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KJIMHUYECKUE PEKOMEHIALIAN
(ITPOTOKOJIBI JIEUEHUS)
T10 IUATHOCTHKE U JIEYUEHUIO TTALIMEHTOB C CUH/IPOMOM BUCKOTTA-
OJIIPMYA

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

with Wiscott-Aldrich syndrome

1. O0Js1acTb NpUMEHEeHUs

Hacrosinuii crangapT ycTaHaBiIMBaeT KIMHUYECKHUE PEKOMEHJAUUU (MPOTOKOJ JIEYEHUs) IO
JTUArHOCTUKE M JICUEHHUIO MAIlMEHTOB C CHUHApoMoM Buckorra-Onapuua (manee — MpOTOKOI),
OTIPEACTISAIONIUN 00hEM U MOKA3aTeNH KaueCTBA BBHIMOTHEHHUS] METUIIMHCKOW MOMOIIU O0JIBHOMY
P T0JI03peHUHU Ha cuHApoM Buckorra-Onnpuya.

Hacrosiuuit crangapt npeaHa3HayeH A NPUMEHEHUS MEIULUMUHCKUMHU OpraHu3alMsIMu U
yupexIeHUusIMU (enepanbHbIX, TEPPUTOPHATBHBIX W MYHHIIMIIAIBHBIX OPTraHOB yMPaBICHUS
3[PAaBOOXPAHEHUEM, CHUCTEM OOS3aTEIILHOTO W JOOPOBOJILHOTO MEIUITMHCKOTO CTpPaxOBaHUS,
OPYTUMH MEIUIMHCKAMU OpPTraHU3alUsMU Pa3jMYHbIX OPraHU3allMOHHO-TIPABOBEIX (QOpM
NesTeIbHOCTH, HAIPABJIEHHON HA OKa3aHME MEIUIIMHCKON MOMOIIH.

2. HopmaTuBHbBI€ CCHLIKH

B HACTOAIICM CTAaHAApPTC UCIIOJIb30BaHA CCBHIJIKA Ha CJIGIIyIOH_[I/Iﬁ CTaHOapT:

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

IIOJIOKEHUS.
IIpumeganue — Ilpu nomp30BaHUM HACTOAILINM CTAHAAPTOM II€I€CO0OPA3HO MTPOBEPHUTH
JIeHCTBHE CCBUIOYHBIX CTaHAApTOB B HWHPOPMAIMOHHONW CHCTeME OOIIero MOoJb30BaHUS —  Ha

opunnanpHOM caiite PenepaabHOTO areHTCTBA 0 TEXHUYECKOMY PEryJIHMpPOBAHHIO M METPOJIOTHH B CETH
WHuTepHeT niam mo exXeroqHoMy HH()OpPMaNIHOHHOMY yka3zaTento «HarmoHanpHbIE CTaHAAPTHDY, KOTOPHII
ONMyONMKOBaH MO COCTOSHHIO Ha | SHBaps TEKyHmIeTO ToJa, M 10 BBINYCKAM E€XEMECSIJYHOTO
nH(pOPMAIIMOHHOTO yKa3arens «HannonansHble CTaHAAPTHD 3a TeKylui roja. Eciu 3aMeHéH cChUIOYHbII
CTaHAApT, HAa KOTOPBIM JaHA HEAATHUPOBAHHAS CCBUIKA, TO PEKOMEHIYETCSl UCIOJb30BATh JEHCTBYIOLIYIO
BEPCUIO ITOr0 CTAaHJApTa C Y4ETOM BCEX BHECEHHBIX B JIAHHYH BEPCHI0 M3MEHEHUU. Eciu 3aMeHeH
CCBUIOYHBII CTAaHIApPT, Ha KOTOPBIA JaHa JAaTUPOBAHHAs CChUIKA, TO PEKOMEHIYETCS HCIIONb30BaTh
BEPCHIO D3TOTO CTaHJAapTa C YKa3aHHBIM BBINIE TOAOM yTBepxkJaeHHs (mpunsaTus). Ecmm mocie
YTBEPKICHHUS HACTOSILEr0 CTaHAAapTa B CChUIOYHBIM CTaHAApT, HA KOTOPBIA AaHA JAaTUPOBAaHHAs CChLIKA,
BHECEHO HU3MEHEHHME, 3aTparuBarollee II0JOKEHHE, Ha KOTOPOE JaHa CChLIKA, TO 3TO IOJOKEHUE
pEeKOMEHIyeTCs MPHUMEHATh 0e3 ydeTa JaHHOTO M3MeHeHHs. Ecnm cchlmouHBIH CTaHIapT OTMEHEH 0Oe3
3aMEHBI, TO IOJIOKEHHE, B KOTOPOM JaHa CChUIKA Ha HEro, PEKOMEHJYETCS NPHUMEHSATh B 4acTH, He
3aTparuBarolllel 3Ty CChUIKY.



3001mme NoJ0KeHuA

[Tporokon BenmeHus: OONBHBIX «J{MAarHOCTUKA U JIEYCHHE MAIMEHTOB C CHHAPOMOM Bmckorra-
Onnpuuay pazpaboTaH IS pelIeHHA CIeIyIONINX 3a1a4:

- ONpeAeNiCHUs aJITOPUTMOB JIMAarHOCTUKUA W JIEUYEHHUs NAlMEHTOB C CHHJIpOMOM Buckorra-
Onnpuua:

- yHUQUKAMK PACYETOB 3arpaT HA MEIUIMHCKYI IOMOIb, pa3padOTKH MPOrpaMMm
00513aTeTLHOT0 METUITMHCKOTO CTPaXOBaHUs U Tapu(OB HA METUITUHCKUE YCIYTH;

- OCYIIECTBJICHHUS KOHTPOJIS OOBEMOB, JOCTYTHOCTH M KadyecTBa MEAMIIMHCKOW MOMOIIIH,
OKa3bIBAEMOMW MALIMEHTY B MEAUIIMHCKON OpraHU3allii, B TOM YHCIIE B paMKaX roCy/1apCTBEHHBIX
rapaHTuii obecredeHus rpakaad OecrIaTHOM MEAUIMHCKONW TOMOIIBIO.

B Hacrosimem craHmapTe HCMONB3YeTCs YHU(PUIIMPOBAHHAS IIKala OLUEHKH YOeIUTEITHbHOCTH
JI0KA3aTeNIbCTB MPUMEHEHUS MEAUIIMHCKUX TexHoJoru B cootBeTcTBuM ¢ ['OCT P 56034

3.1 OOmmue BONPOCHI

Cunapom Buckorra-Ongpuua (CBO) - X croemieHHbIE KOMOMHMPOBAaHHBIA TEPBUYHBIN
UMMYHOJICUIUT, A KOTOPOTOo, IMOMHUMO MMMYHOJIOTUYECKMX HApYLICHUH, XapaKTEepPHbI
TPOMOOIIUTONCHUSI C MaJbIM pa3MepoM TPOMOOIMTOB W aronuyeckuil nepmatut. Kak u ams
Ipyrux KOMOMHHMPOBAHHBIX MMMyHoeduuuToB, s CBO Takke xapakTepHa BBICOKas 4acTOTa
ayTOMMMYHHBIX U OIlyXOJIEBBIX OociiokHeHMH. CunapomoM Buckorra -Onapuya cTpagaroT auna
My>KCKOoro mona. OJHAaKo eCThb COOOIIEHHS O EIWHUYHBIX Ciydasx 3a0oJieBaHUS JEBOYEK
(cBsi3aHHBIE € HECIy4dallHOM MHaKTHBaLMEW 310poBoi X-xpomocowmsl). B momymsuuun CBO
BcTpeuaercss ¢ yactorod 1 na 250 000 manbumkoB. Ha nansbiiit Moment CBO sBisietrcs
3a0oJeBaHUEM C TMOpakeHUeM enuHCTBeHHoro reHa WASP, pacnonaratomierocs na Xpll.23.
benox WASP skcrnipeccupyercss UCKIIIOUUTENBHO B KJIETKAX reMarono3tudeckoro psaga. WASP
HEOOXOIUM JUIS PEOPraHU3alU KIETOYHOTO ITUTOCKENETa, YTO UTPAaeT BaKHYIO POJIb B TAKUX
(GYHKIMAX KIETKH, Kak (opMUpOBaHHME MMMYHOJOTHYECKUX CHHAICOB, JBI)KEHHE KIETOK, a
TaKXKe MepeMelleHue OeNKOB BHYTPM KIETKM. MyTalu TeHa NPHUBOJSAT K 3HAYUTEIBHOMY
CHIDKCHHIO WJIM TOJHOMY OTcyTcTBUIO Oenka WASP. CreneHp BBIpa)KEHHOCTH MPOSIBICHHUMA
BapbUPYeET MEKIY OOJIBHBIMH, U YACTUYHO KOPPEIUPYET C KOHLIEHTpAIMel Oenka B KJIETKaX, 4To
B CBOIO OUY€PE/lb, 3aBUCUT OT JIOKAJIM3aLUU U BU1a MyTallUH.

Hwmeromuecs: UCCIeOBaHUS TO3BOJISIIOT TPEATNONIONKUTh, 4To TpoMboruronenus npu CBO B
OCHOBHOM CBSI3aHa C TMOBBIILICHHBIM pa3pylIeHUEeM TPOMOOIIUTOB.

3.2 Knaccudukanus

Ha nanublii MOMEHT He cymiecTByeT enuHoi kiaccupukanun CBO. HawubGonee wacrto
UCTIONb3yeMOW sBiIseTcsl OanbHas cucreMa, omnucaHHas B o03ope Ochs 1998. Dra cucrema
OCHOBBIBACTCS Ha YTBEPXKAECHUH, uTO Y Bcex O00snpHBIXx CBO mpucyTcTByeT TpOMOOLUTONICHUS, U
YTO y OOJNBIIMHCTBA OOJIBHBIX PAa3BHUBACTCS MMMYHOAC(DUIUT Pa3sHON CTENEHU BBIPAKEHHOCTH.
OrcyrcTBHE AepMaTuTa  WIM JIETKMM aTONWYECKUM JepMaTUT, MOAJAIOUIUIICS MECTHOMY
JICUCHUIO M JIETKHE, HeuacThle MH(MEKUUH, MPOXOoAsdlIre 0e3 OCIOKHEHHH, COOTBETCTBYIOT
nerkomy TtedyeHuto CBO (1-2 Oamma). Tsokenslid  JepMaTHT, PEKYpPPEHTHbIE WH(EKIHNH,
ayTOMMMYHHBIE 3a00JIeBaHUSI W 3JI0KQUECTBEHHbIE HOBOOOPA30BaHMS XapaKTEpPHBI I TaK
HazbiBaeMoro kiaccudeckoro CBO, koTopslil onieHuBaetcs B 3 - 4 O6amna (cpeaHe-TsHKENbIin) u 5
0ayIoB (TSHKETBIN)



3.3 KiuHnyeckasi KApTHHA

OOm1ast xapaKTepUCTHKA

Tsoxects mposBneHuii 3a0oneBanus y OonbHbIX ¢ CBO BappupyeT OT MHTEPMUTTHPYIOLICH
TPOMOOIIUTONIEHUH C MHUHUMAJIBHBIMU TE€MOPPArHUeCKUMH TPOSBICHUAMU OO TSHKEIOTO
3a00JIeBaHUs C BBIPAKCHHBIM MH()EKIMOHHBIM U ayTOUMMYHHBIM CHHIpOMaMH. Takum o0pas3om,
Ha HACTOAIIMM MOMEHT HE YAAJOCh YCTAHOBUTh YETKOM KOPPENALUU MEXAY THKECThIO
3a00JIeBaHUs U TUTIOM MyTalu. PacxoxIeHHst MeXAy HECKOJIBKUMH IPyIIIaMU UCCIIe0BaTeNeH
MOTYT OOBSICHATBCSA OTCYTCTBHMEM ueTkoi kiaccupukanmu CBO wu, kak cieiacTBue 3TOro,
HCCIIeI0OBATENU KIAaCCU(PUIUPYIOT OONBHBIX CO CXOAHOM BBIPA)KEHHOCTHIO 0OJIE3HU MO-PAa3HOMY.
Tem He meHee, B 11eIOM OOJIBIIMHCTBO MUCCEHC MyTauuil B 1 M 2 3K30HE CONPOBOXKIAIOTCS
JIETKUM TeUeHHEM 3a00JIeBaHus, Ipyrue MyTalllH KaK MPpaBUiIo BeAyT K Tsokesnomy CBO.

I'emopparnueckuii CUHAPOM

Cpennuit Bo3pact nocranoBku auarsoza CBO no nanubeiM uccnegoanust 1994 rona cocrasisiet
21 mecan, u'y 90% OG0JbHBIX reMOpPPAarnyecKhii CHHIPOM MPUCYTCTBYET B MOMEHT IOCTaHOBKH
nuarHosa. ITockonbKy TPOMOOLMTONEHHS, KaK MPAaBUIIO, OTMEUYAETCS C POXKICHHS, 3a00IeBaHNE
MOKET MaHU(ECTHPOBATH KPOBOTECUCHUSIMH M3 MYTIOYHONW PaHKH, a TAK)KE TAKUMH CUMIITOMaMH,
KaK MEJIEHa, JMHCTAKCUC, IeMaTypHs, NETeXUallbHas Cblllb, a TAKXKE >XU3HEYTPOKAIOLIUMU
BHYTPUYEPEIIHBIMU M JKEITYJOYHO-KUIIEYHBIMU KPOBOTEUYEHHUAMH. KpOBOTEUEHMS SBIISIFOTCS
OCHOBHOM NpuunHOi etanbHocTH pu CBO.

VY HekoTophix 601bHBIX ¢ CBO TpoMOOIMTONEHUSI U TeMOpparu4eckue MposBICHUS SBIISIOTCS
€IMHCTBEHHBIMHU CUMIITOMAaMHU 3a00JIeBaHUs, M Ha IPOTSDKEHUH MHOTHUX JIET, 10 BBISIBJICHHUS T€HA,
OTBETCTBEHHOT'0 32 JIaHHBIH CHHAPOM, 3TUX OOJBHBIX OTHOCHJIM B Ipymny X - CIEMJICHHOH
Tpomboruronenuu. Ilpu Gonee TatenbHOM OOCIEIOBAaHMM y HEKOTOPBIX M3 HUX Y/AaBaloCh
BBISIBUTH J1a0OpaTOpHbIE HApYIIEHUS MMMYHHOTO OTBETa NMPH OTCYTCTBHUHM WM MUHUMAIBHBIX
KIMHUYECKUX TPOSIBICHUSIX UMMYHOIEHHUIINTA.

ATonMYeCKH AEpMATUT Pa3IMYHOM CTENEHH BBIPAKEHHOCTU MPOSIBISIETCS, KaK IIPAaBWIIO, HA
MIEPBOM TOJy JKU3HH M YaCTO COMPOBOXKIACTCSA MECTHBIM HH(PHUUIUpOBAHHEM. Y OOJBHBIX C
nerkum teueHuemM CBO pepMaTHUT MOXXET OTCYTCTBOBATh WM HOCHUTH JIETKHMM, MPEXOAAIIUN
Xapakrep.

WH}eKmoHHbIe TPOSBICHHS

VY OonpmmHcTBa 60bHBIX CBO ¢ BO3pacToM MpOSBISIOTCS TMPOrPECCHPYIONINE MPU3HAKU
uMMyHonepumTa. BenencTBue HapylmieHMH TyMOpPaldbHOTO W KIETOYHOTO HMMYHHUTETa, Yy
OOJIBHBIX CO CPEIHETSDKENBIM WM TskenbiM TeueHneM CBO nHaGmionatoTcst yactble MH(EKIuy,
KOTOpBIE HEPEJKO BCTPEYAIOTCSs B TMEpPBbIE IIECTh MeECsIeB KU3HU. M3 Hux Haumboiee
pacripoctpaHeHHbl OTUTHI (78%), cunycuthl (24%) u mHEeBMOHHS (45%). YV 24% O60nbHBIX
HabOmomancst cencuc, y 7% MEHUHTUT M MH(EKIHH ellylI0YHO-KUIIeYyHoro Tpakta y 13%.
HaubGonee uacteiMu BO30ymutensmu siBnsitorcss H. influenzae, S. pneumoniae, P. carinii, C.
albicans. Pexe BcTpeuaroTcss BUpyCHbIE MH(EKIMH, B TMEPBYIO OYEpellb IIUTOMETAIOBUPYCHBIC
MOpaKEHUs TJa3, JIETKUX, APYTUX OpraHoB. I'puOKoBbIe 3a00J€BaHMS BCTPEUYAIOTCS pPEAKo. Y
O0nbHBIX ¢ JerkuM TedeHneM CBO ynmomMuHaHUS 0 4acThIX MH(EKIHSIX MOTYT OTCYTCTBOBAaTb.
AyTtouMMmyHHBle HapymeHus Haomomaores y 40% Oompubix CBO. Hawubonee wyacto
BCTPEYAIOTCS TEMOJIMTHYECKAs aHEMUS], BACKYJIUTHI U MIOPAKECHUE TIOYEK.

AyTOMMMYHHBIE HapYIICHUS
AyTOMMMYHHBIE HAPYLICHUSI XapaKTepHBbI IS TSHKEIOro TeueHus 6one3Hu. Hekotopbie 0obHBIE
pa3BUBAIOT 00JIee OHOTO ayTOMMMYHHOTO 3a00JI€BaHusl.
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Hepenxo 6onpabie CBO pa3BuBaioT MMMYHHYIO TPOMOOLIUTOIIEHUIO.

3nokauecTBeHHbIE HOBOOOPa30BaHUS

3nokauecTBEeHHbIE HOBOOOPA30BaHUs Yallle Pa3BUBAIOTCS y B3pOCHbIX WK moapoctkoB ¢ CBO,
HO MOryT BcTpedatbeds My Jered. CpenHuil Bo3pacT pa3BUTHSA  3JI0KaYECTBEHHBIX
HOBOoOOpa3zoBanuii y 6onpHbIx CBO coctasnser 9,5 ner. Panee y 6onpabix CBO crapiie 5 net
4acToTa OMyXOJIEBbIX 3a0oneBaHMi cocTaBisuia B cpenHeM 18-20%. BoapmuHCTBO omyxoinei
UMEIOT JHUM(O-PETUKYIISIPHOE TMPOUCXOXKICHHSI, CpeAM HHUX 4Yallle BCEro BCTPEYAIOTCS
HEXO/KKUHCKUE JUM(poMBbI. JIMM(pOMBI 4YacTO HMMEIOT 3KCTpPa-HOJAIBHYIO JIOKAJIM3alMI0 U
XapaKTepU3yITCsS HEOIaronpusITHBIM ITPOTHO30M.

Tak xak nus CBO xapakTepeH IIMPOKUI CHEKTP KIMHUYECKUX IPOSBIEHUM, TO ATOT IHUArHO3
JOJDKEH paccMaTpuBaThCs y BCEX MAJbUMKOB C KPOBOTEUEHHMSIMH, BpPOXKJIEHHOM WM PaHO
BBISIBIIGHHON TpoMOouuToneHue. MHpeknmun U HMMYHOJIOTMYECKHE HapyIIEHUS MOTYT
OTCYTCTBOBATh WJIH, HA00OPOT, OBITH SPKO BBIPAKEHHBIMU. Y HEKOTOPBIX OOJBHBIX MOTYT
Pa3BUTHCS Ay TOMMMYHHBIE 3200JIeBaHUSL.

CornacHo AMarHOCTHMYECKOMY KOHceHcycy, mnpunsatomy ESID (EBpormeiickum o0miecTBoM
UMMYHOJIC(UIIUTOB) a0COTIOTHBIM KPUTEPHEM MOCTaHOBKH AuarHoza CBO siBisieTcs: BBISBICHUE
3HAYUTEIBHOTO CHIDKEHHUsS KOHIEHTpauuu Oenka WASP B KjeTkax KpOBH W/WIM BBISBICHUE
MyTallUX I'eHa.

3.4 OOmme moaxoas! (MPUMHIMUIBI) K IMATHOCTHKe CMHAPOMa Buckorra-Onapuya

Anamues

ITpu cbope cemeiiHOro aHamHe3a HaJlo oOpamaTh BHUMaHHME Ha CIy4ad MOBTOPHBIX TSKEIBIX
UHQEKIMH W\WIM cMepTel MalbYHMKOB B pPAHHEM BO3pacTe C KIMHUKOM WHQEKIMOHHBIX
3a00JIeBaHU M\WJIM KPOBOTEUEHUIA.

IIpu ompoce poauTenei ciexyeT yTOYHUTh CPOKM BO3HMKHOBEHHS, YacTOTy U TSHKECTh
MPOSIBJIICHUSI T€MOPParu4eckoro CHHIpoMma (KOXKHAasl ChIllb, KPOBOTEUYEHHUS, CTYJ C KPOBBIO),
MHQPEKIMOHHBIX 3a00JIeBaHUN Yy peOeHKa, HAIMYMS U BBIPAXKCHHOCTH aTOIMMYECKOro JepMaTHTa,
CPOKH M 4acTOTy TOCIHMTAIM3alUi B cTarmoHapbl. HeoOX0QMMO BBISICHUTH HAIUYHE MPOOIIEM CO
CTYJIOM: THApPEHHOT0 CHHAPOMA, TEMOKOJINTA.

dusnkanpHOE 00CIIe0BaHUE

[Tarmentsl ¢ CBO moryT oTcTraBath B pocTe. BaxkHo 00paTuTh BHUMaHHE Ha HAJM4KE METEXUH,
HKXMMO30B, MPOSBICHUH aTOMMYECKOTO JIEPMATUTA, HAIMYUS WHOPHUIMPOBAHHBIX oyaroB. Jlims
6onbHpIXx ¢ CBO xapakTepHa JOKaJM30BaHHAS WM T'eHEpalM30BaHHas JuUMQoaneHomnatus. Y
6omnpHBIX ¢ CBO Hepeako oTMevaeTcst TenaToCIIEHOMET aHsl.

JlaGopaTopHas AMarHOCTHKA

Kak Obuto cka3aHo Belme, HauOojee MOCTOSHHBIM TposiBieHneM CBO  sBusercs
TPOMOOIIUTONICHUSI CO CHIDKEHHEM oObema TpomMOonuToB. CHMKEHHBIH 00BEM TPOMOOIUTOB
SBIISICTCA NPaKTUYECKH YHUKAJIbHBIM CHUMIITOMOM, MO3BOJISAIOIIAM MIPOBOJIUTH
muddepeHIManbHbIl  UarHo3 ¢ JPyrUMH  TPOMOOIUTONEHUAMHU. [IpoBOAMTH ompeneneHue
(YHKIMOHATBHBIX XapaKTEPUCTHK TPOMOOLMTOB B YCIIOBHSX KIMHUYECKOH JabopaTtopuu He
PEKOMEHAYETCs, TaK KaK 3TO MCCIIEOBAHUE YCIOKHEHO YMEHBIICHHBIM 00EMOM TPOMOOITUTOB
6omnbHBIX CBO.

HccnenoBanne BHYTPUKIETOUHOH skcrpeccun Oenka WASP mo3BosisieT He TOJBKO ¢ OOJBIION
J0J7e BEpPOATHOCTH TMOJATBEPIAUTH JWArHo3, M NPEANOJIOKUTh MPOTHO3 3a00JeBaHUSA B
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3aBHCUMOCTH OT €ro KOHLEHTpaluu. boibHble ¢ HammuueM skcrpeccun Oenka WASP umerot
Oosiee OIAroNPHUATHBIN IPOTHO3.

B ananu3ax KpoBU HEPEIKO BBIABIIETCA AHEMUS, T€HE3 KOTOPOU HesiceH. buoxumudeckuii anaims
KpPOBH C 00s13aTeTFHBIM HCCIIEOBAHNEM MOYEBHHEI, KpeaTuHuHa, ounupyouna, AnT, AcT, JIAT,
[P, riroKo3sl - 1715 OLICHKU [TOPAKEHUSI BHYyTPEHHUX OPraHOB.

Nmmynnsle Hapymenus npu CBO BkmouatoT B ceOs HapylIeHUS Kak T'yMOPAJbHOTO, TaK U
KJIETOYHOro 3BeHa. Hapymienus: T-KJIeTOYHOr0O MMMYHHTETa BKJIIOYAIOT B ce0s B MEPBYIO
ouepenb, TUMQOIIEHHI0, KoTopasi oTMeuaercs y 6oabHbIX CBO ¢ panHero Bo3pacta. B 6onbiieit
crereHu 'y 00ibHBIX cHXeHbl CD8 mumdorutsl. Kpome toro, y 6ompapix CBO oTMmeuaroTcs
CHIDKCHHE pEakIMM Ha MUTOTCHbI, CHIKEHHE Mponudepanud B OTBET HAa CTUMYJIIMIO
QJJIOTEHHBIMU KJIETKAaMM W MOHOKJIOH&JIBbHBIMM aHTUTenamu k CD3, HapyuieHue peakuuu
THIIEPYYBCTBUTEIBHOCTH 3aMEUICHHOTO THUIIA B OTBET Ha CreU(UUECKUe aHTHUreHbl. Peakuuu
THIIEPYYBCTBUTEIBHOCTU 3aMEJICHHOTO THa HapymeHsl y 90% OonpHBIX. B rymopanabHOM
3BEHE OTMEUaeTCs YMEpEeHHOe CHIKeHHne B-mumdoruTos, cHmkenue ypoBHs IgM, HOpMambHBIN
WIN CHU)KeHHBIN ypoBeHb 1gG, nossienue IgA u IgE. MHTEepecHoi 0COOEHHOCThIO IMMYHHOTO
craryca 0oibpHbIX CBO sBiisieTcsi OTHOCHUTENbHOE M aOCOJIOTHOE MOBBIIICHHE HATYPalbHBIX
kusuiepoB. CyIIecTBYIOT IaHHBIE, YTO ATOT (pakT MMeeT naToreHeruueckoe 3Hauenue. ns CBO
TaKXKe XapaKTepHa HECIMOCOOHOCTh OOJBHBIX CHHTE3UPOBATh AHTHUTENA K IOJUCaXapUIHBIM
aHTUTeHaM. BrepBble 3TOT JedekT Obul omHMcaH Kak OTCYTCTBHE Yy O3THUX OOJBHBIX
M30TeMarTIlOTUHUHOB. [lo3ke ObUIO MOKazaHo, uro OombHbie ¢ CBO  HecnmocoOHBI
IIPOAYLIMPOBATh AHTUTENA B OTBET HAa TaKUE AHTUIECHBI, KaK ITHEBMOKOKKOBBIE IOJMCAXapHUbl,
munononucaxapuna VI E.coli, aHTUreHbI caTbMOHEITBL.

VYuuThiBass KOMOMHHUPOBAaHHBIH HMMYHOJC(HHUIUT, HEOOXOAWMO KOHTPOJIHMPOBATH BUPYCHBIE
MHQEKIUH, B TMEPBYIO0 O4Yepeib, UTOMETAIOBUPYCHYIO BHUPEMHIO, JJIS YEro PEKOMEHIIOBAHO
HCII0JIb30BaTh METO/] KOJIMYECTBEHON NoJuMepasHon nenHon peakuuu ( ITLP).

Konposorus u kajn Ha CKpbITYI0 KPOBb IIPH NIOJ03PEHUH HA FEMOKOJIUT.

IIpoBenenne MONIEKyJIIPHO-TEHETUYECKOTO aHATIN3a
AHanu3 Ha BbIsBIEHHE MyTanuu reHa WASP npoBoauTcs ¢ mOMOLIbIO MOJIMMEPa3HOW LIETTHON
peaKkLuy 1 MOCIETYIOIIET0 CEKBEHUPOBAaHUS MPOLYKTOB.

HNHcTpymeHTanbHAs AMATHOCTUKA

VYIIbTpa3ByKOBOE HCCIICZIOBaHHE OPIONMIHON TOJOCTH W 3a0pIOMIMHHOTO MPOCTPAHCTBA IS
BBISIBJICHUS CIUICHOMETAJIUH.

KommnbrotepHast ToMmorpadust opraHoB OpIOIIHON U TPYAHOM MOJIOCTH - IO MOKA3aHUSM.

[Ipu HamMuuu ocTpod HMH(MEKUMOHHOM CHMIITOMAaTHKU - PEHTreHOrpadus TpyTHOU KIETKH,
MIPUAATOYHBIX 1a3yX HOCA B IMHAMUKE.

Jlpyrue MHCTPYMEHTAIIBHBIE HCCIICIOBAHUS - NPU HAJIMYUU COOTBETCTBYIOIIUX KIMHUYECKUX
[IOKa3aHUM.

JuddepeHunanbHbIi TUarto3 T0JKEeH MPOBOJUTHCS ¢ UIMMYHHOM TPOMOOIIMTONICHUEH, KOTOpast
MOJKET SIBJIATHCSA KaK CaMOCTOSATENbHBIM 3a00JIeBaHUEM, TaK M COIPOBOXKIATH TEUCHUE IPYTUX
UMMYHOJIC(UIMTHBIX COCTOSHUHN (Hampumep, runep-IgM cunapom). Kpome Toro, HeoOXoaumo
UCKJIIOYaTh JIpyrue X- CLEIUICHHBIE 3a00JIeBaHUs, COIMPOBOXKIAIOIIMECS TPOMOOIUTONCHUEH,
Hanpumep, X- CIHEIUICHHAs TPOMOOILIMTONEHHS C TanacceMuend. X-CIETJICHHBIH BPOXKICHHBIN



JUCKEpPAaTO3 XapaKTEPU3yeTCsl IHUIMEHTHBIMU HapYLICHUSMH, JICMKOIUIAKUEH, IOBBIIIEHHON
YacTOTOM OMyXO0JIeH, aTpe3reil CIe3HBIX JKele3, aHeMHel M TPOMOOIIUTONICHUEH.

3.5 OOmme moaxoas! (MPUHIHUIBI) K Tepanuu cuHapoMa Buckorra-Onapunya

[TepBbiM BBIOOpOM B steyeHuu CBO sBisieTcst TpaHCIIAHTAIMSI T€MOIO3THYECKUX CTBOJIOBBIX
kietok (TT'CK). BeokuBaemocts 60ompHbIX CBO mocne TI'CK ot HLA- ueHTUYHBIX JTOHOPOB
nocturaer 80%. TpaHcIIaHTalMsg TEMAaTONOATHYECKUX CTBOJIOBBIX KIIETOK IPOBOJUTCS OT
POJICTBEHHOIO COBMECTUMOT0, HEPOJCTBEHHOI'O COBMECTUMOI'O MJIM TaIulo- HIEHTUYHOTO J0HOpa
[0 CTaHJApPTHOM  METOAMKE, C  HCIIOJB30BAHHE  IPOTOKOJOB  KOHAWLMOHUPOBAHUS,
pazpaboranusix 1t CBO

CHneHs3KTOMHUSI CHMIKAeT BEPOSITHOCTh KPOBOTEUEHHMH, HO COIPOBOXKIAETCS IOBBIIIEHHBIM
PHCKOM CENTHLIEMHUH M B HACTOSIIEE BpeMs HE PeKOMEHAyeTcs. XOpomo ce0sl 3apeKoMeH 10Baia
Teparusi arOHUCTOM TPOMOOIIOATUHOBBIX PELENITOPOB POMUILUIACTHHOM, YTO SIBJSIETCS XOpPOILEH
aJIbTepHATHBOM Koppekuuu TpomOouuronenun. [Ipenapar ucnons3yercs B 1o3e 9-10 mr\kr 1 pas
B Henemo. [lepenuBanust TpoMOOLMTOB cieayeT u30erarb, eciiv y OOJBHOTO HET CEepbe3HOMN
yIpO3bl IS )KU3HU, U KPOBOTEUCHHE MOXKET ObITh OCTAaHOBJICHO KOHCEPBATUBHBIMU CIIOCOOAMHU.
KpoBomznmusauus B LTHC TpeOyroT HEMEIIEHHOro NepenuBaHusi TPOMOOIMTOB. TpoMOOIUTE U
Apyrue TPOIYKTHl KPOBH JIOJDKHBI TOABEPrarbCsi OOMYUYECHUIO TMepe] MepeluBaHUEM s
NPEJOTBPALICHUS pPEAaKUUW TpaHCIUIAHTAT MPOTHUB Xo3siMHA. Tak kak y OompHBIX CBO
HaOJro1aeTcsl HapylIeHne MPOAYKLIUU aHTUTENI B OTBET Ha MHOTHE PAa3HOBHIHOCTH aHTUI'CHOB,
TO MPOPUIAKTUIECKOE JICUCHHE C MOMOIIBI0O BHYTPHUBEHHOTO MEPETMBAHUS UMMYHOTTIO0YIMHOB
(BBUTI") nmokazano npaktuyecku BceM 6ombHBIM CBO. OHO mpoBOAWTCS B CTAaHAAPTHBIX J103aX
400-600 mr\kr 1 pa3 B 4 Hemenu, HezaBucuMo oT ypoBHs IgG. B cmywae pasButus
ayTOMMMYHHOI'O KOMIIOHEHTa BbICOKHME 103l BBHUI' M CUCTEMHBIX CTEPOMIOB MOTYT AaTh
MIOJIOKUTEIIBHBIN pe3ybTar, 3aTeM 71032 CTEPOUIOB MOXKET OBITH CHHKEHA..

PazButue Tskenbix HHGEKIMH TpeOyeT Tepanuy aHTHOMOTUKAMU IIMPOKOTO CIIEKTpa JAeHCTBuS,
IIPU BBISBICHUU BUPYCHOH mpupoasl 3aboneBanus (LIMB, repnec 1-2 tuma ) — mpumeHeHue
COOTBETCTBYIOIMX MPOTUBOBUPYCHBIX MTPENAPATOB.

IIporuos
IMpu ycmemmnoit TI'CK mnporHo3 B menoM OiaronpusiTHBIA, OH BO MHOI'OM OIPENENsSeTCs
TsokecThio chopmupoBaBiuxca kK MomeHTy TI'CK xponnyeckux ouaroB uHpexkuuu. CpenHss
MPOJOIKUTENLHOCTD Xu3HU 0onpHBIX CBO 6e3 mpoBenenus um TI'CK B HacTosmmii MOMEHT
coctaByisieT 11 ner. BonbHbIE ¢ M30IUPOBAHHON TPOMOOLUTONEHUEH MMEIOT JTYYIIUH MPOTHO3,
OH 3aBMCHUT OT BO3MOXHOCTH YMEHBIIUTh PUCK KPOBOTEUEHUI.

3.6 /IucmaHcepHoe HA0JIKOIEeHHE

[Tocne ycraHoBneHWS JWarHo3a, Moadopa 103 TMpPEmapaToB NAIMEHT TMepefacTcs o
IUCTIaHCepHOE HaONoIeHne Tmenuatpa (€ciu eCTh JOJDKHOCTh - HMMYHOJIOTa) O MECTy
xuTenbcTBa. [Ipodunaktudeckas Tepanus MPOBOIUTCS aMOyIaTOPHO, AITUTEIBHO/TIOKU3HEHHO.
BonbHbBIE U YICHBI UX cCeMel TOJDKHBI OBITh 00yYeHBI MpaBUIaM UHIUBUAYaTbHONW THTUEHBI.
JlaboparopHbie ucciea0BaHus

. OOumii KIMHUYECKUH aHaiIu3 KpoBU (00s3aTeIeH MOJCYET JICUKOIMTApHON (OpMYIIbI)
npoeoautcs 1 pa3 B 2-3 mecsina, 110 NOKa3aHUAM yalle.

. Buoxumudeckuii aHanu3 KpoBU C OINpEesICHUEM aKTHBHOCTH NEUYEHOYHBIX (EpMEHTOB,
CPb - 1 pa3 B 6 mec, yailie o NOKa3aHUsIM

. OO0uwmii anam3 MOYH - 2 pasa B TOJ U IPU MHTEPKYPPEHTHBIX 3a00JIEBAHUAX

I/IHCprMeHTaHBHLIG HncciacaoBaHusA



. OKI - 1 pa3 BTOz

. Y3U OpronrHo# onocty - 1 pas B roj

. Pentrenorpadus rpyHoi kietku - 1 pa3 B rox

IlepyoguuHOCT  OCMOTpPa  CHELUAINCTAMH, HPOBOAMBIIMMU  TEPAMI0O M CMEXHBIX
CIELUAJIbHOCTEN

HMmmyHonor ocMaTpuBaeT nanueHTta 1 pas B 3 Mecsna B nepBbli o HabmoaeHus, aainee 1 pa3 B
6 mec. [Ipu yacThIX / XpOHUYECKHX MH(EKIIMOHHBIX 3a00JI€BaHUSX - Yallle.

Ocmortp xupypra - 1 pa3 B ron OcMoTtp okyinucta - 1 pa3 B 6 Mec.

OcmoTtp cromatonora - 1 pa3 B rog Ocmotp JIOP Bpaua - 1 pa3 B rox

Baknunanus: He ImokasaHa.

B03MOKHOCTH XHMPYPTUYECKOr0 BMENIATENbCTBA: OIPAaHMYCHBI YHCIOM TPOMOOIUTOB, IEpen
BMEIIATEIILCTBOM ~ TpeOyeTcs Tepamuss pPOMHUIUIACTMHOM WJIM  3aMECTUTENIbHAsl — Tepamus
TPOMOOKOHIIEHPATOM. BO3MOXXHOCTH OPTOJJOHTUYECKOTO JICUCHHS: HE OTPaHUYCHBI.

OcCHOBHbBIE TIOJIOKEHUS TIPU PA3BUTUH JPYTUX 3a00JIeBaHUN

B cnywyae nuxopaaku W/WIM 3HAYMMBIX OYaroB HMH(EKIMU - CPOYHAs TOCHHUTAIM3AlMs B
CTallMOHAp, HEMEJUICHHOE Ha3HaueHHEe aHTHOMOTHMKOB IIUPOKOTO  CHEKTpa JEHCTBHS
[IapIHTEPAIIBLHO.

Pexomenamu no opopMIICHUIO HHBAIUIHOCTH: PEKOMEHI0BAaHO 0(hopMIIeHHE MHBAJTUIHOCTH.
3.7 CouunajbHasi ¥ NCUX0JOTMYECKAs] peaduaIuTAINsA

Bo3MokHOCTh TpeObIBaHUS B OPraHM30BAHHOM KOJUIEKTHBE: Ha (OHE MPOPUIAKTHIECKON
TEparuy BO3MOXKHO MpPeObIBAaHHE B JIETCKOM KOJUICKTHBE NMPHU YCIOBUU M30ETaHMS MallUeHTaMHU
TPaBMOOIIACHBIX CUTYAIHH.
Bo3MOXHOCTB MyTenIecTBUM, MOE3I0K 3a TPaHHIly, IPEOBIBAaHUS B JIETCKOM O03/10pPOBHTEIHHOM
jarepe OrpaHU4YeHa JIUACMHUOJOTMYECKOM CUTyallMei W BO3MOJKHOCTBIO  PETYJISIPHOU
pOoUTAKTUIECKON TEPATTHH.
Bo3MOXXHOCTh Harpy3ok © 3aHSATHH CIOPTOM: BO3MOXHBI OCCKOHTaKTHBIC BHIBI CIIOPTA
(nnaBanwme, ap.).

3.8 Bni0op npodeccun

ITpu orcyrctBuu TI'CK usberats mpodeccuii, CBI3aHHBIX BO3MOKHBIMU TPaBMaMH, a TaKXkKe C
HEOOXOMMOCTBIO YacThIX MOE3J0K B camoyieTax M moes3nax. M30eratb paboThl B OONBIINX
KOJIJICKTHBAX, paboThl, TpeOyIomel AIUTEIBHOTO Mpoe3aa B OOIIEeCTBEHHOM TpaHcnopTe. [lpu
ycnemHo TI'CK orpanuueHuil Her.

3.9 OrtHomEeHNE K POKICHHUIO TeTeH

be3 TI'CK neropoanas ¢pyHKuusi oObldHO He cTpanaet, nocie nposeraeHHoil TI'CK Bo3mokHO
Oecruioaue.
3.10 IIpenarajbHasi JMATHOCTHKA M FeHeTHYECKOE KOHCYJIbTHPOBaHHE

Cembs 60oasHOro CBO

HeobOxonuma mpeHaranbHasi AMArHOCTUKA MPU BCEX MOCIEAYIONNX OEpPEeMEHHOCTSX MaTepH B
JaHHOM WU Jpyrux Opakax. HeoOXoauMo TecTUpoBaHHWE HAa HOCUTEILCTBO MYTAIlMH CECTEP
00JIBHOT0, BCEX CECTep MaTepu JETOPOTHOTO BO3pPACTa, MO MOKA3AHUSX - APYTUX POJACTBEHHUKOB
»KEHCKOTO I0JIa.

Bboasnoit CBO
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[IpenaTanpHasi IMAarHOCTHKA HE IMOKa3aHa, TaK KaK PUCK 3a00JIeBaHUS y MAIBYMKOB (CHIHOBEH
00JBHOT0) OTCYTCTBYET, Yy JeBouek (mouepeid OompHOro) cocraBisier meHee 0.1%. Puck
HOCHUTEIIbCTBA TOPAXEHHOTO TeHa Yy Joueped OonpHOro cocraviser 50%, HeoOXoauMo
o0clieioBaHNE 10 AOCTHXKEHHSI IETOPOJAHOTO BO3pacTa, CeMEiHOe KOHCYIbTHPOBAHHUE.

4. XapakrepucTuKa TpeOOBaHUM

4.1 Mopaeas nanuenta. Cunapom Buckorra-Oaapuya

O0s3aTenbpHas COCTaBISIONIAST MOAEN Omnucanne COCTaBISIONIEN
Ho3zonoruueckas gpopma Cungpom Buckorra-Onapuya

Cranus 3a00eBaHus Her

®da3a 3a001eBaHUS Her

OcnoxHeHus Cucrema OpraHoB KpOBETBOPEHMSI U KPOBb

TpomOGouuTOnEeHs ¢ KPOBOTOUUBOCTHIO.
NMmMmyHHas cuctema

I'ymopanbHbIE IMMYHOJC(PHIINT.
Knerounsliit *UMMyHOIE(DUIIHT.

Cucrema MUKpOLUPKYJIALIAN
KpoBoTtouuBocts (mypmypa).

MuxkpoTpomO6006pazoBanue (ABC-
CUHPOM).

[TumeBon, >XenyaoK, ABEHAIATHIIEPCTHAS
KHUIIIKa

[InieBogHOE KPOBOTEUYEHHE.

JKenynouHoe KpOBOTEUEHHUE.

KpoBoTeuenne u3 ABEHAILUATUIEPCTHOU
KHIIKH.

ToJICTBIN KUIIEYHUK

KpoBoTeueHue U3 ToICTOr0 KUIIEUHUKA.
Komnut

Opransl 3peHus

KpoBouznusHue B TKaHb 000JIOYEK TJa3a U
B KOHBIOKTHBY.

KpoBousnusHue B NEPEIHIO  KaMmepy

(rucema).

KpoBomsnusHue B CTEKIOBUAHOE TEIO
(remoTabm).

[IMB xopuopeTuHuT

Opran o0OHSHUS

Hocosoe kpoBoTeueHue.

Jpyrue ocioxHEeHUs

Atonuyeckuit 1epMaTUT

WH}eKmoHHbIe MPOSBICHHS
AyTOMMMYyHHasi FeMOJINTUYECKAs] aHEMHUS
I'eMopparnueckre BaCKyJIUTHI

Hedpur

Aptput
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3nokauecTBeHHbIE HOBOOOPa30BaHUs

Kox mo MKB-10 DR&2.0

4.1.1 KpwuTepun u npu3HAKH, ONpeae/JsAI0NIAe MO/eJIb MAIMeHTA
AHaMHeCTHYECKHE 1 OOBEKTHUBHBIC TAaHHBIC:
Cllyyad TOBTOPHBIX TSDKENBIX MH(EKUMH M\WiIM cMepTell MaJbYMKOB B PAHHEM BO3PACTE C
KJIMHUKON MH(EKIMOHHBIX 3a00JIeBaHUi U\WJIH KPOBOTEUCHHH
aHAMHECTHYECKHE CBEJICHHSI O TeMOPpParndeckoM CUHApOME (KOXKHasl ChIIlb, KPOBOTEUCHUS, CTYI
C KPOBBIO), MHPEKIIMOHHBIX 3a00JI€BaHUAX Y peOCHKA, HATMYUN aTOMHYECKOTO JepMaTUTa
OTCTaBaHHWE B POCTE, HAJMYUE IETEXUH, SKXMMO30B, MPOSBICHUN aTOMMYECKOTO JepMaTHTa,
MHQHUIMPOBAHHBIX 0YaroB
JIOKAJIM30BaHHAS WM FeHepaIn30BaHHAs JTMM(oaieHONaTHsl, TeaTOCIUIEHOMETaus
JlaGopaTopHble JaHHBIE:
TPOMOOIIMTONCHHUS CO CHIDKEHHEM 00beMa TpOMOOIIUTOB
camkenne CD8 mumdoruros, B-muM@onuToB, OTHOCHUTENbHOE M aOCOJIOTHOE MOBBIIICHHUE
HATYpPaJbHBIX KUIIEPOB
CHIDKCHHE pEakIMM Ha MUTOTCHbI, CHIKEHHE Mponudepanud B OTBET HAa CTUMYJIIMIO
QUIOTGHHBIMU KJIETKAMH M MOHOKJIOHAJBHBIMH aHTuUTenamMu K CD3, HapymieHue peakiuu
THIIEPYyBCTBUTEILHOCTH 3aMEIJICHHOTO THIIA B OTBET Ha crelu(pUIecKre aHTUTeHbI

CHIDKEHHE ypoBHS IgM, HOpManbHBIN WM CHUKEHHBIN ypoBeHb 1gG, noBeienue IgA u IgE
BbIsIBJIEHME MyTaluu reHa WASP MeTo/1oM ceKBEHMpOBaHUS

4.1.2 IlepeyeHb MEIUIHMHCKHX YCJIYI OCHOBHOIO M JONOJHHUTEJILHOIO

aCCOPTHMEHTA

Ilepeuens MmeauuuHCckuX ycayr (MY) cornacno «HomeHknaType yciyr B 3ApaBOOXPaHEHUN» JUIS
JMAarHOCTHKH B CTallMOHApe Mpe/cTaBieH B Taduure 1.
Tabnuna 1 — JluarHocTHKa B CTallMOHAPE

Kog MV Hanmenosanue MY Hacrora Kparuocts
IIPEIOCTABJICHNUS | BHIIIOJIHEHUS
B01.002.00 | IIpuem  (ocMOTp,  KOHCyJIbTalus)  Bpaya- 1 100
1 AJJIEProJIora-MMMYHOJIOTa IEPBUYHBIN
ExenHeBHBII  OCMOTP  BpaduoM-aJuIEpProIOroM-
UMMYHOJIOTOM C HaONIONEHHEM M  YXOJOM
1 100
B01.002.00 | cpenHero u Muaalero MEAUIIMHCKOIO IEepCOHaNa
3 B OTJICJICHUH CTallMOHapa
[Tanpranys Nnpu MaTOJOTMM OPraHOB UMMYHHOM 1 100
A01.06.003 | cucremsl
MornexymsipHO-01oI0TnYecKoe UCCIIEI0BaHUE
1 100
A08.30.008 | myTanuu reHoB B TKaHsIX
A12.06.001. 1 100
001 Uccnenoanne CD3+ numdoruron
A12.06.001. 1 100
002 UccnenoBanne CD4+ numdoruron
A12.06.001. 1 100
003 Hccnenosanne CD8+ nmumdponuton
A12.06.001. 1 100
004 Hccnenosanne CD16+/ CD56+nmum¢ponnton
A12.06.001. | Uccnenosanne CD19+aumdornuron 1 100
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Kon MY HaumenoBanue MY Hacrora Kpatnocts
MPEOCTABJICHUS | BBIIOJIHEHUS

005
A12.06.001. 1 100
006 Hccnenosanne CD20+mumdonnTos
A12.06.001. 1 100
007 Hccnenosanne CD21+mumdonnTtos
A12.06.001. 1 100
008 Hccnenosanne CD25+numdonnTtos
A12.06.001. 1 100
009 Hccnenosanne CD45+mumdponnTos
A12.06.001. 1 100
010 Uccnepoanne CD3+HLADR+numdoruTon
A12.06.001. 1 100
011 UccnepoBanne HLADR=EaumbommToB

UccnenoBanue YPOBHS CBIBOPOTOUHBIX | 100
A09.05.054 | UMMYHOTTIOOYJIMHOB B KPOBH
B03.016.00 | OGmwmii (KTMHUYECKUN) aHaIIN3 KpOBH | | 100
3 pa3BEepHYTHII
B03.016.00 | Ananus KpOBH OMOXUMUYECKUN 1 100
4 o0ImIeTepaneBTUYECKHIA

Anroputmsl ieuenuss CBO pa3Ho0OpasHbI U, Kak MPaBUIIO, pacCMaTPUBAIOTCS Ha
unauBuayanbHoi ocHoBe TI'CK cumtaercs 30101biM cTangaptToM jeuerus CBO..

4.1.3 XapakTepucTuKa AaJIrOPUTMOB M OCOOCHHOCTeH NPHMEHEHH
MEIHIUHCKHUX YCJIYT PH JAHHOH MOJe/IH NalieHTa

KoHcepBaTuBHOE NIeueHe BKIIIOYAET B ce0s aHTUOMOTHKHU U BHYTPHUBEHHbIE UMMYHOTJIOOYJIUHBI
1151 OOJIBHBIX C MOBTOPHBIMU MH(EKIHUIMU. [Ipu sK3eMe MPUMEHSIOTCS CTaHIAPTHBIE MEPHL. .
[lepenuBanusi TPOMOOLIMTOB JOJKHBI IPOBOJUTHCA B CIIydae aKTUBHOTO KPOBOTEUEHUS, HE
KyIHPYEMOT0 KOHCEPBAaTUBHBIMHU METOJIAMH; KEJIATeIbHO BO3AECP)KUBATHCS OT TpaHchy3uil y

narueHToB, oxkunaromux TT'CK. AyTouMMyHHBIC TTPOSIBICHUS MOTYT OBITH TPYAHO

KOHTPOJIMPYEMbI, UMMYHOCYTIPECCHIO CIIeyeT MoAOUpaTh HHAUBUAYaIbHO. Jleuenne mumdpom
IIPOBOJUTCS 110 CTAHIAAPTHBIM CXEMaM.

4.1.4 TpeGoBaHuSs K JIEKAPCTBEHHOI MOMOIIM CTALMOHAPHOM

TpeboBanust K JeKapCTBEHHON MOMOIIM CTAI[MOHAPHOM MpEACTaBJICHBI B 3aloJIHEHHON (opwme,
nokazanHoil Ha Pucynke 4.1.

®apmakorep | AHaTOMO- MexnyHaponHoe Yacrora OpueHntupo | DKBHUBAJIEH
a TEpaneBTH | HENATEHTUPOBAHHOE Ha3HAY€HU | BOYHAs THas
NEBUYECKasl | YecKas HAaUMEHOBAaHUE i CYTOYHas KypcoBas
rpynna XUMHYECKas 703a 703a
rpynna
CucreMHbIe IPOTUBOMUKPOOHEIE ITpenapaThl 1 - -
VIMMyHHBIE CBIBOPOTKU I UIMMYHOTJIOOYJINHBI - -
NMMyHOII100y1MH 10 000 mr 100 000 mr
YEJI0BEKa HOPMAJIbHBIN
Pucynok 4.1
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[IpuBenennsie B ¢GopMe I03bI MPENapaToB SBISIOTCS YCPEAHEHHOW BEJIMYMHOM. B kaxaom
KOHKpeTHOM ciydae no3a BBUIT nomkHa 6bITh I0Jj00paHa NalMeHTy WHAUBUIYAIbHO, COTJIACHO
MHCTPYKLMU K IPUMEHEHHUIO JIEKAPCTBEHHOrO Ileprapara. JKBHUBAJIEHTHas KypcoBas [03a —
paccunTaHa Kak J103a Ipu cpeaHel npoaonkuTensHocTy Tepanuu BBUI 10 mecsues.

4.1.5 XapakTepucTHKH aJIrOpUuTMOB H OCOOCHHOCTEH NPHMEHEHHs
MeIHKAMEHTOB

Bce GonbHble ¢ cunapomMoMm Buckorta-Ongpuya SBISIOTCS KaHIUAATAaMH JUIS TPOBEACHUS
TpaHCIUIaHTalMu reMaronodTudeckux crBojoBeiXx KieTok (TI'CK), kak eauHCTBEHHOTO
KypaTUBHOT'O MeTofa JaHHOro 3aboneBanus. Ilpm serkom TedeHuu 3aboseBaHus,
MPOSIBIISTIOIIUMCST  M30JIMPOBAHHOM TPOMOOIMTONECHHUEH, BO3MOXKHO KOHCEPBATHBHOE BEICHUE
6onpHoro. Ilpu otkaze or TI'CK mpu TsDKenoMm TeueHHHM 3a00J€BaHHUSA, a TAKXKE Ha IMEPHOA
noaroroBku kK TI'CK ¢ momeHTa mocTaHoBkHM amarHo3a OonbHbie CBO MOMKHBI TOTy4YaTh
MIOCTOSIHHYIO 3aMecTUTenbHyto Tepanuio BBUIT, mo nmokazanusM npopuiakTHYeCKyI0 Tepanuio
aHTHOAKTepUATbHBIMU, IPOTUBOBUPYCHBIMU M MIPOTUBOTPHUOKOBBIMH IIperapaTaMu.
[Ipu Bo3HUKHOBEHMH HH(peKIMH Ha (QoHE NPOPUIAKTHUECKOW Tepanuu HEO0OXOAUMO
HEMeJUICHHOE Ha3HAaYeHHEe aHTHOAKTepUaJIbHBIX MPENapaToB IIUPOKOTO CIEKTpa JIEHCTBHA, KaK
IIPaBWJIO MAPIHTEPATIBHO.
JlepMatuT MOXeT TpeOoBaTh KOMIUIEKCHOTO JICUEHUS] C TNPUMEHEHHEM AaHTUOMOTHUKOB.
Creponnnble Ma3d M KpeMbl OObIYHO 3((EKTUBHBI B €r0 JICYCHHH, OJHAKO WHOT/IA MOXKET
noTpeOoBaThCsl MPOBEACHNE KOPOTKHX KypCOB CHCTEMHBIX CTepouIoB. Hepenxo mpumeHeHue
AHTUOMOTHKOB TPUBOMUT K YIYYIICHHIO CHMIITOMOB 3K3€MbI, YTO TOBOPHUT O BIUSHHUH
OaktepuanmbHOro (axkropa Ha ee pa3BuTHe. HeoOXoaMMO NMpUHMMATh BO BHHUMAHUE HAIM4HeE
MUIIEBON alJIEPTUU U COOTBETCTBEHHO KOPPEKTUPOBATH IUETY.

4.1.6 TpeGoBaHusi K PpekUMY TPYyAa, OTAbIXa, JeYEeHUS WJIH
peaduanTanumn
B cBa3u ¢ TpoMmOouuTONEHHEW pPEKOMEHJOBAHO U30eraTh TPAaBMOOIACHBIX CHTYyaluH,
KOHTAaKTHBIX BUJIOB CIIOPTa, AETSIM MJaAuero so3pacta (1-4 roga) HOCUTh IEHONOJINYPETAHOBBIN
LJIEM.

4.1.7 TpeGoBanuss K YX04y 32 NANMEHTOM H BCIOMOraTeJbHbIM
npoueaypam
IlepeueHp MEOUIMHCKHUX, YCIyI yXoJa 3a MNanueHToM corjacHo «HomeHkiatype yciyr B
3[IpaBOOXPAaHEHUN» MIPEJICTABIICH B TaOIUIIE 2.
Tabnuna 2 — Ycayru 1o yxoay 3a NalleHTOM

Kog MV Hanmenosanue MY Hacrora Kparuocts
MIPEJOCTABJICHUS | BHIOJIHCHHS

B04.002.00 | IucnancepHblii npueM (OCMOTp, KOHCYJIbTAIus) 1 100

1 Bpayva-aJuIeproJiora-uMMyHOJIOTa

B03.016.00 | OGmwmii (KTMHUYECKUN) aHaIIN3 KpOBH | | 100

3 pa3BEepHYTHII

B03.016.00 | Ananus KpOBH OMOXUMUYECKUN 1 100

4 o0InieTepaneBTUYECKHIA

B03.016.00 } 1 100

6 AHanu3 MOYH 001IHii

A05.10.006 | Perucrpalius 3JeKTPOKapAHOrPaAMMbI 1 100

A04.16.001 | YiubTpa3ByKoBO€ HCCIeI0BaHWE OpraHoB Opromuoi | 1 100
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MOJIOCTH (KOMILIEKCHOE)
B04.004.00 | IucnancepHplii npuemM (OCMOTp, KOHCYJIbTAIUs) 0.2 20
1 Bpaya-racTpodHTEpPoOJIora ’
IIpodunakTruecknit mpuem (OCMOTpP, KOHCYIHTALUA) 02 20
B04.010.002 | Bpaua-geTcKOro xupypra ’
B04.028.00 | ucnancepHblii npueM (OCMOTp, KOHCYJIbTAIUs) 0.2 20
1 Bpaya-OTOPUHOJIAPUHI0JIOra ’
B04.029.00 | IucnancepHblii npuemM (OCMOTp, KOHCYJIbTAIUs) 0.2 20
1 Bpaua-o¢TarpMoJora ’
B04.023.00 | IucnancepHblii npuemM (OCMOTp, KOHCYJIbTAIUs) 0.2 20
1 Bpaya-HEBPOJIOra ’

4.1.8 XapakrTepucTHKa MEPONPHUATHI IO YXOAY 32 NALMEHTOM
[Tpodunaktuueckas Tepanus MPOBOAMTCA aMOyJIaTOPHO, MOJA KOHTPOJEM IMeauarpa M Bpada-
uMMmyHosora. OJHAaKO TNepBOHAYaJIbHOE OOCIIEeOBaHWE M IMOAOOP TEpanuu PEKOMEHIIOBAHO
IIPOBOJIUTH B THEBHOM MJIM KPYTJIOCYTOUYHOM OT/EICHUU (B 3aBUCUMOCTH OT OOILEro COCTOSIHUA)
JIITY, xoTOpoe NOIKHO UMETh B CTPYKTYpE OTAEIEHHE (I1anaTy) aHEeCTE3UOJIOIMH-PEaHUMALINH,
OT/eNICHHE XUPYPIUH, CTIOCOOHOE BBIMIOJIHATH TOPAKaIbHbIE U a0IOMUHAIBHBIE OTepaIuy 000
CTETIEHH CJIOXKHOCTH. Kpome Toro, HeoOXOIMMO HMETh B IITaTe TacTPOIHTEPOJIOTa,
HeBpomaronora,  okymucra, JIOP-Bpawa. OOs3arensHO  HANWYHWE  IUTOJOTHYECKOH,
MMMYHOJIOTHYECKOH, OaKTepHUOTIOTUIECKOM, OMOXMMHUECKON 1 IKCIIPECC-Tab0paTOpHiA.

4.1.9 TpeGoBaHusi K AHETHYECKNM HA3HAYCHHUAM U OTPAHUYCHUSIM
Vcnonp30Bath MUILy, MPOMISAIIYI0 TEPMUYECKYI0 00paboTKy. J[Isi MUThS UCTIONB30BaTh TOJIBKO
OyTBUIMPOBAHHYIO WJIM KHUIISTYCHYIO BOIY. IIpy Hanuuum ajieproaHamMHe3a HCKIKOYaTh
MIPUYUHHO-3HAYNMBIE ITPOTYKTEI

4.1.10 Oco0enHocTn HHGPOPMHUPOBAHHOTO J00POBOJIBHOIO  COIJIACHUS
NaNMeHTa NpPH BbINOJHEHHH MPOTOKOJIA BeleHHsl OO0JbHBIX H
JAONOJIHUTEeIbHASA HHPOPMALHS JJIsl NALNEHTA H YICHOB ero ceMbH
HNudopmupoBanHOe T0OPOBOJIBHOE COTJIACHE MALMEHT (OMEKyH MalMeHTa) JaeT B MUCbMEHHOM
BU/IE.
[Tanmenty (omekyHy) cieayeT OOBSACHUTh HEOOXOAMMOCTh W TpaBWiIa PEXHMa, JUETHI,
HeoOxonumocTs Tepanuu BBUT, a Taxoke npyroit ¢papMakosoruueckoil HHTEpBEHIIHH.
4.1.11 IIpaBnja u3MeHeHHs TPeOOBAHUH NPH BBINOJHEHUH NPOTOKOJA H
NpeKpamieHne AelicTBUs TPeOOBaAHMI NPOTOKOJIA
[Ipotokon nepecraer nevictBoBath nocie BoinonHenus TI'CK (MeaunuHckas moMoIb NauueHTy
OKa3bIBaeTCsi B COOTBeTCTBUM ¢ TpeboBanusamu nportokona TI'CK). Ilpu pa3Butum
auM@onposnpepaTUBHOIO PACCTPOMCTBA METUIMHCKAs IOMOIIb ITAallMEHTY OKa3bIBaeTcs B
COOTBETCTBUM C TpeOOBaHMSAMHU MPOTOKOJA BEIACHUS OOJIBHBIX C COOTBETCTBYIOLIMM
3a00JIeBaHUEM/CUHIPOMOM:
4.1.12 Bo3MokHBIE HCXOABI M X XapPAKTEPUCTHKA
Bo3smoxknabie ncxoasl CBO u ux XapakTeprcTUKa MpeACTaBICHbI a Tadnuie 3.
Ta6nuna 3 Bo3moxubie ncxoasl CBO u nx XxapakTepucTHKa

Yacrora OpuentupoBouyHoe | [IpeemcTBEeHHOCTH
HanmenoBanue Kpurepun 51

pa3BuTHS, BpeMs u ATaNHOCTh
nucxoja o MIPU3HAKU

Yo JIOCTHKECHUS OKa3aHMs
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HCXO0Ja, JIET MEIUITMHCKOM

TOMOUIA
TI'CK Boeinonnenue TI'CK [Tanuent Benercs
70 2 1o IPOTOKOITY
TI'CK
JleranbHblil HCXON Hacrynnenue cmepru
B pe3ynbTare
MHQEKITMOHHBIX /
15 reMOpparu4ecKux 9-13 -
OCJIO)KHEHUH,
3JI0Ka4E€CTBEHHBIX
HOBOOOpa3oBaHUM

SFpaq)nquKoe, cxeMaTH4ecKoe U TAa0JM4YHoe npeacraBjacHus MPOTOKOJIAa
He npenycmotpensl.
6MoHuTOPHpPOBaHUE NIPOTOKOJIA

6.1 Kputepum ¥ MeTOAO0JIOTHSI MOHHUTOPMHIAa M OuleHKH 3¢ dekTHBHOCTH
BBINIOJTHEHHS TPOTOKO.1a

MonuToprupoBaHue MPOBOAUTCA B MEAULUHCKUX OPraHU3alUsAX, OKa3bIBAIOILIMUX CTALMOHAPHYIO
MEUATPUIECKYIO TTIOMOIIb OOJIEHBIM.
VYupexxeHrne, OTBETCTBEHHOE 3a MOHMTOPUPOBAHHE HACTOALIETO IPOTOKOJIA, HA3HAYAIOT B
YCTAaHOBJIICHHOM  mopsake. IlepedeHb MEAMIMHCKHUX: YYPEKICHUH, B KOTOPBIX IPOBOISAT
MOHUTOPHUPOBAHUE HACTOALLEIO IIPOTOKOJIA, ONPENEISET €KETOJHO YUPEKIACHUE, OTBETCTBEHHOE
32 MOHMTOpUpPOBaHHE. MeIUITMHCKIE OpraHu3aiuy HHPOPMHUPYIOT O BKIIOYCHUHU B MEPEUYCHb 110
MOHUTOPHUPOBAHUIO IIPOTOKOJIA TUCEMEHHO.
MoHuTOpHpOBaHUE MMPOTOKOJIA BKIIIOYAET B CeOsl:
- cOop nH(popMaIMK O BEACHNUHU MALMEHTOB ¢ JuarHoctupoBaHHbiM CBO;
- aHaJIM3 NOJYYEHHBIX JaHHBIX;
- COCTaBJICHHUE OTYETA O PE3yJIbTaTax IPOBEICHHOIO aHAJIN3A,
- mpeacrasieHue ordyera B GenepallbHblil OpraH UCIIOJIHUTEIBHOMN BIACTH.
HcxonuasiMu MaTeprazamMy IPU MOHUTOPUPOBAHUU SIBIISIIOTCS:
- MEIMLIMHCKAsA JOKYMEHTaLUs,
- Tapu(bl HA METUIIMHCKUE YCITYTH;
- LICHBI HA JICKAPCTBEHHBIE IIPEIapaThI.
[Tpu HEoOXOAMMOCTH NMPHU MOHUTOPUPOBAHMM CTaHIAPTAa MOTYT OBITH HCIIOJIb30BAaHBI U UHBIE
MEJIULUHCKUE U HEMEAULIMHCKUE JOKYMEHTHI.

6.2 I[IpuHIUNBI PAHAOMHU3ALUHU

B nHacrosmem npoTtokoie paHmomMuzanus (MEAMLIMHCKUX YUPEXKACHUH, MAlMEHTOB M T.JI.) HE
IIpeAYCMOTpPEHA.
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6.3 IlopsaaoKk OUEHKM H [IOKYMEHTHPOBAHUSI NMO0OYHBLIX apdeKToB M pa3BUTHS
OCJIOKHEHHUH

Hudopmanuio o moObouHbIX 3 (hekTax JeKapCTBEHHBIX CPEACTB, BOSHUKIINX B MPOIECCE BEACHUS
OOJIbHBIX, PETUCTPUPYIOT B OTUETE.
6.4 IIpome:kyTouyHasi OlEHKA U BHeCeHHEe U3MEHEHNH B POTOKOJI

OneHka BBINOJIHEHNS CTaHAApTa MPOBOJUTCS OJUH pa3 B roJl IO pe3yJibTaTaM aHaJlInu3a CBEJACHUI,
IIOJIyYEHHBIX IIPU MOHUTOPUpPOBAaHUU. BHECEHHE U3MEHEHUH B IPOTOKOJ IIPOBOJIUTCA B Cilydac
MOJTy4YeHHs UH(GOPMAIMU MIPH MOJTYYEHUH YOCTUTEIbHBIX TaHHBIX O HEOOXOIMMOCTH U3MEHEHU I
TpeOOBaHUI MPOTOKOJIA 003aTEIBHOTO YPOBHSI.

6.5 Ilopsanok M MCKJIIOYEHHS MAMEHTOB U3 MOHUTOPHHIA

[TarueHT cumTaeTcsl BKIIOYCHHBIM B MOHHTOPHPOBAHHE MpHU ycTaHOBieHuu auarnosza CBO.
Hckmrouenne u3 MOHHTOPHPOBAHUS TMPOBOJUTCS B CIy4ae HEBO3MOXKHOCTH IPOJIOJDKEHUS
HaOIIOeHUS.
B sToMm cnyuae B 0T4ETE perUCTpUPYETCs MPUUMHA UCKITFOUCHHUS MAIUEHTa U3 MMPOTOKOJIA.

6.6 IlapameTpbl OLIEHKH KAYeCTBA KU3HHU MPH BBHINOJIHEHUH MPOTOKOJIa

OueHka KauecTBa OSKM3HM TMAlMEHTa TPU  BBINOJHEHUM HACTOAILIETO0 TMPOTOKOJNA HE
IIpelyCMOTpEHA.
6.7 OueHka cTOMMOCTH BbINOJIHEHNS MPOTOKOJIA U IEHbI KA4YeCTBa

Pacuer 3aTpaT Ha BBIIOJIHCHUC MUHUMAJIBHOTO o0beMa MCHHHHHCKOﬁ oMo mo IMImpoOTOKOJIY
IpoOBOJAT MO (opMysie, YTBEPKICHHOM B YCTaHOBJIEHHOM mopsnake. [Ipu oueHke 3aTpar
YUUTBIBAIOTCA BCC MCAUIUHCKUC YCIIYTH, JICKAPCTBCHHBIC CPCACTBA, HA3HAYCHHBIC MMAIIUCHTY.
HpI/I BKIIIOUCHHUHN B IIJIaH OKa3aHUA MGHHHHHCKOﬁ nmomMomu YyCJIyT U JICKAPCTBCHHLIX CPCACTB
AOMNOJHHUTCIBHOIO aCCOPTUMCHTA OHH BKIIIOYAIOTCA B PACCUHUTHLIBACMYIO O6IJ_IYIO CTOUMOCTDb
BBIITOJIHCHHUA MMPOTOKOJIA.

6.8 CpaBHeHue pe3yJbTaTOB

[Tpu MOHMTOPUPOBAHUM CTAHAAPTA €XKETOIHO MPOBOAUTCS CPABHEHHUE PE3yJIbTATOB BHIMOIHEHUS
TpeOOBaHUI MPOTOKOIIA.
6.9 Ilopsinox ¢popMupoOBaHHs OTYETA

B exeromsslli OT4ET O pe3yJbTaTax MOHUTOPUPOBAHUSA BKIIIOYAKOTCA KOJUYECTBEHHBIC
pe3yJabTaThl, MOJyYEeHHBIE MPU pa3pabOTKe METUIMHCKUX KapT, U UX KadeCTBEHHBIH aHAIIU3,
BBIBOJIBI, ITPEJIOKECHUS 110 AKTYAJIN3aLUU IIPOTOKOJIA.

Otyer npeiacTaBIsIET B OPraHU3alldi0, OTBETCTBEHHYIO 33 MOHMTOPHPOBAHHE HACTOSILETO
IIPOTOKOJIA.

Pe3ynbraThl 0TYETAa MOTYT OBITH OITyOJIMKOBAHBI B OTKPBITON TIEUATH.
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[Ipunoxenne A
(cipaBoYHOE)

YHuduuupoBaHHas IIKaja OLEHKA YOETUTEIBHOCTH JIOKA3aTEeNIbCTB LEIecO00pa3HOCTH
[IPUMEHEHHUs MEIULIMHCKUX TEXHOIOTUI

YHu}UUUpoBaHHAS LIKaJIa OLIEHKU BKJIIOYAET B CEOS:

- YPOBEHb YOEIUTENbHOCTH JI0Ka3aTelbcTBAa A — 0Ka3aTeIbCTBA YOEIUTENbHBI: €CTh BECKHE
JI0Ka3aTeIbCTBA MPEATIaraéMoro yTBEPIKICHHUS;

- YpoBeHb YOEIUTENBHOCTH JlOKa3aTenbCcTBAa B — OTHOCHTENbHAas yOEIUTEIHHOCTD
JI0Ka3aTeNIbCTB: €CTh JOCTATOYHO JO0KA3aTEeNbCTB B MOJIb3Y TOTO, YTOOBI PEKOMEHI0BATh TaHHOE
NIPEIOKEHHE;

- YPOBEHb YOECIUTEIHHOCTH JoKa3aTeabcTBa C — JOCTATOUHBIX J0KA3aTEILCTB HET: HMEIOIIUXCS
JI0Ka3aTeIbCTB HEIOCTATOYHO ISl BHIHECEHUS PEKOMEHIAlMU, HO PEKOMEHAALUU MOTYT OBITh
JaHbI C YYETOM MHBIX 00CTOSITEILCTB;

- YpOBeHb YOEIUTENbHOCTH J0Ka3aTeNbcTBA D — JHOCTaTOYHO OTpUIATEIBHBIX T0KAa3aTeIbCTB:
UMeeTCs JIOCTaTOYHO JIOKA3aTeNbCTB JUIS TOrO, YTOOBl PEKOMEHJOBATh OTKA3aThCS OT
NPUMEHEHHMS J]a WHOTO JIEKAPCTBEHHOT'O CPEJCTBA B KOHKPETHOW CUTYAallUH;

- YPOBEHb YOeIUTENBbHOCTH JOKa3aTeabcTBa E — Beckue oTpuLaTeNbHbIE T0Ka3aTeNbCTBA: €CTh
JOCTaTOYHO YyOeOUTENbHbIE [0Ka3aTeIbCTBA I TOTrO, YTOOBI HMCKIIOYUTH JIEKApPCTBEHHOE
CPEACTBO MM METOJUKY U3 PEKOMEHIAIIH.
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