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TepMVIHbI n onpeagerneHusA

TpomOouuTONIEHUS] — MATOJIOTUYECKOE COCTOSHUE, XapaKTEPH3YIOLIEecs] CHUKCHUEM 4YHCIIa
Tpom6onuToB Huke 100 x 10%/m1.

[lepBuuHas MMMyHHasE TPOMOOLUTONEHUS (CUHOHUMBI: UMMYHHAsi TPOMOOLUTONEHUYECKAs
nypnypa, uauornarudyeckas TpooMOOLUTONIEHUYECKAs ITypIypa) — CaMOCTOATEIbHOE IPHOOPETEHHOE
MMMYHOOIIOCPEI0OBaHHOE 3a00JIEBAHUE, XapaKTEPU3YIOLEecs] U30JIMPOBAHHON TPAH3UTOPHOU WM
MEPCUCTUPYIOLIEH TPOMOOLMTONIEHUEH M  HPOSBISAIOUICECS] CHUMITOMAMH  KpPOBOTOYHMBOCTHU
pa3IMYHON CTENEHU BBIPAKEHHOCTH, pa3BHUBAIOILEECs BCJEACTBUE MNOBBILIEHHON AECTPYKLUUU U
HEaJ1eKBaTHOM MPOYKIIMU TPOMOOIIUTOB.

Bropuunas wumMMmyHHas TpoMOOUMTONEHMS — BCe (QOPMBI HMMMYHOONOCPEIOBAHHON
TPOMOOIIMTONIEHUH, SIBJISIOIIMECS CHUMITOMaMHM JIpyruX (MHQEKIHUOHHBIX, PEBMATUYECKUX,
mumbonponrdepaTUBHBIX M HMMYHOAE(DUINUTHBIX) 3a00JIeBaHUN, WIM AacCOLMHUPOBAHHBIE C
MPUEMOM  JIEKAPCTBEHHBIX  IpernapaTroB, 3a  HCKJIIOUYEHHWEM  IEPBUYHOM  HMMMYHHOMU
TPOMOOIIMTONIEHUH.

ATOHHCTBI TPOMOOIIOATHHOBBIX PELENTOPOB — OTAENbHbIE Ipenaparsl u3 rpynmnsl "pyrue
cuctemuble remoctatuk” (B02BX mo ATX knaccuduxarum): poMUILIIOCTUM **, anTrpombomar®*

1. KpaTtkaa wuHcpopmauusa no 3aboneBaHUd WM COCTOAHUIO (rpynnbl
3aboneBaHU UNN COCTOAAHUN)

1.1. OnpepeneHue 3aboneBaHUss WU COCTOAHUA (rpynnbl 3aboneBaHUn unu
COCTOSIHUN)

[lepeuunas wummyHHass TpombOonurtonenuss (MTII) — camocrosTenbHOE TPHOOPETECHHOE
MMMYHOOIIOCPEIOBAHHOE 3a00JICBaHNE, XapaKTEPU3YIOIIEeCss N30JIMPOBAHHON TPaH3UTOPHOW WIIN
nepcUcTHpyIoIEeil TpoMOouuToneHneil (CHIKeHne TpomOormToB Menee 100 x 10%m) wu
MPEPACTIONOKEHHOCTPIO K Pa3BHTHIO CIIOHTAaHHOW KPOBOTOYMBOCTH PA3IMYHON  CTETICHU
BBIPQ)KCHHOCTH, DPAa3BUBAIOIICECS] BCIICACTBHE TIOBBIIICHHOW JCCTPYKIIMM ¥ HEaJeKBATHON
MPOIYKIIUK TPOMOOIIUTOB, IPH OTCYTCTBUH MTPU3HAKOB BTOPUYHOM TpomOonmToneHuu [1-3].

1.2. JtmmonorMa W nartoreHe3 3aboneBaHUsi WU COCTOSIHMA (rpynnbl
3aboneBaHU NN COCTOSIHUN)

Otnonorus nepsuyHord MTII HeusBecTHa. B KadecTBe OCHOBHOTO MAaTO()HU3UOJIOTHYECKOTO
mexanu3ma UTII paccmaTtpuBaercst cpbiB nepudepruieckoii UMMYHOJIOTHYECKON TOJIEPaHTHOCTH C
MOCJIEAYIOMeH aKTUBaluMeld NpoAyKIuu B-muMmdouuramMu ¥ MIa3MaTHYECKHUMH  KJIETKaMH
antutpomboruTapueix aHtuten (AT). Beaymyro pons B pasButuu UTII wurpator AT,
HampaBJICHHbIE MPOTUB Y3KOoro crmekrpa riaukonporenHoB (I'Tl) moBepxHOCTH TPOMOOIUTOB U
METaKapUuOIUTOB.

OCHOBHOW MHUILIEHBIO, IPOTUB KOTOPOM HampaBiieHbl aHTUTpomOouutapueie AT, sBISAOTCS
I'TI 1Ib/1lIa, pexxe — I'TI Ib/IX u eme pexe npoxayuupytorcst AT, HampaBiieHHbIE TPOTUB APYTHX
AHTUTEHOB TIOBEPXHOCTH TPOMOOIMTOB WJIM AaHTHTENa MHOXECTBEHHOW crenuduaHocta [4].
IToxazaHo, yto B-nmumdouutsl, npoayuupyromue antu-I'TI IIb/I1la-AT, xapakrepusyrorcss y3KUM
penepTyapoM peapaHKHpPOBAHHBIX JIETKUX LENedl HWMMYHOIJIOOYJIMHOB U, CIJIEIOBATENbHO,
MPOMCXOAT OT OTPaHMYCHHOTO KoJmuecTBa B-kietounsix kiaoHOB [4]. Kpome Toro, 1okasaHo, 4To
s nponykuuu antu-I'TlI [Ib/Ila-AT B-numdornuramu Heobxomumo mnpucyrctsue ['TI IIb/Ila-
cneun¢puunbix T-xenmepoB, Kotopele akTuBHpyOT cuHTe3 aHTu-I'TI IIb/Illa-AT npu
pacno3HaBaHuu He camoro HatuBHOro nporenHa ['T1 [Ib/I11a, a ero gparmentos [5]. ['mukonporenn
[Ib/Illa sBsileTcsT UMMYHOJIOMHUHAHTHBIM aHTHreHoM U cnenupuunsie [TI-1Ib/Illa T-xenmepsr
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IIPUCYTCTBYIOT B KPOBHM Yy BCE€X 3J0POBBIX JIIOJIEH. DTO yKa3bIBaeT Ha TO, YTO IJVIABHYIO POJb B
MOJJCP)KaHUU TOJEPAHTHOCTH MO0 OTHOUICHWIO K TpoMOOLMTaM WrpamT mnepudepruuecKkue
Mexanu3mbl [6]. Bosee Toro, mokaszaHo, uro TpomoOormThl mamuentoB ¢ UTII skcmpeccupyror
murang  CD40, crmocoOcTtBys cuHTE3y aHTUTpoMmOommTapHeix ayro-AT  B-mumdornuramu.
Cnenyromum  natoPpU3UOIOTHYECKUM  COOBITHEM  SIBIISIETCSI  CBSI3BIBAHME  TPOMOOIIMTOB €
aatutrpomoOorrapabiMu AT. "CencubnnmsupoBanueie” AT TpoMOOUIMTHI B3aUMOJICHCTBYIOT C

mskoadunnevu  FCYRIIA-  FCyRIIIA-penientopamut i pormomarorcs maxpodaramu
CEeNIe3€HKH W, TOpa3g0 pexe, NeUeHH Wik JUM(POY3JIOB, M MOJBEPraroTcs IECTPYKIUH.
CymectBenno pexe, ocooenno ecnu UTII Be3Bana antu-I'Tl Ib/IX-AT, Mmexanu3smMom IecTpyKIUU
TPOMOOIIMTOB SIBJISIETCSI KOMIUIEMEHT3aBUCUMBIN JM3HC [7]. JIpyrue MMMyHHBIC MEXaHU3MBbI TaKKeE
UTPalOT BAaXHYIO POJIb B JIECTPYKUUU TpomOouuToB. M3BecTHbI T-KJI€TOYHO-ONOCPEIOBAHHBIE
MEXaHU3MBbI JIECTPYKIIUU TpoMOoInuToB. L{UTOKMHOBEIN AucOamaHC, CMEUIEHHBI B cTOpoHy T-
XennepoB | Tuma, NPUBOAUT K YBEIMYEHUIO KOHLIEHTPALUU MPOBOCIAIUTENBHBIX IUTOKMHOB
(uHTepnelikuHa-2 W uHTEepdepoHa-TaMMa) M CHOCOOCTBYET SKCIAHCUU B-KJIETOYHBIX KIIOHOB,
npoayuupyromux anturpomoonurtapusie AT. Jlepextsl cneuuduueckux T- u B-perynarophbix
KJIETOK NPUBOJAT K HapyIIEHUIO mnepudepuyeckoil TojaepaHTHOCTH. JlabopaTtopHble aHHBIE
CBUJETENBCTBYIOT TaKkke O Bo3aeiicTBUM AT Ha MerakapuoLMTHI, YTO MPUBOAUT K YTHETEHUIO UX
TpoMOoIMT-TIpoayrupytomeit pynkuuu [3, 7, 8]. [loMuMo UMMYHHBIX MEXaHHU3MOB CYIIECTBEHHYIO
pons B maroreHese HWTII urpaer HapyuieHue peryiasiiui MErakapuolMTOINO33a 3HIOTE€HHBIM
tpombonosTuHOoM (TTIO). TIpomemoucTprpoBano, uto y yactu nanueHtoB ¢ UTII koHmeHTpamms
sHporeHHOro TIIO OTHOCUTENHHO CHHMKEH M HE CIOCOOEH aJIeKBAaTHO PErylIMpOBaTh MPOIYKIIHIO
TpombonuToB [3].

Takum oOpa3zom, B Hacrtosimee Bpemsi MWTII crama paccMmarpuBaThcsi Kak pe3ysbTaT
KOMIIJIEKCHOM JUCPETyNSUU C BOBJICUEHHUEM T'YMOPAJIBHOTO M KIETOYHOTO 3BEHHEB MMMYHHOM
CUCTEMBbI, aTaKyIOIIUX KaK TPOMOOIMTHI, TaK U MErakapuUOIUThI, COYETAIONICHCS C aHOMAIbHOMN
peryisiuei MerakaproruTonossa [3-11].

Bropuunas UTII pa3BuBaeTrcs mpu HaIMYMKA JIPYrUX IpeapacroJiaraloimux 3aboJeBaHui,
HanpuMep, uHpeknuii (Bupyc ummyHoaedumura denoeka (BUY), Bupyc remarura C (BI'C),
Bupyc DnmrteiH-bapp (BOb), nuromeranosupyc (LIMB), Helicobacter pylori u np.), cuctreMHBIX
3a0oneBanuii (cucremHasi kpacHas Bomuanka (CKB), peBmaromansiii aptput (PA), cuHmpom
Ouepa-OBanca, cunapom lllerpena, antudocPonunuaHeiii CHHAPOM), reMo01acTo3a, TuMGOMBI,
MEePBUYHOTO HMMMYyHOjeduiuTa (oOmas BapuabenbHas MMMyHHas HegoctatrouHocTh (OBUH),
ayrouMMyHHBIH numbonponudepatuBusiii cuaapom (AJIIIC), IgA-nedbunut, cunapom BuckoTra-
Onapuya), Wi IPYU BOSHUKHOBEHUHU MMOOOYHBIX JACHCTBUI BaKIMH U JiekapcTs [ 2, 3].

1.3. Anngemmonorus 3aboneBaHus UM COCTOAHUA (rpynnbl 3aboneBaHun unu
COCTOSIHUN)

[lepBuunas ummynHas TpomOouwmronenuss (WUTII) sBnserca camoli yacTod HMMMYHHOU
remMomnaruen. Y JeTei yactoTa perucrpauuu Buepsbie nuaroctuposanHoil UTII cocrasnser 4-6 Ha
100 000 mereit B rox, u3 Hux okoio 30% pasBuBatoT nepcuctupyromyro MTIL, a 5-10% —
xponmnueckyto UTII [12]. Xpornueckast UTII Bxomut B ciucok penkux (ophaHHBIX) 3a00JIeBaHUH C
pacmnpocTpaneHHOCTbIO He 6osee 10 ciyuaeB 3aboneBanus Ha 100 000 nacenenus u B [lepedens
AKHU3HEYTPOXKAIOIINUX U XPOHUYECKUX MTPOrPECCUPYIOLINX PEAKHX 3a001eBaHUH.
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1.4. OcobeHHOCTU KoaupoBaHuA 3aboneBaHUsA WNU COCTOAHMA (rpynnbl
3aboneBaHun unu coctosiHun) no MexayHapoaHOM cTaTU4eCKOW Knaccudukauumm
6one3Hen n Npo6nem, CBA3aHHbIX CO 340POBbLEM

D69.3 — Unnomatudeckasi TpOMOOIUTOIIEHUYIECKAs TypPITypa.

1.5. Knaccudukauua saboneBaHms unu coctosHus (rpynnbl 3aboneBaHUn unu
COCTOSIHUN)

JTtuonoruyeckas knaccudpukaumsa [1, 2, 10, 12, 13]:

1. llepBuunast UTII
2. Bropuunas UTII

Knaccudmkaumsa nepsuyHon UTII:

1. Mo anutenbHOCTU TevyeHUst 3aboneBaHuna [1, 13-18]:

- Bnepseie nuarnoctupoBanHas UTII — 3a0oneBaHue ATUTENBHOCTHIO O 3-X MECSIIEB OT
MOMEHTA TUarHOCTHKH;

- Tlepcuctupyromas (3arspkHasi) WTII — oTcyrcTBHE CHOHTaHHOM pPEMHUCCHU  WIH
HEJOCTHKEHHE CTaOUJIBLHOTO MOJHOTO OTBETa Ha Tepamuu Mexay 3-12 mecsunamu OT MOMEHTa
JTUArHOCTHKHU;

- Xponnueckast UTII — coxpaHneHne TpoMOOIIMTOTICHUH JJIUTEILHOCTRIO OoJiee 12-Tu MecseB
OT MOMEHTA JUArHOCTHKHU.

JlinTenbHOCTh TeUeHUs 3a00JIeBaHUS OILICHUBAETCA PETPOCHEKTUBHO OT MOMEHTa YCTAaHOBKHU
nuarnosa. Yacto nmpuMensiembid B nenuatpun TepMuH "octpas UTII" B HacTosiee BpeMs 3aMEHEH
Ha TepMuH "BrepBble BbIsiBIeHHas WTII", mockonbKy TOYHO TpeacKa3aTh OCTPOTY Ipoiecca B
neOrore 3a00J1eBaHMSI HEBO3MOXHO, U YETKUX IMPOTHOCTUYECKUX KPUTEPUEB JUIUTEIHHOCTH TEUCHUS
3a0oJsieBaHus He BbleneHO. [IpoaeMoHcTprpoBaHo, YTO €Ty, 3a0ojeBiiue B Bo3pacte 10 10 et u
NeOI0THPOBABIINE OCTPO C SPKUM T'€MOpPpPAruyeckKuM CHHAPOMOM IOCIIE NEPEHECEHHOW BUPYCHOM
nH(]EKIHU, UMEr0T Oojiee OJaronpuATHBIA NPOTHO3 3a0o0JieBaHUs 03 Tmepexoja B XPOHUYECKYIO

(bazy.

2. Mo xapakTepy W BblpaXeHHOCTM remMopparum4yeckoro cuHgpoma (no
knaccudpumkaumm BO3 n CTCAE) [1, 15, 16, 18] (npunoxeHue M):

- 0-i1 cTenenu — OTCYTCTBHE FeMOPPAru4eckoro CUHAPOMa;

- 1-#1 cTeneHn — meTexuu U 3KXHUMO3bI;

- 2-11 cTeneHn — He3HaYUTeIbHAasi KpOBOIIOTEPS;

- 3-i1 cremeHu — Oonblias KpoBomoTeps (KpoBOTEUEHHE, Tpeldyrolee MepeauBaHus
KOMIIOHEHTOB KPOBH);

- 4-11 cTeneHu — yrpoxarolas KpoBonoreps (KpOBOM3JIMSIHUS B TOJOBHOM MO3T M CETYAaTKY
rj1a3a, KpOBOTEUEHHS, 3aKaHUMBAIOIIHECS JIETAIBHBIM UCXO0M).

Tsoxenas UTID (3-4 cremens) — cioydau UWTII, compoBoxIaBmmecs CHUMOTOMaMH
KPOBOTOYMBOCTH B Je0l0Teé M NOTpeOOBaBIIME HA3HAUYEHHUS TEpalud, WIK BO3HUKHOBEHME
CUMIITOMOB KPOBOTOUYMBOCTH Ha (OHE JieueHHs, TpeOYIOIIMX YBEJIWYECHUS JO3MPOBKH
HCIIOJIb3YEMBIX JICKAPCTBEHHBIX CPEACTB, IPOBEICHUS JONOJHUTEIbHBIX WM aJbTEPHATUBHBIX
TEPANEBTUUECKUX MeponpusaThil. 3adactyro TskecTb WTII BO3MOXKHO OLEHUTH TOJIBKO
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PETPOCIEKTUBHO.

3. No xapakTepy oTBeTa Ha Tepanuio:

- Tlomupii TpoMOOUMTApHBIA OTBET — KOJMYECTBO TpoMOomuToB >= 100 x 109/1 mpwm
OTCYTCTBHM KPOBOTOUYMBOCTH.

- [MapruamsHBIA TPOMOOIUTAPHBIN OTBET — KOJIMYeCTBO TpoMmOoImToB >= 30 X 109/1 (v 2-
KpaTHOE yBEJIMYEHHE UX 0a3aJIbHOTO KOJUYECTBA) IPU OTCYTCTBUM KPOBOTOYMBOCTH.

- Pesucrentnas UTII — oTcyrcTBUE OTBETa MOCE OAHOTO (HApUMEP, KOPTUKOCTEPOUIOB) U
Ooyiee BHJIOB MEIMKAMEHTO3HOM Tepamnuu, TUKTYIOIIee MOTPEOHOCTh B JIOTIONHUTENIBHBIX WIIN
aJIbTEpHATHBHBIX TEPANIEBTHYCCKUX MepONpHsThsx [1].

- Pedpakrepnas UTII — orcyrcTBHE HEMOCPEACTBEHHOTO OTBETAa HA CIJICHIKTOMUIO WITH
MoTepss OTBETa IIOCIE CIUIEHPKTOMHH, COIPOBOXKIAIOIIMECS TSKEIOH KpPOBOTOUYMBOCTBIO H
COXpaHEHHEM HEOOXOIMMOCTH B MPOBEACHUH JAIBHEHIIINX MEAUKAMEHTO3HBIX BUIOB Tepamuu [1].
Hpyrue GopmMbl  TpOMOOIMTONIEHUH, KOTOpble HeoOxoaumo otiauyath oT WTIL, moryr
MIPE3EHTHPOBATH B ICTCKOM BO3PACTe C M30IMPOBaHHON TpoMmbonuTonenun [13-16, 18]:

NmvmyHHBIE TPOMOOIIUTOTICHUH HenMmyHHBIE TPOMOOITUTOTIEHHH
WNndexunn: BpoxnenHnble U TpUOOpPETEHHBIE CHHJIIPOMBI
- B4 KOCTHOMO3TOBOM HEJIOCTATOYHOCTH:

- BI'B, BI'C - AtmacTrdeckas aHeMUs
- [IMB, ObB - MJIC
- H.pylori - Muenodgubpos
- TyGepkynes - AMerakapronuTapHas TPOMOOIIUTOTICHHUS
JlekapcrtBa: HIIBII, MPOTUBOBUPYCHBIE, | - BpoKIeHHBIN AUCKEpaTO3
AHTUOMOTHKHU - Anemust @aHKOHU
Baknunanr OcTpslii neiiko3, mumdoma XopKKHHA
AyTOMMMYHHBIE 3200JI€BaHUS: TUPEOUTUT ConuaHple OMYyXOJM C MOPaKEHUEM KOCTHOIO
CoeauHUTEIHHO-TKaHHBIE 3a00JI€BAHNUSA: Mo3ra: HelpoOiacToma
- CKB, PA u np. Bpoxnennsie 3a001eBaHuUs:
JIumdonponudeparuBHbie 3200J€BaAHUS: - OtcyTcTBHE JTy4eBOM KOCTH/pagroyabHAPHBIN
- AJITIC CHHOCTO3
NmvmyHOACDUITUTHI: - Cunapom bepnapa-Cynne
- OBUH - CHHIPOM CephIX TPOMOOITUTOB
- IgA-nepuut - MYH9-cunnpom
- Cunapom Buckorra-Ongpuya - FPD-AML
- Cunapom Jlu-J>xopmxu bone3nn HakomieHnsa
Heomnnazuu: nmumdoma XomkkuHa, conuaHble | ['unepcrieHnsm
OIyXOJIU TpomboTHYecKkass MUKPOAHTHONIATHS
[Tapaneomnnaszus - Tunnuneit (STEC) I'YC
[ToctTpancdy3noHHas mypypa - Atunnunsiii ['YC
TpancuMmMyHHasi/HeOHaTaIbHAS - TTII
TPOMOOIIMTOTICHUS Cunapom Kazabaxa-Mepputra
bepemenHocTh JABC
XYUMUOUHAYIIMPOBAHHAS TPOMOOIIUTONIEHUS
Cerncuc
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1.6. KnuHuyeckas kKapTMHa 3aboneBaHUA WU COCTOsIHMSA  (rpynnbi
3aboneBaHU UM COCTOSIHUN)

UTII moxeT mpoTekaTth OECCUMITOMHO MM MPOSIBIATHCS T€MOPPArHYeCKHM CHHAPOMOM
Pa3IMYHOM CTENEHHU TSHKECTU: OT MUHUMAJIbHBIX KOXKHBIX IPOSIBICHUHN 10 TSXKEJbIX YTPOKAIOLIUX
KU3HU KpoBoTeueHuil. Haubonee dyacto mNOSBIAIOTCA KPOBOU3IUSHHUS B KOXY (IIETEXUU H
9KXMMO3bl), T€MOpPpPAaruyecKue BBHICHIIAHUS HA BUAMMBIX CIM3UCTBIX O000JI0UYKAaX, HOCOBBIE,
JIECHEBBIE KPOBOTEUECHUS, PEXKE — KENyJOUHO-KHUILIEYHbIE, MAaTOYHbIE KPOBOTECUEHMs], TeMaTypus,
O4YeHb peako y gaereil — kpoBousnmusinusg B I[HC. Mexnay TsKecTbi0O TPOMOOIMTONICHUH W
BBIPAKEHHOCTBIO T€MOpPPAruyeckoro CHHJIPOMAa YacTO HMEETCsl KOpPpEeNslUs, TaK CIIOHTAHHAas
KPOBOTOUMBOCTh PEJKO BO3HHKAET IIPH KoImuecTBe TpombGommtoB Gomee 50 x 10%m, a mpm
KonuuecTBe TpombomuTos 10-20 X 10%1 puck pa3sBUTHS THKENOH KPOBOTOUHBOCTH MAKCHMAIIEH.
OpaHako, y HEKOTOPBIX AETeld ¢ HU3KUM KOJMYECTBOM TPOMOOIIMTOB KPOBOTEUEHHUS MOTYT OBbITh
JUIIb HE3HAYUTENIbHbIE U, HAIPOTUB, 3HAYUMbIE KPOBOTEUEHUSI MOTYT BO3HHUKATh NPU OTCYTCTBUU
AKCTPEMAJIbHO HMU3KUX 3HAYEHHUM KOJM4ecTBa TPoMOOLMTOB. Jlpyrue MHAWBHIyadbHbIE (HAKTOPHI
TaK)Ke MOTYT IpeapacroaraTh K KIMHHYECKH BRIPaXXCHHO# KpoBoTounBocTH [1, 11, 14-19].

2. [narHocTukKa 3aboneBaHUsi UMM COCTOSAAHUA (rpynnbl 3aboneBaHMU WU
COCTOSIHUA) MeAULMHCKME TOKa3aHMA U MNPOTMBOMOKAa3aHMA K MNPUMEHEHUIo
MeToA0B ANAarHOCTUKU

Juarnoctuka WTII ocHOBbIBaeTCs Ha NPUHIMIIE HCKIIOYEHUS JPYIUX aJIbTEPHATHUBHBIX
MPUYUH  Pa3BUTHS  TPOMOOLIMTOTIEHWH, IIyTeM H3y4YeHUs aHaMHe3a, (HU3UKAIBHOTO |
Ja00paTOPHOTO OOCIIEIOBaHMS TMAIMEHTOB. Y JIETel B IOJABIISIIONIEM OOJIBITUHCTBE CIy4acB
MOCTAaHOBKA JMarHo3a He TPEJCTaBIAeT HHUKAKUX CJIOKHOCTEM M He TpedyeT UIUpOKOTo
TUarHocTuueckoro noucka. [IpenBapurensueiii quarao3 "UTII" MoxeT OBITH YCTAaHOBJICH B ClTyvae,
KOrJla JaHHbIe CEeMEHHOro aHaMHe3a, aHaMHe3a 3a0oJieBaHus, pe3yJabTaThl (U3UKAIBHOTO
obOcnenoBanusl u 1abopaToOpHbIC JaHHBIC, TPEXK/E BCETo, OOMUN (KIMHUYECKUI) aHaIu3 KPOBH U
pe3yNbTaThl UCCIENOBAaHUS Ma3KOB MepudepruuecKoil KpOBHU, MO3BOJSIOT HCKIIOUYUTH BTOPUUHYIO
tpombommronennto. OtBer Ha "UTII-cenmduueckyr" Tepanuio HE HCKIOYACT BTOPUUYHYIO
MMMYHHYIO TpomboruTonenuto. OOHapyKeHre KIMHUKO-TaboparopHbix HeTunuyHbix s MTII
MPU3HAKOB MpHU JIO00W IUTENbHOCTH 3a00JeBaHMsI W/WIM OTCYTCTBUE OTBETAa Ha TEparuio
SIBJISIETCS TTIOBOJIOM JUIs IPOBEICHUs OoJiee TIATEILHOTO 00CIeIOBAHMUS.

Kpurepuu ycranosnenus guarsosa [1, 10, 12-18]:

1. M3onupoBanHas TpomoOormTonenus meHee 100 x 109/ B o0meM (KIMHHYECKOM) aHAIU3e
KPOBH;

2. T'eMOpparvueckuii CHHIPOM pa3JIMYHON CTEIEHU BBIPAKCHHOCTH MpPH (U3UKATBHOM
OCMOTpE;

3. UckiroueHne Apyrux COCTOSIHUHN U 3a00JI€BaHUH, BRI3BIBAIOIIIUX TPOMOOITUTOTICHHUIO.

Herunuunsie mis UTIT npusnaku [1, 10, 12-18]:

1. AHaMHecTHYeCKHEe: OTATOIICHHBI CEMEWHbIN aHaMHE3, BBISIBICHHE TPOMOOIUTONIEHUU C
POXKIEHUS;

2. KnuHuueckue: Hajduyue WHTOKCHKAIUH, JMXOPaJIKH, MOTepu Beca, OONell B KOCTSX,
yBEJIMYEHHBIE pa3Mephl MIEUEHH, CEIe3eHKU U/UIU JUMQaeHONaTHsl, BhIsIBICHNE (PEHOTUIMHYECKUX
0COOEHHOCTEH, TOPOKOB PAa3BUTHS, APYTHUX COMYTCTBYIONINX 3a00I€BaHMI OPraHOB clyXa, 3peHHs,
MOYEK U JPYTOe.

