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2. Coornomenue koo MKb-10 u MKB-9:

MKB-10 MKB-9

Kon Ha3zBanmue Kon Ha3zBanue
D 61.1 | MenukameHTO3HAas ariacTUYECKasd aHEMUSI — —
D 61.3 | UnnomaTnyeckass aHeEMHUS — —
D 61.9 | Annnactudeckasi aHeMHsi HEYTOYHEHHAS — —

3. Jara pa3pabdorku/mepecmotrpa nporokosa: 2016 rox.

4. Toab3oBarenan nporokosa: BOII, neauaTpsl, OHKOJIOTH/TEMATOJIOTH.

5. Kareropusi nanueHTOB: JICTH.

6. Illkajga ypoBHSI 10Ka3aTeJbHOCTH:

BricokokauecTBEeHHBIN MeTa-aHan3, cucrematudeckuii o63op PKU  wiwm
kpynHoe PKU ¢ odyeHb HU3KOM BEpOSTHOCTHIO (+1) CHCTEMAaTHYECKOW OLIMOKU
pe3ynbTaThl KOTOPBIX MOTYT OBITh PACHPOCTPAHEHBI HA COOTBETCTBYIOIILYIO
MOMYJISILIUIO.

BricokokauecTBeHHbI  (++) cHcTeMaTHUecKuil 0030p KOTOPTHBIX — WIIU
UCCICIOBAHUM CITydai-KOHTPOJIb WM BbICOKOKauecTBEHHOE (++) KOTOPTHOE
WIM  WUCCIEOOBAHUM  CIIyYal-KOHTPOJb C  OYEHb  HU3KUM  PHUCKOM
cucrematudyeckod ommbku wau  PKWM ¢ HeBblcokuMm ()  pHCKOM
CUCTEMATHUYECKOMN OIIMOKHU, pe3yJIbTaThl KOTOPBIX MOTYT OBITh PACTIPOCTPAHECHBI
Ha COOTBETCTBYIOLIYIO MOMYJISLHUIO.

KoroptHoe wiaM ucclaeNOBaHHME CIIy4all-KOHTPOJb WM KOHTPOJIMPYEMOE
uccieoBaHue 0e3 paHIOMHU3ALMU C HEBBICOKUM PHCKOM CHCTEMaTHYECKOU
omuoku (+).

Pe3ynbTaThl KOTOPBIX MOTYT OBITh PACHPOCTPAHEHBI HA COOTBETCTBYIOIIYIO
nonyiasiuuio  uwam  PKM ¢ o4yeHb HM3KMM WM HEBBICOKMM  PHUCKOM
cCUCTEMaTH4YecKoN omuOku (++ wnu +), pe3ynbTaTbl KOTOPBIX HE MOTYT OBITh
HEMOCPEJICTBEHHO PACTIPOCTPAHEHBI HA COOTBETCTBYIOIIYIO MOMYJISALIMIO.

Onucanrie cepuu CIydacB WIM HEKOHTPOJIUPYEMOE HCCIIEIOBaHUE WM MHCHHE
IKCIIEPTOB.

7.  Onmnpenenenue: IlpumoOpeTeHHass arutacTuyeckass aHemusi —  3a00JIeBaHHUE,
XapaKTEPU3YIOIIeeCs Pa3InYHON TSKECTH MAHIMUTONEHUEH (PEeIKo - OMITMTOICHHEH), HE
MMEIOIIEH TEHJICHIMA K CIIOHTAHHOMY BOCCTAHOBJICHHIO, IPU CHUKEHHOW KJIETOYHOCTHU
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KOCTHOTO MO3ra M OTCYTCTBHHU I[MTOJIOTHYECKHX, UTOMCHETHYECKUX M MOJIEKYJISPHO-
TeHETHYECKUX PU3HAKOB OCTpPOTO Jeiiko3a, MHEJIOAMCILIACTHYECKOTO
cunapoMa/muenopudpo3a, a  TaKKe  TENaToCIUICHOMEraJik M MAaCCHBHOM
aumbaaeHonaTuu [5].

8. Kuaccuduxanus:
Kaaccupukanuss npuodpeTeHHbIX TPEXPOCTKOBBIX AINVIA3UM MO0 ITHOJOTHYECKOMY
npuHiuny [5]
1. | Unnonatnyeckue anjacTU4ecKue aHeMUU
2. | Bropuunble anjacTU4ecKue aHEMUU:
a) | paguanuys.
0) | JlekapcTBa ¥ TOKCHHBI:
* BBI3BIBAIONIUE JO303aBUCUMYIO AA;
* BBI3BIBAIONINE UIUOCUHKPATHYECKYIO AA.
B) | [locTBUpYyCHBIE:
* TCHaTHT,
* BUpYyc DnureiiHa-bapp;
* BUPYC UMMYHOAE(PUIINTA YEIOBEKA;
« mapsoBupyc B19 y nannenToB ¢ uMMyHO1€(DULIUTOM.
r) | Ha ¢done nMMyHHBIX 3a00JI€BaHUI:
* runorammarioOymuaemusst (OBUH, cungpom Huitmeren, X-cuemnyieHHbIN
muMponponudepaTUBHBII CUHAPOM);
* 00JI€3Hb «TPAHCILIAHTAT-IIPOTUB-X035IMHAY;
* 703MHOGUIIBLHBIN QacCIUUT;
* TUMOMA M KapLMHOMa TUMYCa.

Knaccudukamus AA no tsxectn [2,3]:
B 3aBHCHMOCTH OT CTENEHU CHUKEHUS MTOKa3aTesield KPOBU BBIACIAIOT CJIEYIOUINE
dhopMbI NPUOOPETEHHOM aIJIaCTUYECKON aHEMUU
CeepxTsikenas | KIeTouHOCTh KOCTHOTO MO3ra MO JaHHBIM TpemaHoOuomncuu <25%
(mmu kneroyHocTh >25% HO <50% mnpu colepXkaHUU MUETOUIHBIX
AJIEMEHTOB (T.€. UCKITI0Uast TMMQGOIUTHI U TIa3MoIuThl) <30%) u 2 unu
0oJiee U3 CIeAYIOUIUX MTOKa3aTeNei:
« Heittpodms <0,2 x10°%/1;
* tpoMbGouuTsl < 20 x10%/1;
* KOPPUTHPOBaHHBIN peTukynonuTo3 <1% (menee 40 000/mki1).
Tsoxemas KierouHocTh KOCTHOrO Mo3ra mo JaHHBIM TpenaHoowoncuu <25%
(wm  kierouHocTth  25%-50% mpu  coaepKaHMM — MHEJIOUIHBIX
ANeMEHTOB (T.e. HCKIIo4as JAUMQOIUTHI U TUIa3MOIMTBI) KOCTHOT'O
mo3ra <30% u 2 unu 6oJiee U3 CIACAYIONIMX MOKa3aTeNei:
* HerTpoduasr >0,2 x10%1, Ho <0,5 x10%/11;
* TpoMOonuTH < 20 x10%/n1 /MK




* KOPPUTHPOBaHHBIN peTukynonuTo3 <1% (unmu menee 40 000/mxn
IpY ABTOMATU3UPOBAHHOM TOJICUETE).

Hetsoxenas Bce octanpHbIe CiTydan, He COOTBETCTBYIOIINE KPUTEPHUSIM TSKEIION U
(cpenneit CBEPXTSIKEIION AA KiacCu(UIIUPYIOTCS KaK HETsDKETast
TSOKECTH) (cpenneTsikenas) AA.

[Tpu HamMuMK HEOOXOAMMOCTH B PETYIISIPHBIX TPAHCPY3UIX
SPUTPOLIMTHON MACChl WJIM TPOMOOKOHIIEHTPATA WIIH TOJIBKO
TpoMOOKOHIIeHTpaTa AA HE MOXKET CUMTATHCS HETSDKEIION

JMUATHOCTHUKA U JIEYEHUE HA AMBYJIATOPHOM YPOBHE:
NB! Kpurepun quartosa [5]:
Jnaruos npuodpereHHoi AA CTaBUTCS HA OCHOBAaHHUH CIICAYIOIINX TPU3HAKOB:
e crolikoe Ooliee JBYX HeJElIb — CHIDKCHHUE IOKa3aTelie MHUHHUMYM JBYX M3 Tpex
TUHUN iepudepruuecKor KpOBH:

— tpomboumTsl Meree 140x10%/;

— TpaHyJoLUTHI MeHee 1,5 x10%/1 (s meTeit Mitaamie S JIeT - MeHee 1X109/J1);

— remorsiooud menee 110 r/m.
® OTCYTICTBHE B IIyHKTAaTax KOCTHOTO MO3ra JICUKEMHUYECKUX KIETOK OCTPOTO
TuM(}OOITaCTHOTO/OCTPOTrO  MUETOOJACTHOTO — JICHKO3a/IPYyTUX  OMYXOJIEBBIX  KJIETOK
(aeitpobiiacroMa, pabaomMuocapkoma, Jumpoma);
®  CHIDKEHHME KJIETOUYHOCTH KOCTHOTO Mo3ra meHee 50% 1o JaHHBIM TpenaHOOHMOIICUU
WIM HOPMaJbHOM KJIETOYHOCTH TMpU €€ JUMGOIUTAPHOM COCTaBe, B OTCYTCTBUU
JTEHKEMUYECKUX WIN APYTHX OMYXOJICBBIX KJIETOK;
®  OTCYTCTBHE B NyHKTaTaX KOCTHOTO MO3Ta SIBHBIX INMPU3HAKOB THIOIJIACTHYCCKOTO
MHUEJIOIUCTUIACTHICCKOTO CHHIPOMA — TPEXJIMHEWHOHN AUCIUIa3uH, MUKPOMETAKapHUOIINTOB
u OTCYTCTBHUS ITUTOTCHETUYECKHIX HapYIICHUH, XapaKTEPHBIX TUTS
MUEJIOIUCIIIIACTUYECKOTO CUHAPOMA.

1) JImarHocTHYeCKHe KPHTEPHH:

Kano0b1 u aHaMHe3:

7Kaj100b1 cBsI3aHHBIE ¢ PA3BUTHEM aHEMHU:

*  TOBBILIEHHAs YTOMJIIEMOCTb;

*  cnaboCTh;

*  TOJIOBOKPY>KEHHE;

*  IIyM B yIax,

*  IUIOXasl MEPEHOCUMOCTb IYIIHBIX TOMEILECHU;

*  MPUCTYNBI YUAILIEHUS CepAICONEeHUS;

*  OJIeAHOCTb KOXKHBIX MOKPOBOB M BUAMMBIX CIM3UCTHIX 000JI0YEK;
e  00J1HM B KOCTSIX, CyCTaBax;

*  HQJIWYUE OTEKOB B CyCTaBaX KOHEUHOCTH,

*  JIMXOpAaJKa HEACHOW ITHUOJIOTHH.

AHaMHe3a!

e  yacThie MH(CKIMOHHBIC OCIIOXKHEHUS (SI3BCHHO-HEKPOTHYECKas aHTWHA, a(TO3HBIN
CTOMATHT, OTUT, TAHAPHUIIHMA, TOCTUH(EKIIMOHHBIE a0CIIECCHhI);



®  [IEPEHECEHHBId OCTPHIA TIE€NaTUT HEYCTAHOBIEHHOM JTHOJOTMH B HWHTEpBaie 6
MECSILIEB 10 3a00JI€BaHUS;

®  KOHTAKT C paCTBOPHUTEISIMH, JJAKAMH, KPDACKAMU;

®  remaroJoruueckue 3a00JIeBaHUS B CEMBE.

du3ukaabHOe 00caeToBanne[S]:

OO0mmii ocmMoTp:

®  AHOMAJIMU CTPOECHMS JIMLA — TPEYTOJbHOE JIUI0, MAJIEHbKHE IJ1a3a, SIIUKAHT, MEJIKHE
4epThl JUlla, MUKpoleains 1 KOHEUHOCTEH aHoManuu 1-ro nasnbla Kuctei, popmy tenar,
IECTUNAIIOCT, CUHAAKTUIINS, KIMHOIAKTHIINS;

e  Hajguuue OCOOEHHOCTEH MNUIMeTalMsl KOXXKM — ISTHA LBETa «KOo(pe C MOJOKOMY,
PETUKYJISIpHAS TUIIEPIUTMEHTALU;

® [pU3HAKA TEMOPParuyeckoro CHUHAPOMA KOXH, CIH3UCTBIE IIOJIOCTH  PTa,
KOHBIOHKTHUBA IJIa3;

e  Hajuuue AUCTpo(duu HOrTei, 0COOEHHO Ha MaJibliax HOT;

® IBET U CTPOCHUE BOJOC — IMPEKIECBPEMEHHOE IIOCEACHUE, IOPEICHUE, JIOMKOCTD,
TOHKOCTB;

®  HAJIWYUE JEUKOIUIAKUU CIIU3UCTHIX PTa;

JlaGopaTopHble ucciaenopanus [2,5,20,21]:

e  00mMA aHAM3 KPOBH — aHEMHUSsI, TPOMOOIIUTOIICHHMS, JIeHKoneHus, yckopeane COD,
B JIeMiKoIuTapHOU (hopmysie HEUTpOIeHUs, TUM(POIIUTO3, PETUKYIIOIIUTONICHHUS,

e  MOpP}OJOTrHYECKOe UCCIEeI0OBaHNE KOCTHOIO MO3ra — PE3KOE COKpaIlleHUuEe BCEX TPexX
POCTKOB KPOBETBOPEHHUS, IKUPOBOE TEPEPONKIEHUE KOCTHOrO Mo3ra. MeTtoauka
npoBeaeHus corsiacHo IIpunoxenue 1, Hacrosimero KII.

e  OMOXMMHYECKMM aHaau3 KPOBU — HOPMaJIbHbIE MOKA3aTelud YPOBHS MOYECBHUHBI,
KpeatnHuHa, oomero ounmupyouna, AJIT, ACT, JIJII', menounoii docdarasbl, 1eKCTPO3HI,
K+, Na+, Ca++; m1s HCKIIIOUSHUS IIUTOIN3a, MOYCUHOM HEI0CTAaTOYHOCTH, T€MOJIN3A.

o MOHUTOPUHT KOHIIeHTpaluu [{ukinocnopuna A 1 MOHUTOPUHT MOOOYHBIX 3D (HEKTOB
Teparuu.

° HLA-tunupoBanue MalMeHTa, CUOJIMHTOB u poauTenen
(cepomornyeckoe/MOJICKyIApHOE)  —  JUIA  TIOMCKa  JIOHOPOB B ClTydasix
TSOKENON/CBEPXTKENION (DOPMBI aIJIACTUIECKON aHEMUH.

®  CEpoJIOTMYECKOE MCCleA0oBaHME MapkepoB renatutoB renatutoB A,C,B,.D — mpu
Hannuun HBsAg;

. HccnenoBanne ypoBHs BuTamuHa B12 u (onmeBoil KUCIOTHI 71 MCKITFOUYCHHUS
MErajio0JIaCTHOM aHEMUU, KOTOpasi MOKET MPOSIBISATHCS BbIPAXKEHHOW MaHIUTONEHUEH.

»  HccnenoBanue ypoBHSI ()eppUTHHA W CHIBOPOTOYHOTO XKeje3a sl AUarHOCTHKU
BTOPUYHOTO Temocuaeposa. [leperpyska »xeae3oM sSBIsSETCS BaXHBIM (PaKTOPOM ILJIOXOTO
IIPOTHO3a MPH AIIACTUYECKON aHEMUHU.

HNHcTpyMeHTAIbHASI AUATHOCTUKA: HET.



2) JAMarHOCTHYEeCKHi aJrOpuTM:

Coop xa;100 1 aHAMHe3a:

* AHEMHUYECKUU CHHIPOM;

* TEeMOpparuyuecKuii CHHIAPOM;

* TIEpeHEeCEHHE OCTPOro remaruta B WHTEpBaIEe 6 MecsleB 0
3a00JI¢BaHHUS;

* Hanmuuue 0oJiel B KOCTSX;

®* HaJIW4uC B aHAMHC3C JIMXOpPaJIKH HesICHOH OTHUOJIOT'HH,

* TEpCHECCHHbIE UH(EKITMOHHBIE 3a00JIeBaHUs u
MNPUMCHABIIUCCA MCIAUMKAMCHTO3HBIC IIpC€aparbl B TCYCHUC
MOCJICTHUX 6 MECSIICB.

A 4

du3uKaabHoe 00CIeJ0BaHuE:

* AHOMAQJIMM CTPOCHUS JIULIA;

* HaJIU4HC 0COOCHHOCTEH
IMUTMETaIs KOXK,;

* HaJW4HMe JUCTpo(UU HOITEH;

* yBEeNUYECHHE  JUM(ATUUYECKUX
Y37I0B.

o [Jlerexum ¥ PKXUMO3EI

v

Koncynpramus npoduibHbIX
OAK -
YCKOPEHHUE

CHEIHAJIMCTOB (FreMaToJIor)

JlaGopaTopHbIe HCCIETOBAHMS:
aHEeMUSI,
COD,

HeUTNOTIeHUS . TUMMOTTUTOR. NETUKVITOTTUTOTTIEHUS .

TPOMOOITUTONICHUSI, JICHKOIICHHUS,
B JIeWKouuTapHod  Qopmyie

\/

Jlnarnos yctaHoBIIeH

TakTuka neyeHus




3) JInddepennuaibHbIii THATHO3 H 000CHOBAHHUE IOTIOJHUTEIbHBIX HCCJIET0BaHNi [5]:

JInarno3s Oo0ocHOBaHMe 115 O0caenoBanusa Kpurepuu nck/I04eHust THarHo3a
nugdepeHINATBHO
H JTHArHOCTUKH
OcTtpsblit AHEMUYECKHH, HccnenoBanue OcobeHHocTn  TpemaHoOuonTara M KOCTHOTO — MO3ra:
M OOTACTHBIN/MUEIT | TeMOpPParHYeCKUi MUEJIOTPaMMBI U | 1yOoKass —~ MaHLIUTONEHUS (anemus,  JeWKoIEHUS,
00JIacTHBIN JIEHKO3 CUHIPOMBI, TPEMaHoOHONCHUs TpoMOouuTonieHust). Pe3koe cokpamieHue BceX Tpex
CUMIITOMBI KOCTHOI'0 MO3ra POCTKOB  KPOBETBOPEHHs, JKMPOBOE  IEPEPOXKIACHUE
MHTOKCUKALIMH KOCTHOI'O MO3ra, OTCYTCTBHE OJIacTOB.
Meranob6nactHas CHIKAETCS Hccnenoanue I[Ipy AA He OblBaeT THUNEPXPOMHOM AaHEMUU C
aHEeMUsI KOJINYECTBO nepupepruieckol M | MAaKpOLIMTO30M 3PUTPOLIUTOB;
3PUTPOLIUTOB Y | BEHO3HOU KpoBH, | Het TUIIEPCETMEHTUPOBAHHBIX HEUTpo(pHIIOB B
reMorjoOuHa, WCCIIEJOBAHNE nepupepruiecKkoil KpOBH U KOCTHOM MO3TE€;
Ha0MoAa0TCs MHEJIOIrPaAMMBI 0COOEHHOCTH MHEJIOrpaMMBbl (HATUYKUE PEAYKIIMU KPACHOTO
JEUKONIEHUS 151 KPOBETBOPHOTO poCTKa, a HE TUIIEPILIA3HS
TPOMOOIUTOTICHHUSI. MeranooiactoB). Het mopaxeHust HEpBHOUM CHCTEMBI.
Kpome Toro, mpmu
00OMX TUIAX aHEeMUH
MOXET pPa3BUBAThCS
TEMOJIMTUYECKUI
CHUHJIPOM.
MuenoaucninacTUiecK | aHEMUYECKUH, HccnenoBanue Pe3koe cokpaitieHue Bcex Tpex pOCTKOB KPOBETBOPEHHS,
Ui CUHAPOM reMOpparuvecKui MHEJIOrPaAMMBI KUPOBOE MEPEPOKIAECHNE KOCTHOrO Mo3ra. He xapakrepeH
CUHPOMBI, CUMIITOMBI JI33PUTPOITIOATUYECKHUI IPUTPOITIOI3.
WHTOKCUKALINH.
bosie3nb AHEMUYECKUH, HccnenoBanue [Ipu AA HEeT reMoCUIEpUHYPUHU U TEMOTJIOOMHYpHUH, a
MapxkuadaBbl-Mukenu | reMopparudeckui nepudepudeckoil U | TaKkKe BBICOKOTO YPOBEHS CBOOOIHOIO reMOrJIoOnHa B

(mapoxcu3ManbHas

CUHPOMBI, CUMIITOMBI

BEHO3HOMN KpOBHY,

wia3me. He xapaktepHbl TpoM003bI iepudepuieckix




HOYHas uHTOKcHKauuu. [lpu | Muenorpammel, COCYJIOB KOHEYHOCTEM, MOYEK UAPYTruX JIokann3auuii. He
reMOTrJI00UHYpHSl) o0oux TUMax aHeMuil | o0uIero aHaiM3a | XapakTtepeH peTukynonuTo3. [Ipoosr Xema u ['aprmana
MOXET pa3BUBATHCA | MOUYU OTpHULIaTENbHBIE. B MuemorpaMmme pe3koe COKpalieHue BCex
TEMOJIUTUYECKHUI TPEX POCTKOB KPOBETBOPEHHS, )KUPOBOE MEPEPOKIACHUE
CHUHJIPOM. KOCTHOT'O MO3ra.
[TapumaneHas AHeMu4ecKui UccnenoBanne Hamnuune remopparundeckoro cugapoma. B muenorpamme
KPaCHOKJIETOYHAs CUHPOM, CHMIITOMBI | NepUPEpUYECKOr U | COKpAIIEHUE BCEX TPEX POCTKOB KPOBETBOPEHUS, )KUPOBOE
TUIIOIUIACTUYECKas MHTOKCHUKALIUY. BEHO3HOMN KpOBH, | IEpEpOKACHUE KOCTHOrO Mo3ra. Orpunarensubii [THI -
aHeMUsI MUETOTPaMMBlI, KJIOH.
oO1ero aHanMsa
MOYH,
UMYHO(EHOTUITUPOBA
Hue nepudepudeckon
kposu Ha [THI kiioH.
ATpaHyJIOLKUTO3 AHEMUYECKUH, AHaMmHe3. OcTpoe  cenTHYEeCKOE  COCTOSIHUE C  TeKTUYECKOU
reMopparuyecKuim HccnenoBanue IUXOopaaKoil ObiBaeT penko. KoandecTBO ISpUTPOLMTOB H
CUHPOMBI, CUMIITOMBI | mepudeprudeckod U | cojepKaHue TreMorjJoOuHa B Tepu(pepuuecKoil KpOBH
WHTOKCHUKAIIUU BEHO3HOU KpPOBH, | p€3KO CHUXEHBbl C Havajla 3a0ojeBaHusd. TpoMOOLHUTEHI
MHEIOTPAMMBI. PE3KO CHIDKEHBI C Hauaja 3a0osieBaHus. JlelikoneHwus,
IOJTHOE€ WJIA ITOYTH MOJIHOE OTCYTCTBME I'PaHyJIOUHUTOB. B
MHEJIOTPAMME PE3KOE COKpAIIEHUE BCEX TPEX POCTKOB
KPOBETBOPEHMUS, KUPOBOE MEPEPOKIEHNE KOCTHOTO MO3Ta.
CucremHble [TanuTonenus, AHaMmHe3. B wmmenorpamme uW mpu  TPEmaHOOWMOTICMU  PE3KOE
3a00J€BaHUSAX CUMIITOMBI Uccnenosanue COKpAIlEHHUE BCEX TPEX POCTKOB KPOBETBOPEHUS, KUPOBOE
COEAUHUTEIbHON MHTOKCHUKALINH. nepudepudeckol U | mepepoKAeHIE KOCTHOTO MO3Ta.
TKaHU (cucTeMHOM BEHO3HOMU KpOBH,
KpacHOM BOJTYAHKE, MHUEJIOTPAMMBI.
PEBMATOUIHOM
apTpUTE U JIp.)




XPpOHUYECKUH TENATUT | AHEMUYECKUH, AHaMmHe3. He xapakTepHbl 3HAYUTEIBHBIE HAPYIICHUS IOKa3aTelieu
Y LUPPO3 NIEYEHU reMOpparuuecKui Hccnenoanue (GYHKIMOHATIBHOTO  COCTOSIHUSL — T€YEHHW, YBEIUYCHUE
CUHPOMBI, CAMIITOMBI | epudeprudeckon u neyeHu u cene3eHku. OCOOEHHOCTH TpernaHoOuonTara u
MHTOKCUKALINU BEHO3HOU KpPOBHU, KOCTHOTO MO3ra: TIJIyOoKasi MaHIMTONEeHUs (aHeMus,
MHUEJIOTPAMMBI, JelkoneHus, TpombouuToneHus). Pe3koe cokpaiieHue
N®DA u IIIP na BCEX  TpPEX  POCTKOB KPOBETBOPEHMUS, AKHUPOBOE
BUPYC renaTuToB B U | mepepokIeHne KOCTHOTO MO3ra.
C
DHJIOKpPUHHBIE 3200- aHEeMHUYECKHUH, AnxamHes. Her KIIMHUKU TAIIOTUPEO3a. Ocobennoct
JIEBaHUsl, IPU CHHpPOMBI, cuMIITOMBbI | MccnenoBanue TpernaHoOuonTara ¢  KOCTHOrO  Mosra:  riayOokas
TUIIOTIUTYUTApU3ME, WHTOKCHKAIIUU. nepudepudeckoi u MaHIUTONCHUs (aHEeMMUsI, JIEUKOTIEHUS, TPOMOOILIMTOTICHUS ).
TUIIOTUPEO3E. BEHO3HOU KPOBH, Pe3koe cokpaiieHue BCEX TpeX POCTKOB KPOBETBOPEHUS,
MHEJIOTPAMMBI, KHAPOBOE MEPEPOKIECHUE KOCTHOI'O MO3Ia.
TPENaHOOHOIICHH,
AHan3 Ha TOPMOHBI
IIIATOBUIHOU
JKEJIE3bI.
Cungpom Cungpom AnHaMHe3. Hexapaxkrepna crmenomeranusi. Pe3koe cokpaiieHue Bcex
['unepcrienn3ma MMAHIUTOIICHUH, UccnenoBanue TPEX POCTKOB KPOBETBOPEHMUS, dKUPOBOE MEPEPOKICHUE
MPUYUHBI KOTOPOTO CHMIITOMBI nepudepudeckoi u KOCTHOTO MO3ra.
pa3zHOOOpa3HbI WHTOKCHKAIINH. BEHO3HOW KPOBH,
(uHpexuuu, MHEJIOIPAMMBI,
Mapa3uTapHbIC TPENaHOOHOIICHH,

0o0se3HH, 00JIE3HD
I"omre, 6oe3HD
Humana-ITuka)

KPOBb Ha CYXYIO
ka0, MDA Ha
reJIbMUHTEL Y 31
OpraHoOB OPIOIIHOM
ITOJIOCTH.
HccnenoBaHnue kaja.




Aunemust GankoHu AHEMUYECKU, AHaMHe3. He xapakTepHa nurMeHTanus Koxu, BPOKIEHHbIX
reMopparudeckuii Uccnenosanue aHOMAaJINU KOCTHOM CUCTEMBI, BHYTPEHHUX OPTaHOB.
CUHPOMBI, CAMITOMBI | mepudepuueckoid 1 | OTpuLaTEIbHBIA aHATU3 C TUATIOKCUOYTaHOM.
UHTOKCUKAIIUH BEHO3HOMN KPOBH,
MUEJIOTPaMMBl,
UTOT€HETUYECKUM
aHanu3. AHanu3 Ha
TOPMOHBI.
[IpoBenenue npoObI
Ha
TUIIEPYyBCTBUTEIHHO
CTb JIUIM(OLIMTOB
nepudeprudecKoit
KpPOBH C
JIMATIOKCUOYTAHOM.
AHemun P | AHEMUYECKUH, UccnenoBanue OtcyTcTBHE CrieNU(PUUECKUX PAKOBBIX KJIETOK U PE3KOe
3JI0Ka4€CTBEHHBIX reMopparudecKuii MUETIOTPaMMBI COKpAIIIEHUE BCEX TPEX POCTKOB KPOBETBOPEHHUSI.
3a00J1€BaHUSAX CUHPOMBI, CUMITTOMBI
WHTOKCHUKAITUU
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4) Takruka JedeHus [2, 5]:

Ha amOymaTopHOM YpOBHE JICUCHHE CBOIMTCS K IPOBEACHHUIO MMOCHHIPOMAIbHOM
Tepanuy, KOTOPOE 3aBHUCHT OT BBIPAKEHHOCTH AHEMHYECKOTO0 M T'eMOpPParH4ecKoro
CHHPOMA.

HemeankaMeHTO3HOe JIeUeHHE:
®  PEXHM U JUETA MO TSKECTU COCTOSHHUS MAIIUEHTA.

MeaukaMeHTO3HOE JIedeHue

[Tociie ycTaHOBIICHHS TUATH
Cornacno npunnumnam UBBJIB [19]:

e mpu HHDEKIMOHHOM  OCIIOKHEHWH —  aJeKBaTHas  AaHTHOAKTEepUasbHas,
npotuBorpudkosas Tepanus (Y /1-B) [2, 5].

AJITOPUTM JAeHCTBUH NPH HEOTJIOKHBIX CUTYALMSAX:
Cxema — 1. Anroput™ AeiicTBHIf IPU HEOTJIOKHBIX cuTyanusx [19]:

HOCOBOE, JIECHEBOE,
MaTOYHOE KPOBOTCUCHHUE

A 4 A 4

YcraHoBKa nepeHeii/3aaneit
OcMoTp crienunanucra TaMIOHAbl, yCTAHOBKA
reMOCTaTHYeCKOM T'yOKH mpu
HOCOBBIX 1 JIECHEBBIX
KPOBOTEUECHUSIX

TpancnopTupoBKa B cTalluoHap

Jpyrue BUAbI JIeYEHHS: HET.

IMoka3aHus 1151 KOHCYJIbTAUM CHCHHATUCTOB!
®  KOHCYJBTAIMs F€MAaTOJIOra/OHKOJIOTa — JJIs Bepu(HUKaIMY JUarHO3a,
®  KOHCYJbTalUS IPYTUX Y3KUX CIEHHATUCTOB — I10 MMOKA3aHUSIM.

IIpopuiaakTuyeckne MepONPUATHUSA.

®  MCPONPHATHS IO MPEIYIPESIKICHUIO BO3ICHCTBHUS HA OPTaHU3M BHEIIHHUX (DAKTOPOB
(coOmroneHne TEXHUKHW O€30MacHOCTH € HWCTOYHMKAMU HWOHHU3UPYIOMIETO W3Ty4YeHUS,
KpacUTESIMU, KOHTPOJIb 32 TPUMEHEHUEM JICKAPCTBEHHBIX MPENapaToB).

e  npoduUIAKTUKA OCITOKHEHHH.

MOHI/ITOPI/IHF COCTOAHMA MMAlNEHTA.
11



JUCTIAHCEPHBIN yUET TI0 MECTY IPOKUBAHUS;

HaOJI0/ICHNE U JICUCHUE Y CIICITUAIMCTOB 110 TIOKa3aHUSM.

KOHTPOJIb OCHOBHBIX BUTAJBHBIX (DYHKIIHIA;

KOHTPOJIb TIOKa3aTeled TeMOrpamMMbl (3PUTPOIMTHI, TEMOTJIOOWH, JICHKOIIUTHI,
TPOMOOIIUTHI).

1) HuaukaTopbl 3¢(PeKTHBHOCTH JIeUEeHH

e  cra0uiapHbIE  TIOKa3aTeau  TremMorpamMmbl  (reMoryioOuH>80r/a,  TPOMOOIIUTHI
>30%x10%/1);

e  crabwibHas TEMOJAMHAMHUKA,

®  OTCYTCTBHE KPOBOTCUCHHS.

9. INOKA3AHUSA JJISA TOCIHUTAIU3AIIMUA C YKA3AHUEM THUIIA
T'OCIIMTAJIU3AILINMA.

10.1 IToxa3zanus AJ15 MJIAHOBOM IOCITHTAJIN3AIHH

MOJI03PECHUE WJIM HAIMYME allJTACTUYECKON aHEeMUH

nposeaeHue tepanuu ATT;

aJUIOreHHas TPAHCIUIAHTAIUS TEMOMIOATUYECKUX CTBOJIOBBIX KJIETOK;
KOHTPOJIBHOE 00CIIEIOBAHUE U KOPPEKIIUS JICUCHHUS.

10.2 IMoka3anus 11l IKCTPEHHOM rOCIMUTAIM3AIMHA:

e  BIICPBBIC BhISIBICHHAS AA;

e  (heOpunbHasI HEUTPOIICHUS;

®  TEeMOpPpPAaruyeCKUil CUHIPOM.

11. TUATHOCTHUKA W JIEYEHHUE HA DTAIIE CKOPOM HEOT.JIOXHOHN
IMMOMOIIIN:

1) IlmarHocTuyecKue MepoONpusiTHS:

e  cOop kanob u aHaMHEe3Aa.

2) MeaukaMeHTO3HOE JIeueHHe:

e  CHMIITOMATHYCCKas TepaIusl.

12. IMATHOCTHUKA U JIEYEHUE HA CTALIUOHAPHOM YPOBHE:

1) /IlmarHocTuyecKkHe KPHUTEPHMH HA CTANMOHAPHOM YPOBHE: CMOTPETh IYHKT 9,
MOJIMYHKT 1.

HNHcTpyMeHTA/IbHBIE HCCJIE0BAHMA: CMOTPETh MYHKT 9, MOAMYHKT 1.

2) /IMarHoCTHYECKHI aJITOPUTM: CMOTPETh MTYHKT 9, MOANMYHKT 2.

3) IlepeyeHb OCHOBHBIX IMATHOCTHYECKHUX MEPONIPUATHIA:

e 0o0mmii aHamM3 KPOBM € TOJACYETOM  JIEUKO(DOpPMYJbI, TpPOMOOLIMTOB U
PETUKYJIOLUTOB;

e  MOp(ONOrHYecKoe HCClIeJOBAHNE KOCTHOTO MO3ra — pe3K0e COKpAIllEHHE BCEX TpexX
POCTKOB  KPOBETBOPEHHUSA, IKUPOBOE IEPEPOKIAECHHUE KOCTHOro Mosra. Meroguka
npoBeneHust cornacHo IIpunoxenueNel, nacrosimero KII.
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®  TpenaHoOHOICHsI KOCTHOTO MO3ra — F’MCTOJIOTMYECKOE UCCIIeIOBAHUE KOCTHOM TKaHU
(mpunoxenue Nel, nactosmero KIT);

e  OMXMMHUYECKMH aHalu3 KpOBHM — MoOuYeBMHA, Kkpeatunun, JIAI, 1D, TTTII,
ANEKTPOJUTHL, 001mui u npsmoit ounupyoun, AJIT, ACT, nekctposa, CPb;
HUTOT€HETUYECKOE UCCIIEIOBAHUE KOCTHOTO MO3Ta;

ypoBeHb BuTamMuHa B12 u gonueBoit KucaoTol.

CBIBOPOTOYHOE KeJe30 U (hepPUTHH,;

HLA-TunupoBaHue naiueHToOB U CUOCOB;

oTIpe/eICHUE TPYIITBI KPOBU C ONpeeIeHreM (PEHOTHITA.

N®DA nHa mapkepbl BUPYCHBIX I€IIaTUTOB;

MDA na mapkepsl Ha B1Y;

KOaryJiorpaMmma,

OAM;

peHTreHorpadusi OpraHoB I'PYTHOM KJIETKU B JIBYX MPOEKIIMSIX;

4) IepeyeHb AOMOTHUTETbHBIX THATHOCTHYECKHX MEPONIPUSITHIA

e  BHpycosioruyeckue uccieaoBanus — renatut B u C, Bupyc Domreitna-bapp, Bupyc
MMYyHOIe(PUIIMTA YETOBEKA, IUTOMETAJIOBUPYC, BUPYC MPOCTOIO repreca;

e  0aKTEepHUOJOTMYECKUE HUCCIENOBAHMS Ha (JIOpY KpPOBb, MOYa, (PEeKaluu, Ma3Ku W3
3eBa, HOCA, TJ1a3;

®  lCCIIEJOBaHUE TeMocUJiepuHa B Moue MpHu BbiaBiIeHUU Aedunura GPI-skopHBIX
POTEUHOB,;

e  UMMYHO(DEHOTUIIMPOBAHUE JIEUKOLMTOB MEpU(PEPUUECKON KPOBH C OMNPEIEICHUEM
ypoBHs 3kcnpeccun [THI -acconnnpoBaHHbIX MApKEPOB;

®  TECT JOMKOCTH XPOMOCOM JISl UCKJIIOUeHHs] aHeMUU DaHKOHMU;

e  MpoBeleHHUE TPOOBI HA TUNEPUYBCTBUTEIBHOCTh JHUMQOIMTOB Mepudeprudeckomn
KPOBH C IMAOKCHOYTaHOM;

e FISH (ucknrouenue 5q- mu 7-); anamu3 myrarnuu reHoB DKC1, TERC, TERT s
UCKJTFOUEHUS BPOXKICHHOTO JUCKEpaTo3a MpH KIMHHYECKUX MPU3HAKaX/ToTepe OTBETa Ha
MMMYHOCYTIPECCUBHYIO Tepanuto. Onpeenenre KapuoTuIa.

®  HCCIIEJOBAaHUE  KUCJIOTHO-OCHOBHOIO  COCTOSIHMSI ~ — Ui ONpeleleHus
METa0OJINYECKUX U PECITIUPATOPHBIX HAPYIIICHUI;

e mpoba Ha rajJaKTOMaHHaH.

®  lCClIeJOBaHUE KPOBU Ha MPOKAJILLIUTOHUH;

®  MHUKpPOOHOJIOTMYECKOE HCCIIEJOBAHUE KPOBU C OINPEACICHUEM YYyBCTBUTEIBLHOCTH K
AHTUOMOTHKAM;

®  UCCIEJOBaHHUE TOPMOHOB IIUTOBUIHOM KEJIE3Hl,

o [IIIP/UDA na BupycHbie HHDPEKIUN (BUPYCHBIC TE€MATUTHI, INTOMETATIOBUPYC, BUPYC
POCTOro reprieca, Bupyc dnirteiHa-bapp, Bupyc Varicella/Zoster);

° NmMmyHOTHCTOXMMHUYECKOE HCCaeaoBaHre OnonTaTa (rpe0eHb MOIB3I0ITHON KOCTH);

KBaHTU(EPOHOBBIN TECT.

OKTI'; OXOKI' — 1151 MCKITFOUEHHS CONTyTCTBYIOIIEH MATOJIOTUN;

peHTreHorpadust KOCTeN U CyCTaBOB — MO MOKA3aHUAM;

VY3U opranoB OprOIIHOM MOJOCTH U TTOYEK;
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KT rpyaHoii KIeTKU 151 UCKITIOYEHUST ACTIepruui€sa;

peosHnedanorpadus;

KT OpromHoii mojaocTy U CyCTaBOB;

MPT/KT ronoBHOro Mmo3ra Mo TOKa3aHUsSIM (B MENIAX MCKIIOYEHUS OCTPOTO
HapyUIEHUS MO3TOBOTO KPOBOOOpAIIEHN );

° V3U muUTOBUIHON JKEJIE3hI;

e  VY3U opranoB manoro ta3a, ¥ 3! niaeBpagbHbIX NOJIOCTEN;

5) Takruka JeyeHus:
OCHOBHBIM  BHJIOM TakTHKU JiedeHUss 1nOpu AA  3aKio4aercss INPUMEHEHHE
MMMYHOCYIIPECCUBHOM Tepanu, a Takxke nposeaeHue TT'CK npu Tsoxenoil crenenn AA.

HemennkaMeHTO3HOE JIeUYeHHE:

Pexxum: oO1ieoxXpaHUTEIbHBIN.

NB! 3ampet Ha B34THE aHATU30B KPOBHU U3 MaJblla U BHYTPUMBIIICYHbIC HHHEKIINH;
Jlmeta: ctom Nell, Nel5.

NB! neliTponeHHYecKMM IallMEHTaM HE PEKOMEHIYyeTCs COOJ0/IaTh OIpeaeIeHHYIO
muery (V/I-B). B Hacrosiiee BpeMsi TaHHBIX, KOTOPBIC MOATBEPKAAIOT IPPEKTUBHOCTH
TaK Ha3bIBACMOM «HEHTPOTICHHUECKOMN TueThl» HeT [24-26].

MennkaMeHTO3HOE JieYeHHe:

TepaneBtuueckas ctpaTudUKalds TPOBOJUTCS HAa OCHOBaHWUM Hanuuug B cembe HLA-
COBMECTHUMOTO JIOHOpa, COOTBeTCTBeHHO HLA-TUnupoBaHue BBIMOJHIETCS BCEM
MaIMeHTaM, UMEIOIUM CHOJIMHIOB, Cpa3y MOCje YCTAaHOBICHUS quarHoza AA [5].

[Ipu orcyrctBuun HLA-coBMeCTHMOTO JOHOpA BCEM MAIlMEHTaM, HE3aBUCUMO OT TSKECTU
3a00seBaHus, MMOKAa3aHO MPOBEJACHUE KOMOMHUPOBAHHOM MMMYHOCYIPECCUBHOM Teparuu
AHTUTUMOIIUTAPHBIM TI00yIHOM™ (Y /I-A) u nukinocnopunoM A (Y I-A).

OO0 MIaH MMMYHOCYTIPeCCHBHOM Tepanum [5]:

Huxnocnopun A >

**k*k

MeTtuinnpeHu3010H

l l l lAHTHTHMOHHTapHBIﬁ JI00YITUH™
N O O O O

1 2 3 4 56 7 8 9 1011 12 13 14 15 nuu

LS
L]
L]
L]
L]
a
]
L]
‘a
Ya

aenmmmw

TR LIS

®  AHTUTHUMOLMTAPHBIN TJIOOYIHMH JIOMIAAUHBIN® — BBOAUTCA B TeueHUe 4-x nuei mo 40
MTI/KT Ha BBelieHHe (KypcoBas no3a 160 mr/kr) (Y/-A);
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° kponumuuit ATT™* B no3e 3,5 Mr/kr/cyt B Teuenue 5 queid B couetanuu ¢ [ICA moxet
OBbITh MCMOJB30BaH B KAyeCTBE MEPBOW JIMHUM TEPaNnuM TOJIbBKO TMPU OTCYTCTBUHU
JIONIAIMHOTO M SIBJIIETCS OCHOBHBIM IpernapaToM BTopoi ymHuu JjeudeHus (V/I-A).
Jlomagunaeiii ATT™ unu kponuunii ATIT BBOIUTCSA B YCIOBUSIX CTallMOHApa, JKEJIaTeIbHO
OJHOMECTHOM Tmanatel BHYTpUBEHHO KanenabHO Ha 1000-1500 mn pactBOpa xmopupaa
Hatpus 0,9% B TeueHue 12 4acoB MATh MOCIEA0BATENbHBIX THEH;

®  [WKJIOCIOPWH A Ha3HA4YaeTCs B CTAPTOBOM 03¢ 4-5 MI/KT BHYTph Ha 2 mpHeMa Ha
CIENYIOIIMN JE€Hb TI0CJ€ OKOHYAHMS Kypca aHTUTHUMOLMTApHOro Triao0yJlInHa™, B
OCTaJIbHBIX CIIydasx MpUMEHeHue aaHHoro npenapara cmorpure (Y/-A) [2,5]. Llenesoit
ypoBeHb npernapara ot 200 1o 400 ur/mi. [IponoHrupoBanue Tepanuu MUKJIOMOPUHOM C 6
MECALIEB 10 JBYX JET HE NpeaynpekIaeT peuuuB 3a00JieBaHUsl, HO MPOJIOHTUPYET
pemuccuio [22].

®  METWINPEIHU30JOH B J103€ 1 MI/KT CYT B/B WM BHYTPb, pa3elieHHON Ha 3 mpuema
HazHadaerca ¢ 1 go 14 nHA OT Hayana BBEACHHMS AHTUTUMOLMTAPHOIO TIiaoOynuHa™,
[lepBoe BBefeHHME METWINPEIHU30JI0HA HAyMHAeTcsa 3a 1 4Yac 10 Havana uHOY3Uu
AHTUTUMOLIMTApHOTO TJ00ynaMHAa*. B ciyuae pa3BUTUS TPU3HAKOB CHIBOPOTOYHOM
00JIe3HU /1032 METHJINPETHU30JIOHA MOXKET MOBBIIATHCS 10 2 MI/KT B CYTKH, HO B IIEJIOM,
1MoJ00HOE TOBBIIIEHUE HE PEKOMEHIYETCS, IMOCKOJbKY ChHIBOPOTOUHAs OOJIE3Hb 4Yallle
BCETO SIBJISIETCS] CAMOOTPAHMYEHHBIM CHHAPOMOM, IJsiuMcs B cpeadem 4-7 nueit (Y D),
[5].

®  TpaHyJOIUTAPHBIA KOJOHUECTUMYIHUPYIOMUNA (aKTOp — TOKa3aH MpU HAIUYUU
KJIMHUYECKH WIIM MHKpoOHosoruuecku nokasannoi nadexuun (Y B), [5]. Pazosas mo3a
IPaHYJIOLUTAPHOTO KOJIOHUECTUMYIHUPYIOMIETO (haKTopa COCTABISAET 5 MKI/KT MOJKOMKHO.
[Ipemapatr BBOAMTCS €XEIHEBHO O IOCTWIKECHHS YPOBHSI TPAHYJIOLMTOB BBIIIE 5x10%/x,
MEPEXOJAT Ha BBEACHUE 4Y€pe3 AECHb, NMPU COXPAHCHUHU AJC€KBATHOTI'O TPAHYJIOLUTAPHOTO
OTBETA.

Tpauncdy3uonnas tepanus [2, 5].
NB! Bce kneTouHble KOMIIOHEHTHI KPOBH — SPUTPOLIMTHAsT Macca, TPOMOOKOHUEHTpaT,
IpaHyJIOLUTAPHAs B3BECH, JOJIKHBI ObITH 00Ty4YeHBI B 103€ 25 ['peil.

OpurpouutapHas Mmacca/3Bech (Y/1-D):

[Toka3anus:

®  [IpU XPOHMYECKUX AHEMHUSX, CUMIITOMHAas aHeMHsl (MIPOSBIIAIOIIASACA TaxHKapaueH,
OJIBIIIIKOM, CTEHOKapaAueH, cuakore, denovo aenpeccueit unu sneBanueit ST);

e  ypoBeHb remorsioouHa mexee 30 /.

NB! Tpancdy3un s3puTpoLUTHONM Macchl OOJIBHBIM AaruIaCTUYECKOW aHEeMHUEH JOJIKHBI
OCYIIECTBISATHCS PU JUHAMUYECKOM KOHTPOJIE 3a OKa3aTeIsIMU OOMEHa kKeJe3a.

Konuenrpar tpoméonuros (Y /- D):
[Toxka3zanwue:

9
®  [IpU CHWXKEHUU ypoBHA TpoMOonuToB MeHee 10 x10 /n
NB! TlpoBogutcs Tpancdysusi adepe3HbIX TPOMOOIIMTOB C IEIBI0 TMOJICPKAHUS UX

ypoBHs He Hmwke 30-50 x 10/m B ocobenHoctu B mepBble 10 pgHeill Kypca
AHTUTUMOIIMTAPHOTO TJI00YJIMHA™ HE3a0JIr0 10 Havajaa HH(Y3Uuu MOCIEAHETO.
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NB! B nanbHeiiieM TpoMOOB3BECh MEpPENUBACTCA IS MOJACPKaHUS TPOMOOIIMTOB Ha
9

ypoBHe>20x10"/1.  Tlpu Hamuuum  YrpoKaroUIero TIeMOPParnvyeckoro CHUHIpOMaA

TPOMOOB3BECH TEPETUBACTCS HE3aBUCUMO OT YUCJIa TPOMOOIIUTOB.

Ceexxe3amopoxeHHas miazma (V/[-D):

IHoxa3zanus:

®  KpPOBOTEUYECHHs/TIEpE] MPOBEACHUEM NHBA3UBHBIX BMEIIATEIbCTB;

e  namueHtsl ¢ MHO >2.0 (mpu HEMpOXUPYpPrUYECKUX BMEIIATENbCTBAX >1.5).

XeJlaTopHasi Tepanusa ¢ Hcnoab3oBanueM ledepoxcamuna (mocje perucrpanuu B
PK) dedepaszupokca (Y/-B) [5]:

IHoxka3anue:

®  [ieperpyska opraHu3Ma >KeJe30M B Pe3yJIbTaTe MHOXKECTBEHHBIX T€MOTPAHC(Y3UH.

IMpopuiaakruka u jJieyeHue UHPEKI U :
[Tanmentsl AA mony4aroT NpoUIaKTUKy HMHBA3UBHBIX MHUKO30B IO TOKAa3aHUSIM O
MOBBIIICHUS rpanyionuToB Beime 500/mkir., (Y — B) [5].
Kpurepuu reMaTosiornueckoro 0TBeTa Ha TePaNMIo:

Bce Buapl remMarolorM4eckKoro OTBETa MpEAnojaraloT HE3aBUCUMOCTh  OT
TpaHc(Py3uil SPUTPOLIUTHON MACCHI K TPOMOOB3BECH.

[TonHbINM reMaToIOTUYECKHUI OTBET: JOCTHUKEHHUE BCEX TPEX MOKA3aTEICH
Hg > 110 /71, rpanynouutst >1500/Mki1 1 TpoMOo1TH! >150000/MKT.

YacTUyHbIN TEMATOJIOTUYECKU OTBET:
Hg > 90-110 r/n, rpanynonutsel Ha SO0/MKII BBIIIIE, YeM Ha MOMEHT JHArHOCTHKHU U
TpomMOouThI >30000/MKII.
IoBTopHbIii kKypc ATT" (10MIaANHOTO/KPOIHYBETO):
IToxka3zanme:
° OTCYTCTBUM YAaCTUYHOIO TeMarojoruyeckoro orBera uepe3 +100 pHed ot
nposeenus nepeoro kypca ATI [5].
IIporuBonoka3anus:
®  TSDKEJIbIC COMaTHYECKHE 3a00JICBaHMUS,
®  COIPOBOXIAKOIIUECA CEPICYHO-COCYIUCTOM, TTOYECUHOM, MIEYEHOUYHOM, BIXATEIbHOU
HEJIOCTaTOYHOCTHIO.

NB! Ilpu oTcyTcTBUM MUHUMAaIBHOTO reMarojoruyeckoro orsera uepe3 +100 nHel oT
npoBeneHus nepBoro kypca ATl mauueHT A0KeH ObITh HANlpaBJeH HA KOHCYJIBTALMIO B
LEHTP, B KOTOPOM BBITIOJIHAIOTCS aJIJIOTEHHBIE TPAHCIIJIAHTAMU T€MOMOATUYECKUX KIIETOK
OT HEPOJACTBEHHOTO JIOHOPA Ui KOHCYJIbTAllMM U PEIICHUs BOMpoca 0 HeOOXOIUMOCTH U
cpokax nposeaenus npouenypst (Y — B) [5].

JlaGopaTopHblii W  MHCTPYMEHTAJbHBIH  MOHUTOPMHI NPUM  NPOBEJEHUU
HMMYHOCYIIPeCCHBHOI Tepanuu [5].
®  KJIMHUYECKUH aHAIN3 KPOBH C MOJCYETOM TPOMOOIIUTOB;

° OMOXMMHUYECKHUM aHAIN3 KPOBH B MEPBbIC 4 HENEIU Tepanuu — €KEeHEIeNIbHO, najee 1
pa3 B 2-4 Henenu;
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®  MOHUTOPHUHI KOHIIEHTPALIMHU LIUKJIOCIIOPHUHA A TIPOBOJUTCS HE PEXKE OJTHOTO pa3a B 2-
4 yeneny,

®  HCCJIEJOBAHME KOCTHOTO MO3ra BBIMOJHSETCS MPU OTCYTCTBHU IeéMaTOJOTHUYECKOIO
OTBETa B TEUECHHE 12 MecsIeB OT NPOBEACHUSA IEPBOr0 Kypca aHTUTUMOILIMTAPHOTO
mI00yNIrHA*, TIPU yTpaTe JOCTUTHYTOTO IeMaTOJIOTMYECKOrO0 OTBETAa W IMPHU MOSIBICHUU
JIEUKEMUYECKUX KIIETOK B TEMOTPAMME;

®  HHCTPYMECHTAJbHBIC HCCICAOBAHHUS MPOBOJATCS IPU HAIWYUM  KIMHUYECKUX
IMOKa3aHUMM.

JIpyrue Bubl, 0Ka3bIBaeMble HA CTAIIMOHAPHOM YPOBHe:

Tpancmiantanusi remomodTudecknx kiaerok (Y — B) [5, 27-30]. Meroauka
IIPOBEICHUS CMOTpUTE TIpritoskeHne Nel.

IHoxa3zanue:

e  TspKENad U CBEpXTsHKENas popMa anaacTU4eCKON aHEMHH.

IIporuBonoka3zanue:

®  TSDKEJBIE COMAaTHYECKHE 3a00JIeBaHUs, COMPOBOXKIAIONIMECS CEPACYHO-COCYTUCTOMH,
TIOYEYHOH, IIEUSHOYHOM, ABIXaTeILHOW HEJ0CTATOUHOCTHIO.

IpuHune! JedyeHnss HHGpEKIU y peHITHEHTOB TPAHCIVIAHTALIMM FeMONO3THYECKHUX
KJIETOK:

® [pU Pa3BUTUM JIMXOPAJKH HESICHOM OSTHUOJOTMU HA3HAYAeTCsd CTaHJapTHas
aHTUOaKTepUalbHas Tepamnus, Oasupyomascs Ha [-J1aKTaMHOM aHTHOMOTHUKE C
BBIPQ)KCHHOW AaKTUBHOCTBHIO MPOTUB ['pam (-) OakTepwii, B T.4. CHHETHOMHON MaJIOYKH:
nedenuM, win nunepauing/tazooaktam (Y1 — B) [5-10];

® [IpU «HEOCIIO)KHEHHOI» JMXOpaJKe HEsICHOM 3THOJIOTHMH (XOpollee caMO4YyBCTBHE,
HOPMOTEH3HsI, OTCYTCTBUE OpraHHOW JUCOYHKIUH, OTCYTCTBHE TaxUKapAud MpH
HOPMAJIM3ALMK TEMIIEPAaTypbl MOJ BIUSHUEM AHTUIIMPETUKOB WJIM HECOOTBETCTBUE
TEMIEPATypPbl U YaCTOTHI CEPACUHBIX COKpPALICHHI) BO3MOKHA MOHOTEpanus [-1aKTaMmoM
(VI -B) [5-10];

® [IpU HAJUYUHM O3HOOOB, IIOXOIO CAaMOYYBCTBHS, HEKPOTHUECKOTO IMOPAKEHUS
MOJIOCTH PTa, BHIPAXKEHHOW TaXUKapAuH, JIIOOOH OpraHHON NUCHYHKIUU WM TUIIOTEH3UU
Ha3HadaeTcs KOMOWHUpOBaHHAs aHTUMOaKTepuaibHas Tepanus Jubo nByms (B-makram +
BAaHKOMMIIMH) K00 Tpems mpenaparamu (B-maktam + amukaiiud + Bankomuiini) (Y — B)
[5-10];

e mnpu wuACHTU(DUKAIUU BO3OYAWTENS KOPPEKIMS aHTUMHUKPOOHOW Tepamuu B
3aBUCUMOCTH OT YyBCTBUTEIBHOCTH;

® [IpU COXPaHEHUM JUXOPAJKU B TeueHue 72-96 4yacoB mpou3BOAUTCS cCMeHa Oera-
JaKTaMa M Ha3HAYaeTCs SMIMPUYECKasl aHTUTPUOKOBas Teparnus 3XuHokanauuom (Y] —
O [5];

® [IpU HAJIMYUM PECHUPATOPHON CHUMNTOMATHUKHU (KaIllellb, OJbIIIKA, OOJU B TpyIH)
npoBogutcs KT rpynHOW KIETKM W TPH HAJIWYUU JTFOOBIX OYaroBBIX W3MEHEHUN —
Ha3HAYeHHUE JIeYeHus1, HarpasieHHoro Ha Aspergillus (BoprkoHa30 MM BOPUKOHA30] B
COYETaHUU ¢ aHTUMUKOTHKOM japyroro psiaa) (Y — B) [5-10];

JIabopaTopHbIif MOHUTOPHUHT y PELIUITMEHTOB TPAHCIUIAHTAIIUU T€eMOMOITHYECKUX KIIETOK:
®  KJIMHUYECKUH aHAIU3 KPOBU C MOJCYETOM TPOMOOILUTOB:
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— 10 IPW>KUBJICHUS TPAHCIJIAHTATa — €5KETHEBHO;

— B JaJIbHEHIIEM - B 3aBUCUMOCTH OT AUHAMUKHA T€MOTPAMMBI.

e  OUOXMMHYECKMN aHalu3 KPOBU C 00s3aTeNbHBIM ompeneneHueM K+, MoueBHHBI,

KpeaTuHuHa, Ounnpyouna, AnAT, AcAT: 1o npuxUBICHUS TpaHCIUIAHTaTa - €XEAHEBHO,

[OCJIe MPUKUBJIEHUS B TeUEHHUE 2-4 Heleab — J[Ba pa3a B HEJEINI0, 1ajnee | pa3 B HEJeIo.
[IpodunakTrka OTTOp>KEHUS TPaHCIUIAHTATa M OOJIE3HU «TPAHCIUIAHTAT-TIPOTUB-

xo3stmHay (Y] B) [5-10]:

—  OUKJIOCHOpPUH A 3 MI/KT B CYTKH CO JIHA -1 TOCTOSTHHOW BHYTPMBEHHON WH(Yy3uEH

wm no 1,5 mr/kr x 2 pa3za B cyTku HHQY3Hel pmurenbHocThio 3 dyaca. [locme

NPWKUBJICHUS TPaHCIUIAHTaTa M BO3MOXHOCTH TOJHOIIEHHOIO NpHemMa Ipenapar

NEepeBOIUTCA Ha MpHeM uepe3 poT. JlnurenbHOCTh mpuema mnoiaHoil o3l CsA mnpu

orcyrctBuu PTIIX — 12 mecses nocne TKM, nociie yero npenapar ormensiercs no 10%

B HEJIEIIO;

—  meroTpekcat 10 mr/mM2 BHyTpuBeHHO 1HU +1, +3 u +6;

—  BMECTO METOTpeKcaTa BO3MOXHO HCHOJb30BaHHEe MUKO(DEHONaTa B 03¢ 25 MI/KT B

CYTKHU uiu MukodeHonara modetmna B 103e 30 Mr/kr cyT Ha 2 mpuema co AHs +1 10 nHs

+60.

[Tpodunaktuka nadexuuii (Y B) [5-10]:

e  npo¢uIaKTUKa IPUOKOBBIX MH(DEKIUIA:

—  ¢urykoHa3o0J1 5-8 MI/Kr Ha JBa pHeMa BHYTPh/B/B WIIH TI03aKOHA30J1 B CYCIICH3UH 15

MI/KI' CyT BHYTPb Ha TpHU IMpUEMa JO CTONKOTr0 BOCCTAaHOBJIECHHUS TPAaHYJIOIIMTOB BBIIIEC

0,5x109/n1. IIpu pa3BuTum 00JI€3HU «TPAHCIIAHTAT-TIPOTUB-X035IMHA» MMPOTUBOTPUOKOBAS

npoduiIaKTHKA TPOBOUTCS JO OKOHYAHUS TIpreMa IITIOKOKOPTUKOUIOB.

e  npoduUIaAKTUKA THEBMOIIMCTHON THEBMOHHH:

—  TpuMeTonpuM/cynbpomeTokcazon 20 MI/Kr mo cyibpomeTokcazony 3 JAHS MOAPsI B

Henento 1o TpaHcmanTaruu (mau — 10,9,8 u 3, 2,-1) u co mas +21. [IpoBomutcs B

TE€YEHUE BCEro MPOBEJICHNUS UMMYHOCYIPECCUBHON TEPANMH, MPEKPAIIAETCS Yepe3 MECSLL

MOCJIe OKOHYaHUSI MEAMKAMEHTO3HOH UMMYHOCYITPECCHUHU.

e  mpoduIaAKTHKA MOPAKEHUN, BBI3BIBAEMbBIX BUPYCOM IIPOCTOTO reprieca U BUPYCOM

VZV:

— anukioBup 250 mr/m kaxasie 8 yacoB B/B co aHs (0) wiu paHee npyu BOSHUKHOBEHUU

CTOMATHTA; TPOBOJUTCS /IO TOSIBJICHUSI BO3MOKHOCTH TIpUEMa BHYTpPb, Aaiee 1500 mr/m B

cytku 10 100 gHel mocne TpaHCIUIaHTaluuU, Jajlee - MO MOKa3aHUSIM.

AnbpTepHaTHBA: BalanukIoBUp no 20 MI/Kr X 2 pa3a B IeHb BHYTPb.

e  MoHHUTOPHHT M npoduiaktuka [IMB-undexuuu [5].

KonaunuonupoBanue:

[ToaroroBka OOMBHOrO C MOMOIIBIO HUTOCTATHYECKOW M Jy4eBOM Tepanuu K MHQY3Uu
ayTOJIOTHYHBIX/AJIJIOTCHHBIX TEMOTIO3TUYECKUX CTBOJIOBBIX KJIETOK.

PekoMeHnayeTcst OAMH U3 JBYX PEKUMOB, OCHOBAaHHBIX Ha COYETaHUM LUKIOopochamuaa u
aHTuTUMOIIMTapHoro rnobynuna* (ATI) (Y B) [5-10];

Pexxkum 1
IIpenapar Pa3zoBasi n03a KypcoBas 103a JIHu BBeieHus1
nukinodochamu 50 Mr/kr 200 Mr/kr -5,-4,-3,-2
AHTUTUMOLIMTAPHBIN 30 Mr/kr 90 MI/Kr -3,-2,-1
TJI0O0YJIMH JOTAUHBIA™
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AHTUTUMOILIMTAPHBIN 2,5 Mr/kr 7,5 Mr/kr -3,-2,-1
TJI00YJIMH KPOJIMUMI™
Pe:xxum 2
npenapar pa3oBasi KypcoBasi ITHHU

a03a a03a BBeJIeHUS

1Ko ochamMuy 25 Mr/kr 100 mr/kr -5,-4,-3,-2

baynapabun 25 mMr/m2 100 mr/m2 -5,-4,-3,-2

AHTUTUMOILIMTAPHBIN 25 Mr/kr 100 Mr/kr -4.-3,-2,-1

TJI00YJIMH JIOMIAUHBIN *

IlepeyeHb OCHOBHBIX

JEKAPCTBCHHBLIX CPpPEIACTB, HQOﬁXO}II/IMLIX

NALMEHTOB ¢ NPUOOPETEHHON ANJIACTHYECKO aHeMueil:

AJIA  JICHCHUSA

MHH npenapara dopma BbINIYyCKA Y,
CChLIKA

AHTUTUMOLIUTAPHBIN MOJIyYEHHBIN [PU UMMYHU3ALMU JIOIIAAEH VI A,
I0OYJIMH JIOMATUHBIN®  [TuMonMTamu, (hjiakoHsl 1o 250 Mr [2,5,32,33]
AHTUTHUMOLIMTAPHBIN * TIOJy4EHHBIN IPU UMMYHHU3AIUU KPOJIUKOB VI A,
TJIOOYJTUH KPOJIHIUNA™ TUMOITUTaM, (PJIAKOHBI 10 25 MT; [2,5,32,33]

* TIOJYYCHHBIN MPU UMMYHHU3AIUHA KPOJIHKOB

MM doOIaCTOMIHBIMY KIeTKaMu JuHuU Jurkat;

¢bnakonsl mo 100 mr
UKJIOCIIOPUH A * MUKpOdIMYIbcHs ¢akoHsl o 50 M 100 mr/mon;, [V A,

* MUKPOIMYJIbCHS Karcybl o 25, 50 u 100 mr [2,5,32,33]

IlepeyeHb AOMOJHUTEIbHBIX JIEKAPCTBEHHBIX CPeACTB, HEOOXOAUMBIX /ISl JICHCHUS
MAIMEHTOB C MPUOOPETEHHOM ATIACTUYECKONH aHEeMHUEeH !

MHH npenapara dopmMa BbIIIyCKa Y,
CCHLIKA
NMMmyHOCynIpecCHBHBIE NPENnapaThl
METWINPEAHU30JIOH dnakonsl o 125 mr u 40 mr Y/ B,
[2,5,32]
IIporuBorpudKoBbIe MpenapaTbl
BOPUKOHA30JI * karcyabl 1o 200 mr; Y] B,
* TabJeTKa MOKphITasg 0007109K0i 50 MT; [2,5,32]
« 200 mr, nmoduinsaT A MPUrOTOBICHUS
pacTBOpa Jisl BHYTPUBEHHBIX MHDY3UI
aM(OTEPUITNH JIUTIUIHBIN | 171 B/B BBeneHus S0 mr Y/ B,
KOMILIEKC [2,5,32]
MUKaQyHTUH ¢bnakonsl mo 100 mr Y B,
[2.5]
aHuaynadyHr i JTMOPUIU3UPOBAHHBIN IIOPOIIIOK Y 1 B,
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MIPUTOTOBJICHUSI pacTBopa s  uHbeKkuu, 100

Mr/1akoH;

[2,5]

baykoHazo * pacTBOp /IS B/B UHbEKIIUH, 50 M1, 2 MI/MIT; Y] B,
 xarcynsl 150 mMr [2,5]

KacropyHruH TO(QWIIA3AT JIJIsl IPUTOTOBJICHUST PacTBOpa Y B, [5]
B/B 50 mT

UTPaKOHA30JI karcysbsl 100 Mr Y B, [5]

AHTHMHKPOOHBIE IpenapaTsol (II0CJIC ONPE/IEICHUS YyBCTBUTECILHOCTH)

A3UTPOMULIMH TabJeTKa/KarncyJa, 500 MT, nopomok|Y [ B
AMO(PUIU3UPOBAHHBIN TUISt MIPUTOTOBJICHUS
pacTBopa JiIsl BHyTpUBEHHBIX nHGYy3uid, 500 mr;

MEPOTICHEM ¢dbnakonsl 110 1 rpamMmmy Y B

NUTIEPAIMILTMH/Ta300aKT [MOPOIIOK JJIsi IPUTOTOBJICHHS MHBEKIIMOHHOTO p-pa|Y /| B

am JUJIsl BHYTPUBEHOTO BBeieHUS 4,5 Ip

uedenum (drnakonsl o 1 rpammy Y B

JIMHE30JIU KOHTEHUHEPBI ¢ pacTBOpPOM 110 600 mr Y B

nedTazuanum MOPOILLIOK JIJIsI TPUTOTOBIIEHUSI MHBEKIIMOHHOTO p-pa|yY /] B
JUJ1s BHyTpuBeHOTO BBeAeHusa 1000 mr

aMHKallH WHBEKIMOHHBIN p-p 500 mr/2 mun, nis Y B
BHYTPHUBEHOT'O BBEJICHUS

uedTpuakcon MOPOUIOK JINO(DUITU3UPOBAHHBIN 115 Y B
MIPUTOTOBJICHUS] UHBEKIIMOHHOTO P-pa s
B/BEHHOTO BBeNieHus 250 Mr

VMUIIEHEM, [IAJIACTATUH ([IOPOLLIOK JJIs IPUTOTOBIIEHUS pacTBOpa s Y B
BHYTpHBEHBIX HHDY3Hi1 500 mMr

BAaHKOMMIIUH MOPOIIOK JIJIsI MPUTOTOBJICHUSI UHBEKIITMOHHOTO p-pa|Y /] B
JU1s1 BHYTpUBEHHOTO BBeAeHUs S00 mr

uehenum ITOPOILIOK JIJIsI TPUTOTOBIIEHUSI MHBEKIMOHHOTO p-pa|yY /] B
1000 mr, 17151 BHyTPMBEHOTO BBEICHUS

U podIIokcaH JIJ1s1 BHYTPUBEHHOTO BBEAEHUS UHBbEKIUOHHBIN p-p |V C
100 mr/10 mn

HETUJIMUIUH (TI0JICe pacTBOp AJist UHbEKIMM 50 Mr,2 MIT 1151 Y B

peructpanuu B PK) BHYTPUBEHOI'O BBEICHUS

AMOKCULIMJIJIUH + TabJeTKa, MOKphITas MJIEHOYHOM obosioukoi, S00|Y/ A

KJaBynaHoBas kucinora (mMr/125  wr, Ilopomok ajigs  OPUTOTOBICHHUS
CYCIIEH3UW JJid TpuemMa BHYTpb 135mr/5mi,
MOPOLIOK JUIA MPHUTOTOBJIEHUS PpAacTBOpa  JJIA
BHYTPUBEHHOTO W BHYTPUMBIIIEYHOTO BBEICHUS
600 mMr

nedormnepason + MOPOILOK 17151 TpurotoBiienus pacteopa 2000 mr Y[ C

cyabOakTam (mocne
peructpanuu B PK)

JUTSL B/BENEHUS
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MEpOIEHEM 1000 Mr 17151 BHyTPUBEHOTO BBEJICHUS Y B
TMO(PUIN3UPOBAHHBINA MOPOLIOK JJIs
MPUTOTOBJICHUS p-pa

MEpONEHEM 500 mr.B/B MHOGUIM3UPOBAHHBIN MOPOIIOK AJIs YIAB
IIPUTOTOBJ.p-pa

TUKapLWUINHA 3,2 rp TUOPUIN3UPOBAHHBIN OPOIIOK JIJIs Y B

HaTpueBas coyb + MIPUTOTOBJICHHS p-pa JJIs B/B HHQY3UH. 31

KJIaByJIaHOBAsl KUCJIOTa  |[TUKapumHa/200Mr Ki1aByJIaHOBAsi KHCIOTA

T€HTaMUIINH pacTBop 1 B/B BBeeHUM 80 Mr Y] B

METPOHHUIA30] tabnetka, 250 mr, pactBop s undysuit 0,5% 100(Y /1 B
MJI, TeJIb cTOMaToJiornueckuii 20T

neBoIIoKcaIH pactBop mnst uHpy3uit 500 mr/100 mu, Tabnerka|yY/ C
500 mr

MOKCHU(DIIOKCAIIMH tabnetka 400 mr, pactBop 1ist undysuit 400 mr/250/Y /] B
MJT

odIoKcaluH tabnetka 400 mr, pactBop st uHPy3uit 200 mr/100|Y ] C
MJT

pTaneHeM auoduiIns3at, IS MpUroTOBIIeHUS pacTBopa ity B
BHYTPHUBEHHBIX U BHYTPUMBIIIEYHBIX UHBEKIMHA 1 T

NPOTHBOBHUPYCHBbIE

alUKJIOBUD KpeM Ui HapyxHoro mnpumenenus, 5% - 5,0,|V/ B, [5]
tabnerka - 200 Mr, TOPOIIOK MJisi MIPUTOTOBJICHUS
pactBopa 11t uHby3ui, 250 mr

BAJITAHITUKJIOBUP tabierka, 450 mr VI C,[5]

TAHLIUKIJIOBUDP muodunu3aT [y npurotoBieHust pactBopa ist|Y ] C, [5]
uHpy3uit 500 mr;

JlekapcTBeHHbIE CPeACTBA, IPUMeHsieMble NIPU MHEBMOIUCTO3€

cynbdameTokcazon/ KOHIEHTpPAT JUIsI NPUTOTOBJIEHUS pactBopa mid Y/ B

TPUMETOIIPUM uHpy3uit (80Mr+16mr)/mi, 5 mi, tadnetka 240 u
480 mr

HMMYHOTJ100YJIMHBI

UMMYHOTJI00YJIMH st B/B BBeaenust 10% 2 rp/20 mi; VI A

yenoBeueckuit g G o1t B/B BBeieHust 10% 5 rp/50 mn

UMMYHOTJI00YJIMH pacTBOp At BHyTpuBeHHOTO BBeneHus 10 mir, 50 [V B

YEeJI0BEKa HOpMaIbHBIM  [Mu1 min 100 M

I'panyinonuTapHbIil KOJIOHHECTUMYIMPYIOIIMHA (PAKTOP

MEeTUIIMPOBAHHBIN ¢baakonsl mo 6 mr (6000 MKT) VI A

dbunrpactum

bunrpactum baakonsl mo 150 Mxr VI A

dbunrpacTum ¢dbnakonsl 1o 300 MKT VI A
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MEeTUJIMPOBAHHBIN HITIPHUILIBI IO 6 MT VI A

dbunrpactTum

JICHOTPaCTUM (bakoHbl 110 263 MKT VI A

JlekapcTBeHHbIE CpeACTBa, OCJHalJsIIOIIME TOKCHYeCKoe [eiicTBHe

NnpenaparoB:

nedepokcamun  (mocne|daakon S00Mr YIC

peructpanuu B PK)

nedepa3supoxc TabJeTKu aucneprupyemoie 250 mMr Y B

OHJIAHCETPOH pacTBOp JUIs UHBEKIUH 8 MI/4MiT Y] B

PacTBOopbl, mnpuMeHsieMble /IS KOPPEKUMH HApPYLWIeHWHd BOJIHOIO,

3JIEKTPOJIMTHOI0 H KHCJIOTHO-OCHOBHOI0 0aJjlaHCa, NAPEHTEePaJIbHOI0

NUTAHUS

aNnb0yMHUH pactBop anst uady3uit 10%, 100 mum; pactBop mst |V B
uHpy3nit 20% 100 mn

BOJIA JUISl UHBEKIUI PacTBOP ISl UHBEKIUN SMIT Y B

JEKCTpO3a pactBop st uHy3uit 5% - 250 mu, 5% - 500mm; |V B
40% - 10 ma, 40% - 20 ma

KaJus XJI0pua pacTBOp JuUIsl BHyTpuBeHHOro BBeAeHus 40 mr/mn, |Y/ B
10ma

KaJIbLUSI TJIFOKOHAT pactBop Ayt uHbekuuii 10%, 5 M Y B

KaJIbLHUS XJIOPU]L pactBop Ayt uHbeKIuil 10% Smi Y B

Mar”us cynbdar pacTBOp it UHBEKIUN 25% 5 M Y B

MaHHUTOJI pacTtBop s uabekIui 15%-200,0 VB

HATPHUS XJIOPU]L pactBop st uHpy3uit 0,9% 500mn Y B

HATPHUS XJIOPU]L pactBop st uHpy3uit 0,9% 250mn Y B

HATpPHS XJIOPU, Kaiaust  [pacTBop it uHdpy3uit 200m1, 400mi Y B

XJIOPUJI, HATPUS aleTar

HATpHs XJOPUJ, Kalust  [pacTBop i uHGy3uid 400mmn Y B

XJIOPU, HATPUS

ruapokapOoHaT

L-ananun, L-apruaun,  |[oMynbcus a/uHd.: KOHTeHHEpH TpexkamepHsie 2 1 |V /] B

rimnuH, L-ructuaun, L-
U30JeULIMH, L-1eHiuH,
L-nr3uHa THApOXIOpHI,
L-meTnonun, L-
dbenunananus, L-
npoiuH, L-cepun, L-
TpeoHuH, L-tpunrodan,
L-tuposun, L-BasiuH,

22



HaTpUs areTar
TPUTUAPAT, HATPUS
rimrepodocdara
NECHTUTUAPAT, KaJIUS
XJIOpU, MarHUs XJIOPH]I
reKcaruapar, 1eKCTpo3a,
KaJIBITHSI XJIOPH/T
TUTHIPAT, OJTUBKOBOTO U
0000B COEBBIX Maces
CMeCh

HYTPUKOMIT

500 mJ1 B KOHTEIHEpax

VI C

KOMILJIEKC aMHUHOKHCIIOT,
AMyJIbCHS I UH(DY3Hid,
coziepKaras CMECh
OJINBKOBOTO M COEBOIO
Maceal B COOTHOIICHHH
80:20, pacTBop
AMUHOKHUCIIOT C
ANEKTPOJIUTAMHU, PACTBOP
JIEKCTpO3bl, C  oOuiei
KQJIOPUMHOCTBIO 1800
kkan 1 500 min

TPEXCEKIIMOHHBIN KOHTEUHED

VI B

JIeKapCTBeHHbIe cpeacrea, BJIUAKIIHNE Ha CBEPTHIBAIOIIYIO CHUCTEMY

KPOBM:

AHTUUHTHUOUTOPHBIN TMO(PUIM3UPOBAHHBIN MOPOLIOK /IS Y B

KOAryJISIHTHBIM KOMIUIEKC [[IPUTOTOBJIEHUSI MHBEKIIMOHHOTO pactBopa, S00 ME

rerapyH pactBop 1t uabekiui 5000 ME/mi, 5 mn, rens B |V B
tyoe 100000E]] 50 r;

ry0ka reMoctaTudeckasi [pasmep 7*5*1, 8*3 Y B

HaJIponapuH pPacTBOP ISl UHBEKLUN B IIPEABAPUTEIILHO Y B
HaIoJHEHHBIX mmpunax, 2850 ME antu-Xa/0,3 mi,
5700 ME anTu-Xa/0,6 M

JHOKCAIlapuH pactBop Ayt uHbekuMi B mmpunax 4000 antu-Xa (Y B
ME/0,4 mi1, 8000 anTi-Xa ME/0,8 mir.

ypOKHHAa3a TMOo(pUIN3aT AJI1 PUTOTOBJICHUS pacTBOpa AJis Y B

uHpy3uit 10000 ME/1 dbnakon

.HeKapCTBeHHbIe cpeacrea, IPUMEHACMBIC AJIH IIPOBCACHUA HMHTEHCHUBHOH
TEpanuu (KapI[I/IOTOHH‘IeCKI/Ie cpeacrsa OJd JICUCHHUHA CECONTHYCCKOI0o

IOKa, MUOPCJIAKCAHTHI,

Ba30Mpeccopsbl U CPEACTBA IJIsl HAPKO03a):

aTCHOJIOMN tabireTka 25 Mr VI B
aMHOIapOH pacTBop 11 MHBbEKIMH, 150 Mr/3 M Y B
aTpakypuii 6e3unat PacTBOP ISl MHBEKIUH, 25 Mr/2,5M7 Y B
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aTpOINUH pacTBOp ISl UHBEKIMH, 1 Mr/ Mt Y B

auasenam pacTBOp ISl BHYTPUMBIIIEYHOTO U BHyTpUBEeHHOrO (Y /[ B
IpUMEHEHUS 5 MI/MJT 2MJT

no0yTaMuH (TIociie pactBop s uHBeKIu 250 Mr/50,0 M Y B

peructpanuu B PK)

JOIIAMUH pacTBOP/KOHIIEHTPAT JJIsl MPUroTOBJICHUs pacTBopa |Y /] B
JUISI UHBEKIUH 4%, 5 MII

KETaMHH pactBop ans uabekiuit 500 mr/10 M Y B

MoppuH pactBop i uHbeKui 1% 1 mn Y B

HOpANUHEPPUH pacTBop a7 uHbekimii 20 mMr/mi 4,0 YIAB

POKYPOHHST OPOMH/T pacTBOp Uil BHyTpUBEeHHOTO BBeaeHus 10mr/mn, 5 (Y B
MJT

THOIICHTAJI HATPUI MOPOULIOK JIJIsI TPUTOTOBJIEHHS pacTBOpa JJisl B/B Y B
BBeaeHus 500 mr

bennmGpuH pactBop i uHbeKIUi 1% Imn Y B

dbenobapouTan tabnetka 100 mr Y B

YEJI0BEYECKUI pacTBop 115l HUHPY3Uil Y B

HOPMAaJIbHBIN

MMMYHOTJI00yJIHH

snuHeppuH pactBop st uabeknuii 0,18 % 1 mn Y B

XHMHOIPENApaThl, NPUMEHSONIUECH B PeKMMe KOHIUIUOHUPOBAHUS

baynapabun KOHIIEHTpAT, 25 Mr/mMi, 2MJ1 Y B

Xupyprudeckoe BMeIIATeJIbCTBO: HET.
Jlpyrue BUAbI JIeHeHHUS: HET.

7) Iloka3zaHus AJ51 KOHCYJbTAIUU CIIEIUAJIMCTOB:

®  KOHCYJBTAIMs OHKOJIOTA — JJIsl BEpU(PUKAIINY TUarHO3a,;

®  KOHCyJbTalMs TpaHc(hyswomora — [y moadopa TpaHCPY3MOHHBIX Cpen Mpu
MOJIOKUTEJIbHOM HE MPSAMOM aHTHUIJIOOYJIMHOBOM TecTe, Hed(hPEeKTUBHOCTU TpaHChy3HUid,
OCTPOM MAaCCUBHOM KPOBOIIOTEPE;

®  KOHCYJbTAlUs JPYTUX Y3KUX CHELHAIUCTOB — MO MOKA3aHUSIM.

8) Iloka3aHusi 1Jisl MEPeBO/A B OT/eJeHNe HHTEHCHBHOM Tepanuy U peaHuMAaIiu
®  YIrHETCHUE CO3HAHMS;

®  pEe3KOEe HapyIIeHHE S>KU3HEHHO BAXHBIX (YHKIUN: TEeMOIMHAMUKH, AbIXaHUS,
[JIOTaHUsl, BHE 3aBUCMMOCTH OT COCTOSIHUSI CO3HAHUS;
®  CYIOpPOXKHBIN CHHIPOM,;
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e  passutue OIIH npu 3anepkKe )KUIAKOCTU U ANEKTPOIUTHBIX HAPYIICHUSX;
®  HEKyNUPYEMbI reMOpparudecKuii CUHIPOM.

9) Unaukatopbl 3pdekTHBHOCTH Jeyenus [2,4,5]:

®  [IOJHBIA IeMaTOJIOTHYECKUI OTBET: TOCTHKEHUE BCEX Tpex mokazareneit — Hp > 110
/11, Tpanyiouutsl >1500/Mki 1 TpomOomHTH >150000/MKIT;

®  YaCTUYHBIM remaTosiorudeckuii orBeT — HB > 90-110 /11, rpanynorutel Ha S00/MKI
BBIIIIE, Y€M HA MOMEHT JUarHOCTUKH U TpoMOOoIUTHl >30000/MK1.

10) JlaabHeiillee BeeHHE:

JucnancepHoe Ha0JIl0AeHHE:!

VYcnoBus nepenadu naiyeHTa neauarpy (reMaTosiory) mo MeCTy >KUTEIbCTBA.

® TMaWeHT TMepeaacTcsl IOj HAOIIOJECHHUE IO MECTy KHUTEIbCTBA MPU HAIAYUHU
MOJTHOM/YaCTUIHON PEMHUCCUU ¢ PEKOMCH/TAIIASIMU;

®  YacToTa OCMOTpa MalMEHTa OJWH pa3 B 2-4 HeOenu Ha MEPBOM IOy, Aajnee — B
3aBUCHUMOCTH OT KJIMHUYECKOTO COCTOSIHUSA M T€MaTOJIOTMYECKOM TUHAMUKH, HO HE pexe |
pasa B 3 Mecslia;

JlabopaTopHbIe UCCJIEI0OBAHMS

e O0mMIA KIMHUYECKUM aHalM3 KPOBU C OOS3aTENIbHBIM PYYHBIM MOACUYETOM
JEeUKOIMTapHON (POPMYIIBI U OMIPEACIICHUEM PETUKYIOLMUTOB MPOBOAUTCA 1 pa3 Mecsl] Ha
MEepBOM TOAYy HAOJIOJICHHs, JajJie€ B 3aBUCUMOCTU OT KIMHUYECKOTO COCTOSIHUS U
CTaOMJILHOCTH T€MATOJIOTUYECKOM KapTUHBI, HO HE pexke 1 pa3a B 3 Mecsiiia;

o  OHUOXMMHUYECKHMU aHAIM3 KPOBH, BKIIOYAIONIMNA BCE TMO3UIIUU, OMPEIEIsieMbIe MPHU
JUAarHOCTUKE, 10 OKOHYAHUS MOJJEPKUBAIOIIEH Tepanuu MpoBoAUTCS | pa3 B Mecsl BO
BpeMsl preMa HUKIocopuHa A, nainee — 1 pa3 B 3-6 mecsles,;

® IIYHKIUM KOCTHOI'O MO3ra B IUIAHOBOM IOPSJAKE HE PEKOMEHAYIOTCS U IPOBOASATCA
TOJILKO B CJIy4ae MOSBJICHUS MOJ03PCHUS Ha pPa3BUTHE PElIUINBa 3a00JIeBaHUs/IBOITIOIUH
B MUEJIOIUCTIACTUYECKUN CUHIPOM/OCTPBIA MUEIIOUIHBIN JIEMKO3;

®  TIOSIBJICHHE CHUMIITOMOB T'eMOJHM3a (IMOBBIIIEHHWE PETUKYJIOIMTO3a, OWIupyOuHa U
aktuBHoctu JI/I[') u mageHne ypoBHS TeMOIJIOOMHA MTPU COXPAHEHUU TeMATOJIOTHYECKOTO
OTBETa CO CTOPOHBI TPOMOOIUTAPHOTO M TPAHYJOIUTAPHOTO POCTKA YKa3bIBAIOT Ha
pa3BUTHE CHUHIPOMA TMAPOKCU3MAIILHOW TeMOTJIOOMHYPUH | TpeOyIOT TPOBEACHUS
UMMYHO(EHOTUITHPOBAHUS JIEHKOLIUTOB MepUEePUIECKOl KPOBH C ONPEIEICHHEM YPOBHS
skcrpeccun [THI -acconunpoBaHHBIX MapKEPOB.

®  HUHCTPYMEHTAJIbHBIC UCCICAOBAHUS — IPU HAIMYUM KIIMHUYECKUX TTOKA3aHUH;

®  KOCYJbTalMS Y3KHX CIEIUAIUCTOB — MO MTOKA3aAHUSM;

Bakuunanus:

® [ocie OKOHYaHWS HMMYHOCYNPECCUBHOW Tepalnuu TPU TOJHON/Y4aCTUIHOU
PEMUCCUH BAaKITUHAIUIO POBOJIUTH B MIOJTHOM O00BEME, UCKITIOUUB KUBHIE BAKIMHBI

® CHSTHE MalMEHTa C JHWCHAHCEPHOTO YyYeTa — PEHUIHMEHTHl TpaHCIUIaHTaluu
FEMOIO3TUYECKUX KJIETOK CHHMAKOTCd C JUCIAHCEPHOrO0 ydYeTa IO OKOHYAHMS
UMMYHOCYIIPECCUBHOM  TEpalu,  HAJIWYUM  TIOJJHOM  PEMHUCCUHM,  OTCYTCTBHUSA
CONYTCTBYIOIIUX 3a00JICBAHUNA M OCJIO)KHEHHWM TpaHCIIAHTAlMM TIO WCTEUCHHH S5 JIeT
MOCJI€ TMPOBEACHUS TPAHCIUIAHTALMU. PEenUNUEeHTh MMMYHOCYINPECCUBHOM TEpanuu C
JIMCTIAHCEPHOr'0 y4Ye€Ta HE CHUMAIOTCSI HUKOT/1A;
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ConuajbHasi ¥4 ICUXO0JIOTHYECKAs peaduJInTaums:
Bo3MoxHOCTB TpeObIBaHNS B OPraHU30BaHHOM KOJIJICKTHRBE.
e zampelieHa B TeueHHe Toia (OT MOMEHTA TMPOBEICHUSA TpPAHCIUIAHTAUH |
UMMYHOCYIIPECCUBHOM TEPAIMK aHTUTHMOITUTAPHBIM III00yTHHOM™);
®  OrpaHMYCHA DJMUIEMHUOJOTHYECKOW cuTyanuend (KapaHTHMH TO Tpumnmy H T.JO.) U
KJIIMHUKO-Ta00paTOPHBIM CTaTyCOM TarueHTa (Tpu CHIKEHUW KOJIMYEeCTBa TreMOTJIO0nHA,
TPOMOOITUTOR) B TIEPHUOJ] TIPOBEICHUS MO ICPKUBAIOIICH TEpaIuHy,
e  (uU3MUECKHUE HATPY3KU U 3aHATHS CIIOPTOM;

®  HCKJIOYAIOTCA B IEPUOJ] IPOBEICHUS MHTEHCUBHOW Tepanuu,
®  OrpaHUYCHBbl KIMHUKO-T1a0OPATOPHBIM CTaTyCOM MAallM€HTa B TMEPHUO]I MPOBEIACHUS
MO ACP/KUBAIOIIEN TEPAIINH;
® [I0CJI€ OKOHYAaHUS HMMMYHOCYIPECCMBHOW TEpanmuu MpU HAIUYUM TOJHOW WIH
YaCTUYHOM PEMUCCUN OTPaHUYCHBI TOJIBKO PAa3BUBILICKUCS B MEPUOJ JICUCHHUS TATOJIOTUEH
OTIOPHOJIBUTATEJILHOTO amiapaTa Wik TsHKEJIBIMU COMyTCTBYIOMMUMU 3a0oeBaHusIMH. [Ipu
UX OTCYTCTBHUH - HE OTPaHUYCHBI.

13. MEJUIINHCKAS PEABMJIMTAIUS: cmoTpuTe OPOTOKOI IO MEAUIIMHCKOU
peadmIMTaluy 1o NpoQuIIo.

14. TAJIJIMATUBHASA ITIOMOUb: Her.

15. CokpaleHusi, HCNOJIb3yeMble B IPOTOKOJIE:

HEPA | High Efficiency Particulate Air- Bua BO3ayIIHBIX (QHUIBTPOB BBICOKOM
2 GeKTUBHOCTH

HLA human leucocyte antigens - aHTUreHbl TKAHEBOH COBMECTHMOCTH.

AA arJIaCTU4eCKasi aHeMUs

AnAT | ananuH amuHOTpacHchepasa

AcAT | acmapratr amuHoTpaHcdepasa

ATT AHTUTUMOIMTAPHBIN TJIO0YINH

BNY BHUPYC UIMMYHHOJIE(UIINTA YEIIOBEKA

BO3 Bcemupnas Opranuzanus 31paBoOXpaHeHUS

BIIT' BUPYC IIPOCTOTO repreca

[-KC® | I'panynonuTapHbiil KOJOHHUECTUMYIUPYIOMIHI hakTop

MNBB/IB | unTerprpoBaHHOE BBEEHUE OOJIBHBIX JETCKOIO BO3pacTa

NBJI HckyccTBeHHAs BEHTUIIALMS JIETKUX

NDA UMMYHOGEPMEHTHBIN aHAIN3

JIAT JIAKTATACTUHAPOT€HA3a

JIITY JleueOHO-TIpOUIAKTUYECKOE YUPEKICHHE

MHO MexayHapoJHOE HOPMaAJIM30BAHHOE COOTHOLIECHUE

OAM OOIIMH aHAJIN3 MOYHU

OBUH | O6mias BapuadenbHasi MMMYHHAasI HE0CTATOYHOCTD

OITH 0CTpas MoYeyHas HeJOCTATOYHAs HEJ0OCTATOYHOCH

ITAA [TpuoOpeTennas amiacTudeckasi aHeMust

[N [TpoTpoMOMHOBBIN MHIEKC
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ITHI [TapokcusmasibHasi HOYHAsI TEMOTJIOOUHYPHS

I1L[P MOJIMMEPA3HO-TIENHAS PEAKIUS

121 NIETWJINPOBAHHBIN

COD CKOPOCTh OCEaHMs S3PUTPOLIUTOB

TI'CK | TpaHcruiaHTanusi reMONO3THYECKHUX CTBOJIOBBIX KIETOK
V31 YIBTPa3BYKOBOE UCCIIEIOBAHUE

IIMB [uromeranoBupyc

OKT AJIEKTpOoKapIuorpadus

OxoKI' | axokapauorpadus

VZV Varicella Zoster Virus — Bupyc Bapuiemia-3octep (BUpyC BETPSHOW OCIIBI U
OTOSICHIBAIOIIETO JIUIIIAs)

16. Ciucoxk pa3padoTUYMKOB POTOKOJIOB:

1) YwmupOekoBa bamkan bormaToBHa — NETCKUI Bpad reMaToJI0T/OHKOJIOT, 2 KaTeropHs,
®unuan Kopnoparusaoro ®onga «UMC» «HHLIIM/I» r. Acrana.

2) Hypranues [daup JKBaHbIIeBUY — J.M.H., 3aBEAYIOIIUI OTIEIEHIHEM OHKOIOTUH Nel,
Bbiciias kateropus, ®unman Kopnopatusaoro @ouna «UMCy» «HHIM/I» r.AcTaHa.

3) Mamxyosa Jla3zatr HypmanaeBHa — K.M.H., 3aBEIYIOLIMI OTACICHUEM OHKOJIOTHH
Nel, PTKIT «<HIIITAX» M3 PK r.Anmarsi.

4) KammeBa Mupa MapaToBHa — K.M.H, JIOIEHT Kadeapbl KIMHHYECKON (papMakoIoriu
u (papmakorepanuu KasHMY um. C. Achenausipona.

17. Yka3aHnue Ha OTCYTCTBHE KOH(IUKTOB: HET.

18. CiucoK peneH3eHTOB:

Kemaiikun Banum MaTtBeeBuu — Bpad TIeMaTojior BbICIHIEH KBAIU(PUKALUOHHOM
KaTerOpuy, KaHAUAAT MEOUUMHCKUMX HAyK, TJIABHBIM BHEIITATHBIA TIe€MAaTOJIOT,
OHKOTeMaToJ0r MHUHHCTEPCTBA 3IpaBOOXPAHEHUSI U COLMAIBHOIO pa3BUTUs PecnyOnuku
Kazaxcran.

10. ¥Yka3zaHue ycJ10BHH NepecMOTpPa NPOTOKOJIA: TIEPECMOTP MPOTOKOJIA Yepe3 3 roja
MOCJIe €ro OIMyOJIMKOBAaHUS M C JaThl €r0 BCTYIUICHUS B JIEHCTBHE WM TPU HATWYUU
HOBBIX METOJIOB C YPOBHEM JIOKA3aTE€IbHOCTH.

20. CiMcoK UCN0JIb30BAHHOM JTUTEPATYPbI:

1) Scottish Intercollegiate Guidelines Network (SIGN). SIGN 50: a guideline
developer’s handbook. Edinburgh: SIGN; 2014. (SIGN publication no. 50). [October
2014]. Available from URL: http://www:.sign.ac.uk.

2) Judith C. W. Marsh, Sarah E. Ball, Jamie Cavenagh, Phil Darbyshireetal. Guidelines
for the diagnosis and management of aplastic Anaemia. British Journal of Haematology.
2009; 147: 43-70.

3) Dolberg OJ, Levy Y. Idiopathic aplastic anemia: Diagnosis and classification.
Autoimmun Rev. 2014 April - May; 13(4-5):569-573.

4) Schrier S., Mentzer W., Tirnauer J. Aplastic anemia: Pathogenesis; clinical
manifestations; and diagnosis. UpToDate.com, Aug 20, 2014.
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5) [MHerckas remarosorus. Kiaunwueckne pexomenmanuu/Ilon pemakiueit: Al
PymsnnieBa, A.A. Macuana, Mocksa. M3narensckas rpynna I'eorap-Menua, 2015.

6) Marsh JC. Hematopoietic growth factors in the pathogenesis and for the treatment of
aplastic anemia. Semin Hematol. 2000 Jan;37(1):81-90. Review.

7) Bacigalupo A, Brand R, Oneto R, Bruno B, Socie G, Passweg J, Locasciulli A, Van
Lint MT, Tichelli A, McCann S, Marsh J, Ljungman P, Hows J, Marin P, Schrezenmeier
H. Treatment of acquired severe aplastic anemia: bone marrow transplantation compared
with immunosuppressive therapy-The European Group for Blood and Marrow
Transplantation experience. Semin Hematol. 2000 Jan;37(1):69-80.

8) Bacigalupo A, Socie G, Schrezenmeier H, Tichelli A, Locasciulli A, Fuehrer M,

9) Risitano AM, Dufour C, Passweg JR, Oneto R, Aljurf M, Flynn C, Mialou V,
Hamladji RM, Marsh JC; Aplastic Anemia Working Party of the European Group for
Blood and Marrow Transplantation (WPSAA-EBMT). Bone marrow versus peripheral
blood as the stem cell source for sibling transplants in acquired aplastic anemia: survival
advantage for bone marrow in all age groups. Haematologica. 2012 Aug;97(8):1142-8.

10) Kamio T, Ito E, Ohara A, Kosaka Y, Tsuchida M, Yagasaki H, Mugishima H, Yabe
H, Morimoto A, Ohga S, Muramatsu H, Hama A, Kaneko T, Nagasawa M, Kikuta A,
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[Tpunoxenue 1.
MeToa AUATHOCTHYECKOTO BMEHIATEJILCTBA
Mopdosoruueckoe uccaeg0BaHUEe KOCTHOIO MO3ra

1. Hean nmpoBeaeHus Mpoueaypbl/BMeNIaTeIbCTBA:

®  [OJNYYHTH IOJHOIEHHBINA 00pa3ell JUIs UCCIIeIOBaHUS KPOBETBOPHOM TKAHH.

2. Tloxa3aHusi ¥ IPOTHBONOKA3AHUS JJIsl MTPOBeIeHHs MPONeTyPhl/ BMeIIaTeIbCTBA:
IMoka3zaHus A1 MPOBeeHHs MPoLEeyPhbl/ BMelaTe/IbCTBAa:

BCE BUJIBI aHEMUH, KpOME MPOTEKAOIEH THITMYIHO JKeIe301e(hUITUTHOM;

IUTONICHUM,;

OIICHKA CO3PEBaHUSs KIICTOK;

TPOMOOILIUTOTICHUH;

JIMarHOCTHUKA OCTPOTO JICHKO3a.

IIpoTuBONOKa3aHUsI K MPoIeAype/BMeIIATEIbCTBY:

AOCOJIIOTHBIX HpOTI/IBOHOKa?)aHI/Iﬁ AJIA BBIIOJHCHUA W I MOJYYCHHA XKXHUAKOIrO KOCTHOI'O
MoO3ra, HpakKTUICCKHN HE CYIICCTBYCT. C HCO6XOI[I/IMBIMI/I NpCaAOCTOPOKKHOCTAMU OTU MAHUITYJISAIUA
MOT'YyT OBITh BBIIIOJIHEHBI BCEM HYXIArOmMHUMCH MMalUCHTaM, B T.4. U C FHY6OKOfI TpOM6OI.IPITOH€HPIGfI
wim  jpepuuutoM  (pakTopoB  cBepThiBaHUS ~ KpoBM  (remoduinu).  OTHOCUTENbHBIMU
IIPOTUBOIIOKA3aHWUAMMU JIA MMOJYUCHHUSA C KOCTHOM TKaHHU W3 BaZ[HeBerHCﬁ OCTH HO,Z[BSI[OIJ.IHOﬁ KOCTHU
CJIEAYET CUUTATh JIOKAJIBHYIO I/IH(l)eKI_[I/IIO KOXU U HOI[KO)KHOﬁ KJIICTYATKH, OXKOI' UJIM MCXaHUYCCKYTO
TpaBMy.

IlepevyeHb OCHOBHBIX H JAONMOJHUTEIbHBIX THATHOCTHYECKUX MEPONPHUSITHIA: CMOTPETh MMYHKT
12, moanyHkr 3, 4.
3. MeToanka npoBeeHnsi Npoueaypbl/BMeIIaTe/IbCTBA:

Acnupanusi  KOCTHOTO  MO3ra  BBIMIOJIHSETCS ~ MOJ  oOmew  aHecTe3uei.
[IpuroraBnuBaroTcsi mpenaparbl KOCTHOTO MO3ra, MOJYYEHHOTO U3 TPEX aHATOMUYECKHU
Pa3JIMYHBIX TOUYEK (MEpEeIHME U 3aJHUE BEPXHUE OCTU MOAB3AOLIHON KOCTH). Y AeTel 10
roJila BO3MOHO MCIOJIb30BaHUE JJIsl MYHKIMU OyrprcTOCTH 00/bIIeOEpOBOM KOCTH U, B
PEOKUX Clly4asix, MATOYHOM KocTH. [lyHKums rpynussl 3ampenieHa. M3 kaxaon «TOYku»
uzroraBiauBaercss 10 Mas3koB, KOTOpbBIC BBICYIIMBAIOTCS Ha BO3AyXE€ IPU KOMHATHOM
Temreparype. Tph Mazka M3 KaKJIOM TOYKM OKpAIIMBAKOTCI a3yp-303WHOM IO
PomanoBckomy-I'mM3e, octaipHble — IO ITOKa3aHUSIM, B 3aBUCUMOCTH OT PE3yJIbTATOB
II0JICYETa MUEIIOTPAMMEBI.

4, Nuaukaropsl 3¢ GeKTHBHOCTH:
H€O6XO)II/IMO, YTOOBI KaIuisa ObLIa pacTdaHyTa 1Mo CTEKITY U KIJIICTKU JICKaJIk B OJJUH CHOﬁ, qyTO OacTt
BO3MOXHOCTb U3YUUTHb MOp(i)OJ'IOFI/II-O OTACJIBbHBIX KIJICTOK.
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Tpenano0uoncus KOCTHOTO MO3ra

1. Ileas mpoBeaeHUs MPOLEeIYPHI/BMeIIATeIbCTBA:

IIOJIYUIUTDb 06p33€I_I FY6anOﬁ KOCTH U KpOBeTBOpHOI\/JI TKaHU I TUCTOJIOTHYCCKOI'O UCCIICIJOBAHMA.

2. Tloka3aHus M NPOTHBONMOKA3AHMUS /ISl IPOBeIeHUsI MPOLeAyPbl/ BMeIIaTeIbCTBA:
IMoka3zanus 1151 IpoBeIeHHsI MPOLEAYPhI/ BMEIIATeIbLCTBA:

o JTUArTHOCTHKAa U OleHKa d3(ddexrTa yeueHus amgacTUUECKod aHemuu, AuddepeHnnaabHas
AUAarHoCTukKka C THUIIOINNIACTHYECKHUMMU (1)OpMaMI/I MUCITOOUCIINIACTUICCKUX CHHAPOMOB M OCTPBIX
MUEJIO0JIEHKO30B (B HEKOTOPHIX CIydasx).

IIpornBoNOKa3aHus K MpoueaAype/BMelIaTe/IbCTBY:

® AOCOIIOTHBIX HpOTHBOHOKBBS,HPIﬁ JJIs1  BBIITOJIHEHUA TpeHaHO6I/IOHCI/II/I KOCTHOI'O MO3ra HE
CYHICCTBYCT. C HGO6XOI[I/IMBIMI/I MpCAOCTOPOKHOCTAMHU ITU MAHUITYJIAIUU MOT'YT OBITh BBITTOJIHEHBI
BCEM HYKIAIOIIUMCS MAlMeHTaM, B T.4. U C TJIYOOKOW TPOMOOIIMTONICHUEH WU JCHUITUTOM
(dakTopoB cBepThiBaHUS KpoBH (reModwminu). OTHOCUTEIBHBIMA TMPOTHBOIOKA3AHUAMU  JJIS
MMOJIYUYCHUA CTOJIOMKA KOCTHOM TKaHU M3 SaﬂHeBerHeﬁ OCTH HO,[[B3,Z[OI_I_IHOI7[ KOCTH CJICAYCT CUUTATDH
JIOKAJIbHYIO I/IH(l)eKL[I/IIO KOXHU U HOI[KO)KHOﬁ KJICTYATKH, OKOI' UJIM MEXaHUYCCKYIO TpaBMYy.

1. IlepeyeHb OCHOBHBIX H JIONOJTHUTEIBHBIX THATHOCTHYECKHX MEPONPHATHIA: CMOTPETh
MyHKT 12, moanyHkT 3, 4.

3.  MeTtoanka npoBeaeHus NPoLeIypbl/BMelIaTeIbCTBA:

TpenanoOuoncusi KOCTHOIO MO3Ta BBINOJHSAETCA TMOJ OOlIeld aHecTe3ueH.
TpenmanoOuoncuo MNpPoOBOAIAT B O0JACTH 3aJHEBEPXHEM OCTH MpPaBOW W/WIM JIEBOU
MOJB3JIOIIHBIX KOcTel (spina iliaca posterior superior), Jiexa Ha >KUBOTE€ Ha HU3KOU
KyleTke. TpenaHoOHOnCuio MPOU3BOAAT CIEUUAIBHOW Urioi-Tpoakapom. Mrna-tpoakap
COCTOMUT U3 UIJIBI JUIMHOW 4 CM M BHYTPEHHHM IHAMETPOM 2 MM, IIHUTKA, O3BOJISIOLIETO
YCTAaHOBUTh HEOOXONMMYIO TIyOMHY MpOKOJIa, MaHJpeHa U pPYKosTku. KoHen Wuribi
3aTOYEH TaKUM O00pa30oM, 4YTO Wrjia MPU BPAIICHUU BBIPE3aeT CTOJIOMK KOCTHOW U
KOCTHOMO3TOBOM TKaHH. [Ipokoa mpou3BoaaT B rpeberike MmoAB3I0IIHON KOCTH Ha 2—3
CM K3aJli OT TepeaHeit/3anHeil BepxHei octu. [Ipu MpOHUKHOBEHUHM WUTJIBI B KOCTHYIO
TKaHb, YTO Y3HAETCS IO OIIYIMICHUIO (UKCAIMU WIJIbl, CHUMAIOT PY4YKY, BBIHUMAIOT
MaHJpEH, BHOBb HAJCBAIOT PYYKY U BpAILATEIbHBIM JBMKCHUEM IPOABUTAIOT WIIIY
BIyOb. Tem ke BpallaTeabHbIM JBM)KEHHUEM WLy M3BJIEKAIOT W MaHIPEHOM
BBITAJIKMBAIOT U3 HEE HA CTEKJIO KyCOUYEK KOCTHOW TKaHW JUIMHOW 6—10 MM, KOTOpBIU
3aTeM TMEepeHOCIT B pacTBop M ¢ukcanuu. B ganbHeieMm mnosydeHHas mnpoda
oOpabaTbIBaeTCsl MO MPABWIIAM TMCTOJIOTMYECKOW TEXHHMKHU. M3 ocTaBiierocss Ha CTeKIe,
MaHJIpEHE W B WIJIE MaTepHalia ACNAOT Ma3Kd, OKpAIIMBAaEMble M H3ydaeMble KaK
CTepHAIbHBIN NyHKTAT. [l0 OKOHYaHWM MAHUNYJSALMKM HA KOXY HAKIAJAbIBAIOT
acenTUYECKyI0 MOBSI3KY (Hakieilky). [lanueHT nomkeH mpoBecTH mNoJa HaOIIOJECHHEM
MEIUIMHCKOrO TMepcoHana 2-3 4, Jieka Ha CIMHE Ha KECTKOW IMOBEPXHOCTH, MpHU
HEOOXOAMMOCTH C Iy3bIpeM JbJa B OOJACTH, TNI€ BBINOJHIACH TPEIAHOOMOIICHS.
OcnoXHEeHUs MaHUITYJISIIUM, BBIIOJTHEHHOW TEXHHYECKHM MPABUIIBHO, HCIPABHBIM
HHCTPYMEHTOM H C Y4ETOM MPOTUBOIOKA3aHUMN, HCKIIOYUTEIBHO peaku. [31]

4. Huauxaropsl 3¢PeKTUBHOCTH:
® [P NMPaBUJIHLHOM BBIMOJIHEHUU MAaHUTTYJISIIMU C UTJION U3BJICKACTCS TPEMTAHOOMONTAT
mmHoM 3,0-3,5 cMm.
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MeToanka npoBeieHNs TPAHCIJIAHTAIMH IT'eMOMO3THYECKUX CTBOJIOBBIX KJI€TOK(5):

e  MHcTOoYHMK CTBOJIOBBIX KJIETOK

—  HUCTOYHUK I'€MOIMO3THYECKHUX KIIETOK JUIsl MEePeCcaki — KOCTHBIM MO3T, ONTUMAalbHAas
KJIETOYHOCTH TpaHcIUanTata >3x10° KiIeTok /kr Beca Tenma penumueHTa. KOCTHBIH MO3T
3abupaercs B aHTUKOTYJSHT coctosiuii n3 ACDA (06beMHOE COOTHOIIEHNE K KOCTHOMY
mo3ry 1:9) u renapuna (punanpHas kouertpamus 10 EJI/mo).

—  TIpHW IPOTUBOIOKA3aHMIX Yy JOHOpPaA K 3a00py KM mnm pucke cbopa 06bemMa KOCTHOTO
MO3ra, HEJIOCTAaTOYHOIro JJIsi Oe30macHO IMepecajkd — HalpuMep, NpU MajJOBECHOM
JOHOpE MW  KpYNHOM  perunuente, wucnoibdyorcs G-CSF  moOuin3oBaHHbIE
TEeMOIIOATHYECKHE KIETKH Tepudepudeckoil KpoBu. TpeOoBaHMe K TpaHCIUIAHTATY —
koaudecTtBo CD34(+) kineTok— 5-10 x 10%/kr Beca Tera pELMIIUEHTA.

TexHUKa NpoBeIeHUA:

JloHOpa Heo0X0AMMO TOCNHUTAJM3NUPOBATHL HA JeHb A 3a00pa JOHOPCKOIO
MaTepuaja M3 NPOCcBeTOB TPyO4aThiX Kocreil. Ilpomecc moJiydyeHusi CTBOJIOBBIX
KJIETOK KPOBH NMPOBOAMTCH BMECTE C OCTAJbHBIMH KJICTKAMH KPACHOI0 KOCTHOIO
Mo3ra moj oO0meil aHecre3ueil. 3a00p MPOU3BOJAT M3 HECKOJBKMX MECT B palloHe
TAa30BbIX  KOCTEd  CHEUHUAIBHO  MPEIHA3HAYECHHBIMM  JUISI  3TOr0  IINPHIIAMHU,
000py/IOBaHHBIMU JITMHHBIMU UTJIAMH C IIMPOKUM TIpocBeTOM. Bpemsi mporuenypsl
3aHUMAaeET He OoJiee IByX yacoB. O01Iee KOJUYECTBO MOJIYYEHHOM MacChl KOCTHOTO MO3Ta
coctraBisier He Oosnee 1. HecMOTpss Ha TOBOJNBHO 3HAUUTEIbHBIE OOBEMBI, IMOCJIE
(puabTpoBanusa ocraercs He 0osiee 1 % mos1e3HOro 00beMa CyCIeH3UM, COJep KALIeH
reMoOnodTHYECKNEe CTBOJIOBble KJeTkH. Kak mpaBwio, Qusnonorunueckue oOBEMbI
KOCTHOT'O MO3ra BOCCTaHABJIMBAIOTCA B T€UEHUE 1-2 Mecses.

[lepen BBeneHueM OuoMarepuaiga B TEUYEHHE HECKOJBKUX JHEH 00s3aTelbHO
OPOBOJMTCS KOHAMIIMOHUPOBAHUE — [MPEABAPUTENIbHAS JIEKAPCTBEHHAs Tepamus
(IpOTUBOOMYXOJIEBBIMU  TpernapaTamMu  nuroctatukamu). [Ipormemaypa  mepecaaku
FEMOMOATUYECKUX KIJIETOK HAUMHAETCSA C BBEJCHUS B BEHY CYCIIEH3UU C UX COAEPKAHUEM.
OHU TOKOM KPOBM Pa3HOCSTCS [0 OPraHU3MY M MOCTENEHHO 3aIlOJHSAIOT KOCTHBIA MO3T.
JleHns ipoBeieHUs TPAaHCIUTAHTAIIMK 0003HAYAIOT KaK «JIeHb 0.
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