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KJIWHUYECKHWHA MPOTOKO.JI IMATHOCTHUKHA U JIEYEHUA

HHAPOKCU3MAJIBHAA HOYHASA 'EMOI'JIOBUHYPHUA Y B3POC/JIBIX

I. BBOAHASA YACTD
1.1 MKB-10 D59.5 — [TapokcusmaiibHast HOYHasi TeMOTIIO0OUHYPHS
MKB-11 3A21.0 — I[TapokcusmanbsHasi HOUHasi TeMOTIIO0OUHYpHs

1.2 JTaTa pa3padorku: 2015 roxa (nmepecmotp 2025 rox)

1.3 Coxkpauienus, HCoJib3yeMblie B IPOTOKOJIE:
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PaGouas rpynma no arutactuueckoii anemuu (Aplastic Anemia
Working Party)

AmniacTr4deckasi aHeMus

ApTepuanbHas TUepTeH3Us

ApTepuanpHO€E HaBJIEHUE

AnanuHaMuHOTpaHcdepasza

Annactudeckas anemus (Aplastic anemia)

AOcomoTHOe uncio petukynouutoB (Absolute Reticulocyte Count)
AcnapratamuHoTpaHcepasa

AyTOMMMYHHAsI TEMOJTUTHYECKAs aHEMUS

AmMepukaHcKoe o01iecTBo rematojioruu (American Society of
Hematology)

Bupyc ummyHnonedunmra yenoneka
["amMarmoraMmuiITpancnenTuaasa

EBpomneiickoe o0I1ecTBO MO TPaHCIUIAHTAIIMKA KPOBH U KOCTHOTO
mosra (European Blood and Marrow Transplantation Group)

EBpornelickoe areHTCTBO JeKapcTBEeHHBIX cpenicTB (European
Medicines Agency)

®aktop B kommnemenra (Factor B)
®aktop D kommementa (Factor D)



FDA

DB
®IJIC

GITMO

GPI
Hb

HLA

v
DA
KT
JIIT
JIOK
MAK
MJIC
MKB
MITH
NB

NICE

NO

NT-
proBNP

OAK
PICC

PIG

[THI
cITHI'

PNH

[1XB
PI'TI
SCT

YnpaBreHue 1o CaHUTApHOMY Ha/I30py 32 Ka4eCTBOM THIIEBIX
npoaykToB U MmeaukameHToB CIIA (Food and Drug Administration)

®pakuus BeIOpoca
®ubporacTpo1yoIEHOCKOIIHS

WranpsHCcKas rpynna no TpaHCIUIAHTAlMKA KOCTHOTO Mo3ra (Gruppo
[taliano Trapianto Midollo Osseo)

I'makosmndocharuaumunosuton (Glycosylphosphatidylinositol)
I'emorno6un (Hemoglobin)

Cucrema nedKoIUTApHBIX aHTUTEHOB yenoBeka (Human Leukocyte
Antigen)

Buytpusenno (Intravenous)
NmMmyHObEpMEHTHBIN aHan3
Kommnrwrotepnas Tomorpadus
JlakraTaeruaporenasa

JleueOHas pusnueckas KyJbTypa
MeMOpaHOaTaKyOIINI KOMIUIEKC
MuenonucniacTi4eckoe HOBOOOpa3oBaHUe
MexayHnaponnas kinaccudukaus 0oe3Hein
MuenonponudepatuBHbie HOBOOOPA30BaHMUS
Oo6parure Buumanue (Nota bene)

HannonanbHbINM HHCTUTYT 37PABOOXPAHEHUS] U METUIIMHCKOTO
coBepiieHcTBoBanus Bennkoopuranuu (National Institute for Health
and Care Excellence)

Oxkcup azota (Nitric oxide)
N-TepMHUHATBHBIA IPOMO3TOBOM HATPUNYPETUYECKUN MTENITHT

OO6mwmit aHamM3 KpOBH

[Tepudepuuecku BBOAUMBIN IIEHTPAILHBINA BEHO3HBIN KaTeTep
(Peripherally Inserted Central Catheter)

docharnaunrnozuton-riaukan kiacca A (Phosphatidylinositol
Glycan class A)

[Tapokcu3malibHas HOUHasi TEMOTTIOOUHYpUs
CyOknuHnYecKkas napokcu3MalibHasi HOUHasi TeMOTJI00UHYpHUsI

[TapokcusmanbHast HouHast remorioounypus (Paroxysmal nocturnal
hemoglobinuria)

[IpaBO X0351ICTBEHHOTO BEICHUSA
PecnyOmkanckoe Tocy1apCTBEHHOE TIPEATIPUSATHE
TpancmnanTtanus ctBooBbIX KieTok (Stem Cell Transplantation)



[oTnanackas MexBY30BCKasi CETh pyKOBOACTB (Scottish

SIGN Intercollegiate Guidelines Network)

C3I1 CBexe3zamMopoKeHHas 1a3ma

TI'CK TpaHcmanTanys reMono3TUYECKUX CTBOJIOBBIX KJIETOK

TKM TpancrmaHTanuss KOCTHOIO MO3Ta

Tr TpoMOoTUTHI

T3 Tpom603MO0Hs

Y3AI VY apTpa3BykoBas noruieporpadus

Y3Uu YIIbTpa3ByKOBOE UCCIIEI0OBAHUE

UK Bemukob6putanus (United Kingdom)

ULN Bepxwusia rpanuiia Hopmsl (Upper Limit of Normal)
VYuudunmpoBaHHbIi yKka3zaTeab HHHOPMAIIMOHHOTO pecypca

URL (Uniform Resource Locator)

OKT DnekTpokapanorpadus

OxoKT Oxokapauorpadus

AMPT SAnepHo-MarHuTHasE pe30HAHCHasE ToMOTrpadus

Ht I'ematoxpur

CD Kinactep nuddepenunponku (Cluster of differentiation)

1.4 IToan3oBaTesm NPOTOKOJIA: TE€MATOJOTH (B3pOCIHbIE), TEPAneBThI, Bpauu oOIIeH
MPaKTUKH, XUPYPIH, HEPPOIOTH, MMyJITbMOHOJIOTH.

1.5 KaTeropusi mnanMeHTOB: B3pOCIIbIE.

1.6 IlIkana ypoBHeii nokasareabnocTn !

Tabauua 1
YpoBeHb XapaKkTepuUCTHKA UCCIAEA0BAHUM, KOTOPbIE JICIJIH B OCHOBY
J0Ka3arTejb peKoMeHaanui
HOCTh
A BricokokauecTBEeHHBIN METa-aHaIu3, CUCTEMATUYECCKUHN 0030p
PaHIOMM3UPOBAHHBIX KiIMHUYeCKUX uccienoBanuii (PKW) wim kpynHoe
PKU c oveHb HHM3KON BEPOSITHOCTHIO (++) CHCTEMAaTHMUYECKOW OIIMOKH,
pe3yJIbTaThl KOTOPBIX, MOTYT OBITH pacrpocTpaHeHbl  Ha
COOTBETCTBYIONIYIO NOMYJISIIUIO.
B BricokokauecTBeHHBIN (++) cHCTEMaTUYECKUN 0030p KOTOPTHBIX WU
HCCIIEIOBAHUIN  CITy4aill-KOHTpOJIb WM  BeicokokaduecTBeHHOE  (++)
KOTOPTHOE WJIM HUCCIIEIOBAHUM CIy4ail-KOHTPOJIb C OY€Hb HU3KUM PUCKOM
cucrematudeckor ommoOkun wuiam PKUM ¢ HeBbicokuM (+) pHCKOM
CUCTEMATHYECKON  OMMOKU, PE3yJbTaThl KOTOPBIX, MOTYT OBITH
pacrpoCTpaHEHbl HA COOTBETCTBYIOUTYIO NOMYJISIIUIO.




C KoropTHoe wimn umccnenoBaHuE CIy4dail-KOHTPOJIb MM KOHTPOJIMPYEMOE
uccienoBaHrue 6€3 paHJOMHU3alMY C HEBBICOKUM PUCKOM CUCTEMATUYECKON
omuOku (+), pe3yiabTaThl KOTOPBIX, MOTYT OBITb pacHpOCTpaHEHbl Ha
cooTBeTcTByIOIyt0 mnonysanuio wim PKM ¢ o4yeHp HHU3KUM WM
HEBBICOKUM PUCKOM CHUCTEMATHYECKOM OMMOKM (++ WM +), pe3yjabTaTbl
KOTOPbIX HE MOTYT OBITb HEMOCPEJICTBEHHO pPacHpOCTpPaHEHbl Ha
COOTBETCTBYIOUTYIO MTOMYJISIIIUIO.

D Onucanue cepun ciaydaeB Wi HekoHTponnpyemoe HCCIEeI0OBaHUE HIIU
MHeHune 3KcnepToB

1.7 Onpenenenue: IlapokcusmanbHas HouHasi remorsioounypus (ITHT') — sto penkoe,
KJIIOHAJIbHOE TPHOOPETEHHOE, JKU3HEYTpPO’KaoIIee, MPOrpecCUpPYyIONIee CHCTEMHOE
3a00J€BaHUE KPOBHM, IMPU KOTOPOM KIETKHM KPOBU M HX MPEIIICCTBEHHUKH HMEIOT
CHW)KEHHOE€  WJIM  OTCYTCTBYIOIIEE  KOJMYECTBO  OCJIKOB,  3aKpEIUICHHBIX  Ha
rnuko3mwipocharuamiunosurone (GFI) Ha moBepXHOCTH KIETOK, XapaKTepU3YIOIIeecs
XPOHUYECKUM BHYTPUCOCYIUCTHIM T€MOJIM30M, KOCTHOMO3TOBOM HEJ0CTaTOYHOCTHIO,
MOBBIIIICHHBIM PUCKOM pa3BUTUA TPOMOOTHYECKUX OCTIOKHEHUM, MOYEUHON
HEJIO0CTATOYHOCTH M JIETOYHOM runeprensun 2!

1.8 Kiinnuyeckas Kiaccupuranms:

Paznnuaror 3 ocHOBHBIX (opmbl ITHI B4,

1. Knaccuueckas (remosmruyeckasi) ¢opma IIHI' xapakrepusyercs KIMHHKO-
7a00paTOPHBIMU TPU3HAKAMU BHYTPUCOCYIUCTOrO TeMojiu3a 0e3 MPU3HAKOB APYIrHX
3a00J1eBaHUH, CBA3aHHBIX C HEJOCTATOYHOCTHIO KOCTHOT'O MO3Ta.

2. Cyokaununveckasi ¢popma ITHI'. Beisinsiercs ITHI', HO cyliecTBEHHBIX KIMHUYECKUX
IIPOSIBJICHUN W HAPYLIEHUA KOCTHOTO MO3Tra HET:

* ['emonu3 — OTCYTCTBUE CYIIECTBEHHBIX CHMIITOMOB, CBSI3AHHBIX C aHEMHUEH, TpoM0Oo03a,
0o, TUCPYHKIIUM OPTaHOB WM MOCTOSHHOM 3aBUCHMOCTH OT IepenuBanus kposu; JIAI
o0wruno <1,5x BI'H.

 JletikomieHUsT W/WIU TPOMOOIUTOTICHUS — HOPMAaJIbHOE KOJHUYECTBO JICHKOIIMTOB H
TPOMOOIIMTOB WJIM YMEPEHHAsi OECCUMNTOMHAs JICHKOIEHUS/TPOMOOIIMTOTICHUSI.

* Pa3mep kJ0OHa — IpaHyIOUUTAPHBIN KIOH 00bIMHO <20%; pa3mep KJIOHa SPUTPOLUTOB
HEOOJIbLION, HO MOKET BApPbUPOBATh.

* KoOCTHBIII MO3r — KOCTHBI MO3I MMEET HOPMAJIbHYI0 WM OJIM3KYI0 K HOPMAaJIbHOM
KJIETOYHOCTH U MOP(OJIOTHIO.

» Jpyrue pe3yabTarsl — TpoM0O03a, 0071 WK TUCHYHKIIMH OPTaHOB HET.

3.IIHI' ¢ kocTtHO-MO03roBOil  HemocrarouHoctbio (ITHI/AA, HHI/MIC).
HccnenoBanre KOCTHOTO MO3ra BBISBISET TMIOIIIA3UI0 WM MHEJIOWHYIO JUCIUIA3HUIO,
cootBeTcTBYONTYI0 KpuTepusiM AA win M/IC, peako MITH. AKTUBHOCTB reMOJn3a MOKET
OBITH PA3JIMYHON — OT TIOJIHOTO OTCYTCTBHUSI /IO BBIPAXKEHHOTO.

Boinenenne cyoxknmuunyeckoi ¢popmsl [THI™ He nmeeT camocToATEIbHOTO KIMHUYECKOTO
3HAYEHUs, HO HEOOXOAUMO JJisi 00ecreyeHs] MOHUTOPUHTA TaKUX IMalMEHTOB B CBA3H C



BEPOSITHOCTBEO HAPACTAHUS pa3Mepa KIOHA M IMPOTPECCHUU TeMOJIN3a, KOTOPBIM MOXKET
JIOMUHUPOBATH CPEAU KIMHUYECKUX MPOSBICHUN U TPEOOBATh COOTBETCTBYIOIIIEH TEpAITUH.
B cnydae oTcyTcTBHSA y NanueHTa KIMHU4YecKuX nposisiieHui [THI', HoO Hamuunu KoCTHO-
MO3roBoM HegoctaTouHoctu ¢Gopma ompenensercs kak [THIT ¢ kocTHO-Mo3roBoi
HEJIOCTAaTOYHOCTBIO, a He cyOkmnHndeckas [THI .

