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1. BBEAEHWE -

Sma 6powiopa opueHMUPOBAHA HA 83POC/IbIX NAYUEHMO8 C
yCMAaHoB/1eHHbIM OUA2HO30M «Nep8uUYHAss UMMYHHAs mpom6oyu-
moneHus (uduonamuyeckas mpomb6oyumoneHuveckas nypnypa,
UTIM)».

Bpay, nocmasuswutii duazHo3 UTI1, oyeHUsaem cmeneHo Kiu-
HUYecKux nposeseHuli 6os1e3HU U Ha3Ha4Yaem coomeemcmeayrouwee
neyeHue. OOHoBpeMeHHO OH NoOpobHO 06vACHAem nayueHmy, 8
4ém cocmoum cymb 3a6osie8aHus, pacckasviedem O 803MOXHbIX
8adpUAHMAX e20 MeYeHUs U OC/I0XKHEeHUAX, Ha3Ha4yeHHol mepanuu
(npenapam, 003a u cxema npuemd, CpoK JsiedeHus, NnoboyHble
AesieHus).

Mockoneky UTIT mpebyem onumenbHo20 HAG/IIO0EHUS, MeXOy
8payom U nayueHmMom ycmaxasiusaemcs mecHoe 0ogepumesibHoe
compyoHu4ecmeo. Tem He MeHee y nocsiedHe20 ocmaemcsA nompeo-
HOCMb 8 d0NO/IHUMeTbHOU UHhOpMAayuu No 80npocam exkeoHe8HoU
)KU3HedesameJsibHOCMu, cefA3aHHoU ¢ 3abosiesaHuem. boneHo20
UHMepecyem enusHuUe 60/1e3HU HA 06paA3 XKU3HU, NCUXosI02uYecKoe
U ¢husuyeckoe 300po8be, coyuanbHyto akmueHoOCmMb, CNOCO6HOCMb
pabomame no npogheccuu, niaHuposaHue cembu u op.

IMomumo 3moeo, 8 c853u c yseniu4usaroWumcs 8 nocsieOHee oecs-
musniemue docmynom K uHgpopmayuu nayueHmeol ¢ UTI Ha4yanu
8bICKA3bI8AMb CBOI0 MOYKY 3peHuUs Ha 6osne3Hb 6osiee AKMUBHO,
803HUKJI0 HOB80€ NOHUMAHUE poJiu nayueHma 8 6opb6e ¢ Heto, Ymo
NnpoouKmoeaso Heo6xo0UMOCMb CO030aHUs OAHHOU 6powiropbI.

Kpome mozo, cmpemneHue nayueHmos y3Hameo 6osbuwe o
60s1e3HU U MemOOax mepanuu, NPUHAMb y4acmue 8 c6oeM Jie4yeHuU
00HO U3 BAXKHbIX ycsiosull e€ 671a20n0/1y4HO020 MeYeHUs.
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2. YTO TAKOE NONOMATUNYECKAA
TPOMBOUWTOINEHNYECKAA TTYPITYPA?

Maovnonatuueckas TpombouutoneHmyeckasa nypnypa (UTI) - ato npw-
06peTeHHOe ayTOMMMYyHHOe 3abonieBaHune, KOTOpoe pa3BMBaeTCA M3-3a
MOBbILLEHHOIO Pa3pyLUeHUs TPOMOOLUTOB, B OCHOBHOM B CENE3EHKE, YTO
NPUBOANT K CHIKEHMIO KONMyecTBa TpombounToB. TpomboLUTbl KpoBe-
TBOPHbIE KNETKM, KOTOPbIe YYaCTBYIOT B MpoLecce CBEPTbIBAHNA KPOBU.
MocneacTBMeM HapyLLUEHHOW CBEPTLIBAEMOCTU ABAATCA KPOBOTEYEHUSA
pPa3fIMYHON CTEMEHN BbIPAXXEHHOCTU, OT MUHMMANbHbIX (TOYEYHbIX)
KPOBOU3NINAHUI NOJ KOXY [0 CEPbE3HbIX KPOBOTEUEHUI 13 BHYTPEHHUX
OpraHos.

TepMUH «<namnonaTnyeckasa» 03HavyaeT, YTo MPUYMHbI pa3BUTKA 3abone-
BaHMA B HacToAllee BPeMsA HEU3BECTHbI, a «TpoMboLMToNeHnYecKasn»
yKa3blBaeT Ha MOHWKEHHOe cofepaHue TpombouunToB (rpey. mevia
[NneHnA] — HeJoOCTaTOK); «<Nypnypa» e — 3TO MeNKne KPOBOU3NNAHUA MOA
KOy, KOTOpble ABAIOTCA CAMbIM YaCTblM CUMMNTOMOM 60IE€3HM.

Brnepsble 3aboneBaHune 66110 onvcaHo B 1735 r. MNaynem lotnv6om
Bepnbrodom (1699-1767rr.), cynebHbiMm Bpayom, paboTaBwumm B
laHHOBepe.