3. JlaGopaTopHble: CHM)KCHHE KOHIICHTPAI[UU T'eMOTJIO0MHA, KOJMYECTBA JIPUTPOIMTOB (32
UCKITIOYCHHEM aHEeMUHU, OOYCIOBJICHHOW KpOBOMOTEped WM JAeQUIuTOM  Kelesa) U
PETHKYIOIMTOB; aHOMaJbHBIE (DOPMBI DPUTPOIUTOB; JIEUKOTIEHUS, HEUTPOTICHUS, aHOMAallbHas
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MOP(}OJIOTHS JIEHKOIIUTOB, OJIACTHBIE KJIETKH; aHOMalibHasi MOP(OoIOTHs TPOMOOLIUTOB; CHU)KEHUE
KJIETOYHOCTH WJIM HAJMYKUE aTUIMYHBIX KIETOK B KOCTHOM MO3I€ U JPYroe.

2.1. XXanoobl U aHaMHe3

TmartensHbid cOOp *Kanmod W aHamMHE3a HeoOXoauM i TUdepeHIINaTbHON AUArHOCTHKH
WUTII ¢ ppyrumu 3a00JieBaHUSAMM MMMYHHON M HEMMMYHHOM NPUPOJbI, CONPOBOXKIAIOLIUMUCS
TPOMOOIIMTONICHUEH, MO3BOJISIET 3aI0JI03PUTh BO3MOJKHBIC aJbTCPHATUBHBIC NMPUYMHBI PA3BUTHUS
TPOMOOIMTONICHUH M ONpPEICTUTh 00BbeM AajbHEWIIero oOciemaoBaHus mamueHTa. Jins merckoit
WTII Gomee xapakTepHO BHE3AITHOE HAJallo 3a00JIEBAHUS IOCIIC IMPEANISCTBYIOMEH BUPYCHOU
MH()EKINN WU BaKIMHAIIMK Y MIPEXJIE 310pOBOT0 pebeHKa 0e3 OTATOIIEHHOTO aHaMHE3a.

- Pexomenpayercst cOop xanob u anamHe3a BceM manuentam ¢ nojgospenuem UTII, a takxke ¢
muarHoctupoBaHHoi UMTII npu kaxxaom npueMe y Bpada-reMarosora sl OLEHKH COCTOSIHUS
MalUeHTa, TAKECTH FeMOPPArn4eckoro CUHAPOMA U BBISBICHUS (aKTOPOB, KOTOPbIE MOTYT OKa3aTh
BJIMSIHUE HA OTNITUMAJIbHBIN BBIOOP TAKTUKHU 00cienoBanus U eueHus [1, 13-18].

YposeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KommenTtapun: Hambosee uvacteiMu xkanobamu npu UTII sBusiroTcst mosiBieHHe Ha KOXe
MEJIKOTOYEUHOM CBIMM, CKIOHHOCTH K 0O0pa3oBaHMIO "CHHAKOB" (PKXMMO30B) 0€3 BUAMMOMN
MIPUYMHBI UJIM TIPU HE3HAUUTENbHBIX TpaBMaxX W/WJIM Ha MECTax CIaBIMBaHUS, KPOBOU3IUSHHUSA Ha
CIIM3UCTBIX 000JIOYKaX, HOCOBBIE M JIECHEBbIE€ KPOBOTEUEHHS, TAKXKE y JIEBOUYEK MyOepTaTHOIo
BO3pacTa MOTYT HaONI0/aThCs JJIMTENbHbIE OOWIbHBIE MEHCTpPYalldd, peXe pa3BUBAIOTCS
KEITYI0YHO-KHUIIEYHbIE KPOBOTEUEHHUS, MOSBIISIETCS KPOBb B Moue. CUMITOMBI KPOBOM3IIUSHUS B
TOJIOBHOM MO3T y JETeH OTMEYarOTCs OYEHb peaKo. MHoTraa malyMeHThl JKalyroTcs Ha ci1abocCTh,
KOTOpasi MOXKET OBITh OOJIbIIIE CBs3aHA C WMEIOIICHCS aHEeMHUEH, pa3BUBIICHCS B pe3yJbTare
KPOBOIIOTEpH WM TIpU nedummTe *xKejesa, WM MPEaIIeCTBYIONEH Tepanueid crepounamu. [lpu
coope ceMeHHOT0 aHaMHe3a CIeAyeT YTOYHUTh HaJIW4YMEe WM OTCYTCTBHE CKJIOHHOCTH K
00pa3zoBaHuIo "CUHAKOB" (3KXMMO30B) U KPOBOTOUMBOCTH, KOJIMYECTBO TPOMOOIIUTOB Y POAUTENICH
1 ONMMKaWIIMX pPOJCTBEHHUKOB, BBIIBUTH ciydau 'cemeirnou WTII", a Taxxke ciaydaum pa3BUTHA
3JI0Ka4eCTBEHHBIX 3a00JIeBaHUI KPOBU, ayTOMMMYHHBIX M JPYrUX XPOHUYECKUX 3a00JI€BaHUM Y
ponacTBeHHUKOB. [Ipu cbope aHaMHe3a KHU3HU MAlMEHTA CJIETYeT OLIEHUTh BECOBBIE M POCTOBBIC
MOKa3aTeau MpU POKIEHUH, OCOOCHHOCTH PAHHEro pa3BUTHUS PeOCHKA, MOCKOJIBKY ATH JAaHHBIE
MOTYT OBITh IIOJIE3HBI TpPHU TOJO3PEHUU Ha BPOXKICHHBIE 3a00JIeBaHUS, MPOTEKAIOUINE C
TpoMOormronenueil. Coop anamHesa 3a00JIeBaHUs IOMOTAET BBISIBUTH HAIMYUE MIPEIIIECTBYIOIINX
SMU30J0B KPOBOTOYMBOCTH, CBA3b Hauana 3a00JIeBaHHUA C TEpEeHECEHHONW WHGEKIuen uin
BAKLMHALIUEH, CTPEcCOM, MPUEMOM JIEKAPCTB; BBIIBUTH HAJIMYMUE JPYTUX COIMYTCTBYIOIIMX
3a00JIeBaHUI M COCTOSIHHM, MEpEHECEHHBIX TpaBM, omepanuil. s ompeneneHus cpoka Hayaia
3a00JIeBaHUS HEOOXOIMMO MPOAHATU3UPOBATH MMOKa3aTeNH 001ero (KIMHNYECKOro) aHalln3a KpoBU
C pOXJAEHUS 1O MOMEHTa 3a0o0yieBaHMs MalMeHTa. Y NaIMeHTOB, KOTOPbIE paHee IMOJIydaln
cnenuduueckyto tepanuto UTII, Hy*KHO O1eHUTh TPOMOOIMTAPHBIN OTBET U €T0 JUIUTEIHHOCTD IS

OLICHKHN 3(1)(1)CKTI/IBHOCTI/I MMPOBCACHHOI'O JICUHCHUSA W INIJIAHUPOBAHHA I[aaneﬁmeﬁ TAKTUKU TCpAIIhnn
[1, 10, 12-18].

2.2. ®usnkanbHoe obcnegoBaHue

TmaTtensHOE pu3MKaNbHOE 00CIE0BAHNE MOKET MO3BOJIUTE AU(D(HepeHIUpOBaTh EPBUYHYIO
UTII oT apyrux COCTOSIHMH, NMPOTEKAIOIIUX ¢ TpoMmOouuToneHue m oueHuts TsokecTs UTIL YV
narieHToB ¢ WTII  0OBIYHO He BBIABISAETCS HUKAKUX JIDYTUX OTKJIOHEHHH KpoMme
reMOpPparun4ecKoro CHHAPOMa pa3IMYHOU CTEIIEHU BBIPAXEHHOCTH. [Ipy HanmuYum HETUNUYHBIX IS
UTII cuMnToMoB ciexyeT MPOBOAUTH IOMOJHHUTENbHOE OOCIeNOBaHHE JUIsl YTOYHEHHUS NPUYMH
tpombormronenuu [1, 10, 12-18].
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- Pexomennmyercst BBINOJIHEHHE (PU3UKATIBHOTO OOCIEIOBAHMS, BKJIIOYAIOIIETO OCMOT,
NaJIBIIALMI0 U ayCKYJIBTALMIO, IIPU NIEPBUYHOM IIpHeMe BceM nauueHtam ¢ nogospenuem UTIL a
TaKke nauueHtaM ¢ auartoctupoBanHord UTII mpu kaxaoMm npueme y Bpada-reMaroJiora JJis
OLICHKM COCTOSHMs NALMEHTAa, CTEIEHM TSKECTH TIEeMOPPAaru4ecKoro CHHApPOMA U COCTOSHUSA
OTJICNIbHBIX OpraHoB u cuctem [1, 12-18].

YpoBeHb yoeauTenbHOCTH pekoMmeHaanuii — C (YpoBEeHb JIOCTOBEPHOCTH JIOKA3aTEIBCTB — 5)

KommenTtapuii: ipu Gpu3HKaIbHOM 00CIIEIOBaHUH CIIEyeT oOpallaTh BHUMaHUE HA HAaIH4YHe
JIMXOPAJKH, CHUKEHUE MACChl TEJIa, CAMIITOMOB MHTOKCUKAIIUH, I€IaTOMEr aJIuI0, CIUICHOMET U0
u/mnn  TuMQaIeHONaTHIo, 3aIepPKKy (HU3UYECKOTO Ppa3BHUTHS, TNPHCYTCTBUE (EHOTHUITHMYECKHX
O0COOEHHOCTEH, CKENIeTHBIX aHOMAaIWK, pOJUMBIX IISITEH, AaJUIEPTHYECKOTO  JepMaTHTa,
O0COOEHHOCTEH COCTOSIHMSI HOTTEH, BOJIOC M 3yOHOH 3Maiu, a TakXke H3MEHEHUH CO CTOPOHBI
OpraHoB 3peHusl, ciyxa u mpouee [1, 12-18].

2.3. JlabopaTopHble AMarHoCTUYeCKue uccrnenoBaHus

He cymectByer nmabopaTopHbIX METOAOB AUAarHocTukud Ha 100% mMOATBEp)KAAOIMMNX WU
nckmovaromux WTIL. Bce nabopaTopHble AMarHOCTUYECKHE WCCIIENOBAHMS Da3feiieHbl Ha 3
TPYIIIBL: 00sI3aTENIbHBIC JIJIT BCEX IAIMEHTOB, MOTCHIMAIHLHO HH()OPMATHBHBIC Y HEKOTOPBIX
MAIMEHTOB U MCCIIEA0BAHMS C HEOpeIeieHHOH nHpopmaTiBHOCTRIO [1, 10, 12-18].

- PexomenayeTcst BBITOTHEHUE Pa3BEPHYTOr0 OOIIEro (KIMHUYECKOTO) aHan3a KPOBU BCEM
nanueHtam npu nopo3penun Ha MTII, a Taxxke manmentam ¢ auarHoctupoanHor WTII mpwm
Ka)KJIOM IpUeMe y Bpada-remMaroJsiora Jjsl OLIEHKH OOIIero COCTOSHUS IMallMeHTa, pUcKa pa3BUTHS
TSKEJIOr0 TeMOPparuvyeckoro cuuapoma, 3¢¢GeKTUBHOCTH MPOBOAMMON Tepamuu U OMNpeesieHus
HEOOXOIMMOCTH B KOPPEKIUHU JO3MPOBKU HCIHOJIb3YEMbIX JIEKAPCTBEHHBIX CPEICTB, MPOBEICHUS
JOTIOJTHUTEIBHBIX WK allbTEPHATHBHBIX TeparneBTuYeckux Meponpusrtuii [1, 10, 12-18].

YposeHs yoeauTenbHOCTH pekomeHaamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KommenTapun: mepBuUYHOE HCCIIEIOBAaHHE BKIIIOYAET B ce0sl pa3BEpHYTHI aBTOMATHYCCKUN
KIIMHUYECKUI aHalli3 KPOBH C OINpEAETICHHEM YpPOBHS I'eMOIJIOOMHA, KOJMYECTBAa 3PUTPOIMTOB,
KOJIMYECTBA  PETUKYJIOLUMUTOB, KOJWYECTBA TPOMOOILIMTOB, KOJIMYECTBA  JIEHKOIUTOB C
muddepeHnnanbHBIM - TToACUeTOM  JieiikoruTapaon  Gopmynsr u COD. Ilpum mnepBUYHOM
UCCIeOBaHUU M Tpu JIuddepeHInanbHON AUarHOCTUKE 00s3aTeNieH ONTHYECKUH IMOACYET B
Ma3Kax KpOBH: JICHKOIUTApHON (QOpMyibl IJis OLIEHKH YuCiIa HEUTpo(uioB (peKOMEHIyeTcs
YYHUTHIBaTh "(DU3UOJIOTHYECKUI TepekpecT” y neTel) W HUCKIIOYCHHUS HAIMYUS MaTOJOTHYECKUX
KJIETOK; KOJIMYECTBA PETUKYJIOLUTOB A T depeHIUPOBKY aHEMUI BCIIEACTBUE HEIOCTATOYHOTO
00pa3oBaHUsl WJIHM MOBBIILIEHHOTO Pa3pyLICHUS SPUTPOLIUTOB; KOJIHYECTBA TPOMOOLUTOB (IpHU
HE0OX0IMMOCTH MCKIIFOUEHHUS arperaroB TPOMOOLIMTOB U TICEBAOTPOMOOIIMTONIEHUN HCCIIEI0BAHUE
MPOBOJAT C HMCIOJB30BAaHHUEM IMPOOMPOK C IUTPATOM HATPHUA) U MPOBEACHHE MOP(OIOrHIecKOro
WCCIIEIOBAHUS SPUTPOLUTOB (IIM30IMTH pu TMA), nelKouuToB (IMaTOJOrHYecKast 3epHUCTOCTh
HenTpodunos npu uHdpeknusax, MJIC, neiikozax u cnenudurueckue BKIOYSHHS B JIGHKOIUTAX MpU
MYH9-cunnpome), TpoMOOLHMTOB (YpPe3MEpPHOE KOJIMYECTBO THUTAaHTCKUX TPOMOOIIMTOB IPH
cunapome bepnHapa-Cynse u MYH9-cunapome wim oOHapyX eHHE MEIKUX TPOMOOIUTOB MpHU
cuapome Buckorra-Ongpuya u X-cruemieHHoi Tpombouutonenun). s UTII xapakrepHa
TOJIBKO M30JUPOBaHHAS TPOMOOIMTOIIEHHS, OCTalIbHbIE MMOKA3aTeNH — B Mpeesiax HOPMBI; B psie
Clly4aeB JOIMYCTHUMBbI TPU3HAKA TOCTTEMOPPArMYECKOM AaHEMHUHM U PETHKYJIOLUTO3 TOCIe
MacCHMBHOM  KpOBOINOTEpH, KOTOpas  JOJDKHA  OBITh  NPONOpIHOHAIbHA  00BEMY U
MPOJIOJKUTENIFHOCTH  KPOBOTEUEHUS, WIM TpH3HaKu kene3onedunutHoit anemun (OKIA),
CBSI3aHHBIE C XPOHUYECKON HEoOMIbHOW KpoBomoTepei. I[IpM MOBTOPHOM JAMHAMHUYECKOM
WCCIIeIOBAHUY KIMHUYECKOTO aHaIn3a KPOBH €ro 00beM 3aBUCUT OT KIIMHUYECKON CUTYallUu.

- PeKOMeH,Z[yeTCH BCEM IIallUCHTAM  BBIIIOJTHCHUC OMOXMMHUYECKOTO aHallh3a KpOoBU
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obmieTepaneBTHYEeCKOro (00mui Oenok, anbOyMHUH, MOYEBUHA, KPEATUHUH, OWIMPYOWH OOIIWH,
CBSI3aHHBIN (KOHBIOTUPOBAHHBIN) U CBOOOIHBIN (HEKOHBIOTUPOBAHHBIN), mIeio4yHas ¢ocdarasa,
ACT, AJIT, JIAT, ceiBopoTOUHOE Kej1e30, rioko3a) [1, 10, 12-18].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KoMMeHTapuu: TECT MPOBOAUTCS IS OICHKH (DYHKIIMOHAIBHOTO COCTOSHHUS BHYTPCHHHX
OpPraHOB, BBISBICHHUS COITYTCTBYIONICH TMATOJOTHH W HEXKENATCeNbHBIX SIBICHUN Tepamuu, s
OTIpe/IcNIeHUs] HEOOXOJAMMOCTH KOPPEKIUU JI03 HCIOJB3YeMBIX JIEKAPCTBEHHBIX CPEACTB HIIU
MPUMCHCHHSI QJIbTCPHATUBHBIX TEPANCBTUYCCKHX MEPOINPHUATHH, a TakkKe Heo0X0IuMOCTH
Ha3HAYCHUS COMPOBOAUTEIHLHON TEPaITUU.

- Pexomenayercsa: BceM MalMEHTaM BBIIIOJIHEHUE KOAryJlorpaMMbl (OpHEHTHPOBOYHOIO
UCCIIEIOBAaHUSI CHCTEMBbl TemocTasa) Juisl Jud¢depeHIHaTIbHOM JUarHOCTUKH C pPa3InYHbIMU
dbopMaMM HapyIIeHHM IUTa3MEHHOTO TIeMocTa3a M HaclEeJCTBEHHbIMU TPOMOOLMTONEHUSIMHU C
tpombonmTonarueii [1, 10, 12-18].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KoMMeHTapuu: B HEKOTOPBIX CIy4asX MOKET MOTpeOOBaThCs paclIMpeHHasi KoaryJlorpaMmma,
BKJIIOUAIONIAsl HCCIIeJOBaHUE akTUBHOCTU (akropa Bumnebpanpa, arperanuu TpoMOOIIMTOB C
AJ1®, KoITareHoM, pUCTOMHUITUHOM.

- Pexomennyercs BceM nanuentam npu noaospennu Ha WUTII onpenenenne aHTUTEN KIIacCOB
M, G (IgM, IgG) x Bupycy ummyHoneduiuta yenoBeka BIUY-1 (Human immunodeficiency virus
HIV 1) B kpoBu, onpenenenue antuten kimaccoB M, G (IgM, IgG) k Bupycy nmMmmyHoaeduiura
yenoBeka BUY-2 (Human immunodeficiency virus HIV 2) B kpoBu, omnpeneneHue aHTUTEHA
(HBsAg) Bupyca remaruta B (Hepatitis B virus) B kpoBH, ompeaesiieHHe CyMMAapHBIX aHTHUTEI
kiaccoB M u G (anti-HCV IgG u anti-HCV IgM) k Bupycy renatuta C (Hepatitis C virus) B KpoBu
[1, 10, 12-18].

YposeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

Kommentapuu: tectel Ha BUY u Bupychl renatuta B u C mpoBOASTCS HE3aBUCUMO OT HX
pPacipoCTPaHEHHOCTH B MECTE MPOKMBAHUS MAlMEHTOB M HANUYMs MHAWBUIYaIbHBIX (PAaKTOPOB
pUCKa, TIOCKOJIbKY KIMHMYeckue mnposiBieHus mnepBuyHod HWTII wu  TpomOGouuromneHuw,
accoruupoBanHo ¢ BMY u rematutom C, HEpeako aHAJIOTMYHbI U MOTYT Ha HECKOJBKO JIET
omepexarb JPyrue CUMMOTOMBI ATHX HH(eKiuil. [Ipy MmonoxuTenbHBIX CEepPOJOTrHYECKHX TeCcTax
clenyeT MPOBOJIUTH HCCIenoBaHWe ToJmMepasHoi InenHo peaknuu (ITL[P). Pekomenmyercs
MTOBTOPHOE MCCIIEJOBAaHUE ME€pel Ha4aJIoOM Tepanuu puTyKcuMadom™ *.

- Pexkomennmyercsi Bcem manmeHTam npu nono3penun Ha WTII uccnemoBaHwe ypoBHs
UMMYHOTJIOOyIMHA A B KPOBH, HCCIICJJOBAHUE YPOBHS HWMMYHOIUIOOynMHa M B KpoBH,
UCCIIeIOBAaHUE ypPOBHS MMMYyHOINIOOynnHa G B KpoBH Aisi nuddepeHInanTbHON JUarHOCTUKH C
oOmield  BapuaOelbHOW  MMMYHHOW  HEJIOCTAaTOYHOCTHIO WM JPYTHMH  [EPBUYHBIMH
ummyHoaebunutHeIME cocTostHusamu (ITUIC) [1, 10, 12-18].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii — C (YypOBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMeHnTapuu: ciemyer oOpaTuTh BHUMaHUE, YTO UCCIIEOBAHHUE SBISETCS HHPOPMATUBHBIM
TOJIBKO /10 Hayalla Teparmuy BHYTPUBEHHBIM UMMYHOTIIOOYIMHOM WM MUHHUMYM uepe3 4 Heaenu
mocie OKOHuYaHUs Kypca. HcciemoBaHue peKOMEHIYeTCS MPOBOIUTH TOBTOPHO TMAIEHTaM,
MOJIYUUBIIIUM Tepanuio #puTykcumabom™**, mis ompeneneHus HEOOXOAMMOCTH B TMPOBEACHUU
3aMeCTUTENbHON Tepanuu UMMYHOTIO0YTHHAMHU.

- Pexomennyetcst BceM manueHtaMm npu nopo3penuu Ha UTII npsmolt aHTUTIOOYIMHOBBIN
tect (psimas mpoba Kymoca) [1, 10, 12-18].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH JJOKA3aTENbCTB — 5).

KoMMeHTapuu: uccieoBaHUE MPOBOJIAT MAalMEHTaM C aHEMHEH, COINpPOBOXKAAIOIIEHCS
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PETUKYIIOIIMTO30M, Uil MCKIIOYeHUs cuHapoma @umepa-OBaHca (COYETaHHS HMMMYHHOM
TPOMOOIIMTOTICHWH U AyTOMMMYHHOH TEMOJMTHYECKOW aHEMHH), a TakkKe C IeJbI0
middepeHInanbHON  AMArHOCTHKK C BTOPUYHOM HMMYHHOH TpoMmOomHTONeHueil Ha QoHe
UMMYHOJICPUIUTHEIX U JuMQornpoandepaTuBHbIX 3a00JeBaHUi. BBIABICHHE TMONIOXKUTEIBHOM
po6s1 KymGca Moxet ObITh accoumupoBano ¢ xponusamueid UTII u moTpeGHOCThIO B ATUTETBHOM
Teparuu.

- Pexomennyercs BceM nanuenraM npu noxos3penun Ha WTII onpenenenrie 0CHOBHBIX TPy
nmo cucreme ABO u omnpenenenne antureHa D cucremsr Pesyc (pesyc-dakTtop) ¢ 1enbro
TUIAHKPOBAHUsI TeMOoTpaHcdy3uii o nokazanusim [1, 10, 12-18].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- Pexomennyercs BceMm manueHntam npu nopospenun Ha WUTII monekynsipHo-Ononoruueckoe
uccaeoBaHue KpoBU Ha Bupyc OmmreiiHa-bappa (Epstein-Barr virus), ompesenenue aHTuten K
nuromeranoBupycy (Cytomegalovirus) B kpoBu, onpeneieHue anturen kiaccoB M, G (IgM, 1gG)
BUpycy OmnteitHa-bappa (Epstein — Barr virus) B KpoBu, onpezeieHue aHTUTEN K MapBOBUPYCY
B19 (Parvovirus B19) B KkpoBHW, omnpeleneHue aHTUTEN K BUPYCY BETPSHOM oOcCHbl U
omnosiceiBatoriero smmas  (Varicella-Zoster virus) B KpOBH Il MCKJIIOYEHHUS BHpPYC-
HHAYIHUPOBaHHOM TpomOotmronenuu [1, 10, 12-18].

VYposens yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KoMMeHTapuu: npu MOJIOKUTETBHBIX CEPOJIOTMYECKUX TeCTax Ha ATH BHUPYCHI CIIEIYyeT
MIPOBOJUTH UCCIIEI0BaHNE KPOBU METOJIOM MoJIMMepa3Hoi nenHoit peakuuu (I1LIP).

- Pexomenayercs  manuMeHTaM —NpuU  MOJO3PEHMHM  HA  BTOPUYHYID  HMMMYHHYIO
TPOMOOIIMTONIEHUIO OIpENEICHUE COJEp)KaHUs AaHTHUHYKJICApHBIX AaHTUTEN K Sm-aHTUTEHY,
omnpeneneHue coaepxkanua antuten Kk JIHK HaTuBHOM, ompeneneHue colepaHus aHTUTEN K
dbochomunuaaM B KpPOBH, OINpEIENICHUE COACPKAHMS aHTUTEN K THPEONEPOKCHAA3e B KpOBH,
OTpeNIeJICHUEe COJIEpP)KaHMs aHTUTeN K penentopy tupeorpornHoro ropmona (TTI) B kposu,
rccaeaoBaHue ypoBHs obmiero tpuioaruponnHa (T3) B KpoBH, UCCIIEIOBaHUE YPOBHS CBOOOIHOTO
tpuioaTuponuHa (CT3) B kpoBH, nccaeaoBaHue ypoBHs cBoOoaHOT0 THpOoKcHHA (CT4) ChIBOPOTKH
KpOBH, HCClieZloBaHUE YpOBHs oOuiero TupokcuHa (T4) cbIBOPOTKH KpOBH, HCCIEIOBAHUE YPOBHS
tupeotporuoro ropmona (TTI') B kposu [1, 10, 12-18].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMmMeHTapuu: ucciaenoBaHusi MOTYT MUMETh 3HAYEHHE JUISl OINpE/IeleHHs] TepaneBTHUYECKON
TaKTUKH, PH MoJj03peHuu Ha BropuuHyto UTII, oco6eHHOo y maiueHToB noIpoCTKOBOrO BO3pacTa.

- PexomeHmyeTcss BceM MalMeHTKaM IMyOepTaTHOTO BO3pacTa IPOBEICHHE KOMIUICKCa
HCCIIeI0OBaHmii o onpeaenenuto oepemennoctu [1, 10, 12-18].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KommeHTapun: 6epeMeHHOCTh MOXKET OBITh aCCOIMMUPOBAHA C YMEPEHHBIM (PH3UOJIOTHYECKIM
CHIDKCHHEM KOJIMYECTBA TPOMOOIUTOB.

- PexoMeHnayercss manMeHTaM C aTUNMYHBIMH aHAMHECTUYECKUMH, (U3UKAIbHBIMU W/WIN
71a00paTOPHBIMKM MPHU3HAKAMU TOJIYYE€HHE LMTOJOTHYECKOTO Ipernapara KOCTHOIO Mo3ra IyTeM
NYHKLIWK, LUTOJOTMYECKOE MHCCIEJOBaHUE Ma3Kka KOCTHOrO Mo3ra (MuenorpamMma) Juis
middepenunansioit  auarHoctukun UWTII ¢ apyrumu  3a00sieBaHMSIMM  I'€MAaTOJIOTHYECKOW U
HeremaroJjioruyeckoi npupossi [1, 10, 12-18].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YypoBEeHb IOCTOBEPHOCTH JJOKA3aTENbCTB — 5).

KommeHTapuu: mpu  JIOOBIX  aTUNHWYHBIX KIMHUYECKUX MPOSBICHUAX 3a00JieBaHUA
(HarmpuMep, MOTepsl MacChl Teja, o0lee MI0X0e CaMOYyBCTBUE, TUM(paaeHonaTus, 6011 B KOCTIX,
rernaTocIUIeHOMEeTalusl, JICMKONeHus M JApyroe) B Je0l0Te MM HX IMOSIBJIEHHM B Hpoliecce
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HAOJIOIEHUS U TEpaIuy, a TAaKXkKe MPU HEJAOCTHKEHUU OTBETA IOCIIE MPOBEICHUS MEPBOM JTMHUU
TEpamud HEOOXOJUMO BBIMOJHEHHE KOcTHOMO3roBoi myHKIuH (KMII). JonomHeHuem K
MOP(}OJIOTHIECKON OIIEHKE KOCTHOTO MO3ra MOXET CTaThb LUTOXMMUYECKOE HCCIEeI0BAHNE
MHKpOIIpenapara KOCTHOIO MO3Ta WM MCCIEIOBAHME KIETOK KOCTHOIO MO3ra METOJOM
maddepeHnnanbHON OKpPacKH XpPOMOCOM JUISL BBISIBIICHHSI KIJIOHAIBHBIX OIYXOJEBBIX KIIETOK.
JlaHHBIE MUEIOrpaMMbl HE MOTYT MOATBEPAUTH auarHo3 MTII, oHM MO3BOJISIOT JIMIIb UCKIIFOUUTH
JENPECCUIO0 KPOBETBOpEHMsI, Muesnoauciactuyeckuii curapom (MIC), neiiko3 mwim Meractasbl B
KOCTHBIN MO3T 3710KayecTBeHHOM omyxouu. s UTII xapakTepHO MNOBBIILIEHHOE WM HOPMaJIbHOE
konmdectBo  MerakapuormrtoB (MKI[), wux HoOpMmambHble WM KpymHble (OpMBI  0e3
Mopdosiornueckux aHoManuid. [Ipy OTCYTCTBHMM aHAMHECTHYECKUX U KIMHUYECKUX IPU3HAKOB,
YKa3bIBAIOIMX HA HAJUYME 3JI0KaY€CTBEHHOW I€MONATHH, W BBIABICHHM TOJIBKO HM30JHMPOBAHHOMN
TpOMOOIIUTOTIEHUH (T.€. TPH HOPMAJIHLHOM KOJIMYECTBE OJPUTPOIIUTOB M HEUTPOPUIOB) U
HOpPMaJbHOW MOp(}OJOTHH JTEMKOLMTOB M TPOMOOLMTOB HAa MaszKke mnepudepruueckoil KpoBH,
BBITNIOJIHEHNE KOCTHOMO3TOBOM MYHKIMH y JIeTel He TpeOyeTcs, 0COOEHHO, €ClTU MPUHSTO pElIeHNe
He mnpuberarb K MEIUKAaMEHTO3HOMY JICUEHHIO, HAINPaBJICHHOMY Ha IIOBBIIIEHHE KOJIMYECTBa
TPOMOOIMTOB, UJIM B KAYECTBE JICUEHUs BHIOPAHO MPHUMEHEHHE BBICOKHX /103 MMMYHOTJIOOyInHA
4esloBeKa HOpMaJbHOrO** B JiekapcTBeHHOU popme pactBop anst undys3uit (BBUI™**). Haznauenue
rmokokopTukouioB (I'KC) Taxke He sBiseTcs MOKa3aHHEM K 00s13aTesibHOMY BhInoiaHeHHio KMII
IIpY TUNUYHOU KiImHN4Yeckor kaptune UTII.

2.4. MHCTpYMeHTa.ﬂbeIe AnarHoctu4yeckme nccriegosaHus

WHCcTpyMeHTabHBIE JMAarHOCTHYECKHE HWCCIICAOBAaHUS: YIBTPa3BYKOBOE HCCIICIOBAHUE
(Y3U), xomnwrorepHas Tomorpadus (KT) opranos rpyaHoit u OproIHON MOJOCTH, 3a0PIOIIMHHOTO
MPOCTPAHCTBA U MAJIOTO Ta3a, MarHUTHO-pe30HaHCHOEe uccienoBanue (MTP) opranos OpromniHO#
MOJIOCTH ¥ TOJIOBHOTO MO3Ta BBITIOJHAIOTCS C TUQQepeHIInanbHO TUarHOCTUYECKON LEeNbo, s
BBISIBJICHUS COITYTCTBYIOIINX 3200JIEBAaHUI 1 OCIOKHEHUH.

- Pexomennayercst BoinojiHeHne KT, MPT BHyTpeHHUX OpraHoB MalMe€HTaM C aTUIWYHBIMHU
aHAMHECTUYECKUMHU, (PU3UKAIBHBIMH U/WIK J1a00paTOPHBIMU MpU3HAKaMu 1 nuddepeHmanbHoi
muarHoctuku UTII ¢ apyrumu  3a00JieBaHMSMH TeéMaTOJIOTHYECKONM M HEreMaTOJIOTHYECKOU
[IPHUPO/IBI, BBISBICHHUS COMYTCTBYIONIEH maTooruu u ociaokuenuit UTIT [1, 10, 12-18].

YpoBeHb yoeauTeabHOCTH pekoMenaaruii — C (ypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMeHTapuu: wuccienoBaHusi MPOBOAAT JUIsl BBISBICHUS MATOJOTHH OPraHoB TPyAHOMN
KJIETKH, OPraHOB OPIOLIHOM MOJIOCTH, MOYEK, C IEeJIbI0 HUCKIII0OUEHUSI HOBOOOpa30BaHUM, aHOMaJIH
pa3BUTHUS BHYTPEHHUX OPraHoB, JUMQONPOIU(PEpaTUBHOTO CHHAPOMA, TeMaHTHOMAaTo3a
BHYTPEHHHUX OPraHOB, a TAKXKE BHYTPEHHUX KPOBOM3IHUSIHUIA.

- Pexomenpayercs Beinosinenue KT, MPT ronoBHoro Mosra namueHTam ¢ pUCKOM pa3BUTHS
BHYTPUYEPEITHOTO KPOBOUBIMSIHUS, TIOCIE TPABMbI TOJIOBBI, IPU HEOOBICHUMOM TOJOBHON 00OIH U
pa3BUTUM JpYrod OOMIEMO3rOBOM  CHUMITOMATUKH S UCKIIOYEHHS] BHYTPUUYEPEITHOIO
kpoBomznustHus [19-21].

VYpoBeHb yoeauTeapHOCTH pekoMeHaaruii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMmMeHTapuu: uccrneoBaHne peKOMEHIyeTCs MalleHTaM Ha JIF00OM JTare TUarHOCTHKHU U
Tepanuu Ipu MOJO3PEHNN Ha BHYTPUUEPEIIHOE KPOBOU3IIUSHHUE.

2.5. Hble gnarHocTn4yeckune nccnenoBaHus
HeJ‘ILIO AOIMOJIHUTCIIBHOI'O UCCICAOBAaHUS ABJISICTCA BBISABJIICHUC BO3MOKXHBIX AJIbTCPHATHUBHBIX

NpHUYruH Tp0M6OI_II/ITOHCHI/II/I. HCOGXO,I[I/IMOCTL B MPOBCACHUU NONOJHUTCIBHBIX HTHAHOCTUUCCKUX
HUCCIIeAOBAaHUN MOXKET BO3HUKHYTb B XOAC MCPBUYHOTO O6CJ'ICI[OB3.HI/I}I Uik I1pu 000
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JUTUTENTFHOCTH 3a00JIeBaHUSl TPU BBIABICHUM paHEe OTCYTCTBYIOIIMX HeTUNHuYHbIX s WTII
IIPU3HAKOB, a TAKXKE IIPU PE3UCTEHTHOCTHU WJIM IIPU IOTEPE JOCTUrHYTOro panee orsera Ha MTII-
cnenuduueckyro Tepanuio. Clenyer Takke yIYUThIBaTh, 4TO y HEKOTOPHIX marueHToB UTII moxer
COYETaThCsl C APYrUMH TATOJIOTHSMH. BBIsSBICHHE IOMOJHHUTENBHBIX KIMHHUKO-Ta00paTOPHBIX
0COOEHHOCTEH y TalMeHTa MOXKET JUKTOBATh HEOOXOJMMOCTh HW3MEHEHHS B aJTOPUTME
JUArHOCTHKH U MOCIIEAYIOIIEro JICUYEHNUS.

- PexoMeHyeTcs poBeieHNE IOTOIHUTEIBLHOIO 00CIeI0BaHUs MAllMEHTaM C HETUIIMYHBIMU
miss UTII aHaMHECTHYECKUMH, KIMHWUYECKHMMH W/WIM JIA0OpaTOPHBIMH TPH3HAKAMH, IPU
pe3ucTeHTHOCTH, otepe oTBeTa Ha UTII-cienmuduyueckyto Tepanuio U APYrUX CIydasX COMHEHHUS
B JIMarHo3e, a TaKKe NpU HAIWYUU CONMYTCTBYIOIIMX 3a00JIEBaHUM C LIE€JIbI0 YTOUHEHUS MPUYHH
TPOMOOIIMTOTICHUH W/UITH HAIMYHKS COMYTCTBYIOIIeH maronoruu [1, 10, 12-18].

YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KomMmMeHTapuu: nccieroBaHiue MOXKET BKJIIOUATh MOBTOPHBIN cOOp aHamHe3a, (PU3UKaIbHOE
oOcienoBaHue, TMOBTOPHYIO OILIGHKY Ma3Ka KpPOBU U Jpyrue o0Os3aTelbHbIE U MOTEHIIMAIBHO
MH(OPMATUBHBIE UCCIIEOBaHUS, a TaKXkKe IUTOJIOIMYECKOEe HCCIIEeIOBAaHUE Ma3ka KOCTHOTO MO3ra
(MuenorpamMmy), B ciydasX HEOOXOJUMOCTH, C JONOJHHUTENBHBIM BBITIOJHEHHUEM TPOTOYHOMN
LUTOMETPUH, LHUTOT€HETUYECKOTO U MOJIEKYJIIPHO-TEHETUYECKOro HccienoBaHuil. B TpynHbix
JMarHOCTUYECKUX CIy4asX CcJelyeT paccMaTpuBaTh BO3MOKHOCTH BBITIOJHEHHUS TE€HETHYECKUX
UCCIIEIOBAaHUN Ha HAClIeACTBEHHbIE CHUHAPOMBI, COMPOBOXKAAIOIMIUECS TPOMOOLUTONICHUEH,
HEJIOCTAaTOYHOCThI0O KocTHOoro Mosra wm [IMAC. OO0bem wucciaenoBaHWil  ompeaensercs
WHIUBUAYAIBHO B 3aBUCUMOCTH OT MPEANoIaraéMoro albTepHATUBHOTO JAUarHo3a.

3. JleyeHne, BKnroO4an MeAUKaAMEeHTO3HYH0 U HeMeOAUKaMEeHTO3HYH Tepanuu,
AuvneTtToTepanuio, o6e3bonnBaHue, MegULMHCKUE MOKAa3aHUA U NPOTUBONOKa3aHUA K
nPpUMeHeHno MeToa4o0B Jle4YeHusA

OcCHOBHOM KJIMHUYECKON uenpto Jedenuss gered ¢ UTII gBnsercs npenoTsBpalieHue
CEPHE3HBIX, YIPOXKAIOMINX XU3HU KpoBoteueHuid [1, 10, 12-18]. B 3aBHCHMOCTH OT JUIUTEIHLHOCTH,
TSDKECTH 3a00JICBaHUSI U MHAWBUYaTbHBIX XapaKTEPUCTHUK IMAIIMEHTA JOMOIHUTCIBHBIMU MECIISIMHU
JICYCHUS SIBJISIOTCSA: OCTAaHOBKA KPOBOTCUYCHHM, CHIM)KCHHE YacTOThI M TSIKECTH KPOBOTCUCHUH,
BPEMEHHOE IIOBBIIICHUE KOJIMYECTBA TPOMOOIIMTOB NPH OXXHUJIAHWUM OTBETa IPH paHHHMX (Hazax
3a00JI€BaHUs, a TAK)KE OTCPOYKA CIUICHIKTOMUU WIJIM 00ECIIeYeHUE YI0BIECTBOPUTEIHLHOTO KauyecTBa
YKU3HU TPH JUTUTSIIbHOM TEYEHUH 3a00JICBaHUSI.

BripaboTka ONTHMAIBHOTO IUIaHA TEpalmuyd MPOBOAMTCS HAa OCHOBAaHWUU "KIMHUYECKOU
KJaccupuKanuu" MalyueHTOB, YYUTHIBAIOIICH:

- TspkecTh reMopparuuecKux HapyIIeHUIH,

- KonmmaecTBo TpoMOOIUTOB,

- ComyTcTByIOIIME COCTOSIHUS, 3a00JeBaHUS M UX JIEYCHHE, a TaKXKe KadyeCTBO KU3HU
MalyeHTa, CBI3aHHoe ¢ 3a00JIEBaHUEM.

IIpu oueHKe TSHKECTH KPOBOTEUEHHM PEKOMEHYeTCsl MCHOJIb30BaHWE OOHOBIIEHHOM LIKAJIbI
kpoBoTeueHuit y nereit ¢ UTII (Tabauma 3.1). CnetyeT OTMETHTb, YTO TSKECTh KOXKHO-CIIM3UCTOTO
reMOpPpParu4ecKoro CHUHAPOMAa HE BCErAa SBISAETCS JOCTOBEPHBIM IPEAUKTOPOM pUCKA PA3BUTHUS
KPOBOTEUEHHS, YIPOKAIOLIETO KU3HU, HAllpUMeEp, BHyTpudepenHoro kpopomsnusHus (BUK).
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Ta6nuua 3.1. llkana kpoBoTeuenwmii A aereit ¢ UTIT [18].

Crenenn Kimmanueckue nposBiieHUs TakTuka
0-s - OTCyTCTBYIOT HabGmronenue
1-a - MuHUMAaNbHBIN KOKHBIA CUHAPOM Corunacue Ha

(me3naunrenpHoe) | (< 100 merexun w/mim < 5 MENKUX CHHIKOB < 3 cM | HabJIro1eHue
B JIMaMETpE)
- OrcyTcTBHE KPOBOTOYHMBOCTH CO CIU3UCTBIX

00oJ10ueK

2-51 (JIerkoe) - MHOeCTBEHHBIN KOKHBIM CUHIPOM Corunacue Ha
(> 100 merexuii n/uan > 5 KpyHHBIX CUHSKOB > 3 | HaO/II0IeHUE
CM B TUAMETPE) Jleuenue
- OrcyrcTBHE KpPOBOTOYMBOCTU CO  CIIHM3HCTBHIX
o0oJI0ueK

3-51 (yMepeHHOe) - Hamuume KpoOBOTOUMBOCTH €O CIM3HUCTHIX | JIeueHue i CHUXKEHUs
000JI04EK CTEIEHN TIKECTH JI0 |-
- "AxTuBHBIN" 00pa3 KU3HU oM Wi 2-oi

4-5 (TsDKeEINoe) - KpoBotounBocTh €O CcIM3UCTBIX 000JI0UEK, | JIeueHue
MPUBOJALIAS K CHUXKEHUIO YPOBHS TreMorjoOuHa
Ha > 20 1/n

- [Tomo3peHust Ha BHyTpeHHEE KPOBOTECUCHUE

KomnyectBo TpOMOOLIMTOB B IEJIOM KOPPEITUPYET C TSDKECTBIO T'eMOpPparuvecKux
MPOSIBJICHUHN. Y MAIMEHTOB C SKCTPEMAIBHO HU3KUM cojiepkanneM TpoMoOonuToB (< 10-20 x 109/m)
PHUCK TSDKEIBIX KPOBOTECYCHUH BbINIC. J[OTONHUTEIHHO TPU BBHIOOPE TEPANCBTHYECKOW TAaKTUKU
3a4acTyl0 HEOOXOJMMO TPUHMMATh BO BHUMAaHHE WIMPOKHH KPYr APYTrUX MEIUIUHCKHX H
IICUXOCOIMaIbHBIX (pakTopos [11-18]:

MEIUIIUHCKUE PaKTOPHI:

- Tspkenast KPOBOTOUMBOCTH B aHAMHE3E

- TpaBma (0coOeHHO TpaBMa r'oJIOBHI!)

- HenaBHO mepeHeceHHbIE HITH IJITAHUPYEMblE HHBa3HUBHbBIC BMEIIATEIbCTBA

- ComyTcTBYIOIIME COCTOSHUSA M 3a0osieBaHus (rojioBHas O00Jib, JUXOpaJiKa, TEUEHUE
WHQPEKIIMOHHOTO 3a00JICBaHUs WM TICUXHYECKOE 3a00JICBaHUE U JIPYTroe)

- [ToTpeOHOCTB B ipueMe JeKapcTBEHHBIX cpeacTB (Harpumep, HITBIT wiu aHTHKOATYIISIHTBI)

IICUXOCOLHMAJIbHBIC (l)aKTOpBIZ

- HeB03MOXXHOCTB KpYIJoCyTO4YHO Ha6J'II-O,I[aTB MmanueHTa, HaJAC)KHO KOHTPOJUPOBATL €TI0
MOBCACHHUC U 3aIIUIIATh OT TPAaBM (OCO6CHHO JeTel MIIadIIero BOBp&CTa)

- Y1aneHHOCTh MecTa MPOXKHUBAHUA OT MCAULUHCKOT'O YIPCIKACHUA

- HpI/IBep)KeHHOCTB TCpalru ManueHTa UJIni €ro CCMbU U AIpyroe

Jl7is Bcex MalMeHTOB BaKHO B3BEIIMBATH MPEHMYIECTBA U HEJAOCTATKU PA3IUYHBIX BHUJIOB
Tepanuy, MHHUMH3UPOBATh PHCKU PA3BUTHS HEXeNaTelabHbIX dJ(PPEeKToB U  00ecrnedyuTh
YJIOBJIECTBOPUTEIHLHOE KAYeCTBO YKHM3HH, CONPSDKEHHOE ¢ 3a00sieBanue [11-18].

COBpeMeHHLIC BU/JBbI CHCI_II/I(I)I/I‘{CCKOI\/II TCpaIunu OCHOBAHBbI Ha HU3BCCTHBIX
HaTO(bI/IBI/IOJlOFI/I‘ICCKI/IX MCXaHU3MaxX PpPa3BUTHA HUTII. IlocaenoBaTreidbHOCTP B Ha3HAYCHHUU
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Pa3IMYHbIX BUIOB NATON€HETUUYECKON TEpaluy UMEET Ha3BaHue JIMHUM Tepanuu. Ilpenapartsl 1-oit
(vaunmansHOi) UK Tepanun: BBUTI'** u 'KC npuMeHSOT npy JIeYeHUH TalUueHTOB ¢ TSHKETION
BriepBble nuarHoctupoBaHHoi WTII w mpu mpoBeAeHUM HEOTIOXKHOM Tepamuu C JII000H
JUTUTEIILHOCTRIO 3a00eBanus [16]. s neuenus maiueHToB ¢ Tsokenoit UTII mpu oTcyTcTBUY WK
oTepe TPOMOOLMTAPHOIO OTBETa HA WHULMAIBHYIO TEpallui0 IPUMEHSIOT BapUaHTHI
nocnenyomux (2-oif u 6osee) nUHUNA. V3 MEIMKaAMEHTO3HBIX IPENapaToB sl MOCIEAYIOLICH
Tepanuy B HACTOSIIEEe BpeMsl HauboJiee MUPOKO U3YUEHO JIEHCTBHUE arOHUCTOB TPOMOOIIOITHHOBBIX
peuenTopoB (34ech MW Jajiee IMOJ aroHHUCTaMd TPOMOOIOITHHOBBIX PELENTOPOB MOHUMAIOTCS
OTIeNbHBIE Ipenaparbl W3 rpynnsl "Jlpyrue remocratuyeckue Mpenaparbl JUIsi CUCTEMHOTO
npumenenns" (B02BX mo ATX kmaccudukanum): poMuruioctum™**  u  snrpombonar**) u
MOHOKJIOHQJILHBIX aHTUTEN, #purykcumada** [12, 16]. [Ipyras MemukaMeHTO3Has Teparws,
BKJIKOYAION[asi UMMYHOJEIIPECCAHTHI, ATKWINPYIOIINE CPENCTBA, MPOTUBOOIYXOJIEBbIE MPENapaThl,
TOPMOHBI U HEKOTOPBIE JIpyrue, He MPOXOANBIINE KOHTPOJIMPYEMbIE KIMHUYECKUE UCCIIEI0BAHMS,
MPUMEHSIOTCS B HACTOsIIee BpeMs y JeTell Bce pexe, B ciydasix HedI((EKTHBHOCTU WIN
HEJOCTYIMHOCTH TepanuH, 3P(GEeKTUBHOCTh KOTOPOH MOJAKpEIIeHa HAJECKHBIMH KIMHUYECKUMU
naHHbIMU. CIIHCOK COBPEMEHHBIX BHJOB Tepanuu, npumensembix B sedeHun UTIL y nereit
npenctaBieH B npuiokeHun A3. OueHka >(QQGEKTUBHOCTH TEpanuud OCYIIECTBISETCS IO
KPHUTEpHUSM, IPEICTaBICHHBIM B paszeie 7 [1, 13].

3.1. Tepanua naumMeHTOB C BnepBble AnarHoctuposaHHoun UTI

OCHOBHBIM BONIPOCOM Tepanuu JeTedl ¢ BhepBble auarHoctupoBaHHo WTII saBmsercs
HEO0OXOIMMOCTh Hayaia JICYeHUs, HAMPaBJICHHOTO Ha TOBBIINIEHHE KoJuuecTBa TpoMOouuToB. K
PELICHHUI0 JAHHOTO BOIMpOCAa HEOOXOAMMO MOIXOAUTh KOMIUIEKCHO, PYKOBOJCTBYSCH TIJIaBHBIM
00pa3oM TSHKECTBhIO TeMOPPAarHueckoro CHHAPOMA U UHIUBUIYAIbHBIM PUCKOM Pa3BUTHUS TSKEIIOTO
KPOBOTEUEHUS, a HE MCKIIOYUTENIBHO KoJndecTBOM TpoMOormToB [10, 13-18]. Jlna nereit c
BrepBeie auarHoctupoBanHoi WTII xapaktepHa TeHIeHIUS K OBICTPOMY BOCCTAHOBJICHHUIO
KOJIMYEeCTBa TPOMOOLIMUTOB M PEAKOCTh TSKENbIX KpPOBOTE€UeHMH. YacToTa KpOBOTEUEHHIA,
TpeOytomux Tepanuu, coctaniseT 30-56%; cepbe3HbIX, KIMHUYECKU 3HAYUMBIX KPOBOTeUEHUH (4-
0¥ CTENCHM THKECTH) — He mpeBbimact 3-4% [13], a puck pa3BUTHS caMOro TPO3HOTO OCIO0KHEHHUS
UTII, upeBaToro cMepThbiO MalMEHTa WU TSHKEIBIMU WHBAIMIM3UPYIOIUMHU TOCIEACTBUSIMU,
BHyTpHuepenHoro kpoBomsmusaus — 0,2-1% [10, 13-18]. OcHoBHbIE (PAKTOPHI PHUCKA Pa3BUTHS
TSOKENBIX YIPOXKAIOIIUX KU3HU KPOBOTEUEHHH, B YaCTHOCTH BHYTPUUYEPEIIHOTO KPOBOM3IMSIHHUS,
Ipe/icTaBjIeHbIl B pazzene 7.2.

Jlnst  OONBIIMHCTBA  J€Te ¢ HETsDKeNoW  BrepBble  auarHoctupoBanHot — WTII
MEMKAaMEHTO3HOE JIedeHHe He TpeOyeTcs, U B KaueCTBE TEPaleBTHUECKON TAKTUKH MOXKET OBITh
JOCTaTOYHO THIATENILHOTO HAONIOJCHUS W TOTOBHOCTH HA3HAUMUTH JICUEHUE TPU TOSBICHUU
MIPEIBECTHUKOB yrpoxaromiero kxu3nu kposoreuenus [10, 13-18]. Ognako mpu 3TOM HEOOXOIUMO
YUUTBIBaTh, YTO B Psi/ie CIy4yaeB JOCTOBEPHO OLIEHWUTh WHIUBUIYAIbHBIH PUCK BO3HUKHOBEHHS
TSOKENBIX KpoBOoTeueHUil y pebenka TpynHo [19-21]. Bce mammeHThl ¢ TsKeNIbIMH (QopMamH
BriepBble nuarHoctupoBaHHoit UTII HyxnaroTcs B NMpOBENEHUHM MHMLIMAIBHOM crenuduyeckon
Teparnuy MpernapaTaMu, MOBBIIAIIAME KOJHYECTBO TpoMOOIUTOB. (mpuioxkenne A3) [13-18]. B
PEIKUX CIy4asx MOTYT MOTPeOOBAThHCS MOCIIEAYIONINE BUIbI Tepanuu (npuiokenue A3) [13-18].

- Pexkomennyercs  nuHaMuyeckoe — HaOJIOJEHWE 32  NAIMEHTaMHM € BIEpBBIC
muarHoctupoBaHHo WTII ¢ He3HauuTeNnbHBIM M JIETKUM Te€MOpparMyeckuMm cuHapomom (1-2
CTEIEHb TSHKECTH) MPU OTCYTCTBUU JAPYTUX METUIIMHCKUX H/HIU COLMANIBHBIX (hakTOpoB pucka [ 13-
18].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YypoBEeHb I0CTOBEPHOCTH JJOKA3aTENbCTB — 5).

KoMMeHTapuu: mauueHTsl ¢ Boepsble auarHoctupoBaHHod WTII moryr mpeseHTupoBath ¢
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CUMIITOMOB KPOBOTOYHMBOCTH PA3IMYHON CTETICHU TSHKECTH, KOTOPBIA OOBIYHO KOPPEIUpYET C
KOJIMYECTBOM TPOMOOITUTOB. B I1eloM pHCK pa3BUTHS TSKEJIOW KPOBOTOYMBOCTH IMOBBIIICH HpPU
KomyectBe TpoMOoruToB MeHee 20-30 x 109/n. ComyTcTBytommue GakTOpbl TAKKe UTPAIOT POJIb B
réeMoCcTa3c, 4YTO MOXKCT BBI3BATh HGO6XOI[I/IMOCTB B HayalJi€ MeﬂHKaMCHTO3HOfI TCpaIlun Ipu
OonpmieM 4Yuciae TPOMOOIMTOB. BBDKMIAaTeNbHAs TaKTHKAa y JAETEH MOXKET HPUMEHSTHCS TPU
BO3MOYHOCTH MPOBEACHUS PETYISIPHBIX TOBTOPHBIX OCMOTPOB U KPYIJIOCYTOYHOI'O OOpalleHus 3a
MGHHHHHCKOﬁ IIOMOIIbIXO;, AJId BCEX ITAallUCHTOB Tpe6yeTca [[I/IHaMI/I‘-ICCKI/Iﬁ KOHTpPOJIb 3a
KIIMHUYCCKUM  COCTOSIHMEM, OLCHKAa CTCIICHU TSKCCTH TICMOpparndeCKoro CuUHIApoOMa H
nabopaTopHBIi MOHUTOPHHT KOJMYECTBA TPOMOOIIMTOB; YacTOTa OCMOTPOB W JabOPAaTOPHBIX
I/ICCJIe[[OBaHI/Iﬁ 3aBUCUT OT TSAKCCTHU I'E€MOPparudcCKoro CUHApomMa, TCHACHLIUHN (CHI/I)KGHI/IG HIIN
MOBBIIIEHUE) KOJIUYECTBA TPOMOOLIMTOB U APYrUX MHIAUBUAYAIbHBIX (PAaKTOPOB; NMPU YXYIIEHUU
COCTOSIHMSL Wiu "TpanchopMmanuu" B Jpyroe TeMaToJioTHYecKoe 3abojieBaHue Tpeldyercs
KOPPEKIHUS TEPANEBTUUECKON TAKTUKH.

- PexomeHyeTcss MeIMKaMEHTO3HOE JIEYEHHE MAllMEHTOB C BIIEPBBIE JUArHOCTHPOBAHHOM
WTII npu ymepeHHOM reMopparuyeckoM cuHiapome (3 cTeneHb TSXKECTH) W/WUIN HAIMYUK IPYTUX
MEIUIIMHCKUX W/WIH COLMAIbHBIX (akTopoB pucka [13-18].

VYposens yoeautenbHOCTH pekoMeraaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KommenTapun: 11 manvieHTOB ¢ BoepBble jguarHoctupoBaHHod WMTII m ymepeHHBIM
reMOpparu4eckuM CUHAPOMOM (3 cTemeHb TSHKECTH) MOXKET MPUMEHSATHCS BBDKUAATENIbHAS
TaKTHKa, OJIHAKO, YYUTHIBAs, YTO MAIIMEHThl C YMEPEHHBIM I'€MOppParu4eckuM CUHAPOMOM Ooiiee
MOJBEPKEHBl PUCKY PAa3BUTHUS TSDKEIBIX KPOBOTEUEHUM, A 3TOM TIpynmbl MAalMEHTOB YacTo
TPeOYIOTCS TOCTIMTATTU3AIIHS.

- PexomeHnyercs HEOTJIOKHOE MEIMKAMEHTO3HOE JICUEHHWE TAIMeHTOB C BIIEPBBIC
muarHoctupoBanHoit UTII mpu TspkenoMm remopparudeckoM cHHApoME (4 CTeTNeHb TSDKECTH) MpH
T000M KoJIMYecTBe TpomMOoIuToB [13-18].

VYposeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KomMeHTapuu: ety AOKHBI ObITh TOCIHMTAIM3UPOBAHBI JJIS MPOBEIACHHS] HEOTIONKHOU
MEMKaMEHTO3HOU Tepanuu (CM. pa3/iesl HeOTIOKHAs Tepanus).

- Pexomennyercss ajis MHULNMAIBLHOW Tepanvy MAIMEHTOB C BIIEPBBIC JUArHOCTUPOBAHHOM
WTII ucnons3oBate BBUI™** o oxnoii u3 cxem [11-18, 22]:

- KypcoBas no3a 0,8-1 r/kr/kypc B Teuenue 1-ro aHs;

- KypcoBas no3a 1-2 r/kr/kypc B TeueHue 2-5 qHeil.

VYpoBeHb yoeauTeabHOCTH pekoMeHaaiuii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KommenTtapuu: wucnonpzoBanue kypcoB BBUI** nauboniee mnpeamnoyturenpbHo Ams
uHunmanbHoi Tepanuu gerei ¢ UTIL, HO rnmaBHBIM 00pa3oM, MpH YMEPEHHOM WIH TSDKEIOM
reMopparu4eckoM cusapome (3-4 cremneHu) Ans KyNHUPOBaHUS KPOBOTECUCHHS WM YMEHbBIICHUS
CTENIEHHU €T0 TSDKECTH, a TAKXKE MAIlMEHTaM C BHICOKMM PHUCKOM Pa3BHTHS TSIKEIIOTO KPOBOTECUCHUS
npu HeahdexrusHocTu ['KC.

- Pexomenayercs ucnoap30BaTh MOBTOpHOE BBeneHue BBUIT** B momHOM KypcoBo#t 103e it
JiedeH s TAlUEeHTOB C BIiepBble quarnoctupoanHoit UTIT [11-18].

VYpoBeHb yoeauTeabHOCTH pekoMeHaauii — C (YypOBEHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KommenTtapun: nosropaoe BBenenue BBUI™** pekoMmeHayeTcss mpu MpoI0SKaIOMeMcs UiIn
BHOBb Pa3BHUBIIEMCS KPOBOTEUEHUU U TMPU OTCYTCTBUU YIOBIETBOPUTEIHLHOTO OTBETa (KOJIUYECTBO
TpoM6bormuToB MeHee 50 x 109/) uepes 24 yaca mocine NepBOro BBEICHUSI.

- Pexomennyercs Ajis MHULMAIBHOW Tepanuy MAMEHTOB C BIIEPBbIE JUArHOCTUPOBAHHOM
WTII ucnonw3oBatk 'KC mo oanoit u3 cxem [11-18]:
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- I[pemumzonon®* 1,5-2 Mr/kr B cyrku (cTaHZapTHBIE [03bI) per os Ha 21 geHb ¢
IIOCTETIEHHBIM CHIKEHUEM JI03bI JI0 IIOJIHOM OTMEHBI;

- Jlekcamerazon** 40 Mr/kr B CyTKH (TIOBBIILIEHHBIE J103bI) Per OS HA 4 JHS ¢ OTHOMOMEHTHON
OoTMEHOH, 1-3 kypca

YpoBeHb yoeauTenbHOCTH pekoMmenaanuii — C (ypoBeHb JIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KomMenTapuu: yuutbiBasg 0Oojee MEAJICHHOE IMOBBIIIEHWE KOJUYECTBA TPOMOOLMTOB MpHU
UCIO0JIb30BaHUU cTaHgapTHeiX A03 ['KC, Takoli pexuM NpeanoyTUTENbHEE IPU OTCYTCTBUU
CUMITOMOB TSDKEJIOW KPOBOTOUMBOCTH WM pHUCKa ee pa3BuTus. [IpenmyliecTBoM IpuMEHEHUs
MOBBIIEHHBIX JI03 SBJIAETCS MEHbIIAs BEPOSTHOCTh PAa3BUTHS HEXKENATENIbHBIX SBJICHUM Tepanuu
I'KC. Ilpu orcyrcTBUM TpOMOOLIMTApHOIO OTBETa B TEUEHUE 2 HEJENb PEKOMEHIyeTcs Oosiee
ObIcTpoe (B TeueHue 1 Helenu) CHIXKEHUE 103 PenaparoB /10 HOJHONW oTMeHBI. C 0CTOPOKHOCTHIO
cienyer wucnonb3oBath Kypchl ['KC y nered, HemaBHO TEpPEHECIIMX TsDKENble WH(EKIUn
(HampuMep, TpUMNN WIM BETPSHYIO OCIY), IPU HAJIWYMM KOHTAKTa C BETPSHOW OCION U MpH
COITYTCTBYIOIIUX IICUXUATPUUECKUX 3a00JIEBAHUSX.

- Pexomenayercs mnpu Tspkenoil BrepBble auarHoctupoBaHHo WTII mpu  orcyrcTBHM
abdexta oT Tepanmu 1-0¥f JTUHUM (PE3UCTEHTHOCTH) HWCIOJIB30BAHUE TOCICIYIOMMNX BHJIOB
Tepanuu: POMHUILIOCTUM**, anTrpombomniar** (pomuruioctum™** st merert miaamie 1-ro roga u/umm
MIpU JUTUTEIIBHOCTH 3a00JieBaHus MeHee 12 mecsieB; antpomoOonar®** mus meredt mutasme 3-X JeT
w/umu nipu amurensHocTH UTII Menee 6 mecsiieB — BHE 3aperMCTPUPOBAHHBIX MOKA3aHUN) WIH
#putykcuma0** B cTaHIapTHBIX 103upoBKax [11-18]:

- Pomumoctum™* 1-10 MKI/Kr B HEAENIO MOJKOXHO (/1032 W JUIMTENbHOCTH TEpanuu
MO IOMPAIOTCS MHANBUIYATBHO);

- DntpoMOomar** 25-75 mr/cyrku per os (7m03a ¥ JAJIMTEILHOCTh TEPAIUH TI00MPAIOTCS
WHIMBHUIYyaJIHHO);

- #Putykcumab™** 375 mr/mM2 X 4 e)xxeHeeNbHBIX BHYTPUBEHHBIX BBEICHUS.

YposeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KomMenTapuu: [uisi Ie4eHHs MAlUEHTOB, Y KOTOPHIX COXPAHSAIOTCS KIMHUYECKU 3HAYMMbIE
KPOBOTEUEHUSI W/WJIM DKCTPEMAIbHO HHU3KOE KOJWYeCcTBO TpombouuToB (MeHee 10-20 x 109/m),
COMPSDKEHHOE C TOBBIIMICHHBIM PUCKOM DPa3BUTHS KPOBOTOUMBOCTH, W/WIM IPYTHE METUIIMHCKUE
(hakTOpOB pUCKa Pa3BUTHA KPOBOTEUEHUH MpPHU OTCYTCTBUU WJIM MOTEpPE OTBETA Ha Tepamnuio 1-oi
JUHUHM, CO 3HAYUTEIbHBIM HapYIICHHEM KauecTBa JXU3HM W HYXKJAIOIIUXCA B MPOJOJLKEHUU
Tepanuu, paccCMaTPUBAIOTCS BapHAHTHI Nocienyolei 3¢ GhekTuBHON U 6e3011acHOM Teparnuu, Takue
KaK aroHUCThl TPOMOOIOATHHOBBIX  PEIENTOpOB  (poMHUILIOCTUM**,  anrpombOomar**) wu
#putykcumab**. Ilpm BmepBeie auarHoctupoBanHoi WTII aroHuUCTsl TPOMOOTIOITHHOBBIX
pEelenToOpoB U H#PUTYKCUMAO™* MPUMEHSIOTCA B TOM K€ peXUMe, KaK MpH MEePCUCTUPYIOIIEH U
xpoHunueckoit UTII.

3.2. Tepanusa naumeHToB ¢ nepcuctupyrowen UTM

[Taumentsl ¢ nepcuctupyroniein UTII, HecMOoTpst Ha OTCYTCTBHE CIIOHTAHHOTO OTBETa WIIU
JOCTMIKEHHWE JIMIIb TPAH3UTOPHOIO OTBETa HA WHULMAIBHYIO TEpalHi, HMEKT MEHBIIYIO
JUINTENbHOCTh 3aboyeBaHus W Oojee OIArompuATHBII TPOTHO3 B OTHOIICHUU JIOCTHIKEHUS
PEMUCCHUH, TI0 CPaBHEHUIO € mamueHTtamu ¢ xpoHuyeckou MTIIL Takke kak ¥ I NMAlMEHTOB C
BHEpBbIe quarHoctupoBanHoil UTII, pemenre o npoIoKEeHUH JIEUEHUS IETEU C IEPCUCTUPYIOLLEH
UTII cnemyer mpuHUMATh PYKOBOJICTBYSCH HE TOJBKO KOJMYECTBOM TPOMOOIIUTOB, HO U TSKECTHIO
reMOpparu4eckoro CMHApPOMa M WHIMBHUIAYaJbHBIM PUCKOM PAa3BUTHUS TSKEIOTO KPOBOTEUECHUS.
YuuteiBas = COXpaHSIOLIYIOCS ~ BEPOSATHOCTh  CIOHTAHHOI'O  BOCCTAHOBJICHHSI  KOJIMYECTBA
TPOMOOIIUTOB Yy A€TEH C ATUTEIBHOCTHIO 3a00NIeBaHusl MeHee 12 MecslieB, TepareBTUIeCKHil BBIOOP
CIeAyeT Jenarb B I0JIb3y MEAUKAMEHTO3HBIX BHJIOB JICYEHUs, B3BELUMBAs MPEUMYIIECTBA U
HEJIOCTATKU KaXJ0ro u3 HuX. s maruenToB ¢ HeTspkenou nepcuctupyromend UTII, nocturarommx
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TPAH3UTOPHOI'O OTBETA IPU NPHUMEHEHUU IIpenaparoB 1-oil JIMHUU, MOKET NMPUMEHATHCS TaKTUKA
HabmroeHus ¢ tepanueit "mo tpeboBanuio". Ilpu Tsoxenoit mepcuctupyromeit UTIIL, tpeOyromieit
PETYISPHOTO JICYEHHUS C LB NPEAYIPEKACHUS WIN KYIIMPOBAaHUS CUMIITOMOB KPOBOTOUMBOCTH,
coxpaHeHHeM (aKTOPOB PUCKA M 3HAYUTEIBHBIM HApyHICHHEM KadyecTBa >KU3HHU, MPUMEHSIOT
Tepanuio mpernapaTamMu NOCIEAYIOINX JUHUI. B kauecTBe MpeAnoYTUuTeIbHOIO BapuaHTa Tepanuu
ManueHToB ¢ Tsbkenoil nepcuctupyrouieit UTII paccmarpuBaroTcss aroHUCTbI TPOMOOTIOATHHOBBIX
peuentopoB [13, 16, 23]. YV 4YacTu NanMEHTOB TPOMOOIMTAPHBIA OTBET MOXET HMHIAYLIUPOBAThH
npUMeHeHne putTykcumaba**  [16]. [pyrume Buabl MenukameHTo3Hod Tepamum  WUTII
PEKOMEH/IYeTCsl MPUMEHSTh IMOCJC THIATEIFHOM OLIEHKU PUCKA M TOJb3bl MX HazHaueHus [16].
BhinosiHeHuE CIJICHAKTOMUM HE PEKOMEHAYETCsl paccMaTpuBaTh IO KpailiHel Mepe 10 12-Tu
MecCsIeB OT Ae0roTa 3a00JeBaHMA, 33 HCKIIOYEHHEM pEIKUX TSDKENbIX KIMHMYECKHX CIIydacB.
Onucanue peKOMEH1yeMbIX BUIOB NOCIEAYIOIIEH Tepanuy MpeACTaBIeHO B MPUIOKEHUN A3,

- Pexomenpayercst auHamMuueckoe HaboaeHue 3a naureHtamu ¢ nepcuctupyromeid UTII npu
HE3HAYUTEIIbHBIM U JISTKUM TeMOpparudyecKuM CUHAPOMOM (1-2 cTeneHp TAKECTH) MPU OTCYTCTBHHU
JAPYrUX MEAUIUHCKUX W/HITH COIMAIbHBIX (hakTopoB pricka [13-18].

VYposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KommenTapun: TakTtuka HaAOMIOJEHUS MOXKET MPUMEHSTHCS MPH BO3MOKHOCTU TMPOBEIACHUS
PEryspHBIX MOBTOPHBIX OCMOTPOB U KPYIJIOCYTOYHOTO OOpAIIeHHsS 3a METUIITMHCKOW MOMOIIBIO;
TpedyeTcss TUHAMUYECKHH KOHTPOJb 3a KIMHUYECKUM COCTOSITHHEM C OIIEHKOW CTENEHU TSHKECTH
reMOpparu4eckoro CMHAPOMa U JTaOOPaTOPHBIH MOHUTOPUHI KOJIMYECTBA TPOMOOILIMTOB; YacTOTa
OCMOTPOB M J1TaOOPaTOPHBIX HCCIEIOBAaHUM 3aBUCUT OT TSKECTH T'€MOPpPAarHueckoro CUHApPOMa,
TEHJCHIMH (CHM)KEHHE WJIM TOBBIIIEHNE) KOJMYECTBA TPOMOOIIMTOB U JIPYIMX MHIUBUIYaTbHBIX
(hakTopoB.

- PexoMmenayercss MenMKaMEHTO3HOE Ji€4eHUEe MaiueHToB ¢ nepcuctupyromeid WUTIT mpu
YMEPEHHOM TeMOpparuyeckoM CHHIApOMe (3 CTeNmeHb TSKECTH) W/WIM TNpU HATUYUH JIPYTUX
MEIUIIMHCKUX U/HITH COIHAIbHBIX (hakTopoB pucka [13-18].

YposeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KomMeHTapun: HEoOXOJUMO Y4YUTHIBaTh, YTO MALIUEHTHI C YMEPEHHBIM T'eMOpparuyecKum
CUHApPOMOM 0oJiee MOABEPKEHbl PUCKY PA3BUTHS TSOKENbIX KPOBOTEUEHUH, AL ATON TPYIIIIbI
MAUEHTOB TPEOYIOTCS TOCHUTATN3ALIUS.

- PekoMeHyeTcsi HEOTIIOKHOE MEIANKAMEHTO3HOE JICYCHHE IMAIl[MEHTOB C MEPCUCTUPYIOIICH
UTII mpu TSHKEIOM eMOpparkdeckoM CHHAPOME (4 CTENeHb TSHKECTH) MPH JIFOOOM KOJMYECTBE
tpomboruToB [13-18].

VYpoBeHb yoeauTeapbHOCTH pekoMenaaruii — C (YypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KoMMeHTapuu: JIeTH JOJDKHBI OBITh TOCIUTAIN3UPOBAHBI IS MPOBEACHHS HEOTIONKHOM
MeIMKaMEeHTO3HOM Tepanuu (cM. pasaen HeoTnoxkHas Tepars).

- Pexomenayercs wucnons3oBath kKypcel BBUI'** u I'KC gna tepanum npereit ¢
nepcuctupytorieit UTIT mo cxemam, aHATOTHYHBIM ¢ BriepBbie BbisiBiieHHOW WTIT [11-18].

VpoBeHb yoeautenbHOCTH pekoMeraanuii — C (YypoBeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KommeHTapuu: B cityyasix HEOOXOIUMOCTH OBICTPOTO MOBBILIIEHUS KOJMUYECTBA TPOMOOLIUTOB
y nanuentoB ¢ nepcuctupyromeit UTII npumenstor BBUI'™** u I'KC B kadectBe Tepamnuu "mo
TpeOOBaHMIO" B PEKUMax, aHAIOTUYHBIX ¢ BIiepBble AuarHocTupoBanHoi UTII, unm HeoTIOXKHYIO
Tepanuio. Ecayu mammeHT Haxoauscs MoJ HaOMIoJEHHEM M paHee He MoJjydyall Teparnuio, TO Ipu
mo6oit murensHoctd UTII HaunHaTh Tepanuio ciaeayeT ¢ mpenaparoB 1-oi IMHUU.

- PeKOMeH,Z[yeTCH IMOBTOPHBIC III/I(I)(I)CpCHI_II/IaJ'IBHO -AUarcHoCTUYCCKOC O6CJ'I€,Z[OB3HI/IC
nanmueHTaMm ¢ HCpCI/ICTI/Ipy'IOH_ICﬁ HUTII ¢ nenpr0 HCKIIOUEHHUS HMHBIX BO3MOXKHBIX IMPpUYIUH
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tpombormronenuu [16-18, 23].
YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (YpOBeHb JIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).
KomMmeHTapuu: mpu OTCYTCTBUH YIIYUIICHUS COCTOSHHMSI M COXPAHCHHH MOTPEOHOCTH B
MPOJIOJDKEHUH JICUCHHSI, BBISIBJICHUM HOBBIX KIIMHUKO-TA0OPATOPHBIX IMPHU3HAKOB 3a00JICBaHUS
HEOOXOJUMO  TMOBTOPHUTH  OO0s3aTe/ibHBIC  OOC/IECAOBAHUS M MPOBECTH  JIOMOJHUTEIHHOE
o0cIteI0BaHNEe, OCHOBBIBASCH HA KIIMHUYCCKOM CUTYaIlHH.

- PexomeHnyercs  MCHOJIb30BAHME  arOHUCTOB  TPOMOOIOATHHOBBIX  PELIENITOPOB
(pomurutocTuM**,  aaTpoMOOmar**) KadecTBe MPEIIMOYTHUTEIBHOTO TOCIEAYIOIMIETO  BHIA
MEJIMKAMEHTO3HOM Tepaluy NalUMeHTOB IpH Tspkenod nepcuctupytomedn WTII B cranaapTHBIX
JO3UPOBKAX (poMHUIIOCTUM** i geTedl mulammie 1-ro roJa W/WiaM Npu  JJIMTEITBHOCTH
3a0osieBaHus MeHee 12 MecsueB; saTpoMOomar** st nered mutaname 3-X JIeT WWIM TpH
mmutensHOCcTH UTII Menee 6 mecsitieB — BHE 3aperucTpUpOBaHHBIX Mokazanui) [10, 13, 26-30, 14-
18, 23-25]:

- Pomumoctum™* 1-10 MKI/Kr B HEAENIO0 MOJKOXHO (/1032 W JUIMTENBHOCTH TEpanuu
oAOUPAIOTCSl UHIMBUYAJIbHO),

- OntpoMOomar** 25-75 mr/cytku per os (7032 W JJIMTEILHOCTh TEPAIUH TI0OMPAIOTCS
WUHIUBUIYAJIbHO).

VYposens yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KomMMeHTapuu: npu OTCYTCTBUU CIIOHTAHHOM PEMHCCHU WJIM CTaOMJIBHOTO TPOMOOIIUTAPHOTO
OTBeTa Ha Tepanuu 1-oi nuHuM y Aerel ¢ TsokenbiMu popmamu UTIIL, HecmoTps Ha HEOOIbIIYIO
JUITENbHOCTh 3a00JI€BaHMsI, B KaUeCTBE MPEANOYTUTEIHHOIO BapuaHTa MOCIEAYIOUIeH Tepanuu
ClIeyeT paccMaTpuBaTh AarOHUCTHI TPOMOOMO3THMHOBBIX pELENTOpPOB. Bo3MOXHO NpHUMEHEHHe
pomuriocTumMa**  wu  sarpoMmOomara** B pEeKOMEHIyeMOM pEXHME, B TOM UHCIE BHE
3aperucTpupoBaHHBIX moka3aHuil. [lpm  HEOOXOOUMOCTH  arOHUCTBI  TPOMOOTOSTHHOBBIX
PELenTopoB NPUMEHSIOT B KOMOMHAIIMM C MIpernapaTaMy MepBoi TUHUK. Eciu manueHT Haxoqusics
1moJ1 HaOIO/IEHHEM M HE ToJIydall TIPEeXAe Tepamuio 1-o¥f JIMHUM, Ha3HA4YCHHE POMHUILIOCTHMA™*
WJIU DIITpoMoOomiara®* He peKoOMeHIyeTCsl.

- Pexomennyercs mNpuUMEHEHHME TaKTUKM CO CMEHOM OJHOrO BHJA AaroHHCTa
TPOMOOTIOATHHOBBIX PEIENTOPOB (poMHIUIOCTUMA** wmimm snTpomOonara**) Ha apyro mpu
Tsokenoil mepcuctupyromein MUTII B cTanmapTHBIX J03UpOBKax (POMHUIUIOCTAM™**  1yist perei
mJazire 1-ro rojga u/Wim npy IIUTEIBHOCTH 3a00JIeBaHms MeHee 12 MecsieB; daTpomMoonar** s
nereil miaame 3-X  ger w/wuiam npu  mTtensHoctd UTII Menee 6 wmecsneB — BHE
3aperucTpupoBaHHbIX Mokazanuii) [10, 13, 34-38, 14-18, 31-33].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii — C (YypoBeHb JTOCTOBEPHOCTH JIOKA3aTeIbCTB — 4).

Kommenrtapuu: ans nmereit ¢ TspkenbiMud ¢dopmamu 3aboneBanus npu HedpPeKTHBHOCTH,
MoTepe OTBETA, IMIIOXOW MEPEHOCUMOCTH WM Pa3BUTUU HEXKENATEIbHBIX SBJICHUN TEparuu MepBbIM
arOHUCTOM  TPOMOOIOATHHOBBIX  PELENTOPOB  BO3MOKHA CMEHAa Ha JIPYrod  aroHUCT
TPOMOOTIOSTUHOBBIX ~ PELENTOPOB B  PEKOMEHJOBAHHOM pEXHUME, B TOM 4HCIE BHE
3aperucTPUPOBAHHBIX TIOKa3aHUM.

- PekoMmennyercst ucnosip30BaHHE MpenapaTa #puUTykcuMaO™* B KkauecTBe IOCIEIyIOLIEro
BHUJIa Tepanuy npy TspKenoi nepeuctupyromeit UTIT [12-18]:

- #Putykcumab** 375 Mr/mM2 x 4 exxeHellebHbIX BHYTPUBEHHBIX BBEJICHUS

VpoBeHb yoeautenbHOCTH pekoMenaanuii — C (YypoBeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KomMmeHTapuu: npu OTCYTCTBUM CIIOHTAHHOW PEMHMCCUU WM CTAaOUIBHOTO TPOMOOIIMTAPHOT O
OTBETa Ha Tepanuu 1-oif nuHUM, y AeTeil ¢ TsokensiMu popmamu nepcuctupyromieit UTIT moxer
MPUMEHATHCS PUTYKCUMaO™*. J[aHHBIN BHJ Tepanuu MPEINOYTUTENIEH MPU HEJOCTHKEHUH WIN
noTepe OTBETa, IUIOXOW IEePEeHOCHUMOCTH WJIM Pa3BUTUU HEKENATENbHBIX SBJICHUN Tepanuu
aroHNCTaMH TPOMOOTIOATUHOBBIX PELENTOPOB, y MAIMEHTOB MOJPOCTKOBOIO BO3pPAcTa, OCOOCHHO
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’KCHCKOTO T10J1a ¥ UMEIOIIMX JIPYTUe ayTOMMMYHHbBIE 3a00s1eBanus [16].

- Pexomenpayercs ucnonb3oBanue KypcoB Bbicokux 103 ['KC npu Tspkenol nepcuctTupyromei
WTII [11-18].

YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (YpoBeHb JIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KoMMeHTapuu: Juis 4acTu HalMEeHTOB MOTYT paccMaTpuBaThbCs HOBTOPHbIE (2-6) KypcChl
BBICOKHX /103 JIeKcaMeTa3oHa™* B pexxumax, peKOMEH/I0BaHHBIX /ISl MHULIMAJIbHON U HEOTJIOKHOU
Tepanuu.

- PekoMeH1yeTcsl BBIIIOJIHEHHE CINIEHIKTOMUH y MalueHToB ¢ nepcuctupyromeit UTII Tonbko
B KpalHKX, KIIMHUYECKH TSOKEJbIX ciaydasx [15-18].

YpoBeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KoMMeHTapuu: crjieH3KToMusl y JeTel JoJKHA ObITh OTJIOKEHA 1Mo KpaiHel mepe o 12-Tu
MecSlleB OT TIOCTAaHOBKM JHarHo3a, 3a HUCKIIOYEHHEM CIy4yaeB TsDKEJIOro 3abosieBaHMUs,
XapaKTEePU3YIOMIETOCs KIMHUYECKHM 3HAYMMBIMU PELUIUBUPYIOIIMMH  KPOBOTEUEHUSIMHU, CO
3HAYUTENIbHBIM HApYIIEHHEM KauecTBa XM3HU M COMPOBOXKIAIOIIETOCS OTCYTCTBHEM OTBETa WIIU
HENEPEHOCUMOCThIO PEKOMEH/I0BaHHBIX BAPUAHTOB MEIMKAMEHTO3HOM Teparnuu.

1. Pexomenayercs UCHOJIb30BAHHE HMMMYHOJEIPECCAHTOB, AJKWIMPYIOIIUX CPEICTB,
IIPOTUBOOITYXOJIEBBIX IpPENaparoB IpU COXpaHeHWM kpurepueB Tspkenot HWTII  mocne
Hed(DEKTUBHOCTH IPYrMX PEKOMEHI0OBaHHBIX BapuaHTOB Tepanuu [ 13-18].

VYposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KomMMeHTapuu: apyrue cymecTByrolnue BapuaHThl JEKapCTBEHHBIX CPEACTB, IPUMEHsIEMbIE B
tepanuu UTII, He mpoxoauian KOHTPOJUpPYEMble KIMHUYECKUE HMCCIEIOBAHUS, OOJBIIMHCTBO W3
HUX XapaKTEepH3yeTCsl HENpPEICKa3yeMOll BEpOSITHOCTBIO OTBETAa M Pa3sHOOOPa3HBIMHM MOOOYHBIMHU
spdexramu. [IpuMeHeHMe CpeacTB U3 JaHHBIX TPYI CIEAYET paccMaTpUBaTh B KAU€CTBE BapuaHTa
Tepanuu y HEOOJBIIOr0 YHcia MALUEHTOB, B CIydasX OTCYTCTBHUA 3(PQeKTa OT Tepanuu, Npu
HJINYUM NPOTHBOIOKA3aHUHA WM NMPHU HEAOCTYMHOCTH TEpaluu CpeacTBaMH, 3(PQeKTHBHOCTh U
0€30I1aCHOCTh KOTOPBIX MOJKpENIeHa 0osiee Hale)KHBIMU KIIMHUYECKUMHU JJAHHBIMH.

3.3. Tepanusa naumeHToB ¢ XpoHnyeckon UTI

Tsoxenas xpounueckass UTIT (xXUTIT) — nocrarouno penkoe siejeHue y nereid. Ha ocHoBanuu
WHUIMAIBHBIX KIMHUYECKH JTaHHBIX W JabopaTopHOro oOCjeAOBaHHS CIPOTHO3UPOBATh TCUCHHE
3a00J1€BaHNUs] HEBO3MOXKHO. Bua mpoBoguMoro JiedeHus B neOroTe 3a00jeBaHUsS HE BIMSACT Ha
BeposTHOCTh XpoHuzauuu WUTII. Baxueinmum npuniunoM jgedeHus namueHToB ¢ xUTII sBasercs
€ro MakcumanbHas HHAuWBHAyanuzauusa. Y yactu gered ¢ xUTII remopparnueckuil CUHIpPOM
MOXXET OBbITh HE3HAYUTENILHBIM WIIU JIETKUM, U B TaKUX CIy4yasX MEIMKaMEHTO3HOE JIEYCHHE He
TpeOyeTcs, 3a HCKIIOYEHHEM Tepanuu '"mo TpeboBaHHIO", KOrja HEOOXOTUMOCTH IOBBIIICHUS
KOJIMYEeCTBa  TPOMOOLMTOB  JIUKTyeTCd  OCOOEHHOM  KIMHUYECKOW  CUTyaluedl  wiu
MICUXOCOIMAJIbHBIMU ~ TIOKa3aHUsAMU. Bujmamu Tepanuu '"mo TpeOoBaHUIO" TakkKe Kak TIpH
nepcuctupyromied UTIT seastorcss BBUI'** umn xopotkue kypebl 'KC. V' HekoTopbIX aereit
COCTOSTHUE MOKET MOCTETNEeHHO CTAOMIU3UPOBATHCS Ja)xe MPH JJIUTEIBHOCTH 3a00NieBaHUs Ooliee
12 mecsaues. Jns nampertoB ¢ Tspkenoid UTIL, y KOTOPBIX COXpaHSAIOTCS YacThle W/WIIN TSKETbIe
AMU304bl KPOBOTOYMBOCTH WM JUIUTEIBHO TEPCUCTHUPYIOT (AKTOPHl PHUCKA, 3HAYUTEIHHO
HapylIalIlie KayecTBO >KU3HH, PEKOMEHIYeTCs MOAOOp ONTHMAIBLHOTO BapuaHTa Tepanuu M3
uMermuxed. B Hacrosmee BpemMs B KauecTBE NPEANIOYTUTENBHOTO BapUaHTa JICYEHUS,
CIOCOOCTBYIOIIETO CHIDKEHUIO YAaCTOTHI U TSHKECTH KPOBOTOUMBOCTH, TOJICPKAHUIO KOJIMYECTBA
TpoMOOIIUTOB Ha "Oe3omacHOM" YypOBHE, CHIDKAIOIIETO PHCK pPAa3BUTHUS YIPOKAIOMINX KUZHU
KpPOBOTEYEHUH M  YIYYLIAKOWIETO KAadyeCTBO KU3HHU, CIEAYET paccMaTpuBaThb AarOHUCTHI
TPOMOOTIOATHHOBBIX PELENTOPOB. B ciiyuasx HEAOCTHKEHUS WM yTPaThl OTBETA Ha OJIUH aroOHHCT
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TPOMOOTIOITHHOBBIX PELENTOPOB, CIEAYET PACCMOTPETh BO3ZMOXKHOCTh 3aMEHBI HA JIPYroil arOHUCT
TPOMOOTIOITHHOBBIX PELENTOPOB, a Takke MNPUMEHEHHE pUTykKcuMmaba** WM BBINOJHEHHE
cruieHsKkToMuu. OnrcaHue OCHOBHBIX BUJI0B IIOCIEAYIOUIEH Tepanuu CM. B IPUIIOKEHUH A3,

- Pexomenayercs nuHamuueckoe HaOnojeHue 3a mnauumeHTamu ¢ xponudecko WTII ¢
HE3HAYUTEJIbHBIM U JIETKUM TeMOpparudyecKuM CUHAPOMOM (1-2 cTeneHp TAKECTH) MPU OTCYTCTBHH
JAPYrUX MEAUIUHCKUX W/HIIU COIMAIbHBIX (hakTopoB pucka [13-18].

YpoBeHb yoeauTenbHOCTH pekomenaanuii — C (YypoBEeHb JIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KommenTapun: nisi Bcex MalMeHTOB TPeOyeTCs JTUHAMUYECKUM KOHTPOJIb 38 KIMHUYECKUM
COCTOSIHMEM, OIICHKa CTEMEeHM TSHKECTH TIeMOPPAaruyecKoro CHHIApPOMAa H  JIa0OPaTOPHBIM
MOHUTOPHHT KOJIMYECTBA TPOMOOIIUTOB;, YAaCTOTa OCMOTPOB M OOBEM JPYrux JIabopaTOpPHBIX
uccheoBaHuM, KpoMe oOmiero (KJIMHUYECKOTO) aHalu3a KpPOBU, 3aBHCHUT OT KIMHHYECKOU
CUTYyallM ¥ WHIAUBUIYaTbHBIX OCOOCHHOCTEHW TeueHUsI 3a00JIeBaHUS y TMAIMEHTA; MAI[UEHTHI C
OTSTOIIEHHBIM TE€MOPPArHYeCKUM aHAMHE30M JIOJDKHBI MMETh BO3MOXHOCTH KPYIJIOCYTOYHOTO
oOparreHus 3a MeTMIIMHCKOW MOMOTIIBIO "MIO TpeOOBaHHIO".

- PexomeHayerca MenmkameHTO3HOeE JiedyeHue nerer ¢ xponudeckoil UTII mpu ymepenHOM
reMopparu4eckoM cuHapoMe (3 cTeneHb TSKECTH) W/WIM NPHU HAIMYUU JIPYTHX MEAULHUHCKHUX
W/WITK CONMANTbHBIX (hakTopoB pricka [13-18].

VYposens yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KomMeHTapun: HeoOXOIUMO Y4YUTHIBaTh, YTO MAllUEHTHI C YMEPEHHBIM T€MOpparuyeckKum
CUHAPOMOM W/WIM HMEBIIUE B aHaMHE3€ reMopparmyeckue MposiBieHus 3-4 cremeHu Oosee
MOABEPKEHBI PUCKY PAa3BUTHUS MOBTOPHBIX TSAKEJIBIX KPOBOTEUEHHIH.

- PexoMeH1yeTcs HEOTJIOKHOE MEAMKAMEHTO3HOE JICUCHHE MalKueHTOB ¢ XpoHuueckoil UTII
MPU  TSOHKEIOM TeMOpPparudeckoM CHHApoMe (4 CTEmeHb TSHKECTH) MPH JFOOOM KOJHMYECTBE
TpomboruToB [13-18].

YposeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KoMmMeHTapuu: Bce [AeTH € TSKEIbIM TeMOPpParuyeckuM CHHIPOMOM JIOJDKHBI OBITh
rOCIUTATU3UPOBAHBI ISl HEOTJIOKHOM Tepanuu (cM. pa3zaen HeotnoxHas Tepanus).

- Pexomennyercst ucnonp3oBath Kypcbl BBUI'** u 'KC nst BpeMEeHHOTO MOBBIIIICHHS YUCIIa
TPOMOOIIMTOB Yy MALMEHTOB C TspKenoi xpoundeckoi UTIT [11-18].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMmMeHnTapuu: B ciyyasix He0OX0IUMOCTH ObICTPOTO MOBBIIICHHUS KOJIMYECTBA TPOMOOIIUTOB
y manueHtoB ¢ xpoHudeckoi UTII mpumensitoTcest mo3bl U pexxumsl BBeaenus BBUI™** u ['KC
aHAJIOTMYHBIE CO CXEMaMM PEKOMEHJOBAaHHBIMHM JUIsi BHepBble auarHoctupoBaHHodM UTII wim
HEOTJIOXKHOM TepaIHH.

- PexoMmenayercss TOBTOpHBIC  TU(QEpEHIMATBHO-IUATHOCTUYECKOE  00CIIeI0BaHHE
namuenTam ¢ xpounyeckoit MTIT [13-18].

VYpoBeHb yoeauTeapHOCTH pekoMeHaaruii — C (YypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KoMMeHTapuu: mpu OTCYTCTBHM YIYYIIEHUS COCTOSIHHUS W COXPaHEHHWH MOTPEOHOCTH B
MIPOJIOJKEHUH JICYEHUS], BBISIBICHUHM HOBBIX KIMHHMKO-TA0OPATOPHBIX MPHU3HAKOB 3a00JIEBAHUS C
LEeNbI0 HWCKIIOYCHHS] albTEPHATHBHBIX MPHYUH TPOMOOIMTONIEHUH HEOOXOAMMO TOBTOPUTH
oOs3aTenpHble OOCIENOBaHUS W TIPOBECTH JOIMOJIHUTENbHOE OOCIeIOBaHHE, OCHOBBIBASCH Ha
KITMHUYECKOM CUTYaIlnu.

- Pexomennyercss  MCHOJB30BaHHWE  AarOHUCTOB  TPOMOOIIOITHMHOBBIX  PELENTOPOB
(pomumuioctTumM**,  saTpomMbomar**) kadecTBe MPEANOUYTUTENHHOTO TOCIEAYIOMIETO  BUJA
MEIMKAMEHTO3HOM Tepanuu npu Tsokeynod XpoHuyeckon WTII B cTaHAmapTHBIX [TO3MpPOBKax
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(pomurocTuM™* st gereit muaamie 1-ro roga WMWK NpU ATUTEIHHOCTH 3a0o0jieBaHusa MeHee 12
MecsIeB; anTpomOonar** mis nereit muaame 3-x ser w/wiu npu amutensHoctn UTII menee 6
MECSIICB — BHE 3apeTUCTPUPOBaHHbIX Nokazanuii) [10, 13, 26-30, 14-18, 23-25]:

- Pomummoctum™** 1-10 MKI/Kr B HEIENIO0 IMOJIKOXXHO (1032 M JUIMTENBHOCTH TEPANUH
TUTPYIOTCS UHAUBUYAIBHO),

- Onrpombomnar** 25-75 wr/cytkm per os (032 W JUIMTEIBHOCTh TEPAlUU TUTPYIOTCS
WHJIMBUIYAJIBHO).

YpoBeHb yoeauTenbHOCTH pekomenaanuii — C (YypoBeHb JIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

Kommenrtapuu: npu tsxenont XxMTII, mporekaromein ¢ penuavBUPYIOIIUMH  KIMHUYECKU
3HaYMMBIMH KpPOBOTCUCHHSIMH (3-4 CTENeHW) W/HMIM OKCTPEMAIbHO HHU3KAM KOJIUYECTBO
TpoMOo1mTOoB (HMke 10-20 x 109/11), cOnpsHKEHHBIM € BBICOKMM PUCKOM Pa3BUTHS yrpoKarolien
KU3HU KPOBOTOUMBOCTH, B CIIy4astX OTCYTCTBUS WM IMOTEPH OTBETA HA MHUIMAIBHYIO WIIH JPYTYIO
MPEIIIECTBYIONIYI0 TEepanmuio, B TOM YHCJIE paHee TPOBEICHHYIO CIUICHIKTOMHIO, TIpH
3HAYUTEIHHOM HAPYIICHUH Ka4eCTBa )KU3HU U COXPaHEHUH MOTPEOHOCTH B MPOJAODKEHIH TEPATTUT
ClIeyeT  HCIOJNb30BaThb  aArOHUCTHI  TPOMOOIMOATHHOBBIX  PELENTOPOB  (POMHUILIOCTUM**,
antpomOonar®*); mpyu HeoOX0MMOCTH arOHUCTH TPOMOOIIO3TUHOBBIX PELENTOPOB MPUMEHSIOTCS B
KOMOWHAITNH C IPYTHMH TIperapaTamH.

- Pexomenmyercs TNpUMEHEHHE TaKTHKH CO CMEHOW OJIHOTO BHJAa aroHWCTa
TPOMOOTIOSTHHOBBIX ~PELIENTOPOB Ha JpPyrod B ciaydasx Tspkenoil xponudeckod WTII B
CTAaHIAPTHBIX JIO3UPOBKaX (poMUIIOCTHM™** s jgered wutaame 1-ro roma wW/wiaum TpH
JUTMTEIILHOCTH 3a00JieBaHMs MeHee 12 mecsies; anTpomMbonar** nus mereid mumaaiie 3-X JeT U/uiu
npu murenbHocTd UTII menee 6 mecsiieB — BHE 3aperucTpupoBaHHbIX nmokazanuid) [10, 13, 34-38,
14-18, 31-33].

YposeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4).

KomMenTapun: nis geteid ¢ TsOHKENbIM TedyeHHeM 3a0oJieBaHus TNpU HedPPEKTUBHOCTH,
MoTepe OTBETA, MJIOXOM MEPEHOCUMOCTH WM PAa3BUTUHU HEXEJATeNbHbBIX SIBJICHUH Tepanuy MepBbIM
aronnuctoM TIIOpTpOMOOMOATHHOBBIX PEIENTOPOB BO3MOXKHA CMEHAa Ha JIPYyrol aroHUCT
TPOMOOTIOSTHHOBBIX PELIENITOPOB B PEKOMEHIOBAHHOM PEKUME.

[Ipumeuanue.
Hymepanus myHKTOB JaHa B COOTBETCTBUHU C O(PUIIMATBHBIM TEKCTOM JIOKYMEHTA.

2. PexoMmeHayeTcs WMCIOJb30BAHKUE IMpernapara #pUTyKcuMad** B KadecTBE IMOCIICAYIONIETO
BHJIa TEPAIUH MPH TsDKeIon xpounyeckoi UTIT [12-18, 39]:

- #Putykcumab** 375 mr/m2 x 4 exxeHeAeTbHBIX BHYTPUBEHHBIX BBEJCHHUS

VYpoBeHb yoeauTeapbHOCTH pekoMenaamuii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommenrtapun: mnpu Tsokenod WTII u  HedpdheKTHBHOCTH, IOTEpPe OTBETa, IUIOXOH
MEPEHOCUMOCTH  WJIM  Pa3BUTUH  HEKEJIATCIbHBIX  SBJICHUHW  Tepalmud  aroHUCTaMHU
TPOMOOIIOITHHOBBIX PEIENITOPOB, TJIABHBIM 00pa3oM, y TAIlMEHTOB IOJPOCTKOBOIO BO3pacTa,
KEHCKOTO TI0JIa ¥ UMEIONINX APYTrHue ayTOMMMYHHBIE COCTOSHUS

PexoMeHIyeTCst BBIIOIHEHUE CIICHIKTOMUH TIPH Tshkemo# xporundeckoit UTII [13-18].

VpoBeHb yoeautenbHOCTH pekoMeraanuii — C (YpoBEeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KommenTtapun: CruteHakromus penko nokasasa aetsam ¢ UTII, Bo3MOKHOCTh €€ TpUMEHEHUs
CJIEyeT pacCMaTpUBAaTh y JeTeH ¢ KIMHUYECKU 3HAYMMBIMU PELUIUBUPYIOIIUMHU KPOBOTCUCHUAX U
3HAYUTEIbHBIM HApYIICHHEM KayecTBa XU3HU NPU OTCYTCTBUHU 3PQeKTa OT BCEX IOCTYIHBIX
BAPUAHTOB MEIUMKAMEHTO3HOW Tepanuu. lIpoBeneHue CIIEHIKTOMHUM CIEAYET IO BO3MOXKHOCTH
u3berath 10 5-6-meTHero Bospacrta. Ilepes BBIMOTHEHHEM CIIJICHOKTOMHMU HEOOXOAWMO TMOBTOPHO
noarBepauTh auarHo3 WTII myrem uCKiIroueHus IOpyrux BO3MOXKHBIX JMArHO30B, TAKUX Kak
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HACJIE/ICTBEHHAss ~ TPOMOOLIMTONIEHHs,  KOCTHOMO3TOBas  HEAOCTaTOYHOCTh,  JIEKAPCTBEHHO-
MHAYIUPOBAaHHAS TPOMOOIUTONCHUs, UMMYyHoAehuuTHbie coctosuusi, MIC u apyrue. Ilepen
orepanuei cieayeT NOBBICHTh KOJMUECTBO TPOMOOIIMTOB IO reMOCTaTuYeckoro yposHs (6onee 50
x 109/m), nna sroro wucnons3ytor BBUI'**) Beicokme mo3er 'KC, mpu BBICOKOM pucke
KpoBoTeueHU uiau npu pesucteHTHOocTH K BBUI'** n ['KC MokeT nmpuMeHsTbCs INepeiuBaHue
TpoMOOKOHIIEHTpaTa. HeoO0XomumMo NpWHHMATh BO BHHMAaHUE MOXXHU3HEHHBIM PHCK Pa3BHTHUS
MOCTCIUIEHIKTOMUYECKOTO CEIICHca, TPOMOO03a U 3JI0Ka4eCTBEHHBIX HOBOOOPa30BaHU.

- Pexomennyercss mnpoBeneHHE NPOPUIAKTHUUECKONM BaKUUHAIMM B COOTBETCTBHM C
HAIIMOHAJIILHBIMU KaJICHIApEeM TPUBUBOK M JOIOJHUTEIBHO TPOTUB Streptococcus pneumonia,
Neisseria meningitides, Haemophilus influenza nepen cruienskromueii [ 13-18].

YposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KommenTtapun: HaGop pexoMeHIOBaHHBIX BaKIIMH 3aBUCUT OT BO3pacTa M BaKIMHAJIBHOTO
aHaMHe3a marueHTa. s gereit crapmie 6 JeT peKOMEHJOBaHbI 13-BajieHTHAsh BakIMHA IS
NpOQUIAKTUKY THEBMOKOKKOBBIX MH(EKIMI W 23-BajJieHTHas BaKUWHA JUIsI MPO(PUIAKTUKU
ITHEBMOKOKKOBBIX MH(EKIUN (C MHTEpBaJOM MEXIYy IBYMs BaKIIMHAMM He MeHee 4-8 Hezenb),
BaKIMHAa reMoQuibHas TN b koHblorupoBanHas** (Her MHH) u Bakumna 11 npoguiakTuKu
MEHUHTOKOKKOBBIX HH(pekmuii Tuna ACWY.

- Pexomennyercss uMCHoib30BaHME HMMYHOJIEIIPECCAHTOB, AIKWJIMPYIOLUIUX  CPEJICTB,
MPOTHBOOITYXOJIEBBIX TpenapaToB W KOMOWHHPOBAHHOW TEpanmuy B OCOOCHHBIX CIy4asx IIpU
COXpaHEHHWU KpuTepueB Tsxkenoll xponumdeckot WTII mocne HeaddexTuBHOCTH Apyrux
PEKOMEHIOBaHHBIX BapraHTOB Tepanuu [13-18].

YposeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — D).

KomMmMeHTapuu: HEKOTOpbIE APYrue CyIECTBYIOIIHE JIEKAPCTBEHHBIE CPEACTBA, IPUMEHIEMbIE
B Tepanuu WTII, HO He mpomiennne KOHTPOJIMPYEMblEe KIMHUYECKUE HCCIIECOBAHUS, UMEIOT
OTpaHWYEHHBIC JaHHBIC 00 WX 3P(HEeKTHBHOCTH U Oe30macHOCTH. B HacTosIee BpeMsi 3TH CpelICTBA
CTalld paccMaTpUBaThCA B KayecTBE IOCJIEAYIOIMIMX BapUaHTOB TEpamuU peke, B CIydasx
COXPAaHEHHUS PEUUIUBUPYIOMINX, KIUHUYECKH 3HAYMMbBIX KPOBOTEUEHHMH, WU JIUTEIBHO
COXPAHSIOIIET0Cs] BBICOKOTO pHUCKA DPAa3BUTHS YrPOKAIOLIEH JKU3HU KPOBOTOUMBOCTH, IIPH
oTcyrcTBUM 3¢ (dekTa 0T MEAUKAMEHTO3HOH Tepanuu, MpernaparaMmu, MPOLIEAIINMUA KIMHUYECKUE
UCCIIEIOBAaHUS, WM WX HeAocTynmHocTH. [lepen HawamoMm Tepanmuu pPEeKOMEHAYETCS MOBTOPHO
OLICHUTh MPABUIBHOCTh YCTAHOBJIEHHOTO JMarHo3a, MPOBECTH HCCIEJOBaHHE KOCTHOTO MO3ra,
OIICHUTh MOTPEOHOCTHh B TE€palHMH Ha OCHOBAHUU BBIPAKEHHOCTH IeMOPPAruyeckoro CHHApPOMA U
pHUCKa pa3BUTHUS TSHKEIOTO KPOBOTEUEHUS, OLIEHUTh aJIeKBaTHOCTD /103 MPEALIECTBYIOLIEH Tepanuu,
a TaKXKe PHUCK U MO0JIb3Y MPUMEHEHUS TaHHBIX BUJIOB TEpanuu. Y MaIleHTOB, KOTOPBIM paHee Oblia
BBITIOJIHEHA CIJICHIKTOMUS, CIIEeyeT UCKIIOUUTh HaTHunue J00aBOUYHOM Cele3eHKH.

- He pexomeHIyeTcs BBINOJIHEHUE MapIUaIbHONW AMOOJU3AIMK CEJIC3CHOYHOU apTepuul U
npoBezenue miazmadepesa s repanuu UTIT y nereit [16].
VYpoBeHb yoeauTeabHOCTH pekoMeHaauii — C (ypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

3.4. HeoTnoXxHoe neyeHue

B cay4asx oKkeaylIOYHO-KUIICYHBIX, MATOYHBIX, IIOYEYHBIX, HOCOBBIX KPOBOTECUEHHUI,
KPOBOU3JIMSHUN B TOJIOBHON MO3r, OpOMUTY U Ap. TpeOyeTcss HEOTJIOKHAs Tepanus. B sKcTpeHHBIX
CUTyallUsIX HEOOXOJUMO OBICTPOrO TMOBBIIIEHUS KOJIMYECTBA TPOMOOIUMTOB, C OSTOH LENbIO
MCMOJb3YIOT KOMOMHAIIMIO MIPEnapaToB MepBoi JTMHUH, BKItovaronlyto BBUT'™** u 'KC B BeICOKHX
no3ax. Tpancdy3un TpoMOOLMTApHOH Macchl CHOCOOHBI MAaKCUMAJIBHO OBICTPO TOBBICUTH
KOJIMYECTBO TPOMOOILIMUTOB B AKCTPEHHBIX CilydasX. B SKCTpEHHBIX CHUTyalusX IesaecooOpasHo
paHee TpPUMEHEHHME JAPYI'MX BAapUAHTOB Tepaluu, TAKUX KAaK AaroHUCTHl TPOMOOTIO3THHOBBIX
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pELEenTOpOB, CHOCOOHBIX MPEAOTBPAaTUTh IIOBTOPHOE CHW)KEHHME KOJMYECTBA TPOMOOLUTOB,
pELUANB  YIpOXKAIOUIET0 JKU3HM KPOBOTEUEHHS WM  KpoBomznusHusA. [lpum  Tshkenbix
KpoBoTeueHus1x, Hanpumep npu BUK, nanubie 00 3¢ (eKTHBHOCTH SKCTPEHHOU CIUICHAIKTOMUU U
(MTM) OCTAHOBKM KPOBOTEUEHHUS HEHPOXHPYPTUYECKUM CIHOCOOOM TPOTHUBOPEYMBBI, B JHOOOM
cllyyae XHUPYPTHMYECKHE€ METOJIbI CIEAyeT TMPUMEHATh B KOMOMHAIMM C HEOTJIOKHOU
MEIMKaMEHTO3HOM Teparnueii, HalpaBJICHHOW Ha MOBBIIIICHHE KOJHYeCTBa TpoMOOoHuTOB [16].

- Pexomennyercs npumenenne st HeoTnnoxxknoi Tepanmu UTII kypcos BBUTI'** u I'KC B
BBICOKOH J103€ 10 0J1HO# u3 cxem [11-18]:

- BBUI'** B xypcoBoii no3e 1-2 r/kr, 1-2 nHs1, BHyTpUBEHHO

- Jlekcamerazon** 20 mr/mM2/cytku, 3 1HS, BHyTPUBEHHO

YposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KommenTtapuu: B HeoTsio)kHOH cutyanuu BBUI™*, Beicokue o3 I'KC niam nx komOuHanus
croCcOOHBI A3PPEKTUBHO U OBICTPO MOBBICUTH KOJINYECTBO TPOMOOIIUTOB.

- Pexomennyercss mnpumeHneHue Juiga  HeomioxkHOW Tepanuu  UTII  Tpancdysuit
TpomObonmTapHoit Maccer [13-18].

VYposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KommenTapun: Tpanchy3un TpoMOOIIMTapHONH Macchl B KOMOMHAIIMY C TIpenapaTaMmu MmepBoi
JUHUU CIOCOOHBI MAaKCHUMAaJbHO OBICTPO TOBBICHUTH KOJUYECTBO TPOMOOIIMTOB B HKCTPEHHBIX
cinydasx. [lepenuBanue TpoMOOIIMTOB HAUMHAIOT C OOJIIOCHOTO BBEICHHS, 3aTEM IEPEXOJAT Ha
npoJuieHHyr0 uHpy3uto. Ilpu yrposkaromux >KM3HM KPOBOTEUEHHUSX TPOMOOLMTHI HEOOXOAMMO
BBOJIMTH B JI03€, MPEBBIIIAONICH 00bIuHYIO B 2-3 pa3a [16].

- Pexomenayercst paccMOTpeTh BO3MOKHOCTh MCIOJIb30BaHUE arOHKUCTOB TPOMOOIIO3THHOBBIX
penentopoB (poMUIIOCTHM**, anTpomOonar®**) B CTaHZAPTHBIX JO3UPOBKAX B KadeCTBE
JOTIOTHUTEIBHON TEeparnuu MpH HEOTIOKHBIX CUTYyalUsIX (pOMUIIIOCTUM ™ * i neteit muamie 1-ro
roja W/WiW TPU IJIATETLHOCTH 3a00JjieBaHMs MeHee 12 wmecsieB; saTpoMOomar** mus perei
miamme 3-X Jet w/unu npu gmutenbHoctd UTIT mMenee 6 mecsiiieB — BHE 3aperHCTPUPOBAHHBIX
noka3zanwii) [13-18].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (ypoBeHb JTOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KomMMeHTapuu: aroHUCTBI TPOMOOIIOITHHOBBIX PELENTOPOB HE BCEr/a MO3BOJISIOT JOCTUTaTh
OBICTPOTO TPOMOOLIMTAPHOTO OTBETa, HO CIOCOOHBI MPEAOTBPATUTh IOBTOPHOE CHIKEHUE
KOJIM4eCTBa TPOMOOIIMTOB B clly4yae yTpaThl HA4aJbHOTO OTBETA HA HEOTIIOXKHYIO Tepanuio. [Tocne
BUK B cBsI3M ¢ pUCKOM ITOBTOPHOTO KPOBOTEUEHHSI TPEOYETCS MPOIOKUTENBHOE JICUCHHUE.

3.5. O6wme pekomeHaaUMKU

- He pexomennyercs mmmrenbHoe npumenenne kypcos I'KC [40].
VYpoBeHb yoeauTeabHOCTH pekoMenaamuii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- He pexkomennyercst Ha3zHaueHHe TpaHCPY3UH JTOHOPCKUX TPOMOOLMTOB JUIsl Tepamuu
BIIEPBBIE JMAarHOCTUPOBAHHOM, Iepcuctupyromen u xponudyeckon HWTIL, 3a wuckirouyeHueMm
HEOTJIONKHOM Teparmu [13-18].

VpoBeHb yoeautenbHOCTH pekoMenaanuii — C (YypoBeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KommenTtapuu: Tpancdy3uu TpoMOoLuTapHOi Macchl He npuMeHstoT ais gedenuss UTII us-
3a  OTCYTCTBUS JUIMTENBHOrO d¢p¢deKkTa UM pucka pa3BUTHS AVIOMMMYHU3ALUHU, OIHAKO
3aMEeCTHTENbHbIE TpaHC(Y3MH BO3MOXKHBI B KayecTBE HEOTJIOKHOM Tepamuu NpU MACCUBHOM
HEKYIIUPYEMOM KPOBOTECUYEHUU.

- Pexomennyercs wucnosib3oBath aHTUGUOpHHONUTHUecKHe cpenactBa (B02A mo ATX
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KjIaccu(UKalMK) MPU  KPOBOTOYMBOCTH CO CJIM3UCTBIX 00ojouek [16] u ropmoHanbHbIC
NepopaIbHbIC KOHTPAICTITUBBI [T KyIIMPOBAHUS MaTOUHBIX KpOBOTeUeHH [16].
YpoBeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5).
KomMeHTapun: aHTU(UOPUHOIUTUKY TPOTUBOTIOKA3aHBI ITPH TeMATYpPHUH.

- Pexomennyercs mnpumeHeHue QaxtopoB cBepThiBaHus KkpoBu (B02BD mno ATX
KJIaccH(UKaIK) B HEKOTOPBIX cirydasx [16].

VpoBeHb yoeautensHOCTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KommenTapuu: 1ienecooOpa3Ho Ipu MaCCUBHOM KPOBOTEUEHUH, CBSI3aHHOM C TPABMOM.

- He pexkomeHnyeTcss mpUMEHEHHME aHaJIbreTUKOB M aHTunuperukoB (NO2B mo ATX
KJIaccu(puKauu) MalueHTaM ¢ KOJMYecTBOM TpomboruToB MeHee 50 x 109/n 3a uckmrodeHueM
KpaitHeit HeoOoxoumocTH [16].

YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- Pexomenyercs 3aHsTHE 0€30TTaCHBIMU BUAAMU (PU3UIECKON aKTHBHOCTHU C YY€TOM TSKECTH
3a00JIeBaHMs ¥ WHANBUIYAIbHBIX 0COOCHHOCTEH marueHTa [16].

VYposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KomMmeHTapun: mocenieHue JOMIKOIBHBIX, MIKOJIBHBIX YYPSKICHUNH U (U3UUECKUE 3aHSTHUS
OTPaHUYMBAIOTCS B 3aBUCUMOCTH OT TsDKECTH 3a00JeBaHus U 3(PPEKTUBHOCTH TEPANTUH.

- Pexomenjayercs TPOBOIUTH MPOQPIIAKTHYSCKUE BaKIWHAIMK 110 WHIWBHIYAIbHBIM
BaKI[MHAJIbHBIM rpadukam [16].

YposeHs yoeaurenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — D).

KommenTtapun: BakiuHaius spisercs 3((EeKTUBHBIM METOJOM NPOPHIAKTUKH MHOTHX
MH(EKIMOHHBIX 3a00JIeBaHUM, HO B HEKOTOPBIX CIydasiX MOXKET ObITh aCCOLIMUPOBaHA C Pa3BUTUEM
ayTOMMMYHHBIX 3a0oneBanuii, B ToM umciie UTII. MccnenoBanuii, M3y4MBIINX PHUCK DPEIMIMBA
UTII nmu yeyryonenust Tsoxectu Tedenus WTII mocne Bakumunanmwm, Het. Ilanmentam ¢ UTII
pEeKOMEHAyeTCsl MPOBOIUTH MPOPUIAKTUYECKUE BaKIMHAIMK MO0 WHAMUBUAYAJILHOMY KaleHIapro
BakMHauuii. He pekoMeHayeTcsi NMpoBeACHHE BaKIMHAIMH BO BpeMs HMMYHOCYIPECCHBHOM
tepanuu. MaTepBan mexay BBUI'™** u Hadamom BakiuHanuu AOHKEH COCTABJIATH HE MEHee 3-X
MecsieB. He pekoMenyeeTcst BakiMHAIUS )KUBbIMU aTTeHYHMPOBAaHHBIMY BakIuHaMu. BakiuHarus
MPOTUB KOPU M KpPAaCHYXH, KOTOpasi CONpsDKEHa C HECKOJIbKO 0oJjiee BBICOKUM PUCKOM
TPOMOOIIMTONIEHUH, BBIMIOJIHACTCA [JETSIM, paHee He BaKUMHUPOBAHHBIM WJIH OJHOKPATHO
BaKIIMHUPOBAHHBIM, IOCJIE€ UCCIICOBAHMS TUTpPa MOCTBAKLIMHAJIBHBIX aHTUTEN. B cimydasx, xorna
cBs3b pasButus UTII ¢ BakumHanueil He MOXET OBITh MOJHOCTHIO HCKIIOYEHA, MOCIEAYHOIIast
BaKIMHALIMS IPOBOIUTCS MOCIE TIIATEILHOTO B3BEIIMBAHUH BCEX PUCKOB U IPEUMYIIECTB.

4. MeauumnHckas peabunutauus, MeaULMHCKue nokasaHus ]
NpPOTMBONOKAa3aHUA K NPUMEHEHUIO METOAOB peabunutauuu

Mertoap! peabunuTanuy He pa3padoTaHbl

5. NMpodunakTnka n gucnaHcepHoe HabnwaeHwe, MeAULUHCKUE NMOKa3aHUA U
NPOTMBOMNOKa3aHUA K NPUMEHEHUI0 MeTOA40B NPOo¢UNakTUKm

Y4uTBIBasi BOBMOXKHYIO TPUTTEPHYIO POJIb MHPEKINH, AJUIEPTUICCKUX PEAKIIUN, TICHXHUECKIX
TpaBM B pasButuu peruauBoB WTII y nereil, pekoMeHAyeTcs OpraHu3anusi Jie4eOHO-
pO(QUITAKTUYCCKUX MEPOIPHUATUI 10 CaHAIIMA OYaroB XPOHUYECKOW WHQPEKIUH MPU JTOCTHKECHUN
TPOMOOIIMTAPHOTO OTBETa, CBOEBPEMEHHOW Tepaluu HWHTEPKYPPEHTHBIX 3a00JieBaHUN U
COIYTCTBYOIIEH natosoruu [16].
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HucnancepHoe HaOmonenue nanueHToB ¢ UTII ocymecTisieTcss B TEUeHHE HE MEHEE JIBYX
neT s Buepsble auarHoctupoBanHod WTIL. B pgampHelieM mpoJo DKUTENEHOCTh HAOIOICHUS
ompenensercss AOCTIKEHHEM CTaOWJIBHOTO TOJIHOTO TPOMOOIUTapHOrO oTBera. llanmeHToB C
xponnyeckoid UTII u yrpo3oii pa3BuTHs KpOBOTEUEHHI HAOIIOAAIOTCS 10 TIEPEBOIA BO B3POCIIYIO
MeIUMIMHCKYIO ceThb. llanuentsl ¢ xponnuyeckon UTII ¢ pa3sButneM CUMIITOMOB KPOBOTOYHMBOCTH
WIA PUCKOM WX pa3BUTHS, MpHU KoimdecTBe TpomOoruroB meHee 100 x 109/m mampapnsitoTcs: Ha
MEIUKO-COLUATTBHYIO IKCIIEPTU3Y s 0(OopMIIeHHST MHBaUaHOCTH [16].

- Pexomenmyercss HaOmoneHue manueHToB ¢ xpoHudeckor WTII y Bpaua-remarosiora 1o
MepeBO/Ia BO B3POCIIYIO METUIIMHCKYIO ceTh [16].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KommenTapun: I'paduk nucrnancepHOro HaONIOACHUS YCTAaHABIUBACTCS UHIUBUAYAIBHO JUIS
Ka)XJ0T0 MalKueHTa B 3aBUCUMOCTH OT TsDKeCTH M JuyuTenbHocTd Teuenus: UTIL [lpu noctmxenun
peMHUCCUM PEKOMEHIYIOTCS (DU3UKAIbHBIE OCMOTPHI M JIaOpaTOpHas OIIEHKa KOJIMYeCTBa
TPOMOOIIUTOB HE MEHEe 2-X pa3 B TO/I.

6. OpraHusauusa okasaHMA MeAULIMHCKOW NoMoLUU
BonemuucTBO marmentoB ¢ UTII moryt monmy4yaTs Je4eHre aMmOyIaTOpHO.

MokasaHusa gnsa 3KCTpeHHOﬁ rocnutTann3auun:

- Biepssie muarnoctuposannas UTII ¢ konuuectBoM TpomGoruTo Meree 30 x 109/
- Knnuanuecku 3HaunMoe kpoBoTeueHue (3-4 crernenn) npu iroooi jmrensaocta UTIIT

NMoka3aHuAa ansa nnaHoBOMW rocnuTanusauum B prl'ﬂOCYTO‘-IHbIﬁ cTauluoHap:

- HeoOxoaumocTs MpoBeNeHHs] KOMIUIEKCHOTO O0OcCieloBaHUs, B TOM YHUCJIE€ HWHBAa3HUBHBIX
JIMarHOCTHUYECKUX UCCIIeI0BaHUM;

- Hannuumem wunHIuBUAyanbHbIX (DAaKTOPOB pPHUCKA DPA3BUTUS YMEPEHHOTO WJIM TSKEIIOTO
KpoBoTeueHus (3-4 cTeneHn);

- HeoOxomuMocTh MenukameHnTo3Ho# Tepanuun BBUTI™** u 'KC B BrICOKHX 103aX;

- HeoOxommuMocTh Tepanuu #puTyKkcumadom™**;

- [IpoBeeHre XUPYPTUUECKOTO JIeUEHUS (CITICHIKTOMUS );

- Hanuuune cepbhe3nblie HexXeNnaTelIbHbIE SBICHUS Ha (JOHE TPOBOAMMON Teparum;

- [lcuxoconuanbHbIe TOKa3aHUS;

NMoka3aHuA K BbINUCKe NauueHTa us cTaunoHapa:

- KYHI/IpOBaHI/IC reMopparu4cCKoro CuHapoMa u 10CTHXXCHHUEC TpOM6OI_[I/IT8.pHOFO OTBCTA,
- OxoHYaHue KypcCa TCpalln U yIIydlICHUA COCTOAHUSA ITalUCHTA.

7. OJononHutenbHas wuHdopmauma (B ToM uucne akTopbl, BIUAKOLWME Ha
ucxopn 3aboneBaHUA UNKN COCTOAHUA)

7.1. PaKkTOpbI pUCKa pa3BUTUA TAXKeNbIX KpoBoTeyeHusa npu UTIM y peten

daxtopsr [19-21].

1. DKCTpeManbHO HU3KOE KOIMYecTBO TpoMbGonuTos < 10-20 X 10%/x1
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. Tsoxenas KpPOBOTOYUBOCTL B aHAMHEC3C

. KpoBOTOUYHMBOCTB €O CIIM3HUCTBIX 000JI0UEK, TeMaTypus

. KpOBOTO‘II/IBOCTB N3 HCCKOJIbKHMX HCTOYHHWKOB

. TpaBMa (0ocoOeHHO TpaBMa rojoBbl!)

. IIpenuecTBytolee Win IIAHUPYEMOE XUPYPru4eCcKOe BMEIIATEIbCTBO

2
3
4
5. Bospact narnuenTa mutaamie 3-x JeT W/WIM aKTUBHOE TTOBEICHNE
6
7
8

ComyTcTByIOIIME COCTOSIHMSLT W 3a0oJyieBaHMsl (HampuMep, TOJIOBHas OO0Jb, JHXOpajKa,

MH(pEK1Ns)

9. [lpuem HIIBII unu anTHKOATYISTHTHON Tepanuu

Crnenyer OTMETHTH, YTO JIOCTOBEPHO OIICHHTh PHCK PA3BHTHS KPOBOTEUEHHS, YTPOXKAIOIIETO
xu3HU (Hanpumep, BUK) HeBo3MoxkHO!

7.2. KpuTepum oLeHKM oTBeTa Ha Tepanuio

Onpenenenue

Onucanue

[Tonuplit TpoMOOIMTAPHBIM
OTBET

Kommdectso TpomGommroB >= 100 x 10%1 mpum orcyrcTBum

KpOBOTOYHUBOCTH.

[TapumnanbHbIi
TPOMOOIIUTAPHBIN OTBET

30 x 10%1 (wmm 2-kpaTHoe
KOJIMYECTBA) NpPH OTCYTCTBHH

KonnyectBo TpoMOOIHMTOB >=
yBeIMYCHHE HX '"OazasbHOro"
KPOBOTOYHBOCTH.

[TepBoHavanbHBII
(MHUTIMATTBHBIN )
TPOMOOIIUTAPHBIN OTBET

[TonHbIN WK MapUUAIbHBINA OTBET UIMTEILHOCTHIO MEHEE | Henenu
MOCJIe MPOBECHUS NHUIIMAILHOMN TepaIuH.

TpaH3uTOpHBIA
TPOMOOIMTAPHBIN OTBET

[TonHbI WM MapuUMaNIbHBII OTBET JJIMTEIBHOCTHIO OT 1 110 6-TH
HEJICJNb MOCIIe TPOBEICHHS HHUITMAIBHOU TepaIuy.

JnutenbHbIA
TPOMOOIIUTAPHBIN OTBET

[TonHpld WM TapUUAIBHBIA OTBET JJIUTEIBHOCTBIO Oojiee 6-TH
MECAIIEB IIOCJI€ OKOHYAHMS Tepanuu (Wi Ha (oHE Tepamuu,
HaIlpuMep, arOHUCTaMU TPOMOOTIO3TUHOBBIX PEIIETITOPOB).

Pemuccus CoxpaHeHue MOJHOIO TPOMOOLMTApHOrO OTBeTa Oosiee 6 MecsleB
0€e3 MpUMEHEHUs CreU(PpUUECKON Teparmu.
OtcyrcTBHE Konuuecto TpomGonuroB < 30 x 10%1 (umm orcyrcrsue 2-

TPOMOOIMTAPHBIN OTBETA

KpaTHOI'O0  YBCIUYCHUA  HUX 0a3ajaLHOTO n/vnu

IMPOAO0JIKAIOIICCCA KPOBOTCUCHHUC.

KOJIMYECTBA)

IToreps
OTBETa

TPOMOOIMTAPHBIH

CHukeHHE KonudecTBa TpoMbomuToB < 30 x 1091 w/umm
HOSIBIEHHE KPOBOTOYMBOCTH TOCHIE JOCTMXKEHHUS HHUIUAIBHOIO,
TPAH3UTOPHOTO WM JJIUTEIBHOTO OTBETA.

Z[J'II/ITCJ'ILHO CTb OTBCTA

BperI OT JOCTHXKXCHHA HWHHUIMUAJIBHOIO,
JJUATCIIBHOTO OTBCTA 1O €ro NNOTCPHU.

TPAH3UTOPHOI'O UJIN

Pennnus

CHukeHHe KonudecTBa TpombomuToB < 30 x 1091 w/um
HOSIBIEHHE KPOBOTOYMBOCTH MOCTE JOCTHKEHHUSI pEMUCCHUH.

I[J'II/ITCJ'ILHOCTB peMucCCuu

BpCMSI OT HOCTUXKCHUS pCMUCCHU N0 pClUINBA.
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KpVITepVIVI OLIeHKMN KayecTBa MeAULMHCKOMN NOMOLLU

N Kpurepun kauecrsa YpoBeHb YpoBeHb
JIOCTOBEPHOCTH | yOEAUTENbHOCTU
JI0KA3aTeIbCTB PEKOMEHIalui

1 Beimonnaen oOmuii (KIMHUYECKHid) aHaIu3 KpOBH C |5 C
[IOICYETOM JICHKOIIUTapHOU (POPMYIIBI U KOJIMYECTBA
TPOMOOILIMTOB HAa AaHAIM3aTOpe U MO MasKy C

UCCIIEIOBAHUEM MopdoTIoTHH DPUTPOIIHTOB,
TPOMOOIIMTOB, HEUTPO(HUIIOB, OTIpENeIIEHUEM
KoJM4ecTBa petukynouutoB u COD
2 BoimosnHeH  aHanM3  KpoBM  OMOXMMHYECKHUH | O C
oO1eTepaneBTUYECKUN
3 Boimonnena koarynmorpamma  (OpHMEHTHPOBOYHOE | O C

ucciuegoBaHue  cucreMbl  remocrtaza):  AUTB,
MPOTPOMOMHOBBI HHAEKC, TPOMOWHOBOE BpEMS,
(ubpUHOTEH.

4 BrimonHeHs! HCcCceI0BaHUE YpOBHS | 5 C
MMMYHOIJIOOYIMHa A B KpOBH, HCCIEAOBaHUE
ypOBHS  HMMMyHOryoOynnHa M B KpoBH,
HCCIIeIOBaHUE YPOBHS HMMyHorjoOyianHa G B

KpPOBH

5 BreimonHen  mpsMoi  aHTUTJIOOYJIMHOBBIM — TecT |5 C
(mpsimast mpo6a Kymo6ca)

6 BrrmonseHs! oTpeieICHIE cojiepxkaHus | 5 C

AHTUHYKJICAPHBIX  aHTHTEN K  Sm-aHTUTEHY,
ompeneneHue coaepxkanus  anturten k  JIHK
HaTUBHOM (IT0 TIOKa3aHUSIM )

7 BEIITOJIHEHO IIUTOJIOTHYECKOE HCClIeNOBaHUEe MasKa |b C
KOCTHOT'O MO3ra (MuesorpamMma) (1o moKa3aHHsIM )

8 [IpoBenena cnenuduueckas Tepamnus | 5 C
(TITFOKOKOPTHKOCTEPOU B 110 PA3IMYHBIM CXEMaM,
BHYTPUBCHHBIH HWMMYHOTJIOOYJIUH, CIUICHIKTOMMUS,
#putykcumab™*, sanrpomOonar®*, pomumnoctum™*)
(10 MOKa3aHUsIM )
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JUPEKTOPa, AupeKkTop MHCTUTyTa reMarosiorui, UMMYHOJIOTUM U KJIETOYHBIX TexHoiorui ®OI'bY
"HMUL AI'OU um. Imutpus Porauesa" Munsapasa Poccun
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5. CredanoB JI.H., nayunsrit corpynauk, ®I'bY "HMUIL] JIT'OU um. dmutpus Porauesa"
Munznpasa Poccun

[Tpunoxenue A2

MeTtonoJ10rusi pa3padoTki KIMHUYECKHX PeKOMEH AU

LleneBas ayautopus AaHHbIX KMTUHUYECKUX PEeKOMeHOauun:

1. Bpauu-remaTosioru
2. Bpaun-nienuatpsl
3. Ctynentsl MmeaumHCKux BY30B

Tabnuua 1. Lkana oueHKM ypoBHeW [OCTOBepHOCTM AokasatenbctB (YAO) ans
MeTOAOB ANArHOCTUKMN (AMarHOCTUYECKUX BMeLLaTeNbCTB)

Y PacmndpoBka

1 CucremaTtnieckue O630pBI HCCIeIOBaHUM C KOHTPOJIEM pe(pepeHCHLIM MCTOJOM HIIA
CHUCTEMaTUYECKHUI O630p pPaHAOMU3HUPOBAHHBIX  KIIMHUYCCKUX HCCIeJOBAaHUI C
NPpUMCHCHUCM MCTaaHaIn3a

2 OT,Z[eJ'ILHLIe HCCIICA0OBaHUA C KOHTPOJIEM pC(I)CpCHCHBIM METOJOM MM OTIACIIBHBIC
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PaHIOMHM3HPOBAHHBIE KIMHUYECKHUE HWCCICAOBAaHMA M  CHCTEMAaTH4YecKue 0030pHbI
WCCIIeIOBaHUI JII000T0 JH3aifHa, 32 MCKIIOUYEHHEM PaHIOMM3MPOBAHHBIX KIMHUYECKUX
HCCIIEI0OBAaHUM, C IPUMEHEHUEM METaaHaIn3a

3 HccnenoBanust 0e3 IMOCIENOBAaTEIbHOTO KOHTPOJIL peEepeHCHBIM METOAOM WU
UCCIIEIOBaHUSI C pEePEepeHCHBIM METOJO0M, HE SIBISIONIMMCS HE3aBHUCHMBIM  OT
HCCIIEyeMOI0 METO/1a WIIM HEPaHIOMU3UPOBAHHBIE CPABHUTENbHBIE HCCIIEI0BAHUS, B TOM
YlClie KOTOPTHBIE HCCIIE0BAHNUS

4 HCCpaBHI/ITeJII)HI)IG HCCIICA0BaHMsA, OIIMCAHNUEC KIIMHUYCCKOIO ClIydas

Hmeercs nuiibs 000CHOBaHHE MEXaHU3Ma I[ef/'ICTBI/IH HJIM MHCHHE SKCIICPTOB

Ta6bnuua 2. Lllkana oueHKM ypoBHeM AOCTOBepPHOCTUM AokasatenbctB (YOMO) Aans
MeToooB npodmnakTuku, rneyvyeHus wu peabunutaumm (npodunakTM4eckux,
neyvye6HbIX, peabunNUTauMoOHHbIX BMeLLIaTeNbCTB)

YA Pacummdposka
1 CucremaTtnueckuii 0630p PKU ¢ npuMenennem meraanannsa
2 Otnenpasie PKU u cucremarmueckue 0030pbI MCCIIENOBAHMM JIOOOTO 1W3aifHa, 3a

nckirouennem PKH, ¢ npuMeHennem Meraanaimsa

HepaH)IOMI/I?,I/IpOBaHHI)Ie CpPpaBHUTECIIbHBIC UCCIICAO0OBAHMs, B T.4. KOTOPTHBIC UCCICIOBAHUA

4 HecpaBHuTtenbHble Hccae10BaHuUs, ONMMCAHUE KIMHUYECKOTO Cllydas WM CEpUU CIIydaes,
HcclieIoBaHus "'ciy4ali-KOHTPOJIb"

5 Nwmeercst mume 000CHOBaAaHME MEXaHHW3Ma JCHCTBUS BMEIIATENbCTBA (JOKIMHUYECKHE
WCCIe0BaHUs) WM MHEHHE SKCTIEPTOB

Ta6nuua 3. Llkana oueHKkn ypoBHen ybeputenbHocTM pekomeHpaumn (YYP) ans

MeTOoA0B npodPUNaKkTUKu, AWNarHoCTUKM, nevyeHus ] peabunutauun
(npodmnakTnyeckmx, AWNarHoCTUYeCcKuXx, ne4yeoGHbIX, peabunuTauuoHHbIX
BMeLLUaTenbLCTB)

YVYP Pacmudposka

A CunpHas pekoMeHJalus (Bce paccMaTpuBaeMble KpUTepuu 3P(GEKTUBHOCTH (MCXOJIBI)

SABJIIFOTCA BaXHbIMHU, BCC€ HCCICAOBAHHA HUMCKOT BBICOKOC WM YAOBJIICTBOPUTCIBHOC
MCTOJAOJIOTHYCCKOC Ka4eCTBO, HUX BbBIBOAbI II0 HHTCPECYIOLIMM HCXOHaM SBJISIOTCA
COFHaCOBaHHBIMI/I)

B YcnoBHas pekoMeHaanus (He Bce paccMarpuBaeMblie Kputepun 3hHeKTUBHOCTH (MCXO/IbI)
SIBJISIFOTCSI BOXKHBIMH, HE BCE HCCIEAOBAHMSI MMEIOT BBICOKOE WM YIOBIETBOPUTEIHHOE
METO/IOJIOTMYECKOE KAauyeCTBO W/WIM HMX BBIBOABI MO HMHTEPECYIOUIUM HCXOJaM He
SIBJISTFOTCSI COTJIACOBAHHBIMHU )

C Cnabas PEKOMCHAAUA (OTcyTCTBI/Ie JA0Ka3aTCJIbCTB HAMJICKAIICIo KadcCTBa (BCC
paccMaTpuBaACMbIC KPHUTCPUU Bq)(l)eKTI/IBHOCTI/I (I/ICXOI[BI) ABIAKOTCA HCBa)XHBIMHU, BCC
HCCICOJOBaHUA HMMCIOT HHU3KOC MCTOMOJOTHYECCKOC KadY€CTBO MW HUX BBIBOJbI IIO
HHTCPCCYIOIIUM UCXOAaM HEC ABJIAIOTCA COT J'IaCOBaHHLIMI/I)
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nOpﬂ,D,OK OOGHOBMNEHNA KITMHUYECKUX peKomeH,qauMﬁ

MexaHu3sM ~ OOHOBJECHMS ~ KIMHMYECKHMX  PEKOMEHIAIMA  MpeaycMaTpuBaeT  HX
CHCTEMATHUYECKYIO aKTyaJH3alHI0 — HE peXe YeM OJMH pa3 B TPU T0Ja, a TAKKE NPHU MOSBICHUN
HOBBIX JaHHBIX C MO3WIUH J0KA3aTeNIbHOW MEIWIIMHBI IO BOIPOCaM JIHATHOCTHKH, JICYCHUS,
npoQWIAKTUKA W peadWIUTalud  KOHKPETHBIX  3a00JieBaHWi, HaIWYMH O0OOCHOBAaHHBIX
JOTIOJTHEHHI/3aMeYannii K paHee yrBepkaeHHbIM KP, Ho He wame 1 pa3a B 6 mecsiies.

[Tpunoxenue A3

CnpaBouyHble MaTepHuajbl, BKJIOYasi COOTBETCTBHE MOKA3AHU K NPUMEHEHH 0
U MPOTHBONOKA3aHMIA, CIOCO00B MPUMEHEHN S U 103 JIEeKAPCTBEHHbIX
NpenapaToB, HHCTPYKIUH N0 NPHUMEHEHHUIO JTeKAPCTBEHHOI 0 Mpenapara

UHnumnanbHasa tepanusa npu UTIM y peten

NMMyHOTIOOYNHMH YeaoBeKa HOpMaJbHBIA™* B jjekapcTBEeHHON opme pacTBop Ais uHDy3uit
(BBUT'**). TIpumenenne BBUI'** gpnsercs cranpaptHeiM nedenueM UTII y nereit. Mexanusm
neiicteust BBUI'™* cBsazan ¢ unruounuein FcyRIIIA-penentopoB u crumynsuueit FcyRIIB-
penentopoB, (YHKIIMEH KOTOPBIX SBISIETCS WHruoumms Qarormrosa, onocpeayemoro FcyRIITA-
perienitopamu Makpodaros cenesenku [|. Eme omaum mexanuzmoMm aeiictBuss BBUTI™** apmsercs
O5okaZa HeoHATaIbHBIX Fc-penenTopoB HAa MOBEPXHOCTH AHIOTEIUANBbHBIX KIETOK M YCKOpEHHUE
KaTtaboJu3Ma BCEro Iysa IMIa3MEeHHbIX UMMYHOTJIOOYJIMHOB, B TOM YHCJIE€ aHTUTPOMOOIMTAPHBIX
AT. Ilpu BmepBble auarHoctupoBaHHo WMTII mokazaHusiMH K Tepanmuu Mpernaparam TPYIIbI
BBUI'** gBnstorcss akTUBHOE KPOBOTEUCHHE, BBICOKHH PHCK pa3BUTHS KPOBOTECUCHUH WIIH
HE0OXO0IMMOCTh B MOATOTOBKE K XUPYPrUUECKOMY BMEILIATENbCTBY, a TaKKe OTCYTCTBHE 3(dexra
WM Pa3BUTHUSL HekenarenbHbIX sBieHud mnocne tepanuu [KC. Ilpum nepcuctupyromeit u
xponnueckorr UTII kypcet BBUI'™** mpumeHsroT B kadecTBe Tepanuu Mo TpeOoBaHUIO" IS
cllydaeB HEOOXOTUMOCTH OBICTPOTO MOBBIIICHHS KOJIMYECTBA TPOMOOLIMTOB, HAmpuUMmep, mepen
OTepaTUBHBIMU BMEIIATEILCTBAMH, yAalleHueM 3y0oB uiau npu TpaBMe. [Ipu coBpeMEHHBIM
pexuMe mpuMeHeHus1 KypcoBas 1o3a BBUI™** coctaBnser 0,8-1 1/kr B Te4eHHE OJAHOTO JTHS MW 2
r/Kr B TedueHue 2-x naHeu (2-oe BBeaeHue BBUI™** mpoBoauTcs mpu KoaMYecTBE TPOMOOIIMTOB
ke 50 x 10%1 mocne mepBoro BBencHHMS). YUUTHIBas BO3MOXKHOCTb IUIOXOH II€PEHOCHMOCTH
unpysuu BBUI™** 3a 1-2 gus, MOXKHO Hcnonb3oBath pexum: 0,4 T/Kr B JIeHb B TEUEHUE 5 THEH
(0,8-1 r/kr/xypc). DdbdextuBubr 5% u 10% npenaparst BBUT'**. OOmias 3¢ ¢ekTHBHOCTh B
JOCTHKEHUH TPOMOOIIUTAPHOTO OTBETa MpH ucnosb3oBanuu BBUI** cocraBnser 80% Tunuunbim
s BBUT** gBnsercsa Hayano yBeqWYeHHs] KOJIMYECTBA TPOMOOLMTOB yepe3 24-48 yacoB mocie
MIepBOro BBEACHHUS, YTO AenaeT jeueHue BBUI™** meromom BeiOOpa Mpu HEOTIOKHOW Tepanuu U
HE0OX0IUMOCTH OBICTPOTO JOCTHKEHUS O€30MacHOro KOJIMYecTBa TPOMOOIUTOB. J[nuTenbHOCTH
orBeta Ha BBUI™** B cpennem cocraBnser 1-4 Henenu. BaxsbiM npeumymectBom BBUI**
SIBJISIETCS TO, YTO 3HAUMMOE MOBBIIIEHUE KOJIMYECTBAa TPOMOOLIMTOB B 0TBeT Ha BBUI** saBnsercs
JI0Ka3aTesbcTBOM UMMYHHOU nipupoasl UTII u nenaer HEHYXHBIM BBINOJIHEHHUE KOCTHOMO3TOBOM
MYHKIIMH MallMeHTaM C BrepBble quarnoctupoBaHHoi UTII, u Hao00poT, OTCYyTCTBHE TMOBBILICHHS
KoJM4ecTBa TpoMOOIMTOB B oTBeT Ha BBUI™** yka3zpiBaeT Ha HEOOXOAMMOCTH MOMCKA JPYTUX
aNbTePHATUBHBIX MPUYUH TpomOoruToneHnu. OCHOBHBIMH HeEXelaTelbHBIM siBieHneM BBUI**
SIBJISIFOTCSI MH(PY3UOHHBIE PEAKIMU B BUJE TOJIOBHOUW 00JIM, 0O3HOOOB M MOBBIIMICHUSI TEMIIEPATYPHI,
KOTOpBIE Yallle BO3HUKAIOT IMOCJE MPUMEHEHHUS 2 T/Kr, a TakKe PelIKHUe clydyal acenTHYeCKOTO
MenuHruTta. [locrnenHee ocCinoXHEHHE, SBISETCS HOOPOKAYECTBEHHBIM U CAMOOTPAHUYECHHBIM, HO
pa3BUBaeTCs 3a4acTyl0 oOueHb ObicTpo mocie uHy3unm BBUI™**, xapakrepusyercs spkoi
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KIIMHUKOM B BHUJE pPBOTHl MU TOJOBHOW OO0JIM U 3acTaBisieT MCKIIOYaTh BHYTPUYEPEITHOE
KpoBOM3IHsIHUE. PeKNM, HO MOTEHIIMAILHO OMACHBIM oclioxHeHnneM BBUIL** gpnsercs pasButue
OCTPOTO BHYTPHCOCYIHCTOTO remMojm3a. TpomO03bl, CBSA3aHHBIE C MOBBIIMICHUEM BS3KOCTH KPOBH
npu BBefennn BBUI™*, y nereil nmpakTuuecky He BCTPEYAIOTCS.

I'moxoxoptukoctepousl (I'KC). brnarogaps cBoumM MHOrOrpaHHbBIM UMMYHOMO1YJIUPYIOLIUM
CIOCOOHOCTSIM (CHIDKEHHEM BBIPa0OTKH aHTUTpoMmOouuTapHbix AT, ymeHbmieHHeM Qarommuros3a
TPOMOOIIMTOB TyTeM OnokupoBanus Fc-penentopos, uanykuueit T- u B-perynsTopHbIX KJIETOK H
npyrue) 'KC mupoko HCIosb3ylTCs B JIEUEHUM ayTOMMMYHHBIX 3a0osieBaHuid. [Ipemapatel u3
9TOM TIpYHIBl TaKXKe SABIAIOTCS craHpaprom tepanmuu npu HWTII, HO AOJDKHBI IPUMEHATHCA
OTpaHMYEHHBIA MEpPHOJ BpPEeMEHH, MOCKOJbKY moOouHble 3¢pdekrsl I'KC moryr mpesblmath ux
nosb3y. CyliecTByeT HeCKoIbKO pexumoB npumenenus ['KC:

- CTaHJIapTHBIE 103bI (TpemaHu3ooH** 1-1,5-2 Mr/kr B AeHb per os B TeueHue 21 aHs ¢
MOCJIETYIOLIUM MOCTENEHHBIM CHUKEHUEM JI03bl);

- BBICOKME J103bl (nekcameTa3zoH** 40 Mr/kr B CyTKu per os Ha 4 JTHS ¢ OJAHOMOMEHTHOM
OTMEHOM).

OOmas yactoTa MOCTHXKECHHUS MOJHOTO OTBETa OJUHAKOBA JUIS Pa3sHBIX PeXHMOB (69-95%).
CraHIapTHBIM PEXKHUM SBIsIeTCA HamMeHee ((OEKTUBHBIM B OTHOIIEHWH OBICTPOTHI TOBBIIICHUS
KOJIn4ecTBa TpoMOoIruToB, B cpaBHeHun ¢ BBUI™** wu Beicokumm no3zamu ['KC, omnaxo
JUINTENbHBIA TpHeM oOecreynBaeT MNpOAJEHHbIH TepaneBTuueckuil »¢dexrt. Ilpu neyenun
xponnuecko WTII cnenyer wuszberaTh Ha3HaueHWsS UIMTENBHBIX MOBTOPHBIX KypcoB I['KC,
MMOCKOJIbKY OHHM COTPSDKEHBI C 00jiee BBICOKMM PHCKOM HEXKENaTeIbHbIX SBICHUA. Pexum ¢
MIPUMEHEHUEM TMOBBIIICHHBIX JI03 TO3BOJSET ObICTpee JOCTUraTh O€30MacHOr0 KOJIMYecTBa
TPOMOOIIUTOB 0€3 HEOOXOJUMOCTH BHYTPHUBEHHOTO BBEACHHS W pPHUCKA OSK30TCHHOTO
runepkoptunMa. Mcmonb3oBanue BbicOKuX 103 ['KC mo3Bosisser MakCUMalbHO OBICTPO, B
TedeHue 24 yacoB, JOCTUTATh 0€30MaCHOTO KOJIMYECTBA TPOMOOIIUTOB, YTO JIE€JAaeT UX MpenapaTamMmu
BBIOOpA JIJIs1 HEOTJIOKHOM Teparnuu, B ToM uncie B komOouHaruu ¢ BBUT'™**. BenencrBre kopoTkoit
JUINTEIbHOCTU Tepamnuu, NpuMeHeHue BBICOKUX 1103 ['KC compspkeHO ¢ MEHBUIMM PHUCKOM
BBIPKEHHOTO CHHJPOMA 3K30T€HHOTO TUIIEPKOPTUIIM3MA, OJTHAKO MOXET BBI3bIBATH XapaKTEPHbIE
n3MeHeHus noseneHus y nereid. K nHeymoOctBam Bbicokux 1103 ['KC oTHOCHTCS HEOOXOAMMOCTH
MIOBTOPHOT'O BHYTPHUBEHHOI'O BBEJICHUS MIPU MEPCUCTUPYIOLINX U XPOHUYECKHX (hazax 3a00ieBaHusl.
I'KC B manbix go3ax (0,1-0,2 Mr/kr B 7eHb) 00J1aa10T MPSIMBIM "Ba30NPOTEKTHBHBIM" 3P HEKTOM U
MOTYT YyMEHbIIaTh PUCK KPOBOTEUEHHUH, HO B TO K€ BpPEMs U3BECTHO, YTO MPH ATUTEIHHOM IpUeMe
TJIIOKOKOPTUKOUBI  BBI3BIBAIOT HCTOHYEHHE COCIMHUTENBHON TKAHM M MBIIIEUHOM YacTu
COCYUCTOM CTEHKH.

NMocnepyrowan tepanusa

1. Aronuctsl TpoMOOMmo3THHOBBIX peuentopoB (ATX rpynma [lpyrue cuctemHble
remoctatukn). [Ipenaparsl U3 rpynmnsl arOHUCTOB TPOMOOIIOITUHOBBIX PELIEITOPOB CTUMYIUPYIOT
cneunpuyeckue TIIO-penentopbl, 4YTO NPUBOJUT K HHTHOMPOBAHUIO aIoOINTO3a KIIETOK-
MPEIIECTBEHHUKOB, YCUJICHNUIO TPOMOOIMTONOA3a B KOCTHOM MO3r€ U TOBBIIICHUIO KOJIMYECTBA
LHUPKYJIUPYIOIIMX B KPOBH TPOMOOLUTOB. BakHONW OTIMUMTENbHON OCOOEHHOCTHIO AarOHUCTOB
TPOMOOIIOSTHHOBBIX ~ PELENTOPOB SBJISETCS OTCYTCTBHE HMMMYHOCYIPECCHUBHOIO JIeHCTBHS,
IPUCYLIETO BCEM OCTaJbHBIM IpenaparaMm, npumenstomumcs B jedyeHun WTIL. AroHucts
TPOMOOIIOTHHOBBIX PELENITOPOB SBJISIIOTCSA Tepanuel Bbioopa Julst 2-0M M MOCIeIyIOUNX JTUHUHA
Tepanuy nanueHToB ¢ TshxensiMu popmamu UTIL, npu Hegoctarounom otBete Ha BBUI'™** n I'KC
W Jpyrue BuUAbl Tepanuu. B Hacrosimee Bpemss o0a mpenapata M3 TPYINbl aroHUCTOB
TPOMOOTIOITHHOBBIX perenTopoB — Pomuruioctum™* n Dntpombonar** mupoko u3ydeHsl, MpoLUIH
PaHIOMM3UPOBAHHBIE KIMHMYECKHE HcciefoBaHus 1-3 ¢a3sl ¢ mianeGoKOHTPOIUPYEMBIMU
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TPYIIIaMH MTAUEHTOB Pa3IMYHBIX BO3PACTOB U 3aPETHUCTPUPOBAHBI IS KIMHUYECKOTO MPUMEHEHHS
y TmamueHTtoB wmuaame 18 jer mpu HemocrarouHoM otBere Ha BBUI**, T'KC u gpyrue
MPEIIECTBYIONIME BHBI TEpalliu, BKIOYAs CIUICHIKTOMHUIO. PomMuruioctum** mpumeHsercs y
JeTeid B Bo3pacTe l-ro roga W cTapiie Npu JUIMTEIBHOCTH 3abosieBanust Oornee 12 mecsies;
DnTpombomnar** — B Bo3pacrte 3-xX JIET U cTapIiie Ipu JUIUTEIHHOCTH 3a00eBaHus 060j1ee 6 MECSIIeB.

A. PomumuioctumM** — TENTHIHBIA aroHUCT TPOMOOTIOITHHOBBIX pELENTOpOB. Y jaerei
poMHIUIOCTHM ™ * TIPUMEHSIOT B 7103¢ 1-10 MKI/Kr B BHJIE €KEHEACTHHBIX TOJKOXHBIX WHBEKIIHH,
HavajbHas J103a MOKET OBITh yBeJIHUYeHa 0 3 MKI/KI/Hemenmto 0e3 pucka pa3BHTHs TPOMOO30B.
NunuBuayanbHas 1g03a KOppErupyercs B 3aBUCHUMOCTH OT KojudectBa TpomOoruToB. [lo
pe3ynbTaTaM PaHIOMU3HPOBAHHBIX IIAIEOOKOHTPOIUPYEMBIX HCCIEIOBAHUM O€30MaCHOCTH H
saddextuBHOCTH pomuIuiocTuMa** y manuentoB ¢ UTII mnamgme 18 meT, mpoaeMOHCTpUPOBAHO,
YTO €ro NMPUMEHEHHE TO3BOJISIET JOCTUTATh YAaCTOTHI OOIIEr0 TPOMOOIIUTapHOTO OTBEeTa OT 71 10
88% wu jmuTenbHOro TpoMOoluTapHoro otBeta B 52%. VY  MalMEHTOB, MOJy4YaBIIUX
POMHILTOCTHM™® *, OTMEUEHO MOCTEIICHHOES CHIDKEHUE TSDKECTH M YaCTOTHI KPOBOTCUCHUH, a TaKKe
HEOOXOJMMOCTH HA3HAUEHUS COIMYTCTBYIONIEH M HEOTJOXKHOW Tepamuu, MO CpPaBHEHUIO C
KOHTPOJBHOU rpynmnoi. Menuana BpeMEeHH JI0 IOCTHKEHHUS OTBETa HA POMUILIOCTUM** BapbupyeT
oT 2 10 9 menmenwb. CpenHsst 103a poMHUIUIOCTUMA™™*, HeoOXomuMasi JJisg JOCTHIKEHHUS OTBETa, Y
nerei coctaBmiia 9 MKr/kr (3-10 Mkr/kr) u noanepsxuBaromas — 4,8 Mkr/kr. Jlyis neteil xapakTepHsl
Oospmue TpoMmOoIuTapHbie (IIIOKTyalldd OT HEAeNW K HeJelne Ha IOCTOSIHHOW — J103€
pOMUIIIIOCTUMA™**, YTO TPEANOJIOKHUTEIIBHO CBSI3aHHO C YacThIMH HWHQEKIUsIMU U TpelyeT
JOTIOJTHUTETFHOTO KOHTPOJI KOJWYECTBA TPOMOOIIMTOB MEXIY BBEICHUSIMHU Tpemnapara. OOmuit
mpodrIb HEXKENATeIbHBIX SBICHUH POMHILIOCTUMA** y neTei paclieHeH KakK TMpUEeMIICMBIN.
Haubonee yactamMu HexenaTeNbHBIMH SIBICHUSMH SIBIISUIHCH TOJOBHAs 00J1b, MHPEKIIUN BEPXHUX
JIbIXaTeJIbHBIX MYyTeH U HOCOBBIE KPOBOTEUEHUS. Y €IMHUYHBIX MAI[MEHTOB MOT'YT 00pa30BhIBATHCS
HEUTPATHU3YIOIINE aHTUTENA K POMUTIIIOCTUMY™**,

B. Dnrpombomar** — TabneTUpoOBaHHBIM HEMENTUIHBIA aroHUCT TPOMOOTIOITHHOBBIX
peLenToOpoB — HA3HAYAKOT B CTApTOBOM 103€ 25-50 Mr per 0S €XKEIHEBHO B 3aBUCHUMOCTH OT
BO3pacTa M KOPPETHPYIOT [0 MaKCHUMajdbHOW 1036l 75 wmr B cyrku. [lo pe3ynbraTtam
PaHIOMHU3UPOBAHHOTO TU1a11€00-KOHTPOIUPYEMOT0 UCCIIEeI0OBaHUS 0€301MacHOCTU U APPEKTUBHOCTH
antpombonara** y marmentoB ¢ UTII no 18 ner, 3a mepuon 24-nexenvHoro HaOmoaeHus 80%
MalMEeHTOB, MOJTYYaBIINX dATpoMOoTIar**, moCTUTIIM KoJndecTBa TpoMOouuToB 50 X 10%/n u Gonee,
B cpaBHeHUH C 14% B KOHTPOJBHON TpyIIE, IPU ATOM JIUTEIBHOTO TPOMOOIUMTAPHOTO OTBETA
nocturin 40% manueHToB, MOJydyaBUIMX >ATpoMmOomar**. Yacrora oTBeTOB OblIa CXOAHAs B
pa3HbIX  BO3PACTHBIX  Ipynmax.  bBOJBIIMHCTBO  MAIMEHTOB,  MOJIy4aBUIUX  0a30BYIO
UMMYyHocytpeccuBHy0 Tepanuto UTII, nepectanu B Hel HyxkaaTbes. YacToTa Bcex KpOBOTECUEHUM
3a mepuoj HaOmonaeHus cHu3mmach ¢ 71% mo 24%, a yacToTa KIMHMYECKH 3HAYUMBIX
KpoBoTeueHu — ¢ 25% no 6% x 24 Henene tepanuu. KoianmdecTBO MalMEHTOB, MOJIyYaBIIMX
antpombonar** u HyXJaBIIMXCS B HEOTJOXKHOM Tepamuu ObUIO MEHbIE, YeM B KOHTPOJIbHOU
rpymne. Menuana BpeMeHH 10 AOCTH)KEHHSI OTBETa MPH MPUMEHEHUU dTpoMOomnara** cocraBuiia
20 gueii. CpenHssi cyTo4Has 103a dATpomMbonara*™*, HeoOxoaumast 1uist moanep aHust oreera — 71
Mr. YactoTa pa3BUTHSI CEPHbE3HBIX HEXKENATENbHBIX SBICHUN 3a MEpUOJ HaOMIOJIEHUS Cpeau
MAIMEHTOB, MOIyYaBIIuX dATpoMoOonar**, cocrasuia 8§%. [loBbiieHre TEYEHOUYHBIX TPAaHCAMUHA3,
pacIeHHBAJIOCh KaK HEeXeNaTelbHOe SIBJICHHE, CBSI3aHHOE C MPHEMOM Ipernapara, OJHAKO JaHHOE
SBJIIGHUE pa3peliaioch IMOCIe CHIDKEHHUS JI03bl WM BPEMEHHON TMPUOCTAHOBKH TEparuu
antpombonarom™*. OOmMA TPopHIIb HEXKENATEbHBIX ABICHUH PACLIEHEH KaK TPHEMIIEMBIH.

B nenom aroHucThl TPOMOOTIOATHHOBBIX PEIENTOPOB XOPOIIO MEPEHOCATCS MalMeHTaMH 10
18 ner. HeoOXoAMMOCTh NPUMEHEHHsI IOMOJHUTEIBHOW Teparmuu COBMECTHO C aroHHCTaMu
TPOMOOTIOATHHOBBIX pelenTopoB BapbupyeT oT 9 10 47%. Yactora IOCTIKEHUS OOIIEro
TpoMOomuTapHoro otBera cocraBiusier 60-71%, a mmrensHoro — oxono 50%. Ilpwm
MPOJIOJKUTEILHOM TMPUMEHEHHH TepaneBTUYecKuil 3(PQPeKT aroHUCTOB TPOMOOTIOITHHOBBIX
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pELenTOPOB MOXKET coxpaHsThcst Ooznee 4 ner. Ilocne mpekpamieHuss Tepanuu y OOJBIIMHCTBA
MAIMEHTOB KOJIMYECTBO TPOMOOLIMTOB YMEHBILIAETCS O UCXOIHOTO 3HAYEHUsI U HUKE B TE€UEHUE 2-
3 Henenp, 4TO MOXXET TpeOOBaTh BO30OHOBJICHUS TEPAaNUM WM/MIM HA3HAYCHUS JOTOJHHUTEIBHON
Tepanuu. B HEKOTOPBIX Cllydasix JOCTUIaeTCsl CTOMKas PEMUCCHS, U JICUEHNE MOKET ObITh YCIEIIHO
npekpameHo. OTMEUeHO 4YTO y MHOTMX [AUUEHTOB IMpU TEpamud POMHUIUIOCTUMOM™* u
antpombonaroM™* He ymaeTcs M30€XaTh 3MU300B TpomOonuTosza (TpoMOouuThl Bhime 400 x
10%/11), HO TPOMBOTHYECKHX OCTOKHEHUI IPH 3TOM He oTMeueHo. IIpu npumenennn aTTIOp mMosxer
TPAH3UTOPHO YCHIIMBATHCS 00pa3oBaHWE PETHKYJIHMHA WM (prOpo3a KOCTHOTO MO3ra, OJHAKO PUCK
KJIMHUYECKH 3HAYMMbIX M3MEHEHUN He3HauuTeNeH. PUcK pa3BUTHSA TPOMOOTHYECKUX OCIIOKHEHUMN
y Jered oueHb Majl. B KIMHMYECKON IpakTUKE AaroHMCThl TPOMOOIIO3THHOBBIX PELENTOPOB
Ha3HayaloT nauueHTam c¢ TsokenabiMu popmamu UTII qnst obecneuenus "6e3onacHoro” KoauuecTna
TPOMOOIMTOB, MPEIOXPAHSIONIETO OT Pa3BUTHUS YTPOXKAIOIIMX >KU3HU KpoBOTEeUeHHH. Pexum
JO3UPOBAHUSI MOAOMpAETCs] HWHIMBHAyaTIbHO (cM. Tabmumbl  A3.1, A3.2). OpHo3Ha4HbBIE
pEeKOMEHJALMK MO JUINTENbHOCTU Tepanuu aroHuctamu TIIO-penentopoB B HacToslee BpeMs
OTCYTCTBYIOT. [Ipu JOCTIKEHUH MOJHOTO JUTUTENBHOTO (6-12 MecsIeB) TpoOMOOIIMTaApHOTO OTBETA
BO3MOXHO MEJUICHHOE MOCTENEHHOE CHMKEHHE J103bl IpenapartoB. B ciiydyae OTCYTCTBUS WU
yTpaThl OTBETa Ha OJMH aroHHUCT TPOMOOIOATHHOBBIX PELENTOPOB IliejgecooOpa3Ha 3aMeHa Ha

JPYTOM.

Tabmuma A3.1. OpueHTHpPOBOYHASI CXeMa MOA0Opa 03l POMHIUIOCTUMA™™* y MarMeHToB C
UTII.

KoaunuectBo JencTBus
TPOMOOIIUTOB
<50 x 10%n Jlo3a moBbIIIacTCs Ha 2 MKI/Kr; MakcuMaiabHas mo3a 10 MKr/Kr/Heaenro;
KOHTPOJIh KOJIMYECTBA TPOMOOITMTOB HE pexke | paza B HEACIIO.
50-250 x 10%/n [IpogomkuTe Tepamuio B TPEKHEH J03€ 1O KOHTPOJIEM YHucia
TPOMOOIIUTOB

> 250 mu < 400 x|IIpm komuuecTBE TPOMOOIIMTOB B OSTOM HHTEpBAJIC B TEYCHHE 2-X
10%n [IOCJIEOBATENBHBIX HEAEIb 1034 MOXET OBITh CHIDKEHA Ha 1 MKI/KT
(MCKITIOUEHHEeM MOXKET OBITh TOBBINIEHHWE YHCIAa TPOMOOIMTOB H3-3a
MPUMEHEHHUS JTOTIOJHUTEILHON Teparin)

> 400 x 10°%/n Jlo3a He BBOAMTCS (MCKIIOUYEHHEM MOXKET OBITh ITOBBIINICHHE YHCIIA
TPOMOOIIMTOB M3-3a MPUMEHEHUS JIOTIOJHUTEILHONU TepaIliu ); MPOIOJKHUTh
KOHTPOJIb KOJIMYECTBA TPOMOOITUTOB HE pexe 2-X pa3 B HEJEIIO.
Crnenytomiasi 103a BBOJUTCS MOCHE CHIDKEeHUs: TpomOoruToB < 200 x 10%n
U YMEHbIIIaeTcs Ha | MKI/KT.

Tabmuna A3.2. OpueHTUpOBOYHas cxema moadopa A03bl >ATpoMOonara** y manueHToB ¢
WTIIL.

KonunyecTtBo JlencTBus
TPOMOOIIUTOB

<50 x 10%n 3-5 net: 25 mr

6-17 net: 50 mr

YBenuuuBath 103y Ha 25 Mr 10 MAKCUMaJIbHOM 75 MI/CyTKH
OueHka NepeHOCUMOCTH.
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50-200 x10%n [Tpo1omKUTh Tepanuio B MPEXKHEH 103€
OrueHka NepeHOCUMOCTH.

200-400 x 10%/n YMEHBIIUTh CYTOYHYIO /103y Ha 25 MI' ¥ OLEHUTH YPPEKT KOPPEKIHH U
IIPUHSATH PELICHUE O JAIBHENIIEH KOPPEKIUH
OreHka NepPeHOCUMOCTH.

> 400 x 10%n OcTaHOBHTH Tepanuio, 1a00paTOPHBI KOHTPOJIb HE peXe 2 pa3 B HEJEIIO,
BO300HOBJICHHUE TCpalru Npu CHWIKCHHUU KOJIUYCCTBA TpOM6OHHTOB HUXKEC
200 x 10%1 B ymeHbIIEHHOM Ha 25 MT J03€.

OreHka NepeHOCUMOCTH.

2. #Purykcumab**. MexaHusMm JeHCTBUS pUTyKCcuMaba™* HampaBieH Ha IUTENbHYIO
JETUIELUIO TyJia 3peniblX B-nmuM@ounTos, B TOM 4ucie Npoayuupyoomux ayropeaktupabie AT. ¥V
nereit ¢ xUTII purykcumad** mosBomsier nocturath otBeta B 40-60%, mpu stom y 30-60%
OTBETHUBILIUX JIOCTUraeTcsl JOJrocpoyHas pemuccus (3-5 jer), He TpeOyromias MOJIEepPKaHUS.
[TanmenTsl, qocTUrmye OBICTPOTO MOJHOTO OTBETA, MMEIOT HAWIYyYIIME IIAHChl Ha COXpaHEHUE
PEMHCCHH B TeUeHHe JUTHTENHHOTO cpoka. PasoBas mo3a puTykcumaba** cocraBmster 375 mr/m?,
4acToTa BBEACHUU — | pa3 B HEIENo, INIMTEIbHOCTh Kypca — 4 BBeleHUs. B nurepatype umerorcs
COOOIIIEHHS O BO3MOXKHOCTH TNPUMEHEHMs albTEPHATHUBHBIX PEXKHMOB JO3UPOBAHUS: CHUKEHUU
O3Bl eXeHenelbHou no3el 1o 100 MF/MZ, YTO CBSI3aHO C YMEHBIIICHHEM OOIIero miamgapma B-
TUMDOILMTOB B pe3yNnbTaTe MPEebAYIINX ATANoB JIeUeHN)s, NN ABYKpaTHOE HasHaueHue 750 Mr/m?
C UHTepBaJIoM B 2 Henenu U coBMectHoe nmpumeHeHne ¢ ['KC. MHTepBan no mocTmkeHusi oTBETa
COCTaBIISIET OT OJHOM J0 HECKOJBbKUX He/lesb. B 1enom mepeHocuMocTh puTykcumada™** netbmMu
XOpolasi, MOTyT OTMEUAlOTCs MH(PY3UMOHHBIE PEaKIMH U CHU)KEHHE YPOBHS MMMYHOIJIOOYJIMHOB
kiacca G, Tpelyroiiee 3aMeCTUTENbHON Tepanuu. Kpome Toro, He0OX0AMMO YIUTHIBATh, YTO MOCIIE
JIeYCHUST PUTYKCUMaOOM™* BO3MOYKHA aKTHUBAIUS XPOHUYECKOW BUPYCHOU WH(DEKIIUU U CHIDKCHHUE
BBIPAOOTKU TMOCTBAKLUMHAIBHBIX AHTUTENl Ha MPOTSHKEHHH 6 MecsleB. B03MOXHOCTh JieUeHUS
pUTYKCUMaboM™** gare paccMaTpuBaeTcs y MAlMEHTOB MOJAPOCTKOBOTO BO3pacTa MPH HEYJAYHOM
nedenuu aTIIOp. HecMoTpsi Ha MMEIOIIMIACS OMBIT MpUMEHEeHHsI putykcumaba** mpu WTII, mo
HacTosIIIee BpeMs puTykcuMad™** oduuuansHo He 3apeructpupoBat juist teuenus UTII.

3. Cnnenskromusi. OnepaTuBHBIM MeTOJ0M JieueHusi namueHtoB ¢ UTII, y xotopeix He
MOJIyYeHO OTBETa WJIM Pa3BWICA pPEUUIUB TOCIIe MEIUKaMEHTO3HOW Tepamuu SBISETCS
CIUIEHKITOMUSL. D¢GEKT CIUIEHIKTOMHM CBA3aH C YHalleHUEM OpraHa, rie MperMYIIeCTBEHHO
MIPOUCXOJUT pa3pyuieHHe TPOMOOIMTOB, U CO CHIIKEHHUEM CHHTE3a aHTUTpoMOouuTapHbix AT
JIOJITO’KUBYIIMMHU TUIA3MAaTUYECKUMM KIIETKaMHU. Y JIeTed pelieHue O MPOBEACHUU CILUIEHIKTOMUHU
BCEr/Jla MpHHUMAETCS WHAMBHIAYanbHO. K mMoOKazaHWAM Ui CIJICHOKTOMHUU MOXHO OTHECTH:
Tsokenyto xponudeckyto UTII, mportekaromyro 0e3 peMucCHil ¢ KPOBOTEYEHHSIMH, CYILIECTBEHHO
YXYILIAIOMIMME KaueCTBO JKU3HM; KPOBOTEeUEHUSs, yrposxatomue xxu3iu, u UTIL, tpebyromryro mis
nojJiep>kanusi 6€30MacHOr0 KOJMYECTBa TPOMOOIIMTOB MOBTOPHOTO TOKCHUYHOTO JICUCHUS, a TAKKe
oTcyrcTBHe A(deKTa HIM pa3BUTHE HEXKETATEIbHBIX SBJICHUM OT KOHCEPBATUBHOM Tepamuu
HECKOJIbKUMHU BHUJAMHM MEIUKAaMEHTO3HOW Tepanuu. [IpyHumas BO BHHMMaHUE TEHIEHUUIO K
crioHTaHHOMY paspemenuto UTII y neteit, cmeHakTOMMS HE peKOMeHayeTcs paHee 12-24 mecanes
OT YCTaHOBJICHHUS JMArHo3a, 3a MCKJIIOYEHHEM KpallHuX oOcTosTenbcTB. OCOOEHHO 3TO Kacaercs
neTed mutaame 6 JIeT, Y KOTOPBIX CIUIEHIKTOMHMS CONPsDKEHA CO 3HAYMTENIBHO MOBBILICHHBIM
PHUCKOM TSDKEJBIX MH(EKIMHA, BbI3BaHHBIX MHEBMOKOKKOM U H. Influenza.

CIuleHAKTOMHUS MOXKET MNPHUBOJUTH K JIOJTOCPOYHOM peMuccuu 0e3 MoJyiep>KUBaroIien
tepanuu. [Ipu xponuueckoir UTII kak y B3pocibIX, Tak U y AeTeil 3(h(HeKTUBHOCT CIIJICHIKTOMUHU
coctaisieT 80-88%. CornacHo aHanu3y pe3yibTaTOB HECKOJIBKMX MCCIEN0BAHUN CIIJIEHOKTOMUU Y
589 nereit, MOTHON PEMUCCHM YAAIOCh JOCTHYb y 74% W3 HUX, MO pe3yibTaTraM Oosiee MO3IHUX
UCClleIoOBaHUIl dYacTtoTa oTBeTa HIKe, A0 59%. O¢¢eKTUBHOCT, KaK OTKPHITOM Tak u
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JanapCKOMUYECKOM CIIJIEH3KTOMUM OJIMHAKOBa. BpeMsi HacTymiaeHus: 0TBETa MOCie CIUIEHIKTOMUHU
MOXET COCTaBIATH OT 1 1m0 24 nHell. Y 2/3 OTBETHBIIMX PEMHUCCHS COXpAHSETCS B TEUYCHHUE
MUHUMYM TISITH JieT. YacToTa OCIOKHEHUH CIUICHAPKTOMUHU KOJIEOJeTCs B IIMPOKHX Mpeaenax U
BBIIIE Y B3POCIBIX MAIMEHTOB, MOCe JanaporoMuu — 12,9% naiueHToB, Moclie JIAMapoCKONUU — Y
9,6%; nerampHOCTH cocTaBisieT cooTBercTBeHHO 1,0% u 0,2%. B menom, nmamapockomnuueckas
CIUICHPKTOMUSI ~ XapaKTEpPU3YeTCSd MEHBIIEH YacTOTOW  IOCTONEPALMOHHBIX  OCJIOKHEHUM,
COKpAILLEHUEM CpOKa rOCIUTAIN3ALMH, O0Jiee HU3KOM MHTpaoNepallMOHHON KpoBoIoTepel u 6osiee
OBICTpOIi peabuiHMTaIMel MAUeHTOB. Pa3BUTHE TaKUX OCIOKHEHUH KaK KPOBOTEUEHHE, WHPEKITUS
1 TpoMO03 TpeOyeT MOMOTHUTENHBIX XUPYPTUUECKUX U TEPANICBTHUECKIX BMEIIATEIbCTB, a TAKKE
MOBTOPHBIX  MPOJOJDKUTENBHBIX TocmHTanu3auui. Jng mnpoduimakTuku — TpoMOOTHYECKHX
OCJIO’)KHEHUN BCEM MAallMEeHThl B MOCJIEONEPALMOHHBIA MEPUOJ BBINOJHAETCS KOHTposibHOe Y3U
BOPOTHOM BEHBI C II€JIbI0 OIICHKM KPOBOTOKA W JIMarHOCTUKU TpomOO3a M MpHUMEHSETCS
NpodUIaKTHYECKOe JTeYeHHe aHTUKOaryIsHTaMu (IIpH uucie Tpombormrtos Beme 30-50 X 10%/1).
Kpowme Toro, Ha npoTspKeHUU Beell )KM3HU Y MAllMEHTOB, EPEHECIINX CINIEHIKTOMUIO, COXPaHSIETCs
yrpo3a pa3BUTHs HEKOHTPOJIUpyeMOi MH(EKINK, BhI3BaHHOW Streptococcus pneumoniae, Neisseria
meningitidis, Haemophilus influenzae. [na npodunaktukn WHGEKIUOHHBIX OCIIOKHEHUN
HEO0OXO0IMMBI TIpeIBapUTENbHAS BaKIUHAIMS, KOTOPYHO HEOOXOJMMO 3aKOHYHTh MUHHUMYM 3a 2
HEJeNu [0 OINEepaTMBHOTO BMEIIATENbCTBA, a TakXKe IIOCTOSHHAs peBakUMHALUA U
MpoUIaKTUYECKUI prUeM aHTHOAKTepUualbHON Tepanuu Mo KpaiiHel Mepe nepsbie 2(5) et nocine
CIUIEHIKTOMUHU.

[Ipunoxenue b
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IIpunoxenue B
HNudopmanus A naumeHra

Nmmynnas tpomOonuronenus (MTI1) — ayroumMyHHOE reMaTosiornyeckoe 3a001eBaHue, Ipu
KOTOPOM CHM’KAeTCsl KOJIMYECTBO TPOMOOLMTOB B KpoBU. ONHOIN M3 NPUYMH HU3KOIO KOJIMYECTBA
TPOMOOIIMTOB SBJISETCS 00pa30BaHKE AHTUTEN, CBAZBIBAIOIINXCA C AaHTUTEHAMH TPOMOOIMTOB, ITO
MPUBOAMT K MOBBIIICHHOMY Pa3pyHICHHIO TPOMOOIIMTOB, B TIEPBYIO O4Yepe/b, B cene3eHke. pyrue
MMMYHHBIE U HEUMMYHHBIE MEXaHH3MBI TaK)K€ MOTYT OBITh BOBJEUYECHBI. TpPOMOOLUTHI — 3TO
KJICTKH, KOTOPBIE TIOMOTAIOT OCTaHABJIMBATH KpoBOoTeueHHE. [Ipum TpomOouuTOneHNH (CHMKEHUU
KOJIMYECTBAa TPOMOOIIMTOB) y MallMEHTOB MOSABIIAIOTCS METEXUH, CUHIKH, OECIPUUMHHBIE UITH JIETKO
oOpa3zyromuecss IeMaTOMbl, JJIUTENbHbIE KPOBOTEUEHHs IpU Tope3ax M JpPYyrux TpaBMax,
KPOBOTEUEHHUS! C BHMJUMBIX CIM3UCTBIX 000JI0YEeK (HOCOBBIE M JIECHEBbIE) M KPOBOTEUEHHUS W3
OpYrux MecT (IOYeYHbIe, >KETyJOYHO-KUIIEYHbIE, MATOYHBIE y JEBOYEK), MOTYT pa3BHUTHCS
KPOBOM3JIMSIHUNA BO BHYTPEHHHE OpraHbl, B TOM YHCJIE B TOJIOBHOM MO3r. UeMm HIKE KOJIMYECTBO
TpOMOOIIMTOB U OOJblLIE JJIUTENBHOCTh 3a00JIEBaHUS, TEM BBIIIE MOXKET ObITh BEPOSTHOCTD
KPOBOTEYEHUHN U KPOBOM3JIMSIHUN.

[Tpu kommdecTBe TpoMOOIMTOB Gostee 50 X 10%/1 TsaKenble KPOBOTEUESHNUS CITydaroTCsl KpaiHe
penko, mpu 20-50 X 10%1 — yBenuumBaeTcs pHUCK BO3HMKHOBEHHS KPOBOTEUEHHMIA MOCNE TPABM U
IIOpe30B, TPH KOJNHMYECTBE TpoMOomuToB MeHee 20 X 10%1 MOTYT BO3HMKATh CIIOHTaHHBIE
KpPOBOTEUeHH s, a Hike 5 X 10%/1 BepoATHOCTH CIOHTAHHBIX KPOBOTEUeHHiT Hanbomee Benuka. Ho B
HEKOTOPHIX CIydasx, Jake NPH KONHdecTBe TpombouutoB Menee 10 x 10%/m, remopparmdeckmii
CHUHAPOM Yy TallMEHTOB MOET He MposABIAThCA. Kpome KkonuuecTBa TpPOMOOIMTOB, PUCK
KPOBOTEUEHHH 3aBUCUT OT aKTUBHOCTHU MAIIMEHTA U OT HEKOTOPBIX IPYTUX MPUYHH.

OObIYHO Ui JeTeil XapaKTepHO BHE3almHOe Hadajo O0JIe3HH, KOTOPOE MOKET Pa3BUTHCS
yepe3 2-3 HeJeNu ociie BUPYCHOH, OakTepruaaibHONH MH(EKIIUNA WK TIO0C]Ie BaKIIMHAIIMN. 3a49acTyIO
3a00JIeBaHNE MOXET SBIISETCS CAMOOTPAHMYEHHBIM IIPOIECCOM M pa3peliaeTcsi B TeueHHUe
HECKOJIbKUX HEJeNlb WM MecsleB. Y TOJIPOCTKOB M B3pOCIBIX MAIlMEHTOB 4Yallle pa3BUBAETCS
XpoHHUYEcKoe 3aboyieBaHME, KOTOpOEe NEepCUCTHpyeT Trojamu. JlaTh OJHO3HAYHBIA MPOTHO3
JUINTEIHHOCTU 3a00JIeBaHMsl MPU BIEPBbIE YCTAHOBICHHOM JMAarHO3€ MPaKTUYECKH HEBO3MOXKHO.
OnHako W3BECTHO, YTO OKOJIO TPETU JIeTei MOryT pa3BuTh 3aTswkHY0 UTII (amurensHOCTBIO OOEe
3 mecsueB), a 5-10% — Tspkenoe XpoHUdeckoe (JTUTEILHOCTRIO OoJiee 1 ro/1a) uiau pe3ucTeHTHOE K
Tepanuu 3ab0JieBaHUE.

[Ipu BHEpBBIC YCTAHOBJICHHOM JIMArHO3¢ MalMeHTaM C HU3KUM KOJMYECTBOM TPOMOOIIMTOB
(xak mpasuno, ke 20-30 X 10%1) mpoBoauTCs Tepamus IEpBOH JMHUU BHYTPUBEHHBIMU
UMMYHOTJIOOYJIMHAMH WJIM TJIOKOKOPTHKOCTEPOHMJIAMH W 3TH K€ JIGKAPCTBCHHBIC CPEICTBA
MPUMEHSIOT MPH 3aTSDKHOM M XpoHndeckoM TeueHun WUTII, B ciyyasx koraa HE0OX0IuMO ObICTPO
MOHATH KOJIMYECTBO TPOMOOIIUTOB JI0 Oe30rmacHoro 3HaueHus (0osee 50 x 109/J1).

JIOTIOJIHUTENBHO NIpU TsKENION nepcuctupyromeit 1 xpoundeckor UTII, korga coxpanarorcs
tpomGormTonenus Hwke 20 X 10%71 ¥ KpoBOTeueHHs, NPUMEHSIOTCS TIpenapaThl BTOPOH JHHUM
(MMMYHOCYIIPECCAHTbI, CTUMYJIATOPHI TPOMOOIMTOOOPA30BaHUs), WIM BBIMOJIHSAIOT OINEPALHUIO
(ynanenue cene3eHkH). BeiOop Buaa neyeHns NpoOBOIUTCS HHANBUAYAIBHO Ul KaX/I0TO MAIeHTa,
C y4yeToM OCOOEHHOCTeW TeueHHs 3aboseBaHus. Bpau OOBACHUT HpeuMyllecTBa U HEIOCTATKU
Ka)/10T0 BHJIa JieueHus Uit Bamero peOeHka.

Kpome Ttoro, mammentam c¢ WTII pexkomennyercs wuslerath mpuemMa acHupUHA H
HECTEPOUJIHBIX MPOTUBOBOCHAIUTENBHBIX CPEICTB MPHU KOJIHWYecTBE TPoMOOIMTOB MeHee 40-50 X
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10%1, u3beraTh KOHTAKTHbIE BHIBI CIOPTA M JPYIYK AKTHBHOCTh, COMPSKEHHYI) C PHCKOM
TpaBMaTU3Ma, pPEKOMEHIYETCS HCIOJIb30BaTh CPEACTBA  3alMTHl  (ILIEM, HAKOJICHHHKH,
HAJIOKOTHUKH), JJIsI MaJICHBKUX AeTell — 00ecreynTh MATKUE UTPOBbIe 30HBL. i mpoduiakTuku
KPOBOTOYMBOCTH JIECEH PEKOMEHIYETCS HCIOJIb30BAaHUE MSTKHX 3YOHBIX INETOK M MOCEHIaTh
IpOGHUIAKTUIECKUE OCMOTPBI CTOMATOJIOTA.

Ja pereit ¢ UTII HeT KeCTKMX NMETHYECKUX OrPaHUYEHHM, pPEKOMEHIYyeTcsl COOJ0JaTh
BO3PAaCTHYIO JHUETy W HE YHNOTpeONsATh MPOAYKTHI, 3aBEJIOMO BbI3bIBAIOIIME Yy peOeHKa
QJUIEPrMYECKUE peakuuu. PeKoOMeHayeTcst JOCTaTOYHBIM IIPUEM BOJbI M KJIETYATKU I
npo(MIaKTUKKA  3alopoB, OrPAaHUYUTH MOTpeOJIeHWe MalHuHbL, u30eratb yKCyC, YECHOK,
KOHCEPBAHTHI U IPOIYKTHI, COACPKALINE XUHHH.

B Bcex ClIydadaX IOABJICHUA 0OJIBIIOTO KOJIMYECTBA CUHSIKOB WM METEXHAIbHBIX JJIEMEHTOB
Ha KOXe€; KPOBOTEUEHUI M3 HOCa, AECEH, MaTOYHBIX KPOBOTEUEHHI, OOHAPYKEHUH KPOBHU B MOYE
WIM CTylle; a TaKKe MpU PBOTE, TOJOBHOM 00iM, crabocTu, 0OMOpOKE, HapyLIEHUU CiIyXa WU
3peHHMsI W JIpYyruX JKajlo0ax HeoOXOoJAMMO He3aMeIUTEebHO oOpamiarbcs 3a MEIUIMHCKOU
HOMOHII)IO! PO}II/ITGJ'UIM U CTapmiM JOC€TAM PEKOMCHAYCTCSA HOCUTH IIpU cebe MCEAUIIMHCKHEC
JAOKYMCHTBI C YKa3aHHEM JHAarHosa W MCEIAWKaMCHTOB, HGO6XOHI/IMBIX JUIA OKa3aHUue CKOpOﬁ
MTOMOTIIH.

ITpunoxenne I'l-I'N

Il kaJjbl OleHKH, BONPOCHUKHU M IPyTrve OlleHOYHbIe HHCTPYMEHTbI COCTOSIHUS
NalMeHTa, NPUBeJeHHbIe B KIIMHNYECKUX PEKOMEeHIalUsX

[Tpunoxenue I'1

I kanbl ouenku crenedu kpoporouuBoctu no BO3 u CTCAE

HasBanne Ha PYCCKOM A3BIKEC: 06H_II/IC TEPMHUHOJIOTHYCCKHUE KPUTCPUHU HEXKECIATCIbHBIX
SIBIICHU.

OpurunansHoe HazBanue: Common Terminology Criteria for Adverse Events (CTCAE)

Hctounuk  (opunuanbHelii  caiT  pa3pabOTUYMKOB, MyOnHMKAIUs C  Bajujanuei):
https://ctep.cancer.gov/protocoldevelopment/electronic_applications/docs/ctcae_v5_quick_referenc
e 8.5x11.pdf

Tumn: mxkanaa OLCHKHU

Haznauenue: OLCHKA TsHKCCTH KPOBOTOYHMBOCTH

Coneprxanue (1a0JIOH), KITF0Y (MHTEpIIpETaIus ):

Crenenn Knunnueckue nposiBieHus
KPOBOTOYHMBOCTH
0-s1 - OTCcyTCTBYIOT
1-s - [lerexun (< 100)

- HeGonbiue rematomsl, cunsku (< 10 cM B auameTpe)

- KpoBoTeueHus co cau3ucThix 000JI049eK (HOC, POT)

- HocoBoe xkpoBoTeuenue (mmurenpbHOCThIO < 1 waca, HO 0e3
HEO0OXOIMMOCTH JICUEHUS)
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- CyOKOHBIOHKTHBAJILHOE KPOBOHM3JIUSHUE
- BarunaneHoe kpoBoTEeueHHE (HEOOXOIUMOCTh HE OoJiee 2-X MPOKJIAIOK B
JICHB)

2-5 (6e3 |- 'emaromsl, cunsiku (> 10 cM B quamerpe)
TpaHchy3nonHoi |- HocoBoe kpoBoTeueHHE (JUITMTENBHOCTHIO > 1 yaca WM HEOOXOIUMOCTb
3aBUCHUMOCTH) TaMIIOHA/]IbI)
- PerunanpHOe KpoBOM3IIMsIHIE O3 HAPYIICHUS 3PEHUS
- BarunanpHOoe KpoBOTeUeHHE (HEOOXOIUMOCTH Oojiee 2-X MPOKIATOK B
JICHB)
- KpoBs B cTyrne, meneHa, KpoBaBasi pBOTa, KPOBOXapKaHbe, TeMaTypus
- KpoBoTeuenus u3 MecT MmyHKIHHA
- KpoBom3nusiHHS B MBIIIIIBI U CYCTaBBI
3-51 (c|- HocoBoe kpoBoTeueHme
TpaHcpy3uoHHON |- KpoBoTeueHus co CAM3UCTBIX 000J04YeK (HOC, POT)
3aBHCHMOCTHIO) - BarunansHOe KpoBOTEUCHHE

- KpoBsb B cTyse, MeneHa, KpoBaBasi pBOTa, KpOBOXapKaHbe, FreMaTypHsi
- KpoBoTeuenus u3 MecT myHKIUN
- KpoBou3MMsHUS B MBIIIIIBI M CYCTaBbI

4-5 (yrpo3a >KW3HH,
MTOCTOSTHHBIC
MOTEHINATEHBIE
(hyHKIIMOHAIILHBIE
TTOBPEXKICHHUS )

- KpoBouzmsiaue B [THC

- PernHanpHOE KpOBOM3IMSHIE C HAPYIICHUEM 3PEHUS

- KpoBomsnusiaue B Apyrue opradbl ¢ (DYHKIIMOHAJIBHBIMA HAPYIICHUSIMH
(cycTaBbl, MBIIIIIBI, TTIOYKH, JIETKUE U . )

- @aranpHoe kpoBouznusHue (mo CTCAE 5-s crenens)

Hogeie, nznanneie B 2020-2021 rr. 1 ourmanbHo yrBepKAEHHBIE MuH3IpaBoM PO,
KIIMHUYECKHE PEKOMEHIalUK (PYKOBOJICTBA, MMPOTOKOJIBI JICUCHHS) — HA HAIIIEM CalTe.

I/IHTepHeT'CCBIJ'IKai

http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii protokoly lechenija/54.

Ecnu rae-to keM-To TaHHBIN JOKYMEHT ObLI paHee pacreuaTaH, JaHHOe n3oopaxenne QR-koma
MTOMOJKET BaM OBICTPO MEPEHTH O CChUIKE ¢ OyMaXKHOM KOTIMU — B HEM HAXOJUTCS dTa CChLIKA.
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