS3)
- uctopusi 3OT (mata Havana, 103a)
- pusukanpHOE Uccnenoanue (poct, Bec, AJl, UCC)

- pa3mepsl neuenu (Y3U)
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- pa3mepsl cenesenku (Y3UN)
- BoByieuenue kocrerr (MPT)
- 1abOpaTOPHBIE UCCIICTOBAHUS:
- aHaIM3 KPOBH 00U
- OMOXUMUYECKHI1 aHaJIN3 KPOBU
- CBIBOPOTOYHBIE MMOKa3aTelln MeTabon3Ma kenesa (B ToM uucie GpeppuTuH)
- YPOBEHBb CHIBOPOTOYHBIX MMMYHOTJIOOYIHHOB
- CBIBOPOTOYHAsI KOHLIEHTparus BUT. B12 u ¢onatos
- ypoBeHb OnoMapkepa - koHieHTpamus CCL18 B cbIBOpOTKE KpOBH

- OllIEHKAa Ka4ecTBa KU3HU (onpocHUK SF-36)

[TarmenTsl, BrIOYeHHBIE B [IpoTOKON ¥ TpomIeNIIME 3Tall  CKPHUHHHTOBOTO
oOcnenoBanus, OyayT nepeseneHbl Ha nojaepxuBaromuii pexum 3T (15-20 EJl/kr/undysus x
1 pa3 B 4 Henenu). JleueHue B yKa3aHHOM peKuUME OYyIEeT MPOBOJUTHCS B TeUEHHE 36 MecCsIIeB C
MOMeHTa BKItoueHus B [IpoTokoin. KoHTponbHBIC MCCIIeIOBAHS TAIIMEHTOB OYIyT MPOBOIUTHCS
1 pa3 B 12 mecsineB B otaenennu opdanubix 3adonesanuit ®I'BY I'HL| M3 Poccun no rpaduxy

HCCJICI0BaHMH, pecTaBIeHHbIX B Ta0m.1.

VIl. Ouenka 3¢ppeKTUBHOCTH METO/AA
19. Onenka >¢dexTnBHOCTH MOANEp)KUBatomIero pexnma 3OT y manueHToB ¢ 00JIE3HBIO
l'ome 1 Tunma Oymer mpoBomuThbest 1 pa3 B 12 mecseB HA OCHOBE Ha OCHOBE H3y4YeHUS
TUHAMUKU:
- pa3MepoB cene3eHku u/unu nedenu (Y3UN)
- FeMOIJIOOMHA
- TPOMOOLIUTOB
20. JlononHWUTENbHbIE KpUTepUH >(PPEKTUBHOCTH MNoAJepKuBatomero pexuma 3OT y
nalueHToB ¢ O6osie3Hbro ['omie 1 THMa BKIIOYAIOT OLIEHKY TUHAMUKH:
- COCTOSIHMSI KOCTHOM TKaHM U 3a11acoB HAKOIJIEHHBIX METa00IUTOB B KOcTHOM Mo3re (MPT)
- OHMOMapkepoB - CBIBOPOTOYHBIX IIOKa3aTeleil aKTUBHOCTH MakpodaraibHOW CHCTEMBI
(bepputun, CCL18)
- IOKa3aTesel KauecTBa )KU3HU C UCIIOIb30BaHUEM OnpocHuKa SF-36.
21. Metoasl U CpPOKM OLEHKH 3(QQEKTUBHOCTH MoijaepkuBatomero pexuma 30T y

ManuenToB ¢ 6one3ubio 'ome 1 Tuma — cM. Taom. 1.
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VIIIl. Cratucruka

22. Jlns CcTaTUCTUYECKOM O00paOOTKM JaHHBIX OyAyT HCIOJIB30BATHCS  METOBI
OMHCATEIHbHOW CTATHUCTHKH, YACTOTHBIM aHanu3, JUCIEePCUOHHBIN ananmu3, ROC-anamms.
Pacuertst TUTAHUPYETCS BBITIOJTHSATH pu TTOMOIITA nakera CTaTHUCTHYECKUX
nporpamm SAS (Statistical AnalysisSystem) coBmectHO ¢ 3aB. 1ab. 6nocratuctuku ®I'BY I'HIT
M3 P® k.1.H. Kynukosim C.M. Bo Bcex mponenypax CTaTUCTUUECKOTO aHalM3a KPUTHYECKUMA
YPOBEHBb 3HAYMMOCTH p OyJeT nmpuHUMaThCs paBHbIM 0,05.

23. Ilnanupyercs BkiaroueHue B uccienoanue 100 manumentos ¢ 6one3nsto ['ome 1 Tuna

B Bo3pacte 18 et u crapiie.

IX. O0bem puHAHCOBBIX 3aTpPaT

24. ®uHaHCOBBIE 3aTpaThl PACCUUTAHBI UCXOS U3 PeabHbIX TPY103aTpar.

[IpenBaputenpHplii pacueT oObeMa (MHAHCOBBIX 3aTpaT HAa OKa3aHWE MEIUIIMHCKOM
IIOMOIIIM B paMKax KIMHHYeCKoW ampoOarnmu | mammenty: 441558 py6 (cm. mpuiokenue 1.1-
1.2)

IIpenaparom amns npoBeaeHus 3T nanueHTsl 00eceYnBalOTCS B PAMKax MPOrpamMmbl «7

HO30JIOTHIT».
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MpunoxkeHune
11

MNepeueHb MeAULUHCKUX YCAYT, ucnosib3yembix B MpoToKone KAMHUUYeCKoi anpobauumn noaaepuBatoLiero peXxxmma samectutesibHou pepmMeHTHON Tepanum
Yy B3pOC/blX NauueHToB ¢ 6one3Hblo MNowe 1 Tmna

Koz, HaumeHoBaHUe ycnyru no peecrtpy Yacrorta KpatHocTtb
nNpeaocTaBNeHn | NPUMEHEHMU
A f
B01.005.001 Mpuem (0cMOTP, KOHCYNbTaLMA) Bpada-remaTosiora nepBuYHbIN 1,000 1,000
B01.023.001 Mpuem (0cMOTP, KOHCYNbTaLMA) Bpava- HEBPOJIOra NEPBUYHbIN 0,500 1,000
B01.053.001 Mpuem (0cMOTP, KOHCYNbTaLMA) Bpaya-yposiora NepBuYHbIii 0,050 1,000
B01.001.001 Mpuem (0ocMOTP, KOHCYNbTaLMA) Bpada-aKkyllepa-rMHeKo iora NepBuYHbIN 0,450 1,000
B01.029.001 Mpuem (ocMoTp, KOHCYAbTaLMA) Bpava-odpTaibMosiora NepBuYHbIN 0,100 1,000
B01.015.001 Mpuem (ocMOTp, KOHCYAbTaLMA) Bpada-Kapanoaora nepBuYHbIi 0,500 1,000
B01.050.001 Mpuem (0CMOTp, KOHCY/IbTaLMA) Bpada — TpaBMaTo/lora-opTonena nepBuYHbIi 0,950 1,000
B01.023.002 Mpuem (0CMOTp, KOHCY/IbTaLMA) Bpaya- HEBPOIOra NOBTOPHbIM 0,050 1,000
B01.015.002 Mpuem (0CMOTpP, KOHCY/IbTaLMA) Bpaya-KapaMo/ora NoBTOPHbIN 0,100 1,000
B01.005.003 E)KefHEBHbIN OCMOTP BpavyoM-remMaTonorom ¢ HabntogeHnem n yxogom cpegHero v | 1,000 15,000
MA3ALero MeanLMHCKOro NepcoHana B OTAe/1eHUM CTaLMOHapa
B01.050.002 Mpuem (0CMOTp, KOHCY/IbTaLMA) Bpada — TpaBMaTo/Iora-opTonena NoBTOPHbIN 0,200 1,000
B03.016.003 ObWwuit (KNMHUYECKKNI) aHaMU3 KPOBM Pa3BEPHYTbIN 1,000 2,000
B03.016.004 AHann3 KPoBM BUOXMMMUYECKUI ObLLLEeTEPaNeBTUYECKNIA 1,000 2,000
A09.05.007 MccnepoBaHne ypoOBHA XKesie3a CbiIBOPOTKU KPOBMU 0,950 1,000
A12.05.011 UccnenoBaHuMe *KenesocBsa3biBaloLLLe CNOCOBHOCTM CbIBOPOTKM 0,950 1,000
A09.05.076 UccnepoBaHue ypoBHA deppuUTMHA B KPOBU 0,950 1,000
TpaHcheppuH 0,950 1,000
HTX 0,950 1,000
A09.05.023 MccnepoBaHune ypoOBHA /1HOKO3bl B KPOBU 0,950 1,000
A09.05.054 UccnenoBaHMe ypoBHA CbIBOPOTOYHbIX UMMYHOT/106YIMHOB B KPOBMU 0,950 1,000
A08.05.001 LiMTonornyeckoe nccnegoBaHne maska KOCTHOro mosra (noacyet popmybl 0,050 1,000

KOCTHOro MO3I'a)
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A08.05.002 fMcTonormyeckoe nccnegoBaHue npenaparta KOCTHONO Mo3ra 0,050 1,000
A12.06.030 UccnepoBaHue aHTUTEN K dochomMnmMaam B KPOBM 0,500 1,000
B03.005.004 MccnepoBaHmne KOarynaumMoHHOIo remocTtasa 0,950 1,000
OnpeaeneHne oCHOBHbIX Fpynn Kposu (A, B, 0) n pesyc-npuHagneKHoCcTu 0,950 1,000
0,950 1,000
onpegeneHne KoOHUEeHTpaumMmn BuTammnHa B12 ¢ cbiBOpoTKe KpoBU 0,950 1,000
A09.05.080 UccnepoBaHme ypoBHA GOIMEBOM KUCNOTbI B CbIBOPOTKE KPOBMU 0,900 1,000
A12.06.011 MpoBeaeHne peakunu BaccepmaHa (RW) 0,950 1,000
A26.06.040 OnpeaeneHue aHTUTEN KnaccoB M, G (IgM, 1gG) K aHTUreHy BUpycHOro renaTtuTta B 0,950 1,000
(HBsAg Hepatitis B virus) B Kposu
A26.06.041 OnpeaeneHue aHTUTEN KnaccoB M, G (IgM, 1gG) k BupycHomy renatuty C (Hepatitis C | 0,950 1,000
virus) B KpoBswu
A26.06.048 OnpegeneHue aHTUTEN KnaccosB M, G (IgM, 1gG) K Bupycy ummyHoaeduumuTa 0,900 1,000
yenoseka BUY-1(Human immunodeficiency virus HIV 1) B Kposu
A04.16.001 YnbTpasByKoBOe UcC/iel0BaHNE OPraHoOB HPIOLWHON NOI0CTU (KOMMIEKCHOE) 0,950 1,000
A04.28.001 YnbTpa3ByKoOBOe UcCaea0BaHMeE NoYeK U HagNOYEeYHMKOB 0,950 1,000
A04.10.002 dxoKkapanorpadusa 0,500 1,000
A05.10.006 Perncrpaunsa anekTpokapgmorpammel 1,000 1,000
A03.16.001 330¢aroracTponyoneHOCKoNus 0,500 1,000
A06.09.007 PeHTreHorpadus nerkmx 1,000 1,000
A06.03.032 PeHTreHorpadums KUCTU pyKu 0,100 1,000
A06.03.043 PeHTreHorpadusa 6eapeHHOM KOCTH 0,950 1,000
A06.03.042 PeHTreHorpausa ronoBku v LWenku beapeHHOM KOCTH 0,950 1,000
A06.03.028 PeHTreHorpadua nieyeBon Koctu 0,100 1,000
A06.03.018 PeHTreHorpadua No3BOHOYHMKA, CNeLnaibHble UCCAeA0BaHUA U NPOEKL MU 0,500 1,000
A05.30.005 MarHuTHO-pe3oHaHcHaA Tomorpaduma 6ploWHOM NONOCTH 0,500 1,000
A05.03.002 MarHuTHO- pe3oHaHcHaa Tomorpadua No3BOHOYHMKa (0AMH oTAenN) 0,500 1,000
A05.30.012 MarHuMTHO-pe3oHaHCcHaA ToMorpaduma HUKHEN KOHEYHOCTH 0,950 1,000
A06.03.061 PeHTreHogeHcuTOMETPMUA 0,200 1,000
A04.20.001 YnbTpasByKoBOE Uccnef0BaHME MaTKW M NPUAATKOB TpaHCcabgoMMHaAbHOe 0,300 1,000
A05.10.008.00 | XonTepoBCKOE MOHUTOPUPOBaHME cepaeyHoro putma (XM-2KTr) 0,100 1,000
1
A11.05.002 MonyyeHMe LUTONOrMYECKOro NpenapaTa KOCTHOrO MO3ra NyTem NyHKLUUK 0,050 1,000
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A11.05.003 MonyyeHme rmcTtonormyeckoro npenapara KOCTHOro Mosra 0,050 1,000
A06.30.005.00 | KomnbtoTepHas Tomorpadus opraHoB HPHOLLIHON MNOOCTU C BHYTPUBEHHbIM 0,500 1,000
3 60N10CHBIM KOHTPACTMPOBaHMEM

A06.03.058 KomnbloTepHasa Tomorpadua ogHOro otaenia N03BOHOYHMKA 0,300 1,000
Mpunoxkenue | 1.2.

1.3.

MNepeueHb NeKapcTBEHHbIX NpenapaTtoB ana MpoToKona KAMHMUYECKOo anpobaummn NoAAEPKUBAIOLLErO PeXKUMa

3amecTUTeNbHOW pepMeHTHOM Tepanuu y B3pOC/biX NALUEHTOB C 60ne3Hblo Mowe 1 TMNA € yKazaHUEeM CPpeAHUX CYTOUHbIX U

KYpPCOBbIX 4,03

Kogp, AHaTOMO- HaumeHoBaHuMe NeKapCTBEHHOro YcpeaHeHHbIN EAMHULDI ekp¥*E*
TepaneBTUYECKO- npenaparta** nokasaresnb n3mepeHus
XMMUYEcKasn YyacToTbl
Knaccudpukaums npeaocTaBaeHus
A16AB Benarntouepasa anboda 0,470 EL 1600
A16AB Umurnouepasa 0,470 EL 1600
BO1AB DHOKCcanapuH HaTpua 0,050 Mr 1120
BO3BA LnaHokobanamuH 0,950 Mr 1000
BO3BB donmesan Kncaota 0,950 Mr 90
BO5AA AnbbyMUH yenoBeka 0,050 MmN 1000
BO5CB HaTpua xnopug, 0,950 M 5000
J01DD LedTpraKkcoH 0,050 mr 14000
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Bcero:

pes.cpeactsa - 0,43%

nHd.pacTBopbl - 4,36%

nepesas.matepuanol - 0,52%

npeametsbl yxoaa - 0,14%

pacxoj.matepuan peaHMmaumsa -
0,10%

Cp-Ba MHAUBUA.3aWmTbI - 0,76%

wnpuubl,urabl - 0,52%
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MpoToKon KIMHUYECKoW anpob6auuu
noaAepKMBaloOWEro peKMma 3amMecTUTeNbHOM
depmeHTHOI Tepanuu y B3pOC/bIX NALUEHTOB C
6onesHblo Nowe 1 TMna

MHAMBMAyaI'IbHail perucTtpaumMoHHaA KapTa NnauyueHTa

NALMEHT

[emorpaduyeckne gaHHble
0]V e]

[ata poxaeHua

Mon

HaunoHanbHOCTb

NHbopmupoBaHHoe cornacue: NMoanmcaHo/He nognmcaHo
[ata nognucanna NC

PaclmpeHHbIi anarHos

Jata YCTaHOB/1EHUNA ANaAarHO3a 6onesHb MNowe

BO3paCT YCTaHOB/NEHUA ANArHO3a

CnieHaKTomuA

CnneHaKTomuA
Ecau fa, mo:
[arta cnneHskToMmum

BO3paCT Ha AaTy CNJIEH3KTOMUN
SH3UMOAMArHOCTUKa

AKTMBHOCTb B - D- ratoko3ungasbl HM/mr/uac

OCHOBHble KIMHUYecKue npoAaBaeHnA 6onesHu Mowe

JononHUTeNbHasa KAMHUYeCcKas MH¢0pMaLI,Mﬂ

ConyTcTBytoLime 3a6oneBaHna U MapKepbl

Ecnu fa, mo:

XPOHUYECKUI BUPYCHBIN renatut

MapKepbl HacneacTBEHHON Tpomboduamm

MapKepbl HAaCNeACTBEHHOTO reMOXpoMaTo3a
caxapHblii guaber

Hac/eCTBEHHAA NaTO/IOMMA SPUTPOHA
cuHapom HKunbbepa
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MWONWA BbICOKOK cTeneHu (>6 AnTp.)
XpOHWYecKkan 6onesHb noyek
XPOHMYECKNe MHpeKUun: TybepKyes, ocTeomnenuT, ap.

CooTBeTcTBUE Kputepuam BKHIO"IEHMH/VICKI'IIO"IEHVIFI

BU3UT

[ata BM3nTa

Poct (B cm)

Bec ( B Kr)

NMT

CnneHomeranmsa

CnneHomeranua

Ecnu fa, mo:

Pasmep oT neBoit pebepHoli gyru, cm

Y3U ceneseHku (Y3N-C)

Pasmep ceneseHkn no Y3U-C

FenaTtomeranuns

fenatomeranua

Ecnu fa, mo:

Pasmep oT npaBoi pebepHoOIt AyrK, cm

Y3U neuyenu (Y3U-N)

Pasmep nevenun no Y3U-N

A, (Y3u-n)

N4, (Y3K-n)

bonwn B KoCTAX

KocTHbIe Kpu3bl

MHPMNBTPaLMA KOCTHOTO MO3ra (CTemneHb BbIPaXKEHHOCTH)
OCTeoHeKpo3bl

AcenTuuyeckme HeKpo3bl

ApTpo3

Konbbl dpneHmeliepa

MaTonornueckme nepenomsl

Yuncno nepenomos
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TecT Ha 6epeMeHHOCTb

O6LWmit aHann3 KpoBu

Hb, r/n

SpUTPOLMUTSI, TbIC. /A,

TpombouunTsl, TbiC. /A1,

JleikouuTbl, TbIC. /N1,

Heltpodunbl, abe.

NumdoumTel, abce.

MoHoumTbI, abc.

MCV, mkm3

MCH, nr

MCHC, r/n

MoKasaTenn obmeHa »kenesa

deppUTuH, MKr/n

eneso, MKMonb/n

HacbilweHne TpaHcheppuHa xenesom, %

TpaHcdeppuH, r/n

OXCC, mKmonb/n

donatbl

ButamuH B12

Koarynorpamma

BonYaHOYHbIV aHTUKOAryNAHT

AYTB, ¢

M., c

ntn, %

BUOXMMMUYECKNI aHaNU3 KpoBU

O6wunit 6enok, r/n

ANbBYMUH, r/n

MoueBas KMCcNoTa, MKMOAb/N

NNBMN, mmonb/n

JINHN, mmonb/n

XonectepuH, MMosb/n

Tpuravuepuasl, MMob/n

MoueBuHa, MMOb/ N

KpeaTuHWH, MKMOAb/ N

BUAnpybuH obwmin, MKMonb/n
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BuUaMpy6UH NPAMOIA (CBA3aHHbIN), MKMOAb/N

BuanpybuH Henpsamoii (cBoboAaHbIN), MKMOAL/ NI

T, Ea/n

Lo, Ea/n

ANT, Ea/n

ACT, Ea/n

MMMYHOXVIMVIHECKOE ncneagosaHue

IgA, ME/mn

IgM, ME/mn

IgG, ME/mn

MoHOK/I0HanbHaA cekpeuma

3amecTutenbHas GpepMeHTHan Tepanua

PesynbTaT

PesynbTaT

[Jata Havana Tepanun

[aTta oKoH4YaHuA Tepanuu

TH npumeHaemoro npenapara

[o3a, en. Ha maccy Tena

KpaTHOCTb npumeHeHns

ConyTcrTBylowwas Tepanus

Mpenapat

[ata Hayana Tepanuun

[aTta oKoH4YaHuA Tepanuu

[osa
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Pacqer ctoumocrn 1 nannenra no MpoTROTY .
w3aMecTHIeibRan [I]E']HE'I'I'HII:I! TEMAITHE BIPpHCILIN IMIMHERTIE C GOAEIH D
P'ome 1 Tona ¢ nenouibInBaHHey I AT B MO0 [P Yy

Haume HoraHne Pacxoqos Cymma (pyo.)

. Pacxoasl wHa  sapaforHyr  mnary M
HAMHCICHHA HA OMAATY TpyAa 34 200,60

Pacxo/s Ha npHOGPEeTEANS MeIHKAMCHTOB,

METHITHHCKOTO HHCTPYMEHTADHS, PCaKTHROR,

XHMHKATOR, MAUKOPO HHBEHTAPA, RPOUHY

PO K M TEPHELIOE, BRO

HMILIAHTEL,  B#HBIREMBIE B Opradiss 364 242,00
YeNOBEeKA, APYIHE MEIHUMHCKHE WA,

MCNOABIYEMBE B paMkax  peaniauuu

OPCTORONA KIHHUYECKOH anpobalrm

3

3. Pacxonsl Ha OORATY AOTOBOPHBLX VCIYT,
CHHTAHHBIX € peanqsaimell  npoTokoaa -
KIHHHYCCKOH anpobaiiuu

4. ObmexosnfcTRcHIRME PACKoii {’rpasicimm'.-
CHSSL, KOMMYHaNBHLIE YCOYTH B padoTsl, 23 115,65
PACKOAB Ha COACPAAIMNE HMYLIBCTER)

4.1, M2 HHX Pacxodbl HE ONJAATY TPYAA C
HAMHWCISHHAMHE 112 DEIMNATE N0 onnare |
TPY A pabOTHHEOB,  KOTOpPBIE  He

NMPHHHMAEDT HECNOCPEACTEEHHOID YYACTHA B 090 45
B PCATH3ALHK IpOTOROIA KM HAMEC KO
anpodaiHi
| Hror: 441 558.25 ]
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