3. "MPNUYNHbI BO3HUKHOBEHWA NTTT

NTM - 310 ayToMMmMmyHHOe 3aboneBaHue, KOTOpoe pa3BuUBaeTcA
BCNeACTBME FMyO6OKNX HapyLLIEHNIA B UMMYHHOW CUCTEME OpraHu3Ma.

TN ewe Ha3biBalOT — NepBMYHAA MMMYHHaa TpombouunToneHus.
MMMyHHaa cuctema otBeyaeT 3a GOpPMMpPOBaHME 3aLUMTHOrO OTBETA Ha
BHYTPEHHEE W BHELLIHEee oTpuuaTesibHoe BO3AenCTBue (Hanpumep, Ha
BUPYCbI N 6akTepun).

B pe3ynbrate NONOMKM MMMYHHasA cMcTeMa HauyvHaeT BOCNPUHMMATb
3/10pOBble KNEeTKM U TKaHW OpraHM3Ma Kak uyepopHble, onacHble 1
aTaKkyeT ux (3anycKaeT MMMYHHY0 peakLuio).

Mpwn UTT M1LWeHbIO TaKOWM aTakn UMMYHHOW CUCTEMbI ABAAIOTCA KNETKU
KpOBM — TPOMOOUUTbHI N UX NPeAWeCcTBEHHNKN — Merakapmouutbl. OHK
pacno3HalTCcA MMMYHHON CUCTEMON KaK Yy>KepOofHble, aTaKylTCA
0COObIMY aHTUTENaMn 1 NOABEPraloTCA YCKOPEHHOMY paspyLueHunio. Yto
ABNAETCA NPUUYMHON TAKOrO HapyLIeHKs, B HacTosALee BpeMsA HEU3BECTHO.
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Hopma copepaHusa TpomOoOLUTOB B KpoBK cocTaBnseT oT 150 go
450 TbicAY B MUKponuTpe (MKA), @ npu pa3sutnum UTH ux konnyectso
CHMKaeTcAa Huxe 100 TbicAau.

TpoMGOLUTHI

cTeHKa
COCYAa " 5purpouuTbl

TpOMBOUMTBI

Yacto passutuio UTI npepwecTsyeT noABneHne TpUrrepHbix (Mycko-
BbIX) GAKTOPOB pPa3BuUTUA HGoNe3HWU. DTO MOryT ObiTb UHPeKLMM (Yawe
BMPYCHbIE), CTPECCOBble CUTyaLuu, XMpyprumyeckne BmeLIaTeNbCTBa,
6epeMEHHOCTb, KOHTAKT C XVMUYECKMY peareHTamu, JIeKapCTBEHHbIE
npenaparbl.

ExxerogHo B mupe peructpupyetca 1,6 - 3,9 HoBbix ciyyaeB WTI Ha
100 000 HaceneHnua. PacnpoctpaHeHHocTb WTI coctaBnAeT ot 4,5 go
20 cnyyaes Ha 100 000 HaceneHwus, npu 3Tom 3aboneBaHne He NMeeT reo-
rpadmyeckux ocobeHHocTern. My>xunHbl 6onetoT B 2-3 pa3a pexe MeHLUH.
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4. CUMINTOMbI UTT

CHMXeHMe KonnyecTBa TPOMOOLMTOB (TpoMboLUTONEHNs) ABNAETCA
rnaBHbIM nabopaTopHbIM NokasaTenem npu WTI, ogHAKoO 3TO MOXXHO
YBUAETb, TONbKO ONpPeaenns ypoBeHb TPOMOOLNTOB B KPOBM, NPU 3TOM
NOPOroBbIM 3HAYEHMEM ANA NOCTAaHOBKM amnarHo3a UTI asnaetca konu-
yecTBO TpombounTos < 100 000/mKr.

G

Femamomeoli Kposomouyugocmes
deceH
Hocoesble XenyodouHsle u
KposomeyeHus KuweyHble KpogomeydeHus

Yalle BCero nepsbiM 1 CaMbIM AIBHbIM MPOABJIEHNEM TPOMOOLIUTO-
NeHUN ABNAETCA MOABJIEHNE KPOBOU3NIMAHUN Ha KOXe U CIU3NUCTDIX,
CUHSIKOB, HOCOBbIX U IECHEBbIX KPOBOTEUEHWIA; Y XKEHLUUH MOTYT Habsto-
AaTbCA ANnUTeNbHbIE N 06UNTbHbIE MEHCTPYalNbHble KpOBOTeueHus. bonee
TAXKEeNble U 3anyweHHble cnyvyan UTI mMoryT nposBnaTbCA KpoBOTe-
UeHVeM 13 BHYTPEHHMX OPraHoB (Yalle BCero »esyaouHO-KMWeYHbIMM
KpOBOTEUEHMAMN), MOABNEHNEM KPOBM B MOYe WU [axe KPOBO-
N3NINAHNEM B FONTOBHOWM MO3T (NOoCieAHee CNyyaeTcs KpailiHe pegko).



Iypnypa Ha pyke

llemexuu Ha KoXxe

Femamoma Ha 6edpe

5. ANATHOCTUKA LTI

T - gnarHo3 ncknoveHus.

DTO O3HayaeT, YTO AMarHO3 YCTaHaBMBAETCA MOC/e UCKIYeHUA
BCEX APYTUX 3a00/1IeBAHWIA, KOTOPbIE BbI3bIBAKOT 3HAUNTENTbHOE CHUXKEHNA
Konuyectsa TpombountoB. [nddepeHumnanbHyo ANarHoCTUKY NpoBo-
OUT Bpay Mo CTaHAApTHbIM NpoToKoNam. B mnaH obcnepoBaHua npu
HEe0HXOAUMOCTM MOXET ObITb BKJTIIOYEHO UCCIIe0BaHNE KOCTHOIO MO3ra.

MNMoBTopHaA auarHoctuka UTI uenecoobpasHa, Korga npoBefeHHas
Tepanusa He OKa3blBaeT JOCTaTOYHOro 3pdpeKTa 1 3aboneBaHue npoTe-
KaeT C yacTbiMK peuunamBamu. [1na yTOYHEHMA BEPHOroO AMarHo3a Bpay
Ha3HavaeT JONOJIHMTENIbHOE 06CefoBaHMe.



6. CTAOUW N TEMEHWE T

yalle nmeeT XpoHn4yeckoe teveHume.

Bnepsbie Mepcncutpyowasn XpoHuueckas:
AviarHo- (ycTonumBas): -
. onee
CTUpOBaHHasA: OT Tpex o
BeHaaLaTH ABeHaguaTtu
e M L MECH o8 noche mMecALeB nocne
e I'IocﬂaHOBKI/I rOCTanoBKA
NOCTaHOBKM anarHosa
JunarHosa AnarHosa

PelwieHune o npoBeeHUMN neyeHns
3aBUCUT OT UHANBUAYaNbHbIX
¢aKTOpOB pNCKa, cTeNeHn
KPOBOTOUYMBOCTU U KONNYECTBa
Tpom6oLUNTOB.

7. JIEHEHWE T

TN aBnaetca xpoHUYeckmm 3abonesBaHnem, NO3TOMY K
HUM 11 leYeHne JOSIKHbI OCYLLECTBATLCA MOXKN3HEHHO.

B HacToAwee BpemA He cyllecTBYeT uaeanbHOro meToAa
KOTOpPbIA MOXEeT rapaHTMpPOBaTb CTOMPOLEHTHbIN pe3ynbraTt
naumeHToB. Bce meToabl, C OQHON CTOPOHbI, MMEKT OMpe
3bdEKTMBHOCTD, € Apyro — 06naaatoT BepoATHOCTLIO Pa3Biy
TeNbHbIX ABMEHUI. 3aava Bpaya-reMatosiora COCTOUT B TOM, ¢
TblBasi BCé O0COOEHHOCTM TeueHusa 60Nie3HM 1 BEePOATHOCTb P
OCJIOXHEHWI, NPeANoXNTb Hanbonee 3GpPeKTUBHDIN 1 Ge3omnal
aHT Tepanun oNs KOHKPETHOro nauueHTa.
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MEOVUKAMEHTO3HOE JIEYEHWVE

B HacToAwee BpemA CyLWeCTBYIOT ABa OCHOBHbIX HamnpaBfieHMUA
MELVKAMEHTO3HONM Tepanuu, KoTopble MOryT ObiTb Ha3HauyeHbl BPavoM-
remaTosiorom ans nevyeHusa nauneHTos ¢ UTT: cHKeHne aTakm UMMYHHOWN
CMCTEMbl HAa COOCTBEHHbIE TPOMOOLUTBI U CTUMYNALMA BblpabOTKK
TPOMOOLITOB B KOCTHOM MO3re.

[ANnA CHUXKeHNA aTakn UMMYHHOW CMCTeMbl Ha COGCTBEHHbIe TPOM-
60ouNTbI NPUMEHAIOTCA Cregylolie rpynnbl NpenapaToB: MIOKO-
KopTtukoctepougbl (FTKC). Yauwe Bcero ato npenapatbl NepBON NHUN
Tepanuu, OCHOBHble NX MPeACTaBUTENN — NPEAHN30NOH 1N AeKCaMeTa3oH,
06bIYHO UX MPUHMMAIOT KOPOTKNMIK Kypcamu. BHYyTpUBEHHbI MUMMYHO-
rno6ynuH BBUI - npenapaT 3KcTpeHHOU nomowy, Ha doHe npuema
KOTOPOro GbICTPO OCTaHaBMBaETCA KpoBoTeueHrie. MOHOKNOHanbHble
aHTUTena (puTtykcmmab) — npenapat, NpUMeHAeMbIn Npu Heddpdek-
TuBHOCTU FKC 1 nocnegyowux MIMHUN Tepannmn, BBOGUTCA BHYTPUBEHHO.

Take NpoBOAUTCA CMAIGHIKTOMMUA. DTO Oorepauus No yaaneHuio cene-
3eHKW, KOTOpas HaxoauTcA B OPIOWHOM MOMOCTM M nomoraet pabote
UMMYHHON cuctembl. Mpu UTMN TpombounTbl, NPOXoAA C KPOBOTOKOM
KPOBWU Yepe3s cenle3eHKy, YaCcTo OCefaloT M Pa3pyLUaloTCA B HEN.

Oxunpgaembiii 3pPeKT 0OCHOBAH Ha TOM, UTO TPOMOOLMTbI OyayT OCTa-
BaTbCA B LMPKynaumMu Kposu. Kpome Toro, yganeHve ceneseHkn MoxkeT
YMEHbLUATb KOSIMYECTBO aHTUTEN K TpoMmbouuTam. Onepaunsi MOXeT ObiTb
BbIMOJIHEHA NlanNapOCKOMNYeCcK, TO eCTb Yepe3 HeCKONbKO MasieHbKnX
OTBEpPCTU B NepefHelt OPIOLWHON CTeHKe, UK OTKPbLITbIM JOCTYNOM, C
60onbLwnM paspe3oM. MNaLmeHTbl, KOTOPbIM MOKa3aHOo yaaneHne ceneseHku,
HY>K[al0TCA B BaKLMHaL MM OT MHEBMOKOKKA, MEHUHIOKOKKA, reModnIbHOM
Nasoyky, Tak Kak ygarnieHne 3TOro opraHa COMPSXKEHO CO CHUKeHVEM
UMMYHWTETA, UTO YBENINYMBAET PUCK Pa3BUTUA MHOEKLMOHHBIX OC/IOX-
HEeHW.

Ona ctumynauum BblIpaboTKM TPOMOOLMTOB B KOCTHOM MO3re Mpu-
MEHSAIOTCA aroHUCTbI peLenTopoB Tpomb6onoaTuHa. Ha3saHue rpynnoi
npenapaToB O3HayYaeT, YTO OHW AENCTBYIOT TaK e, Kak TPOMOOMNO3TUH
(TNO), To ecTb BelecTBO, KOTOPOE BbipabaTbiBAaETCA NEUYEHBIO U CTUMY-
nupyeT BblpaboTKy TPOMOOLMTOB B KOCTHOM Mo3re. AroHucTsl TIO
CBA3bIBAIOTCA C TEMU Ke peuenTtopamMn B KOCTHOM MO3re, YTo U ecTecT-
BEHHbII TPOMOOMO3TUNH, CTUMYNUPYA BbipaboTKy TpombouuToB. x
Ha3Ha4yaloT B KayecTBe BTOPOM JIMHMW Tepanun nepcuctupylowen u
XPOHMYeCKon cTagum 3aboneBaHnsa. B HacTosAwee Bpems B PO ogobpeHb!
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K NMpUMeHeHUto 3 npenapaTa 3TON TPynnbl C MEXAYHAPOAHbIMU He-
NaTEHTOBAHHbIMU HAaWMeEHOBaHMAMMK: 3ATpoMbONar, POMUNIOCTUM U
aBaTpombonar.

SITPOMBONATI

BbinyckaeTcs B Buge Tabnetok 25 n 50 mr. MNpenapat cnegyet npu-
HUMaTb OfVH pa3 B [eHb, He pa3XKEBblBas TabneTku, 3anveas BOLOMN.
TepaneBTnYecKyo JO3MPOBKY dNTpoMOONara onpeaenseT TONbKO Jieya-
WM Bpau.

dnTpombonar Hago NPUHMMATbL MO KpaHelr Mepe 3a 2 Yaca Ao uin
yepes 4 yaca nocne nprvema TakMx NpenapaToB M MPOAYKTOB Kak:
aHTaumAbl, KOTOPble Ha3HAYalOTCA ANA HEUTPan3aLnmn CONAHON KNCNOTbI
B XefyhKe, yalle BCEro AnA NeYeHUsa M3Xoru unu A3seHHon bonesHun
Kenyaka (BcnefcTBMe Hanmuma B MX COCTaBe MarHUA 1 Kanbuwus),
MOJIOYHblEe MPOAYKTbI, MUHepanbHble fo0aBKW, cofepaluve nonvBa-
NEeHTHble KaTWOHbl (Hanpumep, KaTUOHbI antoMUHNA, KanbLus, »Kefe3a,
MarHusa, cefnieHa v LUMHKa).

[na xpaHeHnA anTpombonara He TpebyeTcA Kakux-nm6o oco6bix
ycnoBuii. Ero Hy»kHO XpaHUTb B HeAOCTYNHOM ANA AeTen mecre.

POMUIJTIOCTUM

BbinyckaeTca B amnynax no 250 MKr 4na nogko»HOro BeefeHuns. Pomu-
NAOCTUM NPUHUMAIOT OAMH pa3 B Hefesno B BUAE NOAKOMKHOWN MHBbEKLUN.
HauanbHaa go3a pomunnoctMma coctasndeT 1-3 MKr/Kr maccbl Tena.
Mopnexawuin BBegeHU0 06bEM POMUMIIOCTMA PacYUTbIBAIOT, MCXOAA U3
Maccbl Tena rnayMeHTa Ha MOMEHT Hayasa NleyeHns, HeOOXOAMMON [O3BI ==
KOHLeHTpaumn npenapata. MakcumanbHasa exeHegenbHasa gosa 10 MKr/Ke
Maccbl Tena. TepaneBTUYECKY0 AO3UPOBKY POMMUMIOCTMMA Onpenenser
TONIbKO Nevalumin Bpay. BeegeHne np aK NpaBuUo, OCYLLECTBNIAET
MeAVLUNHCKUIN NepCcoHan, ofgHaKo melx cNlyyanx no peLiénuto
fleyaulero Bpaya BBeAeHWE Mpenaparta MOXeT OCYUIECTBNIATbCA camo="
CTOATENbHO MNALMEHTOM Ha oMYy . - -

XpaHuTb Npenapar ciegyeTt B 3aliMleHHOM OT CBeTa MecTe, npv
Temnepatype 2-8°C. He 3amopamsatb!




ABATPOMBOITAT

BbinyckaeTca B Buge Tabnetok 20 Mr. MNpenapat cneayeTt NpUHMMATh C
nuwen B OOHO N TOXe BpemA AHA (yTPOM UM Beyepom), Kakmx-nnbo
OrpaHUYeHn MO COCTaBy MPUHMMAEMOMW MWK, NPUeMy aHTauMgoB U
MUHepanbHbIX 106aBOK He TpebyeTcs.

PekomeHgyemasa HauyanbHaA go3a npenapaTa coctasnaet 20 mr
(1 Tabnetka) ogvH pa3 B AeHb BO Bpemsa efbl. MakcMmanbHas CyToyHas f03a
40 Mr OAUH pa3 B fieHb. B fanbHelwem, pexkum fo31MpoBaHUA MOXET ObITb OT
20 Mr oaviH pas B Hegento fo 40 Mr oauH pa3 B CyTKW. [lo3npoBKy npenaparta
onpefensaeT TONIbKO Jleyalluii Bpau.

MNpenapaT MOXHO MPUMEHATb B M3MENbYEHHOM BUAE C MOJIOYHbIMU
npoayktamu B TedeHve 30 MWH Mocne cMewvBaHuA. JaHHbIN cnocob
npuema MoXeT OblTb yaobeH ana naumeHtoB ¢ UTI, KoTopbiM TpyaHO
NPUHATb TAONETKY LIENTUKOM.

Mpenapat cnegyeT XpaHUTb B HEAOCTYNMHOM ANIA fileTell MecTe.

B cnyuyaax HemepeHOCMMOCTM (Hanpumep, Npu anaepruyeckux
peakumnax), NnepBoHaYasbHON UNK Pa3BMBLUENCA HEBOCIPUUMUYUBOCTU
(pe3ncTeHTHOCTN) K OOHOMY M3 aroHMUCToB peuenTtopoB TIMO BO3MOXHa
3aMeHa ero Ha APYroM, YTo OCyLLeCcTBNAET leyaluin Bpau!

B CJlydae peungmnsmpytowlero Te4eHunaA 3aboneBaHuA Bpay paccmart-
puBaeT BO3MOXHOCTb MnpoBeAeHnA OPYrnX BapunaHTOB HEKapCTBEHHOﬁ
Tepannn nMmmyHogenpecCaHTamm nnn KOM6I/IHI/IpOBaHHOIh Tepannn.

MMMyHOﬂeﬂpeccaHTbl — 2TO NIEKapCTBEHHbIE MpenapaTbl, KOTOpPblE
nogasnAroT O6pa3OBaHVIe AYTOQHTUTEN NPOTNB TpOM6OLll/ITOB.

TepaI'IEBTVI'vIeCKle AO031NPOBKY MNMpenapata onpenenAaeT To/ibko J'Ie'vlaLIJ,VII7I

Bpaq.\

Bce nepeuncneHHblie NogxoAbl K JIeYeHNI0O MOryT NpuUBOAUTbL K
pa3BuTUIO N06OUYHDbIX 3P PEKTOB, a TaKXKe NMEIOT CBOV 0CO6EeHHOoCTH,
KoTopble He06XoANMO yunTbiBaTb B 06A3aTeNibHOM NopAAKe Kak Ha
3Tane Bbibopa MeToAa nevyeHns, TaK 1 B poLiecce npuema npenapara.

MosTomy Bce pelueHns 0 HAa3HaYeHUN NpenapaTa, U3MeHeH N ero
AO3UPOBKN U HEOOGXOAMMOCTY KOHTPOJNA Tepanuvi AOMKHbI NPUHN-
MaTbCA BPa4uoM U CTPOro co6niogarbca nayneHTom!



8. KPUTEPVIN OLLEHKU SOOEKTUBHOCTW TEPATINA

[MaBHbIM KpuUTEpUEM KIMHUYECKON 3PPeKTUBHOCTU Ha3HAUYEHHOW
Tepanun ABNAETCA YMEHbLUEeHVE UK NpeKpaLleHne KpoBOTOUMBOCTY, YeMy
00ObIYHO COOTBETCTBYET YBENUYEHUE KONMYecTBa TpomboumToB po 6e3o-
MacHOro YpOoBHS.

be3onacHol cunTaeTca KonmuecTBo TPOMOoLMTOB He MeHee 50 000 /MKn,
TaK KaK Npy TakOM YPOBHE B CMOKOWMHOM COCTOAHMK, 6e3 TpaBmaTv3aumu,
CUHAKOB 1 APYrMX KPOBOTEUEHUI He OTMeYaeTcA.

Kputnyecknm ana pasBUTUA OMacCHbIX AN1A KM3HW remopparmyeckmx
NPOosBMEHUIN ABNAETCA copgepaHue TpombouunToB Huxke 10 000/mKn.
MaumeHTbl C TaKMMIK MOKa3aTeNiAMU HYXKAaloTcs B G6e30TnaratenbHol Tepa-
NN, HE3aBMCVMO OT HaNNUMA KAVHUYECKUX NPOABAEHUN.

Mpun konuuectBe TpoMboUUTOB B MHTepBane 30 000 — 50 000/mkn
AKTVIBHOE JIeYeHVe HEOOXOAUMO TONMbKO MPW HaUMUUM FreMOPPArnyeckux
NPOABNEHWN.

OTcyTCTBME KPOBOTOUYMBOCTU, YPOBEHD TPOMOOLMTOB 11 06pa3 XKMU3HU
naymneHTa — OCHOBHbIE NOKa3aTeN, Ha OCHOBaHUUN KOTOPbIX Bpay NpuHU-
MaeT pelleHre O AaNbHeNIen TakTKe nedyeHus. Hanprmvep:

Ans 0pUCHOro paboTHMKa C MUHUMasNbHbIM
PUCKOM TPaBMOONACHOCTH LiefieBo
MVHUManbHbIN ypoBeHb TpoM6oLunTOB 6yaer
coctaBnATb 30 000/MKn

»)

Ansi paboTHMKA GU3NYECKOro TpyAa co CpeAHNM
T PUCKOM TPaBMOONACHOCTHU Lie/ieBOI1 yPOBEHDb
Tpom6ouuToB 6yaeT coctaBnATb 50 000/MKn

ANA yenoBekKa, BeAyLlero akTuBHbI 06pas XKNsHu
(cnopTcmeHbl), C BbICOKMM PUCKOM
TPaBMOOMACHOCTY LieNIeBOl YPOBEHb
Tpomb6ouuToB 6yaeT cocTaBnATb 60onee

80 000/mKn
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PeweHne o Bbibope Tepanuu u LeneBOM ypoBHe TPOMOOLUTOB
B Ka)KAOM KOHKPETHOM Ciyyae MPUHUMAETCA JSleyalliM BPayoM.

YposeHb TpomboumToB 30 000 - 50 000/MKN MOXET CNYXWUTb OCHOBa-
Hvem AnA TwaTenbHoro HabnwogeHna 6e3 neyeHWa, ecnu OTCYTCTBYIOT
dakTopbl pucKa (TpaBMmbl, OrepaTMBHOE BMeELLATeNbCTBO, MHbEKLNN).

BonbLWMHCTBO NaUMeHTOB MOTYT NoyYaTb JleueHne aMbynaTopHO, OHM
He HyXpalTcA B rocnutanu3auumn ana obcnefoBaHus, yCTaHOB/IEHMUA
AvarHosa v Hauyana Tepanun. OgHako, B page ciydvaeB naumeHT ¢ UTI
LONMXeH nonyyaTb neyeHue B 6onbHuUe (cTauymoHape). Yale Bcero
NnoKasaHuAMN ANA rocnuTanmM3aunn ABNAIOTCA: BblpakeHHaa KPOBOTO-
UMBOCTb; TsXKesible COnyTCTBYWME 3a00/1eBaHNSA; OCNOXHEHNS OT
NPOBOAMMOrO JieueHus; HecobnoaeHie NaLeHTOM fle4yebHOro peXxkrmMa B
ambynaTopHbIX YCIOBUAX; HEOOXOANMOCTb XMPYPrMyeckoro BMella-
TenbCTBa.

9. YTPOXAIOWMUE XKN3HW COCTOAHUA TP NTT

Ecnu yeacnposaeusioce O0HO
us cneaylouwx COCMosAHUL:

-TOWWHOTa, pBOTa C NPUMEeChI0 KPOBI, OCTpas 605b BKNBOTE;
-MoABJ/IeHN € KPOBMN B Kasne (Y4epHbIn cTyn);

-noABfeHNe KpoBN B MOYE;

- HapacTaowasa cnabocTb, yBennyeHne 4acToTbl Nynbca, nageHune
apTepuanbHOro AaBNeHUS;

-pe3kasa 6onb B rnasy vu/vnu HapylleHue 3peHus;

- NoKa/sbiBaHNe, OHeMeHMe Unu cnabocTb oAHON NONOBUHDbI NNLA AN
4YacTu Tena, Hanpumep, HMKHEN ry6bl, MONIOBMHbI A3blKa, PYKU,
nanbLeB OQHON PYKW, CTYMHU, HOTW;

- cnyTaHHasA peyb WA Npo6aemMbl C MTOHMMaHNEM peyuV ApYruX niojeil,
HapylieHne KOopANHaun ABUKEHUI N MOXOAKM, FTONIOBOKPYXKeHneM,
CUNbHaA ronoBHan 601b, BO3HMKLLAA 6e3 NpuUmnHbI;

-oTeK u/unm 60nb B KOHEYHOCTH;

- BHe3amnHas ofpbllliKa, B 0CO6eHHOCTU B COYeTaHUM C OCTpol 6onbio B
rpyav n/vunm yvaweHHbIM fibIXaHNem;
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- HOCOBO€ KpPpOBOTEHINEe, KOTOpOe He yAaeTCA OCTaHOBUTb 6bICTpO B
AOMaLUHNX yCJI0BUAX NPUBbIYHbIMU MeTOAAMWN;

- Y XKeHWH o6unbHble n/unn AnnTesibHbleé MeHCTpYyalJibHbleé KPpOBO-
Te4yeHunA.

Bbl30BUTe CKOPYIO MeANLNHCKYIO MTomMoLllb

N CBAXMTECD C Nlevyawmm spavom!!!

10. BEPEMEHHOCTb U UTTI

NTM MoeT BrnepBble NPOSIBUTbCS BO BpeMsi 6epeMeHHOCTU klf
6epemeHHbiXx ¢ UTIM B aHamHe3e MoXeT Pa3BMTLCA PeLUANB U
060CTpeHne 3aboneBaHmA. <

bepemeHHOCTb NaymeHTkam c UTII He NPOTMBOMNOKa3aHa, HO
enaTesibHO ee NNaHMPOoBaTb B Meprod PeEMUCCUN N COCTOAHUMN KIIMHNKO-
nabopaTtopHol KomneHcauun. bepemMeHHOCTb He peKoMeHAOBaHa
naLMeHTKam TONbKO B MepUOA TAXKeNou, TPyAHO NOoAAALeNnca neyeHuo
dopmon UTM, KoTopaa NposaBRaeTcs O06UbHLIMY KPOBOV3NUAHUAMMU.
MnaHvpoBaHue 6epeMeHHOCTM — OAHO M3 IJ1aBHbIX YCIOBUI ee bnaromno-
JIYYHOTO TeYEHUS.

Bce 6epemeHHble ¢ T gonHbl HAXOAWUTHCS MOL COBMECTHbIM
HabnogeHeM akylepa-r’MHeKosiora 1 remaTtosiora. YpoBeHb TPOM-
6ouNTOB CrieflyeT PerynapHO NPoBepsiTb. ITO MO3BOAUT Bpayy MOHATb
TpebyeTcs NN Ha3HA4YMTb JIeYEHWE WU eCTb I HEOOXOANMOCTb Ero
KoppekTuposkn. OCHOBHble npenapatbl, NPMMeHAeMble ANA Tepanuu
6epemeHHbIx ¢ VT, ABRAIOTCA MIOKOKOPTUKOCTEPOUAbI Y BHYTPUBEHHbIN
UMMYHOTNOBYNNH. ArOHUCTbI TPOMOOMNOSTNHOBbLIX PELLENTOPOB pac-
CMaTPUBAIOTCA, KaK BapyaHT Tepanum Ha NO3HMX CPOKax bepemeHHOCTH,
Korga pyrue BapuaHTbl Tepanuu He3dpGeKTUBHBI.

NTMN He ABnAeTcA HacNeACTBEHHbIM 3a00NeBaHUEM U He MOXEeT
nepefatbca OT Matepu pebeHky. OrpaHMYeHUn Mo FrPyaHOMY BCKApPM-
nuBaHUIO pebeHkKa, poxaeHHoro ot Matepu ¢ UTM HeT. OgHako npu
COXPaHEHNV TPOMOOLIMTONEHNN B TeYeHVE T HEAENN Y HOBOPOXKAEHHBIX OT
MaTtepen c Tl nokasaHo npekpalLeHne rpyaHoro BCKapmamBaHus.
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11. PEKOMEHOALUWW O OBPA3Y XKN3HWU

Bcem naumeHTam nokasaHo NOXU3HEHHOe
HabntofeHve y remaToniora no MecTy XXUTeNbCTBa.
CobniogeHune npeanvcaHnii nevallero Bpava u
He 3aHMMaTbCA CamMosieUeHneM.

Mpuem MeanuMHCKUX npenapaTos (0Co6eHHO
aHTukoarynaHtos, HMBC, Tak Kak OHM NOBbIWAIOT
PVICK KpOBOTEUYEHUS B HECKOJSbKO Pa3) HeobXxoanmo
COrnacoBbIBaTb C SleYaliM BPaYOM-remMaToI0roMm.

z

o

-

Bce BMabl NNaHOBbIX XMpPYpPruyeckmx onepawmnmn
(Hanpumep, yoaneHue 3y6a) cnegyet
OCYLLECTBAATb TO/IbKO MO COrfacoBaHUIO C
NleyalLmm BpavyoM-remaTosIorom C Lenbio
npoBeAeHNA NpeaonepaLoHHON NOAFOTOBKMN.

MN36eraTb npoBouupytowmx 3abonesaHe
daKTOpOB, yCNOBUA TpyAa HEBpeaHbIe 1
obneryeHHble.

K BpeaHoMy Tpyay OTHOCMTCS: paboTa, CBsi3aHHaA C TAXKENbIM GU3NUECKM
N 3HAUMTENIbHbIM HEPBHO-MCMXMYECKUM HaMNpsXeHneMm, BO3aeiCcTBUEM
TOKCUYECKNX areHToB, BMOpaumK, npebbliBaHEM Ha BbICOTE, 0OCIYXN-
BaHMEM ABWXKYLLNXCA MEXAHN3MOB, BOXXAEHMNEM TPAHCMOPTHbIX CPeaCTB,
aucnetyepckie npodeccuum.

>
?‘.‘ﬁﬁ MavumeHTbl, >kenatoLue nyTelwecTBoBaTb
H y J BHE 060CTpeHnA 60Me3HU, AOMKHbI YUNTbIBATD:
- KNUMaTryecKme ycsIoBNA MECTHOCTM U
‘ 065s3aTenbHO y3HaTb ajpeca MeCTHbIX MeANLNHCKNX
ﬂ yupexaeHun;
S o A
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- NpU NyTewwecTBUN BO3AYLLUHbIM TPAHCMOPTOM € OO0 B3ATb B
PYYHYIO KNagb HEOO6XOAUMbIE SKCTPEHHbIE NpenapaTbl, MeAULUHCKNE
LOKYMEHTbI, MeAULMHCKYIO CTPAXOBKY.

MpoTrBONOKasaHbI: 3arap (Kak OTKpbITble
COMHeYHbIe Nlyuu, TaK 1 NoCeLeHne conapus),
nocetleHue 6aHn 1 cayHbl, rsmonpoueaypbl,
npuem 61MosiornyecKkn akTMBHbIX JOH6aBOK 6e3
COrnacoBaHuA C leYallm BPaYOM.

12. HABJIIOAEHWE

Korga YPOBEHb TpOM6OLlI/ITOB HU3KWIN, HO He npencTtaBniAeT onacHOCTU
OnAa XN3H" 60nbHOrO, MnauneHT MOXET OCTaBaTbCA 6e3 cneunanbHOro
NleyeHnA noj Ha6}'IIOJJ,EHI/IeM rematonora.

Takoe pelueHre NPUHUMAETCA TOMBKO Neyalynm f fg

BpayoM mn Tpe6yeT ONHaMn4yeCcKoro Ha6J'IIO,D,eHVIFI

3a cMMNTOMamm 60s1e3HM.
OueHb BaXKHa 0CBEAOM/IEHHOCTb NaLMeHTa
1 ero poACTBEHHMKOB 0 60ne3Hu!

13. 3AK/TIOYEHVIE < v

®
&

NTM 6e3 apekBaTHOro JieYeHNs MOXEeT MPUBECTU K CEePbE3HbIM
XKU3HEYTPOXKALWUM COCTOSHUAM U Pa3BUTUIO CTaguu GonesHu, npw
KoTopol Tepanus 6ygeT HeaddekTnBHa. Bce naymeHTsl ¢ gnarHosom AT
LOJKHbI HAXOAUTLCA MOA PErynsApHbIM HabloAeHNeM Bpaya-remaTosiora u
COCTOATb Ha AMcnaHcepHom yyete. [pu 3TOM KpaliHe BaXKHO NMPOXOAUTb
Heobxoaumble 06cnefoBaHMA B YCTaHOB/IEHHbIE CPOKU U CTPOro cobnio-
[aTb BpauyebHble pekomeHAaUUW Mo fedyeHuto, obpasy »KMU3HW 1 caMo-
KOHTpOJt0.

Hun B koem cnyyae Henb3sA CaMOCTOATENIbHO OTMEHATb fleyeHne Unn
MoBbILLaTb, MMH60 NOHMMKaTb Ha3HaUYEHHYO JO3UPOBKY Npenapara.

Ecnn Ha doHe UTI BO3HMKNM OCNOXHEHUA — 6051, NHGEKLNOHHbIE
3aboneBaHuA, faxe ecnm 310 obbluHoe OPBW, cnepyeT mpokoHcynb-
TUPOBATbCA C BPAYOM.
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14.4YTO OEJTIATb NAUMEHTY C AMATHO30M V;ITFI ‘
B CJTYYAE OTKA3A B OBECTIEMEHNI & /
HEOBXOAMMbBIMW MPEMNAPATAMW? A

B cnyuae oTkasa B obecneyeHnm HeobXoanMbIMY NpenapaTamu,
6onbHOI obpallaeTca B agpec:

e [naBHoro Bpaya JIMNY, rge 60nbHOM NPUKPENJIEH MO TEPPUTOPUANIBHOMY
NPUHLMNY (UK FAE NOMYYaeT SIbrOTHbIE NIeKapCTBa);

e PervoHanbHOro opraHa ynpasneHnsa 30paBOOXpPaHeHNs;

e [naBbl ABMUHNCTPALMK CYObEKTa;

e TepputopunanbHOre opraHa PocagpaBHaj3opa;

e [laumeHTCKOM OