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KJIMHUYECKUE PEKOMEH/JIAITUN
(ITPOTOKOJIbI JIEYEHU )

10 JIMATHOCTHUKE U JIEYEHHIO ITALIMEHTOB C TSDKEJIOM

KOMBUHUPOBAHHOM UMMYHHOI HEJJOCTATOYHOCTBIO

Clinical recommendations (Protocols for patient's cure). Diagnostics and treatment of patients

with Severe combined immunodeficiency

1. O0siacTb NIpUMEHEeHUs

Hacrosituii crangapT ycTaHaBiIMBaeT KIMHUYECKHE PEKOMEHJAUUU (MPOTOKOJ JIEYEHUs) IO
JUATHOCTHKE W  JICYCHHIO TMAIMEHTOB C  TSOKEIOH  KOMOWHUPOBAHHOM  MMMYHHOM
HegocratouHocteio (TKMH)  (mamee — mpoTokom), ompenensionuii o0beM U IOKa3aTeau
KAauecTBa BBIMOJTHEHHUS MEIUIIMHCKON TOMOIIM OOJNBHOMY TMPH TMOJO3PEHHUH Ha THKEIYIO
KOMOMHHPOBAaHHYIO HIMMYHHYIO HEJTOCTATOYHOCTb.

Hacrosiuuit crangapt npeaHa3HayeH A NPUMEHEHUS MEIULUMHCKUMHU OpraHu3alUsIMU U
yupexaeHUusIMUA (enepanbHbIX, TEPPUTOPHAIBHBIX W MYHHIIMIIAIBHBIX OPraHOB yMPaBICHUS
3[PAaBOOXPAHEHUEM, CHUCTEM OOS3aTEIILHOTO W JOOPOBOJILHOTO MEIUIIMHCKOTO CTpPaxOBaHUS,
OPYTUMH MEIUIMHCKAMU OpPTraHU3alUsMU Pa3jIMYHbIX OPraHU3allMOHHO-TIPABOBEIX  (QOpM

ACATCIIbHOCTH, HaHpaBHCHHOﬁ Ha OKa3aHHufC MGI[HHHHCKOﬁ IIOMOIIH.

2. HopmaTuBHbBI€ CCHLIKH

B HACTOAIICM CTAaHAAPTC UCIIOJIb30BaHA CCHIJIKA Ha C.HGI[yIOH_[I/Iﬁ CTaHOapT:

['OCT P 56034 — 2014 Kiunuueckue pexoMeHAauuu (IPOTOKOJbI jeueHus). OOmue

ITOJIOXKCHHUA.
11 puMedYyaHue — HpI/I TI0JIb30BAHUHN HACTOSAIIUM CTaHAAPTOM I.Ie.HeCOO6p33H0 IIPOBEPUTH HeﬁCTBMe CCBUIOYHBIX CTAaHAAPTOB B
PIH(l)OpMaL[HOHHOﬁ CUCTEME 06IIIGFO MOJIb30BaHUA — Ha O(i)I/ILII/[aJ'ILHOM caiite CDez[epaanoro aréHTCTBa MO0 TEXHUYECKOMY PEryJIMpOBaHUIO U

METPOJIOTUHU B CETU I/IHTepHeT W 110 €XKEroJHOMY PII-ICI)OpMaHI/IOHHOMy YKazareiro «HHLII/IOHaIII)HI)Ie CTaHIapThI», KOTOpLII\/’I OHYGHHKOBBH o
COCTOSIHAIO Ha | sAHBaps TEKYHIEro roJa, WU IO BBIITYCKaM €KEMECIYHOI'O I/IH(i)OpMaLII/IOHHOI‘O yKazareis ((HaI_II/IOHaJ]BHLIC CTaHAapTeD» 3a
TeKyHIPIfI ron. Ecnm 3aMeHEH  CCBUTOYHBIH CTaHjgapT, Ha KOTOpLIﬁ JlaHa HEIaTHpPOBaHHAs CCbLIJIKA, TO PEKOMEHAYETCS HCIIOJIb30BaTh
HeﬁcTByIOIIIyK) BEPCHIO DTOr0 CTaHAapTa C y'{éTOM BCE€X BHECCHHBIX B JaHHYIO BEPCHUIO u3MeHeHM. Ecnu 3aMeHEeH CChUIOYHBIN CTaHJapT, Ha
KOTOpLIﬁ JlaHa JaTUpOBaHHas CCBUIKA, TO PEKOMEHAYETCS HCIIOJIB30BAaTh BEPCHIO ITOT'0 CTAaHAApTa C YKa3aHHBIM BBIMIE I'OAOM YTBEPKIACHUSI
(HpPIHﬂTI/IS[). Ecnau nocne YTBEPKACHUS HACTOALIECIO CTaHJapTa B CCBUTOYHBII CTaHJapT, Ha KOTOpLIﬁ JlaHa JaTUpOBaHHas CChIJIKA, BHECEHO

U3MCHCHHUE, 3aTparuBarolIee II0JIOXKEHHUE, Ha KOTOPO€ JaHa CCBhUIKA, TO 3TO IIOJIOKECHUE PEKOMEHAYETCS INPUMEHATH 6e3 yue€ta HJaHHOI'O



m3MeHeHust. Ecii cCchUTOYHBIH CTaHJapT OTMEHEH 6e3 3aMEHBbI, TO IOJIOKECHUE, B KOTOPOM JaHa CChUIKAa Ha HEro, pCKOMEHAYETCSA NIPUMCHATH B

qacTHh, HE BanaI‘I/IBa}OIlIeI\/'I OTY CCBIIKY.

3. O0Me moJIoKeHus

[Ipotokon BeneHust OoNbHBIX «J/lMarHocTMKAa W JIEYCHME TMAIMEHTOB C  TSDKEIOH
KOMOWHUPOBAaHHON HMMMYHHOH HEJOCTaTOYHOCTBIO» pa3paboTaH s PEHICHUH CIeAyIOMnX
3a1au:

- OTIpE/IEJICHUs AITOPUTMOB JTMATHOCTHKY U JICYCHHUS TALMEHTOB C TSHKEIO0W KOMOMHHPOBAHHOM
MMMYHHOH HEZ0CTaTOYHOCTHIO

- yHH(QUKAIMU pacyeToB 3aTpaT HA MEIUIMHCKYIO IOMOIIb, pa3paboTKH Mporpamm
00513aTeIbHOTO MEAUIIMHCKOTO CTPAXOBaHMS U TApU(POB HA METUIIMHCKUE YCIYTH;

- OCYIIECTBJIICHUS KOHTPOJIS OOBEMOB, [IOCTYMHOCTH M KauyecTBa MEIAMIIMHCKOW MOMOIIH,
OKa3bIBAEMOM MMALIMEHTY B MEAULIMHCKON OpraHU3aly, B TOM YHCIIE B paMKaX I'OCY1apCTBEHHBIX
rapaHTuii obecredeHus rpakaan OecrIaTHOM MEAUIIMHCKONW TOMOIIBIO.

B HacTosiiemM craHmapTe MCHONb3YyeTcsl YHU(HUIMPOBAHHAS INKaja OLUEHKH YOeIUTEeIbHOCTH

JI0KA3aTeNIbCTB MPUMEHEHUS] MEAUIIMHCKUX TexHoJorui B cootBeTcTBuM ¢ ['OCT P 56034

3.1 OOmmue BONPOCHI
Tsoxemas xomMOWHMpOBaHHAs wWMMyHHas HenoctatouHocTh (TKHUH) - remetmueckn
00yCIIOBIEHHBIH UMMYHOAECPHUINT, XapaKTePU3YIOUINIICS MPAKTUIECKN MOJHBIM OTCYTCTBHEM 3PEJIbIX
T-numdporuToB npu Hanmnuuu win orcyrctBue B m HK mmumdonnTos, uTo Bemer Kk paHHUM, KpaiHe
TSOKENBIM MHQEKIWsM BUPYCHOH, OakTepuaibHOW W TpHOKOBOH JTHOJIOTHH, B TOM UHCIE W
ONIOPTYHUCTUYIECKOH MPHUPOABI M, B OTCYTCTBHE MAaTOT€HETUYECKOIl Tepamuu, CMEPTH B IEpPBHIE J[Ba

roja >KA3HH.

O6mas gactrora TKHMH -1:50 000 moBOpOXaeHHBIX. Cpean OONBHBIX MPeoOIagaroT JUIA MY>KCKOTO

moJia.

B ocHoBe maroreHeza 3a0oiieBaHUSA JIEKUT NOSPUIIUT KIIOYEBHIX (PAKTOPOB, HEOOXOIUMBIX IS
co3peBanus T nmuMmdonnToB. B HacTosmee BpeMs M3BECTHA TeHEeTHYECKas Mpupoaa npumMepHo 15 dopm
TKWH. TI'enernueckue naedexTh, OTBETCTBEHHBIE 3a WX pa3BUTHE, TOKa3aHel B Tabmume 1. X-
CIICINIEHHOE HacleJOBaHWE OTMedaercs mpumepHo B 50% cmydaeB, B OCTalbHBEIX - ayTOCOMHO-

peuecCuBHOC.



Tabnuna 1. 'enernueckne n nMMyHO(peHOTHTTHYECKHE XapaKkTepucTuku 6ompHbIX ¢ TKUH.

Nmmynodenorun | Hedexrt\zaboneBanue | Tum YacroTta (oT Bcex
HacJIeJOBaHUS TKHWH)
T-B- HK- AK2\petukynapuas | AP <1%
JVCTEHE3US
ADA AP 10%
PNP AP 2%
T-B+HK- IL2RG XC 50%
JAK3 AP 5%
STIM AP <1%
ORAI AP <1%
T-B-HK+ RAGI\RAG2 AP 20%
Artemis AP 1%
JHK-nuraza AP <1%




Cernunnos AP <1%

T-B+HK+ IL7R AP 10%
CD3d AP <1%

CD45 AP <1%

Coroning AP <1%

XC, X-cuerieHHBIH TUT HacnenoBanus; AP, ayrocomHo-peneccuBHEIN Tul HacneqoBanus; JAK3,
Janus xunaza-3; IL, uarepneiikun; CD, cluster of differentiation; ADA, anenosurne3zamunasa; PNP,

mypuHHYyKIeo3uadochopmiasa;

3.2 Knaccudukanus
Ha ocHoBanmm pasmuumit B mMmmyHosmormdeckoMm ¢enorune, TKMH moxer ObITh pasngenena Ha 4
rpynnsl: T-B+NK+, T-B-NK+, T-B+NK- u T-B-NK-. Kpome TOro, B 3aBHCUMOCTM OT THIA

HBCJICJOBaHUA MyTallun, BBIACIAIOT aYTOCOMHO-peHeCCHBHLIfI n X-CHCHHCHHBIfI BapUaHTHI.

3.3 KiuHnvyeckasi KaApTHHA
Knunngeckas kapTuHa 3a00JIeBaHNS MPAKTHYECKH HE 3aBUCHUT OT T€HETHUYECKOTO Ae(eKTa.
HckmouenneM ABIAIOTCS NPOsIBIeHU cuHApoMa OMEHH, B OCHOBE KOTOPBIX HaOOJIee YacTo Jexar
myTtanuu reHoB RAG1 u RAG2.
NubeknroHHbIe TPOSBICHUS

Jns 6ompubix ¢ TKMH xapakTepHo paHHee, B TepBble HEAENW W MECAUbl JKU3HH, HAYaJIo
KIMHUYECKUX TMPOABICHHH 3a0oNeBaHus B BHJAE YNOPHOH Juapew, CHHApoOMa MaiababcopOumw,
MHMEKINI KOXHM M CIM3UCTHIX (B TEpPBYIO OYepeab KaHAW03), HPOTPECCHUPYIONIEr0 IOPakKeHHS
pecnupartopHoro TpakTta. Bo3OyaurensMu uHGEKIMA MOTYT SBIATHCS OaKTEpUH, BHUPYCHI, TPHUOHI,
YCIIOBHO-TIAaTOTE€HHBIE ~ MHKPOOpPTaHMU3MBI (B TepByl  odepeab  Pneumocyctis  carinii).

L[I/ITOMCI‘aJIOBI/IpyCHaH I/IH(i)eKL[I/IH IMPOTCKACT B BU/JEC I/IHTepCTI/IHI/IaHBHOﬁ IMHEBMOHWH, TICIIaTUTA,
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xopopetuHuTa. HecMoTpst Ha TO, YTO KaHAMAO03 HE SIBISAETCS PEAKOCTHIO y 3J0pPOBBIX JAETEH MEPBBIX
MecsaneB xu3HU, y OompHBIX ¢ TKMH oH mmeer ymopHBIH, pernuauBUpyOnuil xapakrep. B cimydae
BakiuHanuu pebenka BIK B pommome wmim mozke, XapakTepHO pa3BUTHE PETHOHAPHON W/WIH |
reHepannu3oBaHHOil M.bovis mMHpeKunHu, KoTopas MHpPOSABIAETCA B BHAE YIJIOTHEHHA W Ka3e03HOIO
MOPaKEHHUS B MECTE€ MHBEKIUH, YBEIMUYCHNS PETHOHAPHBIX JIUM(OY3IIOB, CIEHNU(PUIECKOTO TOPaKECHHS
KOXH B BUJIE 3JIEMEHTOB CBINTK WM cTpodynyca. CienyeT MOMHUTH, 9TO Y MHOTHX MianeHnes ¢ TKMH
HE Cpa3y pa3BUBAIOTCA BCE€ BBLIHMICIICPCUYUCICHHBIC CUMIITOMEBI, U B TCUCHUC HECKOJIbBKUX MECAICB OHU
MOTYT pacTH U pa3BUBaThCAd HOPMaJIbHO, ocoOeHHO, ecnu BaknuHanws bIK He Opla mpoBeaeHa mpu
pOXIaEeHUU.

Cunnpom OmeHH

Ocobusikom B rpynne TKHWH croutr cuaapom Omenn (Omenn). Kak Obio ckazaHO BbIIIIE,
HaunOosiee yacTo oH BerpeuaeTcs npu aedexrax reHoB RAG1 u RAG2, xoTs onmcaHsl ciyyan U
napyrux reHeruueckux aHomanuid. Ilomsbiii nepummur RAGI/RAG2 npuBOIUT K pa3BUTHIO
tunnyHoi knmuauku TKUH c denorunom T-B'NK+. Tlpu muccenc MyTanusix reHOB RAGI u
RAG2 ¢ynkius Oenka YaCTHYHO COXpaHeHa. B pesynbraTe HMeEEeT MECTO CO3peBaHHE
OJIMTOKJIOHATBHBIX T TUMQOIUTOB, KOTOPbIE NMPOIUPEPUPYIOT B IepUPEPUICCKUX JTUMPOHUTHBIX
opraHax M HEpeIKO HMMEIOT ayTOJOTHYHYIO HalpaBiIeHHOCTh. llposiBienuem 3aboieBaHUS
SABJISIIOTCA IIPOIPECCUPYIOLINE IPAKTUYECKA C POKIAEHUS CUMIITOMBI DKCCYJAaTUBHOM ChIIU
(3pUTpOJEpMUH), AONEUH, TeNaTOCIUICHOMETAIMU ¢ J1a0OpaTOPHBIMU MPU3HAKAMU TENaTHTa,
TCHEPATN30BaHHOW JMM(paneHonaTuu, IuUaped, a TaKXKe MOBBIIIEHHOW CKIOHHOCTH K

uHEKIsIM, XapakTepHbiM 1 Bcex TKIH.

3.4 OOmme moaxoabl (NPUHIHUNBI) K JHATHOCTHKE THXKeJA0H KOMOMHHMPOBAHHOM
HMMYHHOM HEI0CTATOYHOCTH

Anamues
IIpn cOope cemeiiHoro aHamHe3a Hajo oOpamiaTh BHHMAaHHE HA CIIy9aW TOBTOPHBIX TSKEIBIX
nHMEeKIuil 1 cMmepTel JeTeil B paHHEM BO3pacTe ¢ KIMHUKONW MH(EKIMOHHBIX 3aboneBaHuili. CmepTH
MaJIbYUKOB B HECKOJBKUX MOKOJEHHAX B CEMbE IMO3BOJISIET MpPENNoiarath X- CIUEMJICHHBIH XapakTep
3a0oneBaHus. bBIM3KOPOJICTBEHHBIN Opak y poAauTeNed yBEIMYMBAET BEPOATHOCTH AayTOCOMHO-
pELEeCCUBHON MaTOJIOTHH.
[Ipu ompoce poguTenei cieqyeT yTOUYHHTh OCOOCHHOCTH (PU3MUECKOTo pa3BUTHS peOeHKa, MPHUOaBKy B
BEce, CPOKM BO3HHKHOBEHMS, YaCTOTY U TKECTh MPOABICHHS MHPEKINOHHBIX 3a00JIeBaHUN (quapes,

IrpUOKOBBIE MOPAKEHNS KOXH W CIM3UCTBIX, THEBMOHUU M WH(MEKINH ApYrux Jokanuzanuii). Taxxe
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HE0O0XO0IMMO y3HaBaTh, MpoBoAwIachk jau BakinuHanus BIK B pogmoMe, oTMeuanuch 11 W3MEHCHHS B

Mecte BaknuHanuu BLDK u perrnonapusix muMdoysnax gepes 2-3 mecsia nocie BaKIHHAINHA.

DdusukanpHOE 00CIEIOBAHUE

dusnyeckoe pa3BUTHE

[MammenTtsr ¢ TKUH Hepenko ctpagatot runmoTpodueid BCIeIcTBUE CHHAPOMA MaThaOCopOIInu.

Koka u cimusucrteie

BaxxHo 00paTuTh BHIMaHNE Ha IPOSIBICHUS pETHOHAIBHOTO U reHepann3oBanHoro bI[XKura, a
TaK)Ke Ha HAIM4YNe KaHIUAO03HOTO MOPAKEHUS KOXHU M CIIM3UCTHIX, HATMYHS Malleparuu
nepuaHalbHON 00JacTH (BCIeACTBHE XpoHUUECKor auapen). s cuaapoma OMEHH XapakTepHa
reHepaau30BaHHasA dPUTPOAECPMUS, BEIPAKEHHOE MISTYIIeHe KOKH, BTOPHYHOE HH(PUIMPOBAHHUE C

oyaraMm MOKHYTHUH.

[anenamnus rpynn nepudepuueckux TMMGOy310B

Onenuts pasmepsl nepudeprndecknx numdoysnos. [ns 6onpabix THnnyHeIM TKMH xapaktepra
rUnoniIa3us TuM(GONTHON TKaHHU, B IEPBYIO ouepenb aumM¢poysnos. IIpu cuanpome OMeHH,

HaIlpOTHB, KaK MPAaBWJIO IPHUCYTCTBYET reHEPaTN30BaHHAS TUM(POaCHONATHS.

OneHKa OpIXaTelbHON CHCTEMBI

ITaneBmonnn npu TKUH vepenko umerot satnosoruio P.carinii. Kak n3BecTHo, Takue MHEBMOHUHU
COTIPOBOXKAAIOTCA MPOTPECCUPYIOIIEH TBIXaTeIbHOW HEJJOCTATOYHOCTHIO C TAXHUITHOD, CHIDKEHHEM

caTypaiuu KUcIopoia, OOnIneM KPeMUTHPYIOIINX XPUIIOB.

Ilanpnamus MeYeHH, CeJIE3CHKU

YBenuueHne NeuyeHu OTMEUYAEeTCs HEPEIKO - KaK NMPOSIBICHUE TOKCHYECKOT0 TelaTuTa mpu aedexrax
ITypUHOBOTO 0OOMEHa, KaK MPOosBIeHNE TeYeHOYHOH opMbl MaTepHO-peTanbHoil PTIIX, kak

MMPOABJIICHUEC UMMYHHOI'O I'e€liaTuTa Npyu CUHAPOME OMeHH.

JlaGopaTopHas AMarHOCTHKA

Knuandeckuii aHaan3 KpOBHU

[Ipn nabopaTopHOM 00CIIEJOBaHMHM BO MHOTHX ciydasx BeIABisieTcs nuMmponenus (1000 kinetok B
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MKJI U MeHee). OgHako HOpManbHOE 4Ynciio auMdonuToB He uckimodaeT nuarHo3 TKUH, u moxer
SIBIISITBCSI PE3yJIBTATOM TPaHCIUIALIEHTApHOW mepenadyn ITUMGPOUHUTOB OT MarepH, skcmancun HK u B-
TUM(OIUTOB, a TaK)XKe NMPOSBICHUE OJUTOKJIOHAIBHON mponudepanuu T-TuM(pOIUTOB MPU CHHAPOME
OmeHH.

Ha ¢one octporo n xpoHn4eckoro HH(MEKIHOHHOTO MPOIecca OTMEYAIOTCs JIEHKOIUTO3, HeHTpohues
co caBuroM Qopmyinsl BaeBo. OJHAKO B HEKOTOPHIX CIydasX OCTPHIX MH(PEKIHA KPOBb MOXET OBITh
apeakTHUBHA, YTO 3aTPyIHSAET AMArHOCTHKY HWH(EKIHOHHOTO 3MH307a. B aHamm3ax KpoOBH HEpeaKo

BBIABIIACTCA aHCMUSA, TCHE3 KOTOpOﬁ CBs3aH C XpPOHUYCCKHUM BOCIAJICHUEM.

buoxumMudeckuii aHanu3 KpOBH C 00s3aTeIbHBIM HCCIICAOBAaHUEM MOYCBUHLBI, KpCaTUHUHA,

6mnnpyouna, AnT, AcT, JIAL, LI{®, ratoko3sl HE0OXO0AUM JUTS OLIEHKH MOPaKeHN BHYTPEHHHUX

OpraHoB.

WMMYHOI100YJIMHEI CHIBOPOTKH KPOBH

B GonpmuHCTBE citywaeB y 60apHBIX ¢ TKIH BBIABIAETCS ¢ IEPBBIX MECSIEB )KU3HU BBISBISIETCS
runorammariodyiauaemMus. OJHaKO yYWTHIBAsS HHM3KHE BO3PACTHBIE HOPMBI y JE€TeH IEepBOro roja
KU3HH, OIIEHKa YPOBHS MMMYHOTJIOOYJIMHOB HEPEAKO SBISIETCS MalOMH(GOPMAaTHBHON B IOCTAaHOBKE
nuarHoza TKMH. He crout 3a0miBaTh TakXke, 4TO BBHICOKHE ypoBHU IgG B mepBbIe MECSIBI JKH3HU
00yCJIOBIIEHB! TIEPCUCTEHIINH MAaTEPHHCKOTO0 MUMMYHOIJIOOYJINHA, MOJYYSeHHOI'O TPAaHCIJIAICHTapHO, U
MoryT nmeth Mecto y miaaenues ¢ TKUH. Ilpu cuaagpome OMeHH MOTYT OTMEUaThCSl KaK HU3KHE, TaK
1 HOpMAaJlbHBIE YPOBHH BCEX KJIACCOB MMMYHOTJIOOYJIWHOB, JUISl 3TOTO CHHJAPOMa B TEPBYIO OuYepenb
xapakTepHo noBbimenne IgE. Jlaxe npu HOpManbHON KOHIEHTpAMu UMMyHoOTno0ynnHOB mpu TKMH
WX CHenu(UYHOCTh 3HAYMUTEIHHO CTpPagaeT, dYTO MOXHO ONpEeNeIuTh II0 HHU3KOMY THTPY
MTOCTBAaKIMHAJIBHBIX aHTUTEI B CIy4Yae BaKIMHAINK peOCHKA.

KonmuuectBo u  ¢yukums T-numporuros Kak OBIIO  OTMEUEHO BEHIIE, TMPU MPOBEIACHUU

(eHOTHUIIMPOBAHNUS 3HAYMTENbHOE CHIDKeHHE T nmuMdoruToB BcTpeuaeTcs mpu Bcex gopmax TKUH,
onHako yncino B mumdonntoB m HK kieTok 3aBHCHT OT reHETHUECKOTro Ae(eKTa, Jexallero B OCHOBE
TKWH. Hckmiouennem sBnsgerca cuHApOM OMEH, KOTOPBIH CONPOBOXKIAETCS OJUTOKJIOHATBHON
nponudepanueil T-1uMPOIUTOB, NX YUCIO MOXKET OBITH HOPMAJIBHBIM U JIaX€e TOBBIIIIEHHBIM.

Hnsa Bcex BapumantoB TKUH, Bkmiogas cuaapom OMeH, XapakTepHO CHIDKEHHE MPOJU(epaTHBHON
AKTHBHOCTH JIUM(OLIHUTOB.

IIpm nnarHoctnueckn cnoxHbIXx ciaydasx TKHWH pexomennoBano wuccnemoBanne TREC,
SBISTIOIINXCS KpuTepueM 3¢ dpekTuBHOCTH npoaykunn T-mnMdornutos B Tumyce. Konnenrparus TREC
3HAUNTEIbHO CHIWKeHa 1pu Bcex Bugax TKHWH, HezaBucumo 0T reHeTmueckoro npedexra u

KIINHUYCCKHUX HpOﬁBHeHHﬁ.
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[ToceBrr Onomarepunana (Ha ¢paopy u rpuObl) ¢ ONpPEAEICHHNEM aHTHOMOTHKOYYBCTBUTEIBHOCTH CO
CIM3UCTBIX, W3 o4aroB WH(QEKnuH (BKIIOYas TIOCEB KPOBH M MOYM TIPH COOTBETCTBYIOIIEH
CUMITOMATHKE), a TAaKXKe ITOCeBHl Kajla, OPOHXO0AJIbBEOJIPHOIO JIaBaXka, JUKBOPA W OHMOICHOHHOTO
Marepuajlia HeoOXOAMMO IPOBOAWTH BCETAAa NPH HATWYMM HHPEKIMOHHBIX ouaroB. Heobxommmo
nomMHuTh, uTo npu TKHWH wmHpexknum Hepeaxo BBI3BIBAIOTCS YCIOBHO-NIATOTeHHOHN duopoi. Ilpu
Hagmanu BaknuHanmuu bBI[XK B anamMHe3e HEOOXOAMMO MPOBOJUTH MHUKPOCKONHIO MaTepuaiga C
OKpacKO# Ha KHCIOTOYCTOWYMBHIC OaKTepHH, a Takke BesBIeHHEe M.bovis Mmerogom IIIIP. YuurtriBas
KOMOMHUPOBAHHBII UMMYHOAE(DHUIIUT, HEOOXOAMMO KOHTPOJIMUPOBATH BHUPYCHBIE WH(EKINH, B TIEPBYIO
ouepenib, IUTOMETAIOBUPYCHYIO BUPEMHIO, JIJIS YETO PEKOMEHAOBAHO MCIOIB30BATh KOJIMYECTBEHHYIO

TIITP.

HDOBGILGHI/IG MOJICKYJIAPHO-TCHETHYCCKOI'O aHa/IrM3a

MonekynsipHO-T€HETUUECKON MCCIIEJOBAHUE COOTBETCTBYIOIIMX T€HOB IPOBOAUTCS C IIOMOIIBIO
MIOJINMEPA3HON LIEHOM peaKMy U MOCJIEAYIOIIEr0 CEKBEHUPOBaHUS POLYKTOB.

Tak kak TpaHCIUIaHTaLMs remartono3Tnyeckux cTBooBbIX KieTok (TI'CK) mpu TKUH saBnsercs
€/IMHCTBEHHBIM yCIIOBHEM BBDKUBAHHS STHX OOJIBHBIX, U JOJDKHA OCYIIECTBIATHCS B KpaTyaiiime
CPOKH IIOCJIE€ NOCTaHOBKM auarHosa, HLA-TunupoBaHue IOKHO IPOBOAMTHCA cpa3y IOCIE

nocranoBku guardo3a TKUH.

HNHcTpyMeHTanbHast IMarHOCTUKA
VIbTpa3ByKOBO€ HCCIIEJOBAHUE OPIOIIHONW IOJOCTH U 3a0pIOIIMHHOIO INPOCTPAHCTBA ISl OLIEHKH

BOBJICUCHHOCTHU BHYTPCHHUX OPTaHOB.

Kommnerotepnas tomorpadgus TpyAHOH KIETKH C KOHTPAcTOM - JAaK€ MPH OTCYTCTBUHU
YKa3aHHUH Ha MOATBEPXKJEHHbIE IHEBMOHUU B aHAMHE3€, @ TAKXKE HE3aBUCUMO OT HaIU4us
WM OTCYTCTBHS HW3MEHEHMH INpH peHTreHorpaduu rpyaHoH kieTkn. KommbroTepHas

TOMOTpa(us APYTUX JIOKATU3AMNN - TIO TOKA3aHHIM.

I[pyrue HHCTPYMCHTAJILHBIC HCCIICAOBAHUA - TIPHU HAJIHWYHUU COOTBCTCTBYIOIIHUX KIMHUYCCKHUX

HOKa3aHUM.

[Ipouee

B cBsa3u ¢ Beicokoil wactoToi IIMB-xopuoperunuToB mnocie nocraHoBku auartHoza TKUH

HEO0XO/IUM PeryJspHBII OCMOTp OKYJIHCTA.
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3.5 Oomme noaxoas! (mpuHuunsl) Kk repanuun TKUH

TKHH sBnsieTcsa HEOTHN0XHBIM cocTosiHueM B neauarpun. Ecniu TKMH nuarnoctupoBaHna B nepBbie
MecsAlbl JKU3HM, aJeKBaTHasg Tepanuss u nposelaeHue ajmnoreHHod HLA wuaeHTHuuHol wunm
TalUIONACHTHYHOW TpaHcmaHTanuu cTBoloBbIX KieTok (TI'CK) obecmeunBaeT BeDKHBaHUE Ooiiee
80% manueHToB HEe3aBHCHMO OT (hopmbl MMMyHOnepuuuTa. B ciayuae Oornee mo3nHed AMArHOCTHKH
pa3BUBAIOTCA TsDKeNble MH(EKIINH, IUI0X0 IMOAAI0IIHecs TEPAUH, 1 BBDKHBAEMOCTh HMAIl[HEHTOB PE3KO
majaer.

Cpazy mocne nmoctanoBku auarso3a TKMH geTu 1omKHB HAXOOUTHCS B THOTOOMOJIOTHIECKHUX
yCIIOBUAX (CTEpUIBHBIA OOKC), HE0OX0AMMA MTOCTOSHHAS MPOPUITAKTHIECKAs TIPOTUBOMUKPOOHAs
Tepanwus: IPOTUBOTPUOKOBAS - IIFOKOHA30JI0M, TPO(UIAKTHKA THEBMOILUCTHON HH(EKINN KO-
TPUMOKcCa30JIoM, Tpoduinaktuka LIMB-nH}pekInn raHnuKI0BUPOM, pETyIIsipHAst 3aMECTUTENbHAS
Tepanusi BHyTPUBEHHBIM HMMYHOTTI00ytiHOM. Tak kak B Poccun Baknunanusa BIIK npoBoautcs B
nepBble THU KU3HU, TO AeTH ¢ TKIH B 6onpmnHCTBE c1ydaeB 0Ka3bIBAIOTCS HHPUIIMPOBAHHBIMY, H Y
HuX pazBuBatoTcs BLDK-utel pasnuunoil TspKecTH (0T JOKAJIBHOM 10 TeHEpaTN30BaHHON HH(EKINN).
BIUK nadexnus TpeOyeT Ha3HAUSHHS IITUTENbHON MHTEHCUBHOW MPOTUBOTYOEpKyIe3HOH Tepanuu. B
ClIydae MPUCOeTNHEHNS HH(EKIUI IPOBOANTCS MHTEHCHBHAS IPOTHBOMHUKPOOHAS, IPOTUBOBUPYCHAS
u npotuBorprubKoBas tepanus. Ciexyer 0co60 OTMETHTD, YTO MPH HEOOXOAMMOCTH MPOBEIECHNUS
MepeIMBaHN KOMIIOHEHTOB KPOBH (3pUTPOIMTapHas Macca, TPOMOOKOHIIEHTPAT), CIeAyeT
HCII0JIb30BaTh TOJIBKO O0TydeHHBIE U OT(QIIBTPOBaHHBIE MIpemapaThl. B ciydae mepennBanus

HEOOJTy4YeHHBIX IPUTPOIUTOB U TPOMOOIIMTOB pa3BuBaeTcs nocrrpancdysnonnas PTIIX.

TrcK

IIpoBOAUTCS OT POACTBEHHOIO COBMECTHUMOIO, HEPOJACTBEHHOTO COBMECTUMOTO UM TaIlIO-
HUJEHTHYHOIO JJOHOPA 10 CTAaHJAPTHON METOAMKE, C UCIOIb30BaHUE IPOTOKOJIOB
KOHJIUITMOHUpOBaHUs, pa3padorannbix st TKUH. Ilpn oTcyTcTBHE COBMECTUMOTO POACTBEHHOTO
JIOHOpA Pe3yabTaThl aIuIO-TPAHCIIAHTALUH CPAaBHUMBI C pe3yJIbTaTaMU HEPOACTBEHHOU
TPAHCIJIAHTALUK OT MOJTHOCTBHI0 COBMECTUMOTO JOHOPA, OAHAKO, IPOBEACHUE TaIlIo-
TpaHCIUIAHTAIIMK BO3MOXKHO B KpaTdailline CPOKH, MOITOMY IIPH HECTAOMIBHOM COCTOSHUU

00JILHOTO rarIo-TpaHCIJIaHTallUuA ABJISICTCA HpCZ[HO‘ITHTCHBHOfI.

IIporuos
IMpu ycmemmnoit TI'CK mnporHo3 B menoM OiaronpusiTHBIA, OH BO MHOI'OM OIPENENSeTCs
TsokecThio chopmupoBaBiuxcsa kK MomeHTy TI'CK xponmyeckux ouaroB uHpexkuuu. CpenHss

MPOJOIKUTENHHOCTD kU3HU O00mbHBIX TKIH 6e3 TI'CK — 8 mec.
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3.6 /IucmancepHoe HA0JIKOIEHHE
Kax 6pu1o ckasano Berme, aetd ¢ TKUH no nmpwkuBineHus TpaHCIUIAHTAaTa JOJDKHBI HAXOJUTHCS B
YCIIOBHSIX MAaKCHMAIbHOH HM30JALMHU (B CTepUIbHBIX Ookcax). Ilocie ycmemnoit TI'CK mucnanceproe

HaOII0IeHne B COOTBeTCTBHE ¢ mpoTokonoMm TT'CK.

Pexomennarmu no opopMICHUIO HHBAIUIHOCTH: PEKOMEHI0BAaHO 0(hopMIIeHHE MHBATUIHOCTH.
3.7 CouunajbHasi M ICUXO0JOTMYECKAs] peaduIuTAINSA
Ho mpoenenuss TI'CK B cBsI3M C JKM3HEYTPOXKAIO3MM XapaKTEpoM 3a00JIeBaHUS CEMbE
HE0O0X0UMBI KOHCynbTanuu rncuxonora. Ilpum ycnemnoit TI'CK BO3HOXXKHO HaxoXJE€HUE B
JIETCKOM KOJUIEKTUBE B CpeKH, o0oc3HaueHHbIe npoTokoiom TI'CK.
3.8 Bni0op npodeccun
[Ipu ycnemmno# TI'CK orpanndenuii Her.
3.9 OrTHomEeHNE K POKICHHUIO TeTeH
[Tocne mpoBeaennoii TI'CK Bo3zMosxHO Oecrinozue.
3.10 IIpenarajbHasi JMATHOCTHKA M FeHeTHYECKOE KOHCYJIbTHPOBaHHE
Cembs 6ompHOTO TKH
Heo6xonuma mpeHataigbHas JUarHOCTUKA MPU BCEX MOCIENYIOIUX OCPEMEHHOCTSIX MaTepH B
TaHHOM Opake, pu X-CIIETIJICHHOM BapuaHTe HacJel0oBaHUs U B Jpyrux Opakax. Taxxe npu X-
CIICTIJICHHOM BapUaHTE HACJIEOBAaHUS HEOOXOIMMO TECTHPOBAHME HA HOCHUTEIHCTBO MYTAIUH
cectep OONBHOTO, BCEX CECTEp MaTepu JETOPOJHOTO BO3pacTa, MO MOKAa3aHMAX - JOPYTUX
POJICTBEHHUKOB >KEHCKOTO I10J1a.
bonsnoit TKMH
[IpenaTanpHasi AMAarHOCTHKA  IIOKa3aHa TOJBKO B cliyyae OJM3KOPOJICTBEHHOTo Opaka. Puck
HOCHUTEJBCTBA MTOPAXEHHOI0 reHa cocTasisieT 50%, npu X-clieIeHHOM BapuaHTE HAcJeI0BaHUs
HEoO0XouMoO o0cneoBaHue J1ouepeil OOJIBHOTO 10 JOCTHXKEHUS MMM JIETOPOJHOIO BO3pacTa,

CEMENHOE KOHCYJIbTUPOBAHUE.

4. XapakrepucTuKa TpeOOBaHUM

4.1 Mogean nanuenra. TKUH

O0s3aTenbpHas COCTaBISIONIAST MOJEN Omnucanne coCTaBISIOIEH

Ho3zonoruueckas gpopma Tsoxkenass  KOMOMHHMpOBaHHasE MMMYyHHas
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HEAOCTATOYHOCTD

Cranusg 3a00eBaHus Her
®daza 3a001eBaHus Her
OcnoxHeHus NMmyHHas cuctema

ryMOpaJIbHBI IMMYHOIC(PHIINT.

Knerounslit ”UMMyHOIE(DUIIHT.

[InmeBon, *enyaoK, IBEHaAUATUIIEPCTHAs
KMIIKa

I'actposnTepur.

ToscThIi KUIIEYHUK

Konut

Opransl 3peHus

BupycHBbI1 XOpUOPETUHUT

Hpyrue ocioxHeHUs

Oputpoaepmus. lepmarur.

WHndexmonHbie TposiBICHUS

Kox mo MKB-10 D&1.0-81.9

4.1.1 Kpwurepnu u Npu3HaKHu, ONpeAe/IsONe MO/ie]b NallHeHTa
AHaMHeCTHYECKHE 1 OOBEKTHUBHBIC TaHHBIE:
Cllydyad IOBTOPHBIX TSDKENBIX MH(MEKUUI U cMepTel eTei B JaHHOW ceMbe B PaHHEM BO3PACTE C

KIIMHUKON HH(EKITMOHHBIX 3a00JIeBaHUN

OTCTaBaHUE B POCTE, HATMUUE AUAPPEH, AepMaTUTA

JIOKaJIM30BaHHas uiK reHepanuioBanHas BLDK nndekuns

[THeBMOHMS

Cencuc

JlaGopaTopHble JaHHBIE:

TUMQOTICHHS

orcyrcTBue CD3 nmum¢pounToB, BO3MOXKHO OTCYTCTBHE APYTUX IPYIIT IUM(OIUTOB

CHMIKCHUC PCAKIINN Ha MUTOT'CHBI
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3HaYUTENIbHOE CHWKeHue ypoBHel IgM, IgG, IgA, Bo3MoxkHO moBbliieHue IgE

BBIABJIICHUC MYTalll COOTBCTCTBYIOIICTO 'CHAa MCETOAOM CCKBCHUPOBAHUA

4.1.2 IlepeyeHb MEIUIUHCKHX YCJIYI OCHOBHOIO M JONOJHHUTEILHOIO

aCCOPTHMEHTA

Ilepeuens MmeauuuHckux ycayr (MY) cornacHo «HomeHknaType yciyr B 3ApaBOOXPaHEHUN» JUIS

JMAarHOCTHKH B CTallMOHApe Mpe/icTaBieH B Taduure 1.

Tab6naunma 1 — J[uarHocTHKa B CTallHOHAPE

Yacrorta KpatHocTb
Kog MY HaumenoBanue MY
IIPEAOCTABIICHUS | BBIITOJIHCHUS
Ilpuem  (ocMOTp,  KOHCyJbTalLMs)  Bpadya- . 100
B01.002.001 | ameprosnora-uMMyHOJI0Ta IEPBUYHBIN
ExenHeBHBII OCMOTP BpaduoOM-aJuIEpProIOroM-
MMMYHOJIOTOM C HaOJIOJICHUEM U  yXOJIOM . 100
CpPEIHEro u MJIaJLIEro MEJULIUHCKOTO
B01.002.003 | mepcoHana B OTAEIEHUH CTAllMOHApA
[Tanpmanus npy MaToJIOrMU OPraHOB UMMYHHOM . 100
A01.06.003 | cucremsl
MonexkyaspHO-OHOIOTUYECKOe  HCCIICOBAaHHE . ;
A08.30.008 | MyTanuu reHoB B TKaHIX
A08.30.008 | HLA-TunupoBanue 1 10
A12.06.001.0
1 100
01 Uccnenosanne CD3+ nmumdponuron
A12.06.001.0
1 100
02 Uccnenosanne CD4+ numdponuton
A12.06.001.0
1 100
03 Uccnenosanne CD8+ nmumdponuton
A12.06.001.0
1 100
04 Uccnenosanne CD16+/ CD56+nmumdponnuton
A12.06.001.0
1 100
05 Uccnenosanne CD19+mumdonnTos
A12.06.001.0
1 100
06 Uccnenosanne CD20+mumdonnTos
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Yacrora KpatHocTb
Kog MY HaumenoBanue MY
IIPEIOCTABIICHUS | BHIITOJIHEHUS
A12.06.001.0
1 100
07 UccnepoBanne CD21+mumpornuron
A12.06.001.0
1 100
08 Uccnenosanne CD25+mumdonnTtos
A12.06.001.0
1 100
09 Uccnenosanne CD45+mumdonnTtos
A12.06.001.0
1 100
10 Uccnenoanne CD3+HLADR+numporuToB
A12.06.001.0
1 100
11 UccnenoBanne HLADR=EmumdonuTos
Hccnenosanue YpOBHS CBIBOPOTOYHBIX . 100
A09.05.054 | *MMYHOTJIOOYJIMHOB B KPOBH
OO0t (KITMHUYECKUI) aHaJIu3 KpOBU . 100
B03.016.003 | pa3BepHyTbIil
B03.016.003 | bBuoxumuueckuii aHanu3 KPOBU pa3BEPHYTHIM 1 50
B03.016.003 | Koarynorpamma 1 30
B03.016.006 | Ananu3 mouu oOmmii 1 20
A05.10.006 Perucrpauus 3nekTpokapIuorpaMMbl 1 4
A06.09.007.
1 2
001 Pentrenorpadus rpyJHO#N KI€TKH
A07.09.005. | KommbrorepHass  ToMmorpadus  JEerkux ¢ . 5
001 KOHTPacTOM
A06.30.005. | KomnbrotepHast ToMorpadus OpromHoi MOJI0CTH 08 5
002 C KOHTPacTOM '
[TLIP nuarnoctuka Bo30yauTeNeil B KpOBU 1 30
[MIP nuarHocTHKa BO30yAMTENEd B JaBaKHOM 08 20
KHUJIKOCTU '
[P nmarsHoctuka BO3OyAMTENCH B JUKBOpPE
0.5 20
KHUJIKOCTU
[MuTonornyeckoe UCCIIEJOBaHUE CIIMHHO- 0 .
5
A08.23.007 | MO3roBOM XUAKOCTU
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Kog MV Hanmenosanue MY Hacrora Kparnocts
MPEAOCTABIICHUS] | BBHITTOJIHEHUS
A03.09.001 | bpoHxXocKomnus ¢ TaBaKOM 0.8 2
A05.23.009 | MPT ronoBHoro mo3sra 0.5 1
A03.16.003 | I'actpockonus 0.5 2
A03.18.001 | Komonockonus 0.5 2
IToceB kpoBu 0.5 3
[Toces naBaxa 0.5 2
[Ipuem  (ocMOTp,  KOHCyJIbTalMs)  Bpaya- 02 10
B04.004.001 | ractpo3nTepoiora
IIpuem (ocMOTp, KOHCYNBTAILMA) Bpaya-JETCKOTO 0.2 10
B04.010.002 | xupypra
[Ipuem  (ocMOTp,  KOHCyHIbTalMs)  Bpaya- 02 10
B04.028.001 | otopuHONapuHrosuora
[Ipuem  (ocMOTp,  KOHCyJIbTalMs)  Bpaya- . 20
B04.029.001 | odransmornora
[Ipuem  (ocMOTp,  KOHCyJIbTalMs)  Bpaya- 02 10
B04.023.001 | meBposora

4.1.3 XapakTepucTHMKa AaJIrOPUTMOB M OCOOCHHOCTeH NPHMEHEHH

MEAUIUHCKHUX YCJIYI IPpH JaHHOI MoJeJId MalieHTa

EnunctBennbM kypaTtuBHbIM MeTooM Tepanuu TKWH sBaserca TT'CK. B nepuon noarotoBku
TI'CK koHCepBaTHBHOE JIUeHHE BKIIIOYAET B ce0sl MPOTUBOMHUKPOOHYIO U 3aMECTUTEIBHYIO
TEpaIuio, HalPaBJICHHYIO Ha CTAOMIIM3ALIMIO0 COCTOSIHUSL OOJIBHOTO. M BHYTPUBEHHBIC
MMMYHOTJIOOYJIHUHBI 17151 00JIbHBIX ¢ OBTOpHBIMU HHekmsmMu. TI'CK nmpoBoautcs B

cootBeTcTBUE co cTtannapramu TI'CK.

4.1.4 TpeGoBaHus K JIEKAPCTBEHHOI MOMOIIH CTALMOHAPHOM
TpeboBanust K JeKapCTBEHHON MOMOIIM CTAI[MOHAPHOM MpEACTaBJICHBI B 3aloJIHEHHON (opwme,

[IOKAa3aHHOM B TaOJIULIE.

dapmakorepa AmnaroMmo- MexayHaponHoe Yacrora OpueHTHpOB | DKBHBaJEHT
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IIEBUYECKAL TEpaneBTH HETIATCHTUPOBAHHOE HA3HA4YECHU | OYHas Has
rpynma yecKast HAaNMEHOBaHUE i CyTOYHast KypcoBas
XAMHUYECKas zo3a zo3a
rpynma
CucreMHbIe IPOTUBOMUKPOOHEIE ITpenapaThl 1 - -
AHTHOMOTUKH 1 - -
ITpoTuBOrprOKOBEIE IIpenapaThl 1 - -
IIpoTuBOTYOEpKYI€3HBIE IpENapaThl 0.8 - -
[TpoTnBOBUpPYCHBIE MpenapaThl 1 - -
lManuuknoBup 1
[TpoTHBOITHEBMOLIMCTHBIE ITpEeNapaTsl 1 - -
bucenron 1 200 18000
HNMMyHOMOIyIMpYIOIINE ITpenaparsl 1 - -
NmmyHHBIE CBIBOPOTKH | - -
UMMYHOTJIOO0YTHHBI
NMMyHOII100y1MH 1 250 mr 3000 mr
YCJIIOBCKaA
HOPMAaJIbHBIN
I'mroKOKOpTHKOCTEPOU B 0.5 - -

[IpuBenennsie B ¢GopMe I03bI MPENapaToB SBISIOTCS YCPEAHEHHOW BEJIMYMHOM. B kaxaom
KOHKPETHOM Cllyyae J103a  JOJDKHA OBbITh MojoOpaHa MalMeHTy HHIUBUAYalbHO, COTJIACHO
MHCTPYKLMU K IPUMEHEHHUIO JIEKAPCTBEHHOrO Ipenapara. JKBHUBAJIEHTHas KypcoBas [03a —

paccunTaHa Kak J103a IpU CPeaHEN MPOJOIKUTEIBHOCTH TEPANNU 3 MecALa.

4.1.5 XapakTepucTHKH aJIrOpUTMOB H OCOOCHHOCTEH NPHMEHEHHs
MeIHKAMEHTOB
Bce Oompabie ¢ TKHWH saBnsiorcss KaHaugatamMu JJisi  TPOBEACHUS  TPaHCIUIAHTALUU
remaronodtudeckux cTBOJIOBBIX KiIeTOK (TT'CK), xak equHCTBEHHOrO KypaTHBHOI'O METOAA

nanHoro 3aboneBanusi. Ha mepuwon moarotoBku k TI'CK ¢ MOMEHTa MOCTaHOBKM JHMAarHo3a
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OosbHBIC JOJDKHBI  II0Jy4aTh IIOCTOSHHYIO  3aMECTUTENbHyK Tepanuio BBUI,
npopUIAKTHIECKYIO TEPAIHNIO aHTHOAaKTepUAIbHBIMU, IIPOTUBOBUPYCHBIMU U
MPOTHBOIPUOKOBBIMU IIpENapaTaMu, APYTYIO TEPANHUIO — M0 TTOKA3aHUSAM.

[Ipu Bo3HUKHOBEHMH HH(peKIMH Ha (QoHE NPOPUIAKTHUECKOW Tepanuu HEO0OXOAUMO
HEMEJUICHHOE Ha3HAUYEeHUE AaHTUOAKTEPHAJBHBIX IPENapaToB MIUPOKOTO CHEKTpa ACUCTBUS

MIap3HTEPATIBHO.

4.1.6 TpeGoBaHusi K PpekUMY TPYyAa, OTAbIXa, JeYECHUS WJIH
peaduanTanumn
Ha nepuon moaroroBkn k TI'CK m  no momenTa npumBieHus TpaHciutanrata nocie TI'CK

00JIHHOM JOKEH HAXOAUTHCS B THOTOOMOIOTHUECKHUX YCIOBHSIX (B CTEPHIIBHOM OOKCe).

4.1.7 TpeOoBanusas K YyX0Ay 32 NAUMEHTOM H BCIOMOraTeJbHBIM

npouexypamM

YXOI[ 3a MaUCHTOM HOJDKCH OCYHICCTBIIATHCA C COGJIIO,Z[GHI/IG paBUJI aHTUCCIITUKU.

4.1.8 XapakTepucTHKa MEpONPHUATHI IO YXOAY 32 NALMEHTOM
C MOMEHTa NOCTaHOBKM JMAarHo3a Tepamnusl MPOBOJUTCS HCKIIOYHUTEIBHO B KPYIJIOCYTOUYHOM
ornenenun JIITY, koTopoe NOIKHO MMETh B CTPYKType OTAENIeHUE (MajaTy) aHECTE3HO0I0TUH-
peaHuMaIyy, OTACJICHUE XUPYPTHH, CIIOCOOHOE BBIMONHATH TOpaKajbHbIE W a0JOMUHAIBHBIC
orepauuu 000N cremeHW cinoxkHOCTH. Kpome Toro, HeE0OXOOMMO HMETh B INTaTe
racTpod’HTEpOJIOTra,  HeBpomaTtojora, okymucra, JIOP-Bpaua. OOs3aTenbHO — HaIM4uue
IIUTOJIOTUYECKOH, MMMYHOJIOTHYECKOH, OaKTepHOJIOrHYecKol, OMOXMMHYECKOH U 3KcIpecc-
nabopatopuii. B kparuaiimime cpokn HEOOXOAMMO TMEPEeBECTH OOJBHOTO B YUpEXKICHHE,

umeroiee onwiT poBeneHus: TI'CK 6onpabivM ¢ TKIH.

4.1.9 TpeGoBaHus K AHETHYECKNM HA3HAYCHHUAM U OTPAHUYCHUSIM
Vcnonp30BaThk MUILy, MPOMISAIIYI0 TEPMUYECKYIO0 00paboTKy. J{1si MUThS UCTIONB30BaTh TOJIBKO
OyTBUIMPOBAaHHYIO MJIM KUIISTYEHYIO BOAy. Henb3s ynorpeOuars B MUILy IpOayKTHI, COAEpIKAIIIe
KHBBIC OaKTepHaJbHbIC U IPUOKOBBIE KYJIBTYpHI (OHMOKe(UpPbI, ONOMOTYPTHI, CHIPHI C IJIECEHBIO),
NPOAYKTHl OpOXXKEHHMS W CKBallUMBaHMs (KBalleHHAs KamycTa, KBac M ap). llpm Hammuum

aJUICproaHaMHe3a UCKITIOYAaTh NPUYUHHO-3HAYUMBIC ITPOAYKThI
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4.1.10 Oco0enHocTn HMHGPOPMHUPOBAHHOTO J00POBOJIBHOIO0  COrJIACHUS
NaNMeHTa NpPH BbINOJHEHHH MPOTOKOJIA BeleHHs OO0JbHBIX H
JAONOJIHUTEIbHASA HHPOPMALHS JJISl NALHEHTA H YICHOB ero ceMbH
WNudopmupoBanHOe T0OPOBOJBHOE COTJIACHE MALMEHT (OMEKyH MalMeHTa) JaeT B MUCbMEHHOM
BU/IE.
[Tanmenty (omekyHy) cieayeT OOBSACHUTh HEOOXOAMMOCTh W TpaBWiIa PEXHMa, JUETHI,
HEoO0XouMOCTh Tepanuu, Bkimoyas nposefenne TI'CK, u mimoxod mporHo3 Ui KU3HU ITUX
MAIMEHTOB B LIEJIOM.
4.1.11 IIpaBuja u3MeHeHHs TPeOOBAHUH NPH BBINOJHEHUH NPOTOKOJA H
NpeKpamieHue AelicTBUs TpeOOBaAHMI NPOTOKOJIA
[Ipotokon nepecraer aevictBoBaTh nocie BoinonHenus TI'CK (MeaunuHckas moMoIb nNauueHTy

OKa3bIBACTCs B COOTBETCTBUU ¢ TpeboBanusiMu nportokoia TI'CK).

4.1.12 Bo3MokHBIE HCXOABI M X XapPAKTEPUCTHKA
Bosmoskusbie ncxoasl TKUH 1 ux xapakTepucTrKa npecTaBiIeHbl B TaOIuUIe 3.

Ta6nuna 3 Bo3moxusie ucxoasl TKMH u ux xapakrepucTtuka

[IpeemcTBEHHOCTH
OpueHTHPOBOYHOE
Yacrora u JTaIHOCTh
HaumenoBanue Kpurepun U | Bpems
pa3BUTHSA, OKa3aHus
ucxojaa IIPU3HAKU JOCTUKEHUS
% MEIULMHCKON
ucxoja, JeT
IIOMOUIH
TI'CK Brimonnenune TT'CK [Tanuent Benercs
60 2 1o IIPOTOKOITY
TI'CK
JleranbHblil HCXON Hacrynnenue cmepru
B pe3ynbTare
MHQEKITMOHHBIX /
40 0.8 —
reMopparu4eckux
OCJIO)KHEHUH,
3JI0Ka4E€CTBEHHBIX
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HOBOOOpa3oBaHUI

SFpa«bnquKoe, cxeMaTH4ecKoe U TA0JM4YHoe NnpeacraBjJdCcHUus MPOTOKOJIAa

He npengycmotpeHsl.

6. MounTOpUpOBaHHE NMPOTOKOJIA

6.1 Kputepum ¥ MeTOAO0JIOTHSI MOHHUTOPMHIAa M OUleHKH 3¢ dekTHBHOCTH
BBINOJTHEHHS TPOTOKO.1

MonuTopupoBaHH€e NMPOBOJUTCS B MEAMIIMHCKUX OpraHU3alUsaX, OKa3bIBAIOIIUX CTALlMOHAPHYIO
MEeUATPUIECKYIO TTIOMOIIb OOJIBHBIM.
VYupexneHne, OTBETCTBEHHOE 3a MOHHUTOPUPOBAHHUE HACTOSILErO IMPOTOKOJA, Ha3HAYalOT B
YCTaHOBJIEHHOM  mopsake. [lepedeHb MEOUIMHCKUX: YUYPEXKIEHUH, B KOTOPBIX IPOBOIST
MOHHUTOPHPOBAHUE HACTOSLIETO IPOTOKOJIA, ONPEAEIIAET EXKETOAHO YUPEXKIECHUE, OTBETCTBEHHOE
32 MOHMTOpUpPOBaHHE. MeIUITMHCKIE OpraHu3aiuy HHPOPMHUPYIOT O BKIIOYCHUHU B MEPEUYCHb 110
MOHHUTOPHPOBAHUIO IPOTOKOJA MHCbMEHHO.
MoHuTOpHpOBaHUE MMPOTOKOJIA BKIIIOYAET B CeOsl:
- cOop nH(popMaIMK O BEACHNUH MALMEHTOB C quarHoctupoBaHHbiM CBO;
- aHaJIM3 NOJYUYEHHBIX JaHHBIX;
- COCTaBJIEHHE OTYETA O pe3yJIbTaTax MPOBEACHHOIO aHAJIN3A,
- mpeacrasieHue ordera B OGenepalbHblil OpraH UCIIOJIHUTEIBHOMN BIACTH.
HcxonuapiMu MaTeprazamMy IPU MOHUTOPUPOBAHUU SIBIISIIOTCS:
- MEIMIIMHCKAs JOKYMEHTALHS;
- Tapu(bl HA METUIIMHCKUE YCITYTH;
- LIEHbI HA JIEKapCTBEHHBIE MPENapaThl.
[Tpu HEoOXOAMMOCTH MPHU MOHUTOPUPOBAHMM CTaHIAPTAa MOTYT OBITh HCIIOJIb30BAaHBl U UHBIE
MEULMHCKUE U HEMEIUIIMHCKUE IOKYMEHTBHI.

6.2 I[IpuHIUNBI pAHAOMHU3ALUHU
B nacrosmem npoTtokosie paHmomMuzanus (MEAMLIMHCKUX YUPEXKACHUMH, MAlMEHTOB M T.JI.) HE

IIpelyCMOTpEHA.
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6.3 TIlopsiiok OLeHKHM M JOKYMEHTHPOBAaHUS MOO0YHBIX adPexkToB M Ppa3BUTHUSA
OCJIOKHEHH I

Hudopmanuio o moObouHbIX 3 (hekTax JeKapCTBEHHBIX CPEACTB, BOSHUKIINX B MPOIECCE BEACHUS
OOJIbHBIX, PETUCTPUPYIOT B OTUETE.

6.4 IIpomesxkyTo4yHasi CIEHKA M BHeCeHHe H3MEHEHMI B IPOTOKOJI
O1ieHKa BBIMOJIHEHUS CTaHAapTa IPOBOIUTCS OJIMH pa3 B TOJ MO pe3yjIbTaTaM aHaIu3a CBEIACHUH,
MOJIyYSHHBIX IIPU MOHUTOPHPOBAHWHU. BHeceHue M3MEeHEHUIl B MPOTOKOJ MPOBOAMUTCS B CIIydae
MOJTy4YeHHs UH(GOPMAIIMU MIPH MOJTYUYEHUH YOCTUTEIbHBIX TaHHBIX O HEOOXOIMMOCTH U3MEHEHUI
TpeOOBaHUI MPOTOKOJIA 003aTEIBHOTO YPOBHS.

6.5 Ilopsanok M MCKJIIOYEHHS MAIMEHTOB U3 MOHUTOPHHIA
[TaneHT cumTaeTcss BKJIIOYEHHBIM B MOHUTOPHPOBAaHME TpW ycTaHOBiIeHHMH aumarnosza CBO.
HckinroueHne U3 MOHHUTOPUPOBAHHUS MPOBOJIUTCS B ClIy4yae HEBO3MOXKHOCTU IPOJOKEHUS
HaOII01eHUS.
B sTOM cnyuae B 0TuéTe perucTpupyercs NpuurnHa UCKIIOYEHUS MalleHTa U3 IPOTOKOJIA.

6.6 IlapameTpbl OLIEHKH Ka4eCcTBA )KM3HM MPHU BHINOJHEHUHU MPOTOKOJIA
OneHka KayecTBa JKM3HM TAIMEHTa TPH BBINOJIHEHUH HACTOSALIETO MPOTOKOJIA HE
IPeIyCMOTPEHA.

6.7 OueHka CTOMMOCTH BBINOJHEHHS NMPOTOKO0J1Aa U LeHbI Ka4YecTBa
Pacuer 3arpar Ha BBINOJHEHHE MHUHUMAJIBHOTO 00bEMa MEIUIIMHCKON MOMOIIU IO MPOTOKOIY
IpOBOJAT MO (opMysie, YTBEPKICHHOM B YCTaHOBJIEHHOM mopsnake. [Ipu oueHke 3aTpar
YUUTBIBAIOTCS BCE MEAULIMHCKHUE YCIYTH, JIEKapCTBEHHbBIE CPEJICTBA, HA3HAUYECHHBIC MTALIUEHTY.
[Ipu BrJIIOYEHHMM B IUIaH OKa3aHUS MEAMLIMHCKOW TOMOIIM YCIYT W JIEKApPCTBEHHBIX CPEICTB
JOTIOJTHUTEIBHOTO ACCOPTUMEHTAa OHHU BKIIIOYAIOTCS B PACCUYUTHIBAEMYIO OOIIYI0 CTOMMOCTh
BBITTOJIHEHUS IPOTOKOJIA.

6.8 CpaBHeHue pe3yJbTaTOB
[Tpu MOHMTOPUPOBAHUM CTAHAAPTA €XKETOIHO MPOBOAUTCS CPABHEHHUE PE3yJIbTATOB BHIMOIHEHUS
TpeOOBaHUI MPOTOKOIIA.

6.9 Ilopsnox ¢popMupoBaHHs 0TYETA
B exeromHelii oTyeTr O pe3ynbTaTaX MOHUTOPHUPOBAHUS BKIIIOYAIOTCS KOJIMYECTBEHHBIE
pe3yabTaThl, MOJyYEeHHBIE MPU pa3pabOTKe METUIMHCKUX KapT, U UX KadeCTBEHHBIH aHAIIU3,
BBIBO/IbI, IIPEJIOKEHUS 0 aKTyaIU3aluu IPOTOKOJIA.
OTueT mpencTaBiseT B OPraHMU3ALMUIO, OTBETCTBEHHYIO 33 MOHUTOPHPOBAHME HACTOSIIETO

IIPOTOKOJIA.
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Pe3ynbraThl OTYETA MOTYT OBITH OITyOJIMKOBAaHBI B OTKPBHITON MIEUATH.
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[Tpunoxxenune A

(cipaBouHOE)

YHupUUUpoBaHHAas [IKaJIa OLIEHKN YOeIUTEeIbHOCTH T0Ka3aTebCTB 1IE€IeCO000pa3HOCTH

MNPUMCHCHUA MCIUIUHCKUX TEXHOJIOT U

YHu}UUUpoBaHHAS LIKaJIa OLEHKU BKIIOYAET B CEOSL:

- YPOBEHb YOEIUTENbHOCTH JI0Ka3aTelbcTBAa A — 0Ka3aTeIbCTBA YOCIUTENbHBI: €CTh BECKHE
JI0Ka3aTeIbCTBA MPEATIaraeMoro yTBEPIKICHHUS;

- YpoBeHb YOEIUTENBHOCTH JlOKa3aTenbCcTBa B — OTHOCUTENbHAas yOEIUTEIHHOCTD
JI0Ka3aTeNIbCTB: €CTh JOCTATOYHO JO0KA3aTEeNbCTB B MOJIb3Y TOTO, YTOOBI PEKOMEHOBATh TaHHOE
NIPEIOKEHHE;

- YPOBEHb YOESIUTEIHHOCTH OoKa3aTeabcTBa C — JOCTATOUHBIX J0KA3aTEILCTB HET: HMEIOIINUXCS
JI0Ka3aTeIbCTB HEIOCTATOYHO ISl BHIHECEHUS PEKOMEHIAllMU, HO PEKOMEHAALUU MOTYT OBITh
JaHbI C YYETOM MHBIX 00CTOSITEIILCTB;

- YpOBeHb YOEIUTENbHOCTH J0Ka3aTeNbcTBA D — JHOCTaTOYHO OTPUIATEIbHBIX TOKAa3aTeIbCTB:
UMEeTCs JIOCTaTOYHO JIOKA3aTeNbCTB JUIS TOrO, YTOOBl PEKOMEHJOBATh OTKA3aThCS OT
NPUMEHEHHUS J]a WHOTO JIEKAPCTBEHHOT'O CPEJCTBA B KOHKPETHOW CUTYallUH;

- YPOBEHb YOeIUTENBbHOCTH JOKa3aTeabcTBa E — Beckue oTpuLaTeNbHbIE T0Ka3aTeNbCTBA: €CTh
JOCTaTOYHO YyOeIUTENbHbIE [0Ka3aTeIbCTBA I TOrO, YTOOBI HCKIIOYUTH JIEKApPCTBEHHOE

CPEICTBO MU METOAUKY U3 PEKOMEHAALIUM.
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