1.9 Kiiunnyeckasi KapTuHa 3a00J1€BaHMS

CHMIITOMBI ¥ TSOKECTh TeueHus kinaccuueckoit ITHI BapbupyIOT y pasHbIX naruenTos
OCHOBHBIMH TPOSIBICHUSIMHU SIBISIOTCS XPOHHUYECKHM TEMOJIMTUYECKUI aHEeMHUYECKU
CHUH/IPOM U CKJIOHHOCTb K TPOMOO3aM B aTUITUYHBIX MECTaX, a TAK)KE MPU3HAKH TOJaBICHUS
reMonos3a pas3au4yHoi crteneHu. COrnacHO JaHHBIM MeEXAyHapogHoro peructpa (1610
NanuMeHToB) HaubOosee 4dacteiMu cumnromMamu npu ITHIT sustorea ycranocte (80%),
onpika (64%), TéMHas Mo4a — 3MU304bl reMorsIoounypun (62%), abgoMuHaAIBHBIE 00N
(44%), unronenus/ nanuutonenus (44%), spexrunpHag gucPyskuus (38%), 6omau B rpyau
(33%), Tpom0036I (16%) 1 moueunas HegocTaTouHOCTh (14%) [

[TaTousnonornyeckre MocieACTBUS XPOHUUECKOTO BHYTPUCOCYIUCTOIO T€MOJINU3a MpH
ITHI" Bxroyaror:

v  Auemuio. Auemus nipu [THI' MHOTO(aKTOpHAS — pE3yJabTaT COYCTAHUS Pa3pylICHHS
DPUTPOLMTOB U HEAOCTATOYHOI'O MX MPOM3BOJICTBA M3-3a CONMYTCTBYIOIIEH aIlia3uy WIH
JUC(PYHKIIMM KOCTHOTO MO3Ta, euiuTa Kese3a U (oaTos.

v Cumnromsl aepunura NO. BricBoOosKIeHE CBOOOJHOTO TEMOTTIO0NHA TIPH TEMOJTH3E
IPUBOJUT K CBS3bIBAHUIO U UCTOLIEHUIO OKcraa a3oTa (NO), 4To BbI3BIBAET CMA3M IIAIKUX
MBIl JTO mposiBisieTcss aucdaruedt, aObJOMUHAIBHBIMH OOJNSIMHU, 3PEKTHIBHOU
TuCc(YHKIMEN U MOKET CIOCOOCTBOBATh PA3BUTHUIO JIETOYHOM runepren3uu. Kimanuecku
3HaunMMas JjeroyHas runepreHsus npu IIHIT BcTpeuwaercs penko u OOBIYHO CBsi3aHa C
TpoMO03IMOOJMEl JIETOUHON apTepHu.)

v OCTPYI0 M XPOHHYECKYIO IIOYEYHYI0 HEA0CTATOUHOCTh. OCTPEI MACCUBHBIN FEMOJIU3
MOKET BBI3bIBATh OCTPYIO IOYEUYHYI0 HEJOCTATOYHOCTh 33 CUET TOKCHYECKOTO ACUCTBUS
CBOOOAHOrO TremMa Ha TIOYEYHbIE KaHalblbl. XPOHUYECKHM TIeMOoJIM3 NPUBOAMT K
OTJIO’KEHHUIO JKeJie3a B MoYKax (MOYEUHbI reMOCHIEp03), YTO MPOBOLUPYET JUCHYHKIIUIO
KaHAJIbIIEB, UHTEPCTUIIMATILHBIN PUOPO3 U KOPTUKAIBHBIE HH(PAPKTHI.

v  Tpom603b1. Tpom6o3sl ipu ITHIT — Bexymnas npuunna cmeptu (1o 40—-67% neranbHbIX
UCXOJIOB CBSI3aHbI C TpOMOO3amu). XapaKTepHbl TPOMOO3bl HETUITMYHOMN JIOKAIM3AlMKA — B
BEeHax OprourHoi mosioctu (B T.4. cuHapoM banna-Kuapm), nepeOpaibHbIX BeHaX, BEHaX
KOXU U Ap. . [lepBbIil TpoMOOTHYECKUI STTH30/1 MOXKET OBITH (haTadbHBIM U MOBBIIIAET PUCK
cmeptH B 5—10 pa3. [Ipeanonaraercs, 4TOo reMOJIU3 UTPAET KIIOUYEBYIO POJIb B MATOr€HE3E
TpoMOO30B, YTO MOATBEPKAAECTCS CHM)KEHHUEM YacTOThl TPOMOO30B Ha (hOHE Tepamnuu
uHruouropamu kommiementa. K ¢akropam runepkoarynsiuun npu [IHIT otHOCAT:
BbICBOOOXKIeHUE cBoOogHOTO Hb (cBsA3piBaeT NO, BbI3bIBasg Ba30cCma3M W aKTHUBALUIO
OHOTENNA); BBIXOJ MPOKOATYJISHTHBIX MHKPOYACTHI U3 TPOMOOLMTOB TMPH HUX
KOMITJIEMEHT-OTIOCPEIOBAHHOM TMOBPEXKACHUM; JCPUIIUT KOMIIOHEHTOB (UOPUHOIN3A;
TIOBBIIIEHUE YPOBHEN MPOBOCIAIUTENBHBIX M IIPOTPOMOOTUYECKHUX IUTOKMHOB [



2 METOJbI, MOAXOAbI U ITPOUEAYPBI INATHOCTUKU U JIEYEHUSA

2.1 IluarHocTHYeCKHE KPUTEPHH:

Kanodbt m anamue3: y mnauueHToB ¢ [IHI' momo3peHue BBI3BIBAIOT CIHEAYIOIIUE
MPOSIBJIICHUSI: XPOHUYECKasi cl1aboCTh W yTOMIIIEMOCTb, 3MU30Abl TEMHOM (Oypoil uiau
4&pHOI) MOUHM, Yalie Mo yTpaMm (reMOrJIoOuHypHs), TIOBTOPHBIE OOJIM B KUBOTE, OOJIb B
IpyAH, TOJIOBHBIE OOJU, HAPYUICHUS APEKIUH, a TAKXKEe SMU30/bl TPOMOO30B HEOOBIYHOM
JOKaNu3aluu (HampuMmep, MeyéHouHbIe, MOpTalbHbIE, ME3eHTepUalibHbIe, IiepeOpaibHbIe
BeHbl) . Heo0X0aMMO BBISICHUTH HAJIMYUE MPEKHUX 3MHU300B TPoMO03a, HEOObSICHUMBIX
UATONEHUM, MO0 COUETAHUSI TEMOJIMTUYECKUX U allJIACTUYECKUX CUMIITOMOB. B aHamHe3e
y 4YacTH TAIMEHTOB — TMpPEAIIeCTBYIOMas aractudeckas anemus wiu MJIC, mm6o
HaoOopoT, [THI" MmoxeT mposiBUTHCS Ha (hOHE YK€ UMEIOIIEHCS aria3ui KPOBETBOPEHUSI.
du3zukaabLHoe 00c/e0BaHNe: MaTOTHOMOHUYHBIX BHEIIHMX CHUMITOMOB, JIOCTOBEPHO
ommuaronux [IHI', Her. Bo3MOXHO BbIsiBI€HHE OJIETHOCTH KOXKU U CKIEp, JIETKOM
KENATYIIHOCTH  ckjiep (mpu3Haku remMoiusa), Taxukapauud. CruieHoMeranus U
renatomeranus as kinaccuueckot IIHIT He xapakTepHbl (MX HaJU4YUE CKOPEE YKa3bIBAET
Ha ajdbTepHAaTUBHBIC AuarHosbl, Hampumep, AUT'A uwnmu MJIC). MoryT ObITh mpuU3HAKU
TpoMOO3a: aCIUT U TenaTOMeraius MpU TpoMOo3e MEYEHOUYHBIX BEH, HEBPOJIOTHYECKAs
CUMIITOMATHKA MIPU TPOMOO3€ BEHO3HBIX CHHYCOB MO3Ta, peCIUpaTOpHbIe HAPYIICHUS TpU
TpoMOOIMOOIINY JIETOYHON apTepUU U T.1I.

JlabopaTopHble ucc/IeI0BAHNUS:

OcHoBHBbIE JIA00OpATOPHBbIE UCCJIEIOBAHMSA:

e O0NIMIT aHATTU3 KPOBH C MOJICUETOM PETUKYJIOIUTOB;

e mporouyHas uuromerpus (MmmynodenotunupoBanue) (manenb «llapokcusmanbHas
HOYHAsI TEMOTJIOONHYPUS» );

o JITI.

Hwnarno3 [THI" yctanaBnmBaeTcst ¢ HOMOIIBIO MPOTOYHON HUTOMETPUM, KOTOPAs BBISIBIISET
NOMYJISIUMIO TPaHYJIOUMTOB/MOHOIMTOB W/UIM  SPUTPOLMUTOB, HMEKOIIMX JeOUIIHT
riuko3widocharununuuo3utol (GPI) — ces3zannbix 6enkoB (CDSS, CD59) npu Hanmuuuu
KJIIMHUYECKUX TPOsBICHUN, TakuX Kak KymOc-oTpuiiatenbHas reMoJIMTUYEcKasl aHeMHs,
TpoM003, HeoObsiICHUMBIE 00K B kuBoTe, AA nin MJIC M X OTCYTCTBHM B CiIydasix
cybokmunanyeckoi ITHI 4

[Iporoynasi UMTOMETPUSI BBHITIONHSACTCA C HCIOJIb30BaHUEM (HITyOPECIIEHTHO MEUYEHBIX
MOHOKJIOHAJILHBIX aHTHUTEI, KOTOPBIC CBS3BIBAIOTCS C Oenkamu, 3akperuieHHbIMu Ha GPI
(mampumep, CDS59, CDS5S5). bonpmunctBo TectoB Ha [IHIT Takxke BKIOuYaroT
dbayopectentHsiii  a’ponmm3ud (FLAER), pearent, momy4deHHBIA U3 OaKTepHUATBLHOTO
TOKCHHA a’pOJIM31HA, KOTOPBIA Hanpsimyto cBsi3biBaeTcst ¢ GPI-skopem.

[To kpaiiHel mepe JBa HE3aBUCUMBIX pearcHTa JJisd MPOTOYHOM LIUTOMETPUU JTOJKHBI
UCITIOJIb30BATHCS MO KpaiHel Mepe JIJIsl ABYX KJIETOUYHBIX JIUHUH (HalpuMep, FpaHyJIoLHUTOB
U 3PUTPOLIUTOB), MOCKOJBKY pa3Hble JMHUM JEMOHCTPUPYIOT pa3jinyHble KOMOWHALUU



GPI-cBsi3aHHBIX OENKOB, a HEKOTOpPHIE OENKHU CBSI3BIBAIOTCS C KIETOYHON MOBEPXHOCTHIO
kak uepe3 GPI-cBs3annble, Tak U yepe3 GPI-He3aBUCcHMBbIE MEXaHH3MBI |*Y)

JlonojiHUTeIbHBIE JIA0OPATOPHBIE UCCIEI0BAHNS:

® MPSMOM aHTUTIIOOYJMHOBBIN TecT (Mpsmas mpoda Kymoca);

® OMOXMMHUYECKHA aHaJIN3 CBIBOPOTKM KPOBHM: KPEATHMHHWH, MOYEBHHA, TalTOTJIOOWH,
OmmpyOuH 001K 1 IpsIMOil, BUTaMuH B12, ponueas kucnora;

® THUCTOJOTUYECKOE UCCIIEIOBAHNE KOCTHOTO MO3Ta;

e MueJorpamma c OLIEHKOM JIMCI0d3a;
e O0IIMI aHATIU3 MOYH;

e NT-proBNP.

HHCTpyMeHTAIbHbIE HecJaeaoBanus [78);

OcCHOBHBbIE HHCTPYMEHTAJIbHbIE UCCIeOBAHUS: HET.

HNHcTpyMeHTalIbHBIE UCCIIEIOBAHUS ITPOBOJIATCS 110 KIIMHUYECKUM MMOKA3aHUsIM, HO OHU HE
SABIIAIOTCS 00s13aTENbLHBIME U nuardoctuku [THI .

JlonoTHNTEe IbHbIE HHCTPYMEHTAJIbHbIE HCCICA0OBAHMS

o Y3U opraHoB OpIOIIHOM MMOJIOCTH: YBEJIUYECHHUE PA3MEPOB MEUEHU, CEIIE3EHKH.

o Y3/l aprepuii U BeH: HaIM4Me TPOMOO30B apTEpUi U BEH.

o OKI': HapymieHrne npoOBOAMMOCTH UMITYJILCOB B CEPACYHON MBIIILIE.

e OxoKI: mnpusnaku cepaeuHoil HemocraroyHocTH (DPB<60%), cHUKeHHE
COKpPaTUMOCTH, JIHACTONMYECKass IUCOYHKIMS, JEeroyHas THUIEPTEH3Us, MOPOKH U
peryprutamnuu KianaHosB.

o KT rpyanoro cermenrta: HHQUIbTPATUBHBIE U3MEHEHHUS JIETOYHON TKAaHU, MPU3HAKU
JIETOYHOM TUIIEPTEH3UH.

o ®OI'JIC: BapuKO3HOE paclIMpPEHNE BEH MMUILEBO/IA.

o Cnuporpadusi: TectupoBanre GyHKIUU JETKUX.

o MarnuTtHo-pe3oHaHCHass aHruorpadgusi ¢ KOHTpacTHUpBoaHWeM  (1iepeOpabHbBIX,
NOPTAJIbHBIX U JIp.) — BBISIBIEHUE TPOMOO30B.

o YIbTpa3ByKoBas Joruieporpadus cocy10B OpbbKEHKH — BBISBIEHUE TPOMOO30B.

e JlyluleKCHOE CKAaHUPOBAHUS HWIKHEW II0JIOM BEHbI M BEH IOPTAIBHOM CHUCTEMBI —
BBISIBJIEHHE TPOMOO30B.

e Jlonmueporpadus u s3xokapauorpadusi BepXHen 4acTu OpIOIIHOMN MOJOCTH.

e KT-anrmorpadus nerkux (mpu Mpu3HaKax W/ Wi CUMIITOMAX JISTOYHOM TUTIEPTEH3UN) U
KT-anrumorpabus napyrux oOmacteid (HampuMmep, BEH TOJIOBHOTO MO3ra) 1O Mepe
HEOOXOMMOCTH.

IHoxa3zaHus NI KOHCYJIbTALUH NPOPHIBHBIX CIIELUATUCTOB:

® Bpauy II0 PEHTTEHAHJOBACKYJSIPHOW AMArHOCTHKE M JedeHuto — ycraHoBka PICC;
® Bpay renartosior — JUIsl JUarHOCTUKY U JICUEHHS] BAPYCHOTO TEMaTUTa;

® Bpau I'MHEKOJIOT — OEpeMEHHOCTb, METPOpPparuy, MEHOpparuu, KOHCYJIbTalus Mpu
Ha3HAYeHUH KOMOMHUPOBAHHBIX OPAJIbHBIX KOHTPALEITUBOB,;



® Bpay JIepMAaTOBEHEPOJIOT — KOKHBIN CUHIPOM;

¢ Bpay UHPEKIMOHUCT — MOI03PEHUE HA BUPYCHbIE HHPEKIINY;

e Bpau KapJuoJIor — HEKOHTposipyeMas Al’, XpoHHUYecKas cepAedHas HeJOCTATOYHOCTb,
HapyLIEHUs CEPACUYHOIO PUTMA U POBOJAUMOCTH;

® Bpady HEBPOIIATOJIO — OCTPOE HapyUIEHHUE MO3rOBOTO KPOBOOOpAIIEHUS, MEHUHTHUT,
sHIIePaTUT, HEUPOJIEHKO3;

® Bpayd HEHPOXUPYPT — OCTPOE HAPYIIIEHUE MO3TOBOTO KPOBOOOPAIIEHUS, TUCTOKAIITMOHHBIN
CHUHJPOM;

e Bpad Hedposor (3 depeHTosnor) — mouyedHass HeIOCTATOYHOCTb;

® Bpay OHKOJIOT — MO/I03PEHUE HA COJUIHBIC OIMYXOJIH;

® Bpay OTOPUHOJAPUHIOJIOT — Ui JTUArHOCTUKHU u JIe4YeHus BOCTIAJIUTEJIbHBIX
3a00JIeBaHU IPUJIATOYHBIX Ma3yX HOCA U CPEIHETO yXa;

e Bpay 0(PTAILMOJIOT — HAPYIICHHS 3PEHHUSI, BOCHAIUTENbHbIE 3a00J€BaHUs TJla3a U
IPUIATKOB;

e Bpay NPOKTOJIOT — aHAJIbHAS TPEUINHA, TaparpOKTHUT;

® Bpau INCUXUATP — IICUXO3bI;

e Bpay ICUXOJIOT — IENPECCUsl, AHOPEKCHUS U T.I1.;

e Bpay pEaHWMATOJOr — JICYEHHE TSDKEJIOr0 CEICUca, CENTHYECKOro IIO0Ka, OCTPOTO
NOBPEXJICHUA MMOYEK M JIPYTUX KPUTHUYECKUX COCTOSHMM, YCTAHOBKA LIEHTPAJIbHBIX
BEHO3HBIX KaTE€TEPOB.

® Bpay peBMAaTOJOr — AyTOUMMYHHbBIE 3a00JI€BaHNUS;

® Bpau TOpPaKaJIbHBIM XHUPYPI — SKCCYAATUBHBIN IUIEBPUT, MHEBMOTOPAKC, 3UTOMHKO3
JIETKUX;

e Bpad TpaHcPy3uoJOr — Juisi Moa0opa TPaHC(Y3HOHHBIX CpEel MPHU MOJOKUTEILHOM
HEMpPsIMOM aHTUTJI00YIMHOBOM TecTe, HeAP(HEKTUBHOCTH TpaHC()y3Hil, OCTPON MAaCCUBHOM
KpOBOMOTEPE;

® Bpau yposior — HH(PEKIUOHHO-BOCHAJIUTENbHbBIE 3a00J€BaHUsI MOYEBbIICIUTEILHOM
CUCTEMBI;

e Bpay pTU3MATP — IOJI03PEHUE HA TYOEpKYyJIe3;

® Bpay XUPYpPr — XUPYPruuecKue ociaokHeHus (MH(PEKIIMOHHbIE, TEMOpparuyecKue);

® Bpay YEIIOCTHO-JIMIICBON XUPYPT — HHPEKIIMOHHO-BOCTIAIUTENbHBIE 3a00JIeBaHUs 3y00-
YEIIOCTHOU CUCTEMBI.



Hemolysis = 'emo:13, 0cOOEHHO HEMMMYHHBIH (C OTPULIATENILHOM NPSMOH TpoOo
Kym6ca)

* | 'emorynobun

* 1 Perukynouutsl

«  {JAr

* 1 Hemnpsmoii OunupyOux

e |Tl'antorno6un
Aplasia = KocTHO-M03r0Bast TUC(YHKINS C ITUTOTICHHUEH(ATUTaCTHYECKAs aHEMHIS,
MHETIOANCIIIACTHYECKHI CHHIPOM)
Thrombosis = Tpom0035I, 0COOCHHO HENPOBOIUPOBAHHBIC, HEOOBITHON JIOKATA3AIIII

HUccnenoanne nepreprueckoil KpOBH METOIOM MIPOTOYHON ITUTOMETPUN
(manens «I[lapokcu3manbHas HOUHAS TEMOTTIOOHHYPUS)

Ecnu ects nuTonenus (0AUH WM HECKOIBKO
MIPU3HAKOB M3 chneaytomux: ['emornooun <100 r/m,
nekonutsl <1,5%10°1 u/unm HerTpouIHI
<0,5%10°/m, TpomborTer <100%10°/1)

FI/ICTOJIOFI/I‘ICCKOC, MUTOJOIMYCCKOC U CTAHAAPTHOC MUTOTCHETUYCCKOC UCCIICAOBAHUC KOCTHOTO MO3Ta

Pucynok 1. Auropurm nuarsocruxku ITHI'

2.2 In¢ppepeHunaIbHbINA THATHO3:

JuddepeHunanbHblil TMarHo3 MPOBOAST C APYTUMH BHIaMU T€MOJUTUYECKUX AaHEMUIA,
a npu uuaroneHmyeckomM Bapuante [IHIT — ¢ ammactuueckon — aHemuen,
MUEJIOIUCIIACTUYECKUM CHHIPOMOM, METan0o0JIaCTHRIMU aHeMUsIMH. KITIoueBbIM METOJIOM
muarHoctukun  [IHIT  octaercs uMMyHOMEHOTHNUPOBAHHE METOJAOM  MPOTOYHOM
UTOMETpHUH, BoisBIstoniee neuut CDSS5 u CDS9.




JuddepeHuuanbHasi JMATHOCTHKA MAPOKCH3MAILHON HOYHO# remorioounypun [’

Tabauua 2
Jlnaruo3s O0ocHoBanue s O0caenoBanus Kpurepun
auddepenuuanbHOM HCKJII0OYCHUS
AUATHOCTHKH AHATHO32
[TapokcusmanbHas BnyTtpucocynucreiil * [Iporounas uuromerpus | HopmanbHas
HOYHas TEMOJIU3 C ¢ FLAER / CD55-CD59+ | skcnipeccus
reMOIIOONHYPUS reMOTJIOONHYpPHEH, OAK, peTuKyJIOLUHUTHI, CD55/CD59 u
TpoMOO03bI HEOOBIYHOM JIAL, nenpsimoit OTpUIIATEIbHbBIN
JIOKaJIN3allH, ounupyOuH, ranrornooun | FLAER; oTcyTcTBHE
LUTOIICHUN 71a00paTOPHBIX
IIPU3HAKOB I'€MOJIN3a
AyTOMMMYHHas I'emonuTnueckas * [Tpsimoit OtpunarenbHbIi
reMOIUTUYEeCKas AHEMUs C KENTYXOM, aHTUrI00ynuHoBbIN TecT | DAT; oTcyTcTBUE
aHeMus BO3MOJKHA (DAT, Coombs)* Ma3ok OTBETa Ha
CIUICHOMET sl kpoBu, JIAT', OmmupyOuH | TIIIOKOKOPTHKOUIBI
Mukpoanruonaruuec | I'emonus, * Ma3ok KpoBH OtcyTrcTBUE
Kas TeMOJIUTHYECKasl | TPOMOOLIUTOIICHHUS, (mucronutsl)e J[-auMep, | LIMCTOLIUTOB;
aHeMUs opranHas nuchyskuus; | ¢pubpunoren, MHO, HOpMaJbHbIE
IIHUCTOIIMTHI APTTe ADAMTSI13- oKa3aTeu
aKTUBHOCTb KOAryJisilyy U
ADAMTSI3
Heduuut riroxo30-6- | DnU301u9eCcKuit » AktuBHOCTH G6PD B Hopmansnas G6PD;
docaraerunporesas | reMonu3 mnocie spurpounraxe Maszok OTCYTCTBHE
Bl JIeKapcTB, MH(MEKINN (Tenpua XaitHua), IIPOBOLIMPYIOIINX
WJIM OKUCIIUTEIBHOTO PETUKYJIOLIUTHI (bakTopoB U Temen
cTpecca XaitHua
[TapokcusmanbHas Octpas * Jlonar-Jlanamrennep- Otpunarensusiii DL-
X0JI0/10Bast remornoounypus nocie | recre (IgG—/C3d+) TECT; OTCYTCTBHE
reMOrJI00MHypuUs HepeoxIaxAeHUs/ MHPEK XO0JIOJOBOTO TPUITEPA
2078
CeprioBUIHOKIIETOYH | XPOHUYECKUN TeMonu3, | ¢ DiekTpodopes uin OtcytctBue HbS n
as aHemus BA300KKIIO3UBHBIE HPLC remorno6una CEPIIOBUIHBIX KIIETOK
crises, 601u (HbS)* Mazok kpoBu
(cepnioBuHbBIE
SPUTPOLIUTHI)
Muenoaucminactuuec | AHemus + pyrue * Tpennano6uorncus Hopmoxknerounslii
Koe LIUTOIIEHNH, IUCIUIa3Usl | KOCTHOIO MO3rae MO3T 6€3 TUCIIIa3uH;
HOBOOOpa3oBaHUE KJIETOK KPOBH [uToreneTnka/MoyeKysp | OTCYTCTBHE
HO€E UCCIIEI0BAaHNE KJIOHOBBIX
UTOTEHETUUECKUX
aHOMAJINH
Arnmactuyeckas Tsoxénas nannuToneHus, | * buorncus KOCTHOro Hopmo/runepkierou
aHeMUS OTCYTCTBYET Mo3ra HBIM MO3T; HATNYKE
CILJIEHOMETaJus (TUTIOKJIETOYHOCTH )* MIPU3HAKOB
OAK, peTuKyJI0LUTEI AKTHUBHOI'O T€MOJIN3a
®onueBonedunuTHas | MakpouTO3, INIOCCHT; * YpoBeHb (ponreBoit Hopmanbnsiii
aHeMUS BO3MO>KHBIN KHCJIOTHI B CBIBOPOTKE® ypOBeHb ¢onara;
BHYTPUKOCTHBII MCV > 100 ¢, mazok HOopMasibHBIE MCV
reMoJIu3 (TumepcerMeHTaIusl)




B12-pgedunurHas Maxkpouuros, * YpoBeHsb B, Hopmainbusiii Bi2 u
aHeMusl HEBPOJIOTMYECKHE METUJIMAJIOHOBAs MMA; oTcyTcTBHE
CHUMIITOMBI, TJIOCCUT KuciaoTas Ma3ok KpoBu MaKpOLIUTO3a
(rumepcerMeHTaIs)
Mapmiesas / I'emornoOunypus nocie | * AHamHe3 pusnueckon OTcyTCTBHE CBSI3H C
MeXaHuYecKas JUTUTEIIbHON HArpy3Ku HarpysKu, Harpy3Koi/MeXaHHKO
reMOIJIOOUHY U WM Y TIAlIUEHTOB C axokapauorpadus (mpu ii; HOpMabHOE IXO-
MEXaHUYECKUM KJ1anase)* Ma3ok KpoBu HCCIIEJOBAHHE
KJIaITaHOM (IIMCTONUTHI), aHATN3
MOYH

3 TAKTUKA JIEYEHUSA B AMBYJIATOPHBIX YCJIOBUSAX:

3.1 HemeaukaMeHTO3HOE JIeUEeHHE:

O01mme pekoMeHIANN

Pexxum: n3derats (GU3HMUECKUX MEPETPY30K, CTPECCOB, IEPEOXIIAKACHUS U MHPEKITMOHHBIX
(haKkTOPOB, MPOBOIMPYIOIINX TEMOJIH3.

Junera:

v’ JloctaTounoe notpedienue xene3a (npu aepunmre) u hoareBoil Kucaotsl (1-5 mr/cyT)
JUTST TIOZISPKKH 3PUTPOTIOI3A.

v YMepeHHOe OrpaHHyYeHHe MPOIYKTOB, OOraThIX OKCHIAAHTaMH (aJKOIrOJIb, KPEIKUI Jali,
Ko(e), COCOOHBIX YCHIIMBATh T€MOJIH3.

v O0mIbHOE TIHTRE (10 2—2,5 JI/CYT) A IPEAOTBPAIEHHUS TOYEYHOM HETOCTATOYHOCTH Ha
¢dboHE reMOorI00MHYPHH.

IHpopmiakruka TpomM0030B:

v KoHTposb (hakTOpoB pUCKa: OTKa3 OT KyPEHHs, HOPMAJIM3ALUs MAcChl Tea, KOHTPOJIb
apTEepUAILHOTO J1aBJICHUSI.

v’ JIBurateibHas aKTUBHOCTh: YMEPEHHbIe (H3MYecKhe Harpys3ku (xoxp0a, JIDK) mis
yIIy4IlIeHus: iepuepruaeckoro KpoBoOOpaIeHusI.

v U30eranue JAIMTEILHON MMMOOHIM3ANUKU: TPO(UIAKTHKA BEHO3HOTO CcTasza (0COOEHHO
MIPH JUTATETBHBIX TepPENeTax, Mociie XUPyPrudeCKiuX BMEIaTeIbCTB).

3.2 MeaukaMeHTO3HOE JIeYeHHUe:

TakTuky BpIOOpa MATOr€HETUUECKOM Tepanuu — CM. pasien V.

Ha amOynatopHoM »Tame BO3MOXXHO TMPOBEACHHE MATOICHETUYECKON Tepanuu M
npo(UIAKTUKA OCJIOKHEHUN y CTAaOMIBHBIX U KOMITEHCUPOBAHHBIX MallMeHTOB.
[TaTorenernueckass Tepamus (MHTUOMTOPHI KOMIUIEMEHTa) B OOJBIIMHCTBE CIyyacB
UHULIMHUPYETCS B YCIOBUAX CTAllMOHAPA; MOCIE CTAaOMIN3aMN COCTOSIHUSL OHa MOXKET OBITh
MIPOJIOIHKEHA aMOYJIATOPHO TIPH COOJTIO/ICHUH PSAJIa YCIIOBHIA:

v OTCcyTCTBHE IPU3HAKOB aKTHBHOIrO remoymsa (yposens JIJII < 1,5x BI'H, orcyrcrBre
BBIPA)KEHHOM aHEMHUH U T€MOTJIOONHYPHUN).

v CrabwibHOE KIMHUYECKOE COCTOSIHUE MalMeHTa (OTCYTCTBHE BBIPAXKEHHOM CaboCTH,
OJIBIIIKH, 00JIEH B )KUBOTE, MPU3HAKOB TPOMOO3a).

v OTCYTCTBHE TSDKENOM IUTONeHHH (TpoMOOITUTEI > 50%10%/11, Helitpodmast > 1,0%10%).
v’ PerynsipHblii j1abopaTtopHbIii KOHTPONs (ypoBeHb JIJII', reMorioOuH, TPOMOOIUTSI,
CBIBOPOTOYHBIN KpeaTuHuH, D-numep).



v TIpoxosKeHue TOIHON BaKIuHAIMK IpoThB Neisseria meningitidis, mpu J0CTYITHOCTH
npotus Streptococcus pneumoniae, Haemophilus influenzae nepen naganom teparmu 171

v" BO3MOKHOCTb SKCTPEHHOTO OOpAIlEeHHsI B MEAUIMHCKOE YUPEXKICHUE TPH PA3BUTHU
UHQEKITUH, TPOMO03a WU MPOPHIBHOTO TEMOJIH3A.

v' CoOirofieHrie TAIMEHTOM peXMMa BBEICHUS TMperapara (Hampumep, HHQY3UH
paBynm3ymada pas B 8 HeIeb WK DKy Tu3ymala pa3 B 2 HeJlelu B aMOyJIaTOPHBIX YCIIOBUSX ),
P BO3MOYKHOCTH BBEJICHUS MPEMapaToOB MOIKOKHO I ITPHEM BHYTPb.

[Tpu amOynaTopHOM HAOIIOACHUHA 0CO00€ BHUMAaHUE Y esieTcs MporiiakTuke TpOMOO30B.
AHTHKOAryJISTHTHAsL TEPaIust/poUIaKTUKAa MOXKET MPOBOAUTHCS Y TAIIIEHTOB C BHICOKUM
puCKOM TpoMO030B (0COOCHHO TpH TPEAIIECTBYIONMEM JMH30/Ie¢ TpomOo3a) u 0Oe3
npoTuBOmoka3aHuii. Kak mpaBuio, peKOMEHAYIOTCS MepopajbHbIE aHTHUKOATYJISTHTHI
(Bapapun ¢ uenesbiM MHO 2—3 unu HOBBIE OpaJIbHBIE AHTUKOATYJISTHTBHI — PUBapOKcadaH,
amykcadaH).

OCHOBHbBIE JIeKApCTBEeHHbIE cpeacTpa: [*1217]
Ta6nuua 3
dapmakorepan | MexkayHapoaHoe Cnoco0 npumeHeHnunst Y

€BTHYECKAsl | HEMATEHTOBAHHOE

rpymnmna HauMeHOBaHHe
JIEKAPCTBEHHOT 0
cpeacTBa

IlepBasi 1iuHMs
C5 wuHrubutop | Oxynuzymad IV 600 mr exenenensHo x4, 3atem 900 mr | A
KOMILJIEMEHTA KaXK/JIble 2 HeAenu
C5 wunrubutop | PaBynuzymab IV 2400-3 000 mr (3aBucHUT OT Macchl) | A
KOMILJIEMEHTA JIeHb 1, 3aTeM Ta ke 103a KaxK/ble 8 Hellelb
Bropasi inHus
Nurudurop Nnrakonan [Tepopansno 200 mr 2 pa3a B CyTKH B
¢daktopa B
KOMIUIEMEHTa
Nurudutop JlaHnkonan Ilepopansno 150 mMr 3 paza B cytku (B| B
dakTopa D koMOuHaruu ¢ C5-uHruOUTOpOM)
KOMILJIEMEHTA

JlonmoTHUTEILHBIE JIEKAapCTBEHHbIE cpeacTa: 7]

Tabanua 4
dapmakorepan | MekayHapoaHoe Cnocod npumeHeHust Y
eBTHYEeCKAasl | HeMaTEeHTOBAHHOE
rpynmna HAMMEHOBaHME




JIEKAPCTBEHHOT 0
cpeacTBa

AHTArOHHCTEI Bapdapun [TepopanwHo, 1 pa3 B CyTku B
ButamuHa K ’
[Ipsimbie
MHTUOUTOPBI PuBapoxcaban [lepopansHo, 1 pa3 B CyTku C
dakxrTopa Xa
CeneKTUBHBIM
UHTUOUTOP
dakropa Arnukcaban [lepopanpHo, 2 pa3a B CyTKH C
CBEPTHIBAHUS
KpoBHU Xa

NB! I[OHOJIHI/ITGJIBHOG MCIAUKAMCHTO3HOC JICHCHUC IIPOBOAUTCA COOTBCTCTBCHHO
KIIMHUYCCKUM IIPOTOKOJIaM JICUCHUA PA3BUBIINXCA OCJIOKHCHUM.

3.3 Xupypruveckoe JieyeHue:

TpancmiiaHTanuss reMOMOITHYECKMX CTBOJIOBBIX KJIETOK KOCTHOIO MO3ra
(YpoBensb qoka3zaresbHocTH B)

TI'CK onmcana mnpoApoOHO B KIMHUYECKOM  IPOTOKOJE  MEAMIIMHCKOTO
BMEIIATENBCTBA, HE ABJISETCA XUPYPTUYECKON MPOLETYPOM.

AunnorenHas, Bkiirouas rarmmonaeHTHYHy0 TT'CK ennHCTBEHHBIN paluKaIbHBIA METOL
m3neueHuss IIHI', omgHako wm3-3a BBICOKOM YacTOTHI TSKEIBIX OCIOXKHEHUM U
TPAHCIUIAHTALIMOHHOW JIETAJIbHOCTH y B3POCJIBIX IMALMEHTOB IIPUMEHSIETCSA KpalHe PelKo.
[Tokazanus k TT'CK orpaHuyeHsl ciiy4asiMH TSKETONM KOCTHOMO3IOBOM HEAOCTATOYHOCTHU
npu couerannu [IHI' ¢ ammactuueckoii anemuedt wiu MJIC (Bapuanter [THI/AA,
[MTHI'/MJC) — xorna anbTepHATUBOM SBISIETCA 3aMECTUTEIbHAS Tepanusi KOMIIOHEHTaMU
kpoBu. Kiaccuueckass remomutuueckas (opma [THIT He siBnsiercs mokazaHuem mJis
TPaHCIUIAHTALIMM TPU HAJUYMM JOCTYIIHOM TapreTHOM Tepanuu HMHIHOUTOpaMu
komruiemenTa . Pemenue o npoBenennn T1'CK npuHrMaeTcss KOHCUIIMYMOM IFeMaToI0rOB
B CIICLIMAIU3UPOBAHHOM LIEHTPE, C OLIEHKON COOTHOIIEHMS PUCK/TIONb3a JI1 KOHKPETHOTO
namuenTa. 13 19

B cnydae moka3zaHuil, TPAHCIUIAHTALMS BBIMOJIHIAETCSA MO CTaHIAPTHBIM IPOTOKOJIAM
amnorenHol (v ramougentuyHoi) TI'CK. Crnenyet noguepknytsh, yto TI'CK npu [THI?
NO/Ipa3yMeBaeT MEAUIMHCKYI0 (T€MaTOJIOrMYEeCKyl0) TEXHOJIOTHUIO JIEUYEHHUs, a He
XUPYPTHUUECKOE BMEMIATENBCTBO (BKJIFOYAET XUMHUOTEPANIEBTUUYECKYIO ITOATOTOBKY H
UH(QY3UI0 CTBOJIOBBIX KJIETOK JOHOpa). BeneHue manueHTOB Mpu MOATOTOBKE U MOCIE
TI'CK — cormacHO JACUCTBYIOIIMM KJIMHUYECKHM IPOTOKOJAaM [0 AJUIOTEHHOW U
rarjaouJeHTUYHON TpaHCIUIAHTAIlMU KOCTHOTO Mo3ra (cMm. cootBeTcTByromume KIT).

3.4 Uuaukaropsbl 3G PeKTHBHOCTH JIeYEHHSI.
OneHky 3¢ (HEKTUBHOCTH MATOTEHETUYECKON Teparuu CieayeT MPOBOAUTh KaK MUHUMYM
Mocje IIeCTH MECSIEB JedeHus. B ciaydasx jedeHuss TPOMOOTUUYECKUX OCJTIOKHEHUUN




orieHKa 3(P¢PEKTUBHOCTH JICUEHUS JODKHA BBITIOJNHATHCS WHIWBUIYAIBHO COTJIACHO
PEKOMEHAAIUSAM COCYJUCTOrO XUpypra.

Onenka 3 (PeKTUBHOCTH HHTHOUTOPAMHU KOMILIEMEHTa, npeajiokeHHas A.Ristano u
coaBT.’”)  npumeHseTcs B KIMHMYECKUX HCCIENOBAHMAX, HO HE aJalTHPOBAHA IS
pealbHOM  KJIMHUYECKOM MpakTUKU. JIIs TpakTHYeCKOW  JeATebHOCTH  JIydIle
WCIIOJIb30BaTh OPHUEHTUPOBAHHBIM HA TEPANMIO AJITOPUTM U JIBYXYPOBHEBYIO MIKAITY
OLIEHKHU.

AJanTHPOBaHHAs OlleHKA 0TBeTa Ha Tepanuio ITHI uaruéuropamu kommiemenra 20
Taoauma 5

Kareropus Kpurepuu KommenTapuii
Kannuvecknii | - Hb crabunen > 100 r/n | Cuuraercs YAOBJIETBOPUTEIBHBIM
0TBeT (wu 1 HA > 20 1/17) OTBETOM. Bo3moxHO COXpAaHEHHUE
HOCTUTHYT - [TatlveHT He HyKJaeTcsl | YMEPEHHOW  aHEeMHUM WM CJEerka

B PETYJIAPHBIX noBbiieHHoro JI/II'.
TpaHchy3usix

- OTCYyTCTBYIOT

KJIIMHUYECKUE MPU3HAKH

remMoJin3a

(yTomiisieMmocTh, 6071,
TeMHasi MOYa)
- JIII' < 1.5xBHI’

Kinnanuyecknii | - Hb <100 r/n TpeOyet nepecMoTpa Teparuu
OTBeET He - Perynsapnas (MCKJTFOUUTH KOCTHO-MO3TOBYIO
JAOCTUTHYT TpaHc(py3HMOHHAs HEJ0CTAaTOYHOCTh, MEPEOLEHKA peKrUMa
3aBHCHUMOCTh JO3UPOBAHUSI UHTMOUTOPA KOMILJIEMEHTA,
- CoxpaHsroTCs paccMOTpPETh IPOKCUMAJIbHBIE
CUMITOMBI AaKTUBHOTO UHTUOUTOPHl WM KOMOHWHHPOBAHHYIO
reMoJn3a Teparnwuro).
(remMorIOOMHYpHS,
yTOMJISIEMOCT,
TpOMOO3bI)

_JIIC > 1,5xBHT

Ecnu knuHWYECKUit OTBET MOCTHUTHYT, TO PEKOMEHIYETCS MPOAOIKUTH TEPaITHIO.
Ecnu kIMHWYECKUH OTBET HE JOCTUTHYT W BO3MOJKHBIC TIPUYMHBI HEIOCTATOYHOMN
3¢ (HEKTUBHOCTH YCTpaHEHBI, TO TTOKa3aH MePeXo/] Ha Tepamnuio cieayromen Juann. Beroop
MpenaparoB MOCIEAYIONEH JTMHUU CBSI3aH C HEMEAUIIMHCKUMH BOMpOcaMu (Hampumep,
yA0OCTBO HCIOJB30BaHUS, JOCTYMHOCTh, MPEANMOYTEHUS TarueHta u T.1.). [Ipsmoro
CpaBHEHUS MEXy MPOKCUMAIILHBIMU MHTHOUTOPAMH HE TIPOBOIUIIOCH.

IV NOKA3AHMA JIsA TOCHUTAIM3AIIMA C YKA3ZAHUEM THIIA
TI'OCIIMTAJIM3ALIUNA:



4.1 IToxa3anus 1 MJIAHOBOH IOCIIUTAJIN3ANN

® OIpE/ICIICHUE TAKTUKY JaJTbHEUIIIETO JICUCHNUS,

® [IATOTCHETUYECKAs TEPaIlus;

® AJUIOTE€HHAs TPAHCIUIAHTAIXsI KOCTHOTO MO3ra;

e aHeMmus, TpeOYIOIIas epeIuBaHUE IPUTPOIIUTCOACPIKAIIMX KOMITOHEHTOB.

4.2 IlokazaHus JAJIs1 IKCTPEHHO! rOCIUTAJIU3AUN

e BricpBbic BbisABICHHAs [IHI' ¢ ocioxueHusiMu;

® aHEMHUS C BBIPAKEHHBIMU KIMHUYECKUMU TMPOSIBICHUAMU, TpPeOYIolias NepearuBaHUe
SPUTPOLUTCOACPKANX KOMIIOHEHTOB;

® TPOMOOTHYECKHE OCIIOKHCHHUS;

® T'EMOJIMTUYECKUMN KPHU3, IPOPHIBHOM TE€MOJIN3;

® HH(EKIIMOHHBIC OCIOKHEHUS.

5 TAKTUKA JIEYEHUSA B CTAIIMOHAPHBIX YCJIOBUSX:
5.1 Kapra Ha0/r0aeHusi MaMEeHTa, MAPLIPYTU3ALMS ANUEHTA:
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5.2 HemeaukaMeHTO3HOe JiedeHHe: CM. JICUeHHEe Ha aMOYyJIaTOPHOM JTarie.

5.3 MennkaMeHTO3HOE JIeYeHHe:

OCHOBHbBIE JIeKapCTBEeHHbIE cpeacTpa: [1217]
Ta0auna 6
dapmakorepan | MexayHapoaHoe Cnoco0 npumeHeHnust Y
eBTHYeCKasi | HeMAaTeHTOBAHHO
rpynmna e HaMMEeHOBaHHe
JIEKAPCTBEHHOTI' 0
cpeAcTBa
IlepBasi 1uHMsA
CS uaruburop | Okynu3zymad IV 600 mr exxenenenbHo*4, 3atem 900 Mmr | A
KOMILJIEMEHTA KaXKble 2 Heleln
CS uaruburop | PaBynuzymab IV 2400-3 000 mr (3aBUCHUT OT Macchl) | A
KOMIUIEMEHTA JeHb 1, 3aTeM Ta JKe [J03a Kaxable
8 Henelb
Bropas anHus
HNuruodurop Nnrakonan [Tepopansro 200 mr 2 pa3a B CyTKH B
¢daktopa B
KOMILJIEMEHTA
HNurudurop Jlanukonan [Tepopansuno 150 mr 3 pasza B cytku (B| B
daktopa D koMOuHaiuu ¢ C5-uHruouTOpOM)
KOMIUIEMEHTa
JlonoIHUTEILHBIE JeKApCTBEHHbIE cpeacTa: 1]
Tabimua 7
®apmaxkorepan | Me:kayHapoaHoe Cnoco0 npumeHeHust Y
eBTHYECKasi | HeMATEeHTOBAHHO
rpynmna € HaMMeHOBaHHe
JIEKApCTBEHHOI0
cpeAcTBa
Huskomouekys C
DHOKcCaIapyuH [TonkoxHo, 1-2 pa3a B cyTku
PHBIC TeMAPUHBI
HuskoMoueky s C
Hanponapun [TonkoxHo, 1-2 pa3a B cyTku
pHBIC TeMapPUHBI
Hedpaximonmp B/B GostocHO Wi HHPY3UOHHO; BO3MOKHO ¢
OBAaHHEIE I'enapun
T/K BBEJICHUE
remapuHbI
AHTar OHHCTEI Bapdapun [TepopasibHO, 1 pa3 B cyTKu B
BuTamuHa K ’
[Tpsambie C
UHTUOUTOPBI PuBapoxcaban [IepopanbHo, 1 pa3 B CyTku
dakTopa Xa




[Tpsimble ArnukcabaH ITepopanbHo, 2 paza B CyTKH C
UHTHUOUTOPBI
dakTopa Xa

BrisiBienue kiona [THI He o3Havaer, yTo cieyer HEMEMJIEHHO HAaUMHATH TEPaInio
uHruoutopamu C5.

O6mue mnokazanuss k Tepanud C5 UHrHOUTOpaMU: TIOCTOSIHHOE TIOBBIIICHUE
aktuBHOoCcTH JIII' > 1,5 BI'H B coueTannu ¢ OfHUM U3 CICAYIOMIUX YCIOBUU:

e TpaHC(y3MOHHAS 3aBHUCHUMOCTH BCJIEJICTBUE XPOHUYECKOTO remoiin3a (ypoBeHb
A0KA3aTeJIbHOCTH A);

® HaJIMYHUE TPOMOOTHUECKHUX OCIIOKHEHHUH (YPOBEHb 1I0KA3aTeJILHOCTH A);

e HapymieHus  (YHKIMOHAJIBLHOW  CIOCOOHOCTM  TOYEK,  OOYCIIOBIICHHBIE
BHYTPUCOCYAUCTBIM TEMOJIM30M, BKJIIOYAs SMH30JbI OCTPOTO TMOBPEKICHUS IMOYEK U
KPUTEPUU XPOHUYECKON 00JIE3HU MTOYEK (YPOBEHBb I0KA3ATEJILHOCTH A);

e MUCOYHKUUA TIAJKOMBIINIEYHONM MyCKynatypsl (0oid B KUBOTE, aucgarus,
OPEKTUIIFHBIE PACCTPOMCTBA) — TpeOyeTcs TMPOBEACHHE KOHCHINYMa, €CIH JTO
€IMHCTBEHHOE MTOKA3aHUE;

® OCpEeMEHHOCTb, OCOOCHHO B CiIy4yae MPEABIAYIIUX BBIKUIBIIICH WIH APyTUX
OCJIO)KHEHUN OEpeMEHHOCTH — TpeOyeTcsi MpOBEACHUE MYJIbTHAUCUUIUIMHAPHOTO
KOHCHJINYMa, €CJIU TO €IMHCTBEHHOE Moka3zanue.>510]

IIpodunakruxka MHPEKUNH, CBA3AHHBIX C KAICYJI000pasylOLIMMHU 0aKTepUsiMH
HA Tepanuu HHrMOUTOPaMHU KOMILJIEMEHTA

MexaHu3mbl JI€UCTBUSA TIpemapaTa dSKyJlau3ymal/paBynn3ymMad, WITakoamaH U
JTAHUKOTIAHA TPEJIOoJIaracT MOBBINICHUE PUCKAa PAa3BUTHS MEHUHTOKOKKOBOW WH(EKITNN
(Neisseria meningitidis) Ha (poHe MX npuMeHeHHs (yPOBEHb JoKa3aTenbHocTH B) 15 21-22]

Bcem GonbHBIM HEOOXOIUMO MPOBOJUTH BAKIIMHAIIMIO MPOTUB MEHUHTOKOKKA 3a 2
HEJIeNIM 70 Havajla MPUMEHEHHUs Mpernapara, a Takke peBaKIHHAIINI0 MeXy 2,5-3 TojaoM
tepanuu. Haumbonee mnpeanoutuTesbHa KOHBIOTUPOBAHHAS TETpPABaJiCeHTHAs BaKIIMHA
npotuB cepotunoB A, C, Y u W135. B ciyyae HEOOXOIUMOCTH CPOYHOTrO JICUCHUS
AKYJIN3yMaOOM/paByIu3yMadOM HEBAKIIMHUPOBAHHOIO ITAIllACHTAa BO3MOXXHO HAYaJIo
Tepanuu Ha (POHE COOTBETCTBYIOIICH AHTHOMOTHUKOMPOPUIAKTUKHA, KOTOpas OJDKHA
OpoAODKAaTbC B TEYEHHWE 2 HEJ T1OcCjie MPOBEICHUS BaKIMWHAIMU TMPOTHB
MEHUHTOKOKKOBOW MH(PEKITNH.

[IpakTHdeckre pEKOMEHIAIMU 110 BaKIMHAIMK TIEpe] HadajioM Tepanuu

UHTHOUTOpaMH KoMmIieMeHTa cM. [Ipunokenue.

Br10op mexay maruouropamu CS ppaknum KOMIUIMMEHTa IKYJIU3yMadoOM H
PaByJIM3yMa0dOM OCHOBBIBACTCS Ha HEMEIUIIMHCKUX (haKTOpax, TAKUX KaK TOCTYIMHOCTb
npemnapara, yIoOCTBO MpUMEHEHus, 3arparbl. [IpemapaTbl MMEIOT CXOXHUNH MEXaHU3M
nerctBus U d(PPEKTUBHOCTD, pa3IUUUsi KacarTCsS B OCHOBHOM (hapMaKOKHHETHKU —
NEpUO/ MOTYBBIBEACHUS paByIn3ymMada MpUMeEpHO B 5 pa3 Bblle 3Kynu3ymada. [lepexon
C Tepamuu DSKyJW3yMaOOM Ha paByJu3yMad BO3MOXKEH TpU TOBBIINIEHUH YyI00CTBa
NPUMEHEHHUS WIK B cily4yae (papMakOAMHAMHYECKOTO MPOPBIBHOTO remoiuza. OOpaTHbIN
NEepexo]l BOZMOXKEH MPH UHIWBUYabHOM HEIEPEHOCUMOCTH WM HEOOXOIUMOCTH OoJiee




4acTOro HAOJIOICHNS, HAIPUMED B Ciiydae OEpEeMEHHOCTH.

Tepanus Ikyauzymadom

OKynnu3yMald — ryMaHU3UPOBAHHOE MOHOKJIOHAJIBHOE aHTUTENO, CBA3BIBAIOIIEECS C
C5- KOMIIOHEHTOM KOMILIEMEHTa. DTO mpenarcTByeT paciuerieHuto C5 va CSa u C5b,
3aCYeT Yero yrHeraercs oOpa3oBaHHE MPOBOCIHAIUTENBbHBIX HUTOKUHOB (uepe3 CS5a) u
MAK (uepe3 C5b) P,

Tepanuss Dkynn3ymadboM MO3BOJSET OCTAHOBUTH BHYTPHUCOCYAUCTBIA T'€MOJIU3,
NPUBOJUT K YMEHBIICHUIO MO0 K HWCYE3HOBECHUIO TPaHC(HY3MOHHON 3aBHCHUMOCTH,
CHIDKEHUIO YaCTOThl TPOMOOTHYECKUX OCJIOKHEHUM, YIYUIICHUIO WM CTaOWIM3alUU
GYyHKIMA TIOYEK, CHIDKCHHUIO BBIPAKECHHOCTH JITOYHOW THUIIEPTEH3MH M B IIEJIOM K
JIOCTOBEPHOMY YBEIIMUEHUIO MTPOAOJLKUTENLHOCTH K13HU nauueHToB ¢ [THI'. [Ipenapar
MOXET OBbITh MCIOJIb30BaH ISl KYIMPOBAHUS MPOPHIBHOTO I'eMOJIM3a, B TOM YHUCJE Ha
(oHE Tepanuu IPOKCUMAILHBIMA HHTMOMTOpaMu KoMIiuiemenTa (11 13]

Pesxkum no3upoBanus

[IpenapaT BBOAUTCS BHYTPUBEHO, KalleJIbHO, B TEUCHUE 25-45 MUH — 17151 B3POCJIBIX.
Kypc nedenus BkitodaeT 4-HENENbHBIM HAYAIBHBIM LUK C MOCIEAYIOUUM LIHKIOM
nojaepxkuBatonieii repanuu. HavaneHbeiii ki — 600 Mr npenapata 1 pa3 B Heaeno B
teueHue 4 Hea. IlognepxkuBaromas tepanus — 900 mr Ha 5-U Hell, C TOCIEIYIOIMIUM
BBegenreM 900 Mr npenapara Kaxaele 14+2 mueit P

Tepanus PaBysuzymadom (12171

PaBynu3yma0, nmpeacraBiigeT co00il JUIMTENBHO ACHCTBYIONIEE T'YMAHU3UPOBAHHOE
MOHOKJIOHAJIbHOE aHTUTEN0, MHruOupytomee 0enok komiiemeHta C5, MHTMOUpPYs €ro
pacuerienne Ha CS5a (mpoBocnanuTenbHbl aHaduiaaTokcud) U CSb (MHULMUpYIOIAS
cyobenuHuna MemOpanoartakytomero komiiekca [MAK wmum C5b-9]), temM cambim
npenotBpamias oOpazoBanue MAK. PaBynu3ymad wuHruOupyer onocpenoBaHHBIMI
TEPMUHAIBHBIM ~ KOMIJIEMEHTOM BHYTPHCOCYIUCTBI TE€MOJIM3 y MalM€HTOB C
napoKCcU3MalIbHOW HOYHOM remorioounypueit (ITHI).

Pe:xxum no3upoBanus

PexoMmenayeMblld peXuUM J1O03UpOBaHUSA y B3pocibix mnamueHtoB ¢ [IHDT s
PaBynu3zymaba ocHoBaH Ha macce Tena nanuenta ¢ [THI'. Jlns Bcex manueHToB ¢ Maccoit
tena 40 kr u 6oJiee BKIIFOYACT BBEJICHUE HATPY30YHOM JIO3BI C TTOCIICAYIOIINM BBEICHHEM
NOJJIEP>KUBAIOILEH J103bI yTeM BHYTpUMBEHHOU MH(GY3uu. [larmenTam ¢ maccoii Tena ot
40-59 xr mokazana Harpy3ouHas go3za 2400 mr, manmentam ot 60-99 xr 2700 wr,
nanueHTam ¢ maccoi tena 100 kr u 6onbine 3000 mr, u yepe3 2 HeleIH TOCie BBEACHUS
Harpy304YHOW JI03bl CII€Iy€T HAYMHATh MPUEM MOIACPKUBAKOMMX 103 1 pa3 B 4 unu 8
HENIeNIb B 3aBUCUMOCTH OT Macchl Tena. [logaepkuBaromme A03bl TaKKE OCHOBAHBI Ha
Macce Tea MalyueHTa, nauueHTam ¢ maccou tena ot 40-59 kr nogaepxuatoias 1o3a 3000
mr, manpenTam ot 60-99 kr 3300 mr, marmeHTaM ¢ Maccoi tena 100kr u 6oabmre 3600 mr.
[TopnepxxuBaroniasi Tepanus MPOBOAUTCS OJWH pa3 B 8§ Henmenb. Jlomyckaercs
NEePUOINYECKOE U3MEHEHHE rpadviKa BBEJICHHUS B MpeJieiax 7 THEH OT 3alylaHuPOBAaHHOTO
nHs nHOY3UH (32 HCKITIOYSHUEM TIEPBOM MOICPKUBAOINICH 10361 PaBynn3ymaba).

B3pocneiM marnmenTam, nepexonsmuM ¢ JKyin3ymaba Ha PaBynmszymal, BBOAST



Harpy304Hyr a03y PaBymm3ymaba depes 2 Hemenu mocie TmocienHed WHQy3un
MOIJIeP KUBAIOIIEH 10361 JKyIu3yMada (vin uepe3 1 Hepenmto mocie nocieaaei nHpy3un
HaYyaJIbHOM JT03bI AKyJIH3yMada), a yepe3 2 Helelu IMOcie BBEICHUS HArpy304HOM J1O3bI
BBO/JIST TIOJIJIEP’KUBAIONTYIO 103y PaBanu3zymaba oquH pa3 B 8§ Hellellb B 3aBUCUMOCTH OT
Macchl Tena.

Tadumna. Pexum go3upoBaHusi paBy/au3ymMada AJisi BHYTPHMBEHHOIO (B/B)
BBeJIeHHUA M0 Macce TeJa 1Jda nanuenTon ¢ ITHIT

Taoauna 8
MoKkasamms JImana3zoH Macchl Tejga Harpy3ounas no3a | IlognepxxuBaromas 103a (Mr) u
(kr) (Mr) WHTEPBAJ BBEIEHUS
Ot 40 no menee 60 2400 3000
TTHT Ot 60 110 Metee 100 2700 3300 Otk pas B
8 Heelb
100 u GonbIie 3000 3600
Tadimma. HWupopmanus no Havyauay JedyeHus — nanueHtoB ¢ ITHT
PaByJIM3yMAa0OM IJisi BHYyTPMBEHHOTO BBEICHHSI
Ta0auma 9

Bpems npuema nepsoi
MO/IePKUBAIOIIEH 103bI
PaByausymata 490 mr gepes
Cucremy 10CTaBKHU
PaByiauszymada niis
MO/IKOKHOT'0 BBE/ICHUSI

Harpy3ounas no3a
ManueHToI PaByau3zymaba B 3aBHCHMOCTH
0T Macchl Tesla

B  Hacrosimee Bpemsi  He yepe3 2 HeJeNn MOocje BBEACHUS
IIPOXOJIUT nedeHue | B Havane neueHus Harpy304HOi J103Bl
Okynu3zymadom WIH PaBynu3ymaba B/B
PaBynuzymabom

Bo BpeMs clIeyIolIel | uepe3 2 HeJeNu Mociie BBEIACHUS
B Hacrosimiee Bpemsi mosry4aer p N Y P ]lv

3aIJIaHUPOBAHHOU 703bl | Harpy304HOI pi(0k35
JeyeHne DKyIu3yMabom

9KyJIHU3yMabda PaBynu3ymaba B/B
B HaCTOsALIEE BpeMs Yepes |  Hememo  mocie
MIPOBOJIATCSA JIeYeHUe MIOCJIEIHEW  MOJAJICPKUBAOIIEH
PaBynuzymabom qyepes no3bl  PaBynmszymabom — yepes

He nmpumenumo
Cucremy JIOCTaBKHU Cucremy JIOCTaBKHU
PaBynuzymaba TUISL PaBynuzymala /Uil MOAKOXKHOTO
MOJIKOYKHOTO BBEJICHHUS BBEJICHUS

Tonbko st B3pocibix nanueHTos ¢ [THT
IpoxkcuMalbHbIe HHTHOMTOPLI KoMILIeMenTa (17

Nnrakoman, AaHWUKOMAH SBISETCS MPOKCUMATbHBIMM HWHTHOMUTOPAMU KOMIUJIEMEHTA,
KOTOPBIE HCHOJIB3YIOTCA B KA4€CTBE BTOPOW JIMHUM TEPAIMU U B OMPEHECIECHHBIX CIydasx
nepBoil. Bce mpenmapaThl WMEIOT PHUCKK pa3BUTHS WHQEKIMH, O0O0yCIOBIEHHBIX
Karcyja000pa3yonMMu OaKTEpUsIMU M PUCKH MPOPHIBHOTO TeMOJu3a, aHajiorudabie C5
WHTUOUTOpaM, HO B OTJIMYME OT HHUX Oosnee 3PPEKTUBHO OJOKUPYIOT HE TOJBKO
BHYTPUCOCYAUCTBIN, HO U BHYTPUKJIETOUHBINA TEMOJIH3.

Hu onHO paHIOMU3MpPOBAHHOE HCCIIEOBAaHWE HE CPAaBHUBAJIO HAIPSAMYIO 000U



aIbTepHATUBHBINA HHTUOUTOP KOoMILIeMeHTa ¢ C51 17151 HAYaIbHOTO JICYEHUS KJIACCHUECKOM
[THT".

Taoauna 10
IIpenapar MexaHnusm yTH IMokazanus da3a
AeHcTBUS BBe/JICHHS U HCCJIeI0BAHMSA
4yacToTa

HNnrakonan® WNuruburop IlepopaabHo, | - AsibTepHaTUBa aHTU- ®aza 3
¢akropa B, 2 paza B C5-repanuu (APPOINT-
OJIOKUpyeT CYTKH - CHIKeHHe PNH, APPLY-
aJIbTEPHATUBHBI MOTPeOHOCTH B PNH)
1 IyTh TpaHchy3usIX y
KOMIUIEMEHTA, MAIMEHTOB C aHEMHEH
[IpeloTBpaLas
oOpaszoBaHHe
C3-koHBepTasbl

Jdannkonman* HNurudurop Ilepopaabno, | - JloGaBisercs K ®da3a 2, ¢paza 3
¢axkrTopa D, 3 pa3aB skym3ymady/paBymmsyMm | (ALPHA-
KOHTPOJIUPYET | CYTKH a0y npu coxpaunsiroriemcs | PNH)
BHYTPHUCOCYIUC reMosm3e
THIM U
BHECOCY IMCThIN
TeMOJIH3

HNnrakonaun

Mexanu3m aeiicTBuUsl: TiepopaibHbIi UHTHOUTOP (DakTopa B; cHMXKAET BHECOCYAUCTHIN
reéMOJIN3, COXPaHssl KOHTPOJIb HaJl BHYTPUCOCYIUCTHIM.

Cnocod npumenenusi: 200 Mr — BHYTpb 2 pa3a B CYTKH HE3aBUCHUMO OT €bl.
Oco0eHHOCTH: KOPOTKUH 1epro 1 oryBbiBeeHUs (20 1), BBICOKHE PUCKHU MPHU MPOITYCKE
7103 — 0COOEHHO BO BpeMsi HHPEKLINN WIN aTKOTOJIN3alIHH.

Bakuunauus 00s13aTesibHA: CM. BBIIIIE.

IToGounbIe YQPPEKTHI: BO3MOKHA IUapes, HapyILEH s TMITHAHOro ooMena 24,

JlanukonaH

Mexanu3m  JeiicTBMsI: IepopaibHbli  umHruouTop (Qaxrtopa D, Momymupyer
aJIbTEPHATUBHBIN TyTh KOMIUIEMEHTA.

Cnoco0 npumenenusi: 150 mr BHyTpb 3 pa3a B CyTKHU.

Oco0eHHOCTH: KOPOTKUN NIEPUO/ MOTYBbIBEICHHUS, TPEOYET BHICOKON MPUBEPKEHHOCTH.
Baknunanus o0s13aTeJbHA: CM. BbIe 1)

IIpopbiBHOM remosiu3 npu ITHIT

IIpopbIBHOM TeMOJIM3 — 3TO PELUIUB BHYTPUCOCYIUCTOTO reMoyin3a Ha (JOHE Teparuu
WHTHOUTOpaMHU KOMIUIEMEHTa, XapakTepusyromuiics Bo3BpamieHueM cumntomoB [THI™ u
noBbiieHueM JIJII' mo >2x BepxHel rpanuibl HopMbl (BI'H) nocne npeamiecTByroiero
cHrkenus 10 <1.5x BI'H. [17]

IIpyu4uHBI NPOPHLIBHOIO reMoJIN3A:

[IpopBIBHOM remMOJIN3 MOKET BO3HUKATDH B PE3YJIbTATE HECKOJIBKUX MEXaHU3MOB:



o DapMaKOKMHETHUUYECKHI MPOPBIB — CHUKEHUE KOHILIeHTpauuu uHruoutopa C5 mepen
OYEpPEIHBIM BBEICHUEM.
e dapmMakoAMHAMUYECKU MPOPHIB — UYPE3MEPHASI AKTUBAIUS KOMIUIEMEHTA, CBSI3aHHAS C
uHeKInen, XupyprudeCKUMU BMEIIaTeIbCTBAMHU, OEPEMEHHOCTHIO MIIM BaKIIMHALIUEH.
e Henocrarounas Onokaga C5 — peakue ciydaw, KOrja YacTUYHO AKTHBUPOBAHHBIC
MOJIeKyJIbl C5 MOTYT HE HHTHOMPOBATHCS IKYJIN3YMaOOM HIIA PaByJIM3yMaOOM.
Kiannnyeckue nposiBjieHus:
e Bo3sBpaienue cn1abocTu, yTOMISIEMOCTH U OJIBIIIKH.
e [‘emornoOuHypus (TEMHast MOYa).
e bomnu B )uBOTE.
e TpomboTHUeCcKHE OCIOXKHEHUs, 0coOeHHO pu yporHe JIJII" >2x BI'H.
TakTuka KoppeKuHu:
[Tpu papmMakOKHHETUUECKOM MTPOPBIBE BOZMOXKHBI CJIEAYIOIINE TTOIXObL:
e CokpailleHue HHTepBaia BBEJACHUS dKyIu3ymada (Harpumep, 1o 12—13 gueit).
e BpemMmeHHoOe yBennueHue 103kl 3Kyauzymada a0 1200 wmr.
o [lepexon Ha paByau3yma0, KOTOPBIN UMeEET OoJiee ATUTENbHbIN EPHO/] IT0JTYBbIBEICHUS
U obecrieunBaeT CTabMUIbHYI0 KOHLIEHTPALIMIO NTpenapara B KPOBH.
[Tpu papmakoaHAMHUYECKOM MPOPBHIBE HEOOXOAUMO YCTPAHEHUE TPUITEPHOIO (haKTOpa:
v/ JleueHne OCHOBHOTO 3a00JICBaHMS, BBI3BABINCTO YCHJICHHE KOMIUIEMCHTAPHON
aKTUBaIMK (aHTUOAKTEepUAIbHAS TEeparusi, KOPPEKIHs BOCTIAIIUTEILHOTO MpoIecca).
v CuMInroMaTuyeckas Teparnms, BKIOYas HepeIuBaHus dPUTPOIMTOB IIPH BBIPAXKEHHOM
aHEMUH 1 TIOJIEPKUBAIONTYI0 HH(Y3HOHHYIO Tepanuo. [2°]

[Ipu pedpakTepHOM TeMonM3e, HE MOAJAIOLIEMCS KOPPEKUUU JO3UPOBKOI
uHruouropos C5, paccmaTpuBaeTcsl epexoa Ha MHruoutopsl ¢aktopa B/D (unrakonas,
nanuKomnan). U7 2527281

BHecocyaucTbiil (BHYTPHKJIETOYHBIN) remouus npu ITHI

BHecocyaucTbIii reMOJIM3 — 3TO pPa3pyLIEHUE SPUTPOLUTOB B CEJIE3€HKE U IEUYECHH,
cBsi3aHHOe ¢ wux onconuzanuei C3b, HecmoTpss Ha »ddextuBHyro Omokaxy C5-
KOMIIJIEMEHTA.

IIpuYHHBI BHECOCYAUCTOIO IreMOJIH3a

[Ipn npumenenuun uHTHOUTOPOB C5 (9Kynmu3ymMad, paBynu3ymad) BHYTPUCOCYIUCTHIN
reéMOJIN3 MOJIABIIAETCS, OJJHAKO aAJIbTEPHATUBHBIN IyTh KOMIIJIEMEHTA OCTAETCSI aKTUBHBIM.
D10 mpuBOAUT K OTIOkeHHI0 C3b Ha MOBEPXHOCTH IPUTPOIUTOB, UX OICOHU3AIMHU U
NOCIEAYIOLEMY pa3pyLICHHIO MaKkpodaraMi peTUKYJIO0IHI0TeIMaTbHON CUCTEMBI.
[Tpsimoil aHTUrIOOYIMHOBEIN TecT (mpoda KymOca) B 3TOM ciydae MOJIOKHUTENIbHbBIN 110
C3d, Ho oTpunarensubiii mo umMmmyHorooynay G (I1gG).

Kannnyeckue nposiBjaieHust

e XpOoHHMYECKas AHEMHUSI, HECMOTPSI HA HOPMAJIbHBIN ypoBeHb JIJII.

e PeTHKyJIOIMTO3, CBUAETENBCTBYIONIMI 00 YCHUIEHHOM SPUTPOIIOA3E.

e V 4acTU MAalMEHTOB COXPAHSETCS MOTPEOHOCTh B NEPHOJUYECKUX MEPETUBAHUSIX
HPUTPOIUTOB.

TakTHka KOppeKuuu



Pemenre 0 KOppeKuMHU BHYTPUKIETOYHOTO T'€MOJIM3A JOJKHO MPOBOIAUTCS MOCIE
BCceCcTOpoHHEH orneHKH 3 PexTnBHOCTH C5 MHTHOUTOPOB M UCKITFOUYCHHSI KOCTHO-MO3TOBOU
HEJIOCTaTOYHOCTH. [Ipy BBIpa)KEHHOM BHECOCYIMCTOM TE€MOJIU3E€ MOTYT HMCIOJIb30BATHCS
CIEAYIOUIME MTOAXObI:

PaccMmoTpenue nepexoaa wiM HazHadyeHUE WHTUOUTOpOB (hakTopa B (umrakoman)
i ¢aktopa D (maHukomnaH), KOTOpPHIA BO3JCUCTBYIOT Ha albTEPHATUBHBIA IMYTb
aKTHBAllUM KOMILJIEMEHTA.

BHecocyaucTbii reMoJIi3 0CTaeTCs YacToM Mpo0ieMol y alMEHTOB, OTyYarOIINX
antu-C5-Tepanuio, ¥ TpedyeT HHIMBHUAYAILHOTO MOAX0Aa K JIeueHuto, U725 27 281

CumnromaTuyeckasi Tepanus

[Tpu neyenun >Kynu3zymadboM/paBynn3ymMaboM CHMIITOMATUYECKas T€pamnusl BKIIOYAET
Ha3HaueHue PoyimeBor KUcIoThI (5 Mr/cyT), BuTamuHa B12 (mpu geduuunre), npenaparos
xene3a (Mpu AeuImTe), aHTUKOAryJIssHTOB (Bap(hapuH, HU3KOMOJIEKYJIAPHBII renapyH,
puBOpoKcabaH, anukcabaH) TNpU TPOMOOTUYECKUX OCIOKHEHUSX, TpaHchy3uii
IpernapaToB KPOBH B 3aBUCUMOCTH OT KIMHUYECKHX CHMIITOMOB, THApATaluy IpH
pa3BUTUH TreMoJMTHYecKoro kKpusa. IlpemapaThl jxene3a JOJKHBI Ha3HA4aTbCs C
OCTOPOKHOCTBIO B CBSI3H ¢ BO3MOXKHOCTBIO YCHIIEHHs remonu3a. 7]

AHTHKOATYJISTHTHASl Tepanus

[Tocne TpoMOOTHYECKOTO COOBITUS MOXET OBbITh PEKOMEHJOBAaHA JUIMTEIbHAsS
(MOKM3HEHHAas) Tepanus AaHTUKOATyJSIHTAaMH (IPOM3BOJHBIE KyMapHHA, TIEMapUHBI,
uHruouTopsl gakropa Xa). Tepanus TpoMOOTHUYECKHX OCIOKHEHUN MOXET TpeOOBaTh
HAaXOXKJEHUs NalUeHTa B CHEUAIU3UPOBAHHOM XUPYPTHUYECKOM OTACIEHUU MJIs
IPOBEICHHUS JJOKAIBHOTO U CHCTEMHOI'0 TPOMOOJIM3KCa. AHTUKOATYJITHTHAS TEPANHUS IS
NEePBUYHON TPOPHUIAKTUKY TPOMOO30B MOKET OBITh TOKA3aHA B OTJEIBHBIX CIIy4asiX IpU
BbisiBicHUM [IHI-knona B > 50 % rpaHyJIOUWTOB M NIPU HAJIWYUU JIOMOJTHUTEIBHBIX
PUCKOB TPOMOOTHUYECKUX OCJIOKHEHUH, 33 UCKIIIOUEHUEM OOJIbHBIX C aria3ueil KOCTHOTOo
Mo3ra W riayOokoi TtpomOoumuronenuei 2%V nmammentoB 6Ge3 amampesa TD
AHTUKOATYJITHTHYIO MPO(UIAKTUKY MOXHO OTMEHUTh uepe3 3-6 MecsleB Tepanuu
UHTUOUTOpaMH KOMIUIEMEHTa MpU JAOCTHXKEHHH oTBeTa. OJHaKo, MpH >KU3HEHHO
yrpoxaroniem TO B aHamHe3e, peUUMIUMBE WIM HAJIWMYUH YCTOMYMBBIX PHUCKOB,
PEKOMEHIyEeTCS IPOAOJIKATh AHTUKOATYJISTHTHI JTMTEIBHO, BO3MOXKHO ITOKU3HEHHO.

Tpancdy3nonas moaaepKka.

IHoxa3aHus 1)1 TPaHCPY3MU KOMIIOHEHTOB KPOBH:

[Ipu orieHKe MOKa3aHUN K 3aMECTUTENIbHBIM FeMOTpaHCy3UsiM HEOOXOAUMO YUUTHIBAThH
COBOKYIHOCTh (DAKTOPOB: BO3pacT MAIMEHTAa, HAJIWYUE COIYTCTBYIOLIMX 3a00JIEBaHMIA,
NEPEHOCUMOCTh THIOKCUH, COLMaNIbHbIE (akTopbl (paboTOCmOCOOHOCTh, Mpodeccust u

zp.)

JPUTPOLUTCOAEPKALIHAE CPeIbl

[IpenmymecTBa OTMBITBIX 3puTpouToB npu [IHI" HemocraTouno nccaenoBaHsbl.

VY mnamuentoB ¢ [IHI' mpu neoOxomumoctu TpaHc]y3uili BO3MOXKHO HCIIONb30BAHHE
OTMBITBIX IPUTPOLIUTOB.



B cranpapTtHOW 3pUTPOLMTApHOM Macce€ MOTYT HPUCYTCTBOBAaTh OCTATKU IUIa3MBl,
cojepkaiue kommnoHeHTol komruiemenTa (C3, CS5).

VY nanuentoB ¢ [THI" koMIIeMEHT y»Ke aKTUBUPOBAH, U JAOMOJIHUTEIBHOE TTOCTYILICHHUE
€ro KOMIIOHEHTOB MOXKET YCUJINTh T€MOJIN3.

OTMBITBIE 3PUTPOLUTHEI MUHUMHU3UPYIOT 3TOT PUCK, TaK KaK IUIa3Ma yOAISIETCs MHpH
00paboTKe.

KoHueHTpar TpOMOOIIUTOB:

e KoHIleHTpaT TpOMOOIIMTOB HEOOXOAMMO MOAOHpaTh MO TPYHIE KPOBH H PE3yC-
axropy;

e TpaHcdy3usi KOHIEHTpaTa TPOMOOIMTOB C IEJIbI0 MPOPUIAKTUKH KPOBOTCUCHHS,
npoBouTcs pu ypoBHe Tr <10 ThIC KII/MKII;

e manueHTaMm ¢ (peOpUIbHOM JIMXOPaIKO, KPOBOTOUMBOCTBHIO CIM3UCTBIX O0OJIOYEK,
PEKOMEHIyEeTCsI IPOBOAUTH TPAHC(Y3UIO KOHIIEHTpaTa TpOMOOUTOB Iipu ypoBHE Tr <20
TBIC KJI/MKJI;

® NpU IUIAHUPOBAHWUHU TMAIMEHTY WHBA3UBHOTO BMEIIATENbCTBA, PEKOMEHIYETCS
IIPOBOJUTH TPAHC(PY3UIO KOHIIEHTPATa TPOMOOIMTOB Mpu ypoBHE Tt <50 ThIC KII/MKJI;

e TepaneBTHYECKas 71032 TPOMOOLIMTOB, peKoMeHayemas B3pocibiM: 3 x10'! xi/nm B
oobeme 200-300 mut.

Ouenka 3¢ppexTuBHOCTH TPaHCYy3HUN:

® OCTaHOBKAa KPOBOTEUECHUS,

e ormpejeieHUue YPOBHSI TPOMOOIIMTOB Ha CIAEAYIOUIUN I€Hb — CTOMKUN ypoBeHb Tt

<20 ThIC KJI/MKJI CBUAETEIBCTBYET O PeYPaKTEPHOCTH K TpaHCPY3HIM;

® IpU UCKIIOYEHHH BCEX MPUYUH TPOMOOIMTONEHHH, HEOOXOIMMO MPOBECTU TECT Ha
HaJM4Yue aHTUJICUKOIIUTAPHBIX aHTUTEIT,

® 1pu OOHAPYKEHUM AHTHUTEI, TPAHCHY3UIO TPOMOOIIMTOB HEOOXOIWMO MPOBOIUTH OT
HLA-coBmMecTUMOTO JIOHOpA.

Caexke3aMOpOKEeHHAS I1a3Ma:

[Tockonbky B C3II comepX uTcsi KOMIUIEMEHT €€ TpaHCPy3uu MOTYT MPOBOLIUPOBATH
pazButhe remosmsza y naunueHtoB ¢ [IHI'. Tpaucdysuit C3II mpu ITHI xenaTenbHO
uzoerarp. %]

Oco0enHocTH Be/leHHsI 0epeMeHHbIX MAIUeHTOK:

bepemennocts npu IIHI' compsikeHa ¢ BBICOKMM YPOBHEM MATEPUHCKOM U JETCKOU
cmeptHoctH (11,6% u 7,2% coorBercTBenHo). BV

B  Hacrosmee  BpeMsi  OMUCaHBl  TOJIBKO  ©IWHWUYHBIC  CIy4Yal  Tepaluu
IKyIH3yMaboM/paByIn3yMad Bo BpeMsi OEpPEMEHHOCTH ¢ OJAarONPUSTHBIM HCXOJI0M ISt
MaTepu U TwUiofa. TepatoreHHble 3(dekThl mpemnapata OTCYTCTBYIOT. [lokazanus
Ha3HAYCHUIO DKylIn3ymabda/paByinu3zymada mpu 0EpeMEHHOCTH HE OTINYAIOTCS OT OOIIHNX
nokazanuii. B mepuwon OGepeMeHHOCTH Tepanus 3KyJIu3ymMaboM/paynn3ymaboM He
JTOJDKHA MIPEKpaIaThbCsl. Ecnu MalyeHTKa paHee HE noJryJasa
AKyIM3yMab/payin3zymMadbom, mpenapaT MOKET ObITh HA3HAYEH BO BpeMsl OEpeMEHHOCTH.
Tepanus sKynuzymMabom/paByin3ymMaboM B 3TOM cllydae [OJDKHA NPIOJDKATHCS B



TeueHHe 3X MECALEB MOCIEe POAOPa3PelleHHs. B ciaydasx «IIpOpHIBHOTO» IeMONIU3a B
nepuoj 0EpeMEHHOCTH MOXKET TpeOOBAaThCS KOPPEKLHMS J103bl IKyIM3yMada (Hampumep,
nopuepxuBaronias repanus 900 MI B HEZIEIIO), MU IIEPEKIIOYEHNE HA PaByIM3yMab Ipy
(apMaKOKMHETHYIECKOM IPOPLIBHOM remonuse. Bl

5.4 Xupyprudeckoe BMelIATEeIbLCTBO:

XHpYypruyeckoe BMEIAaTeIbCTBO MOXKET CIIPOBOLMPOBATH reMoJin3 y nanueHTos ¢ [THI
U3-32 YCUJICHUS BOCTIAJIUTENbHBIX CTUMYJIOB U/UJIM META0O0INYECKUX HApyILIEHUH.

[TarmeHTsl, KOTOpBIE B HacTosIIee BpeMs Jjedarcss ¢ momomibio C5i, JOHKHBI OBITH
3alJIaHUPOBAHbl Ha OMEpaInio OMM3KO K MX MocheAHeld MHQY3UH, €CIH 3TO BO3MOKHO,
9TOOBl ~ MUHUMHU3UPOBATH  (HAPMAKOKMHETHUECKUNW  TPOPBIBHOM  remonu3. s
OEeCCUMITOMHBIX MAaUEeHTOB ¢ OosbmuM KiIoHOM ITHI', KoTOpBIE HE MOMYyYaroT Tepanuto,
HEKOTOpbIE SKCIEPThl HAYMHAIOT MHIMOMPOBAHUE KOMIUIEMEHTAa, YTOObI YMEHBIIUTH
TPOMOOTHUYECKHUI PUCK IUIAHUPYEMOM omeparuu [

Hcnonb3oBaHne pyTUHHON TPOMOOMPOPMIAKTUKA Y XUPYPTHUUECKUX MAIMEHTOB
nopobHo obcyxmaercs oraenabHo. (Cm. «lIpodunaktuka BeHO3HON TpoMOOIMOOIUU Y
B3POCJIBIX HEOPTOMEANUECKUX XUPYPTUUECKHUX MAIUEHTOBY ).

5.5 JlanbHelIee BegeHHE.

B npomecce  aHTUKOAryJsiHTHOM — TepanuM/MPOPUIAKTUKH U HENpPEepbIBHON
IIaTOT€HETUYECKOW TEpanuy MalUeHTbl HAaXOAATCA Ha JWHAMUYECKOM Y4Ye€Te U
HAOJIIOAOTCS Y TEMATOJI0ra o0 MECTY KUTENTHCTBA B T€UEHUE BCel kU3HU. KOHTpobHbIE
oOcneoBaHUsl MPOBOAATCS KaxKaple 3 Mecsla, NMpu CTAOUIIBHOM COCTOSIHUM pa3 B 6
MecsaueB. KoHTposibHOE o00cienoBaHue BKIOYaeT OO0beKTUBHBIA ocMmoTp, OAK ¢
PETUKYJIOLUTAMH, OMOXMMHUYECKHM aHanmu3 KpoBU (KpeaTuHuHa, MoueBuHa, JI/T,
OwnnpyOuHbl U Ap.) 1 paz3 B 3 Mecsia, Opu CTaOWIBHBIX MOKA3aTeNIX Ja00paTOPHBIX
uccinenoBanuii 1 pa3 B 6 mecsiues.

[Tocne Hauvama coenu@uUeckod Tepamuud Ha CTAllMOHAPHOM  JdTame  IpHu
YIOBJIETBOPUTENILHON NEPEHOCUMOCTH MallMEHT MOXKET OBbITh BBIMKMCAH Ha aMOYJIaTOPHbBIN
3Tal JIEYEHUs! U MPOAOJKAaeT HAOIIOJACHHE M JICUEHHE Y TepaleBTa WM remarosora Io
MECTY XKUTeNIbCTBa. Perienne o nepexoae Ha aMOyJIaTOPHBIN 3Tal JIEYEHHUs BO3MOXKEH MPU
o0OecrieHuM JIEKapCTBEHHOI'O CpeACTBa B paMKax aMOyJaTOPHOTO JIEKapCTBEHHOTO
oOecrieHusl.

Koutpons Benuuunbl [THI-ki0HA METOAOM NPOTOYHOW LIMTOMETPUU HE TpeOyeTcs
PYTHUHHO Yy MAalMEHTOB, MOJydarommX HMHruOutopsl C5, Tak Kak ciaydyad CHOHTAHHOIO
VCUYE3HOBEHUS KJIOHOB peAKd. JloCTaTOUHO MPOBOJINUTH TaHHOE UCCIECAOBAHUE OAUH pa3 B
IO/l WJIY IIPU HAJMYUH KIIMHUYECKUX TTOKA3aHUM.

Y namueHToB, KOTOpPbIE MOJY4YalOT WHTUOUTOPHI KOMIUIEMEHTa HaOJI0AaeTcs
CTaTUCTUYECKU 3HaYuMoe yBennueHue pasmepos [THI' knona. B ciryyae oTMeHsl Tepanuu
HeoOxoauM MoHUTOpHHT pazmepoB [THI™ kiona, ypoBHSI peTUKYIOIMTOB, TanTOTI00MHA,
JIAT, OunmupyOuHa JUisi CBOCBPEMEHHOTO BBISBJICHHS TE€MOJHM3a W TPEIOTBPAIICHUS
IIOTEHIIUAJIBHBIX OCJIOKHECHHM.

[TaruenTsl, mnomydvaromue WHTUOUTOPHI KOMIUIEMEHTA, MOAJIEKAT pPEryIsspHOMY
KJIMHUYECKOMY MOHHUTOPHHTY Ha TNpeaMeT cuMnTtomMoB uHbekuuu. [lpu mnossreHuun



MPU3HAKOB CUCTEMHOM OakTepraibHOW MHPEKIINA HEOOXOIMMO HE3aMEeIJTUTEIHhHO HaYaTh
OMIIUPUYECKYI0  aHTHOAKTEpHAIBHYIO Tepamuio. B ciydae mojo3peHWs  Wid
MOJATBEP)KICHUS MEHUHTOKOKKOBOM WH(EKIMU WIM JPYrUX KarcyJloo0pa3yronmx
uH(peKui — crenyollee BBEJACHUE IMpenapara OTKJIAAbIBACTCA N0 CTaOWIN3aluu
COCTOSIHMSI M 3aBEPIICHHS Kypca JICUSHHS TI0 MOBOAY MH(DEKIUH.

6. UngukaTopbl 3PpPeKTUBHOCTH 1 0€30MACHOCTH IMATHOCTUKHY U Jevyenus ITHI'
Huaukaropsl 3pdexTuBnoctu gedenus>"
Taoauma 11

Ne Nuaukarop IleneBoii ypoBenb / Kpurepuii

1 | YpoBens nakrarneruaporenassl (JIAI') | CHmwkenue <1,5 x BepxHei rpanuiisl Hopmel (BI'H) B
TedeHue 4—6 Henenb 0ciIe Hayalla Tepaluu
KOMILJIEMEHT-UHTUOUTOPOM
2 | Yacrota tpancdysuit sapurpouutapuor | CHI)KEHHE WX MOJIHAsI OTMEHA MOTPEOHOCTH B

Macchl reMoTpanc(y3usix B TeueHue 3—6 mMecsieB
3 | [loBellIEHHE YPOBHS reMOIIIO0MHA [Tosermenne Hb >20 1/11 OT HCXOJHOTO YPOBHS W
noctwxenne Hb >100 r/i
4 | Mcue3HOBEHHE CHMIITTOMOB I€MOJIH3a [TonHOE MK 3HAYUTENFHOE YMEHBIIICHHUE
(TémHas Moua, c1aboCTh, KEITyXa) CyOBEKTUBHBIX kano00 yepe3 1-2 mecsia
5 | OrcyrcTBUE TPOMOO30B OTCyTCTBHE HOBBIX SMTU30/10B TPOMOO30B B T€UCHHE >6

MECSILIEB TEpaIuu

NuaukaTopsl 0€30MACHOCTH

Ta0auma 12

Ne Nuaukarop Kpurepnuii 6e3onacHocTH

1 | OtcyTcTBHE CEPhE3HBIX OTcyTCTBHE MEHUHTOKOKKOBOW MH(EKIMH U IPYTUX
MH(EKIHOHHBIX OCIOXKHEHHUH VMHBa3MBHBIX OaKTepHaJIbHBIX HHGEKINN

2 | IlpoBenena BakiuHaus 1o Hadana | [logTBepxkaeHo nokymenTtansHo (N. meningitidis, S.
Tepanuu pneumoniae)

3 | OrcytcrBUE TpaHC(PY3UOHHBIX Her peakuuii cpeaneil 1 TSKenol CTENeH! MpH
peakiun TpaHcPy3uu

4 | IlpuBepkeHHOCTH Tepanuu >90% Her nmpomnyckoB 103 KOMIIJIEMEHT-MHTHOUTOpa 3a

[OCJIeAHIME 3 Mecsa

5 | Onenka noOouHbIX 3P HEeKToB Her cepré3nbix HexenatenbHbIX apneHuit (SAE) o
Tepanuu JTAHHBIM MOHHUTOPHHTA

6 | MonuTOpUHT 1a00paTOPHBIX [Tepuonuueckuit koutpons JIAI', Hb, TpoMGounToB,
apamMeTpoB MHOEKIIMOHHBIX MAPKEPOB

7. OPTAHU3AIINMOHHBIE ACIIEKTBI BHEAPEHUS ITPOTOKOJIA:

7.1 Cniucok pa3padoTUYMKOB MPOTOKO0JIA C YKa3aHUEM KBAJIM(PUKAIMOHHBIX JAHHbBIX:
1) Kemaiikun Bagum MarBeeBUY — KaHAWAAT MEIUIIMHCKUX HAyK, acCOILMUPOBAHHBIN
npodeccop, TOO «HanuoHanbHbIH HAay4YHBIM OHKOJIOTHYECKHH IIEHTP», PYKOBOIUTEIb
LIEHTpa OHKOI€MaTOJIOTUM Y TPAHCIUIAHTAIIMU KOCTHOT'O MO3ra ¢ OHKOI€MAaTOJIOTUYECKON
peaHuManue, TJaBHbIM  BHEIITATHBIA  BO3pPOCHBIM  remarosior  MuHucCTEpcTBa
3npaBooxpaneHus PecryOonmku Kazaxcras.

2) Knom3uHckuii AHTOH AHATOJIbEBUY — KaHJWUJAT MEIUIMHCKUX HAYK, MEIUIUHCKUN
nupektop TOO «llentp I'emaTonorum.

3) CyneitmenoBa Aiizar CepuKXaHOBHA — 3aBEyIOIlasi OTJIEJIEHUEM OHKOIe€MaTOJIOTHu



Ne2 ¢ nueBHbIM cTanmonapoM TOO «HanuoHabHBINA HAyYHBI OHKOJIOTHYECKUM LIEHTP.
4) PamunnOexoBa ['ymemupa KypOaHOBHa — MOKTOp MEOWITMHCKHX HayK, Tpodeccop
Kopnoparusnoro ¢onna «University Medical Centery, ctapiimii opAMHATOP aKyIIEPCKOro
otaesneHus Nel, Bpad akymiep-ruHeKoJIOr.

5) KonecneB Amnekcann BanepbeBuu — 3aBeayromuid OTAEIEHUEM TpaHCIUIAHTALUU
kocTHOrO Mo3ra TOO «HanumoHanbHbIM HAyYHBIN OHKOJIOTHYECKUNA LIEHTP.

6) TyprynoBa Jlrogmuna ['eHHanbeBHAa — JOKTOp MEAMIIMHCKUX HayK, mpodeccop
kageapel BHyTpeHHHX Oone3nedt No2 HAO «KaparanauHCKMIT — METUIIMHCKHIMA
YHUBEPCUTETY», PYKOBOIUTENb OTAENa KIMHUYECKOTO ayAuTa CIyKObl TMOJIECPKKU
NAlMEHTOB W BHYTpPEHHEW 3KcnepTusbl, Bpad-rematosior TOO «lleHTp remaronorum»
dbunmana ropona Kaparaumsi.

7) Kyansimo Pamazan HapmanoBuu — knununueckuii papmaxosor TOO «HarumonansHbIH
Hay4YHBI OHKOJIOTUYECKUHN LEHTPY.

8) TacranOexoBa baxwiTrynr MeiipamoBHa — 3aBeayromiasi OTACICHUEM Te€MaTOJIOTHU
['KIT na IIXB «MHoronpodunsHas ropojckas OonbHuna Nel»  VYmpasienue
OOLIECTBEHHOT'O 3[IpaBOOXPaHEHHsI TOpO/ia ACTaHbI.

9) HaypazbaeBa Maiipa PammmoBHa — Bpau remarosor, crapimuii opauHatop TOO
«lentpa I'emaTonorumn» unuana ropojga ACTaHsbl.

10) Xan Omner PomyanpiaoBuu — Bpau-remarojor Beiciiel kareropun AO «Hayuno-
UCCJIeIOBATENLCKUM MHCTUTYT KapUOJIOTUN U BHYTPECHHUX OOJIE3HEI».

7.2 Yka3zaHue Ha OTCYTCTBHE KOH(JINKTA MHTEPECOB: OTCYTCTBYET.

7.3 PenieH3eHTbI:

1) PamazanoBa Paiirynr MyxanOeToBHa — JOKTOP MEAMIIMHCKUX Hayk, npodeccop HAO
«Kazaxckuil HaumoHaJbHBIA MenuuuHCKUM yHuBepcuteT umenu C.JI. AcdenauspoBay,
npodeccop kadenpsl BHyTPEHHUX O0I€3HEN.

2) HymwmmoBa 3aype JIMuTpueBHa — KaHAMAAT MEAUIMHCKAX HAYyK, 3aMECTHUTEIb
OUpeKTopa BpICHIEN MIKOJIBI MEAUIMHBI [0 HAYYHO-WHHOBAIMOHHOM JEATEIBHOCTH U
MEXAYHAPOJIHOMY COTPYJIHUYECTBY, (PaKyIbTeT MEIUUMHBI U 3apaBooxpaHeHus, HAO
«Kazaxckuii HallMOHANBHBIA YHHBEpCUTET UMeHU Anb-Dapabu» Bpady-OHKOJOT, Bpady-
IE€MATOJIOr BBICIICH KAaTErOpPUH, IVIaBHBIM BHEIUTATHBIM CHEUUAIUCT MMHHUCTEpCTBA
3npaBooxpanenus PecryOommku Kazaxcran mo B3pociabiM ophaHHBIM 3a00JI€BAHUSIM.

7.4 Yka3zaHue ycJOBHH NepecMOTPa NPOTOKOJIA: IEPECMOTP HE pexe 1 pa3za B 5 JieT U He
yamie 1 pa3za B 3 roja npy HAIMYUKA HOBBIX METOJOB IUATHOCTUKHU U JICUEHHUS C YPOBHEM
JIOKa3aTEIbHOCTH.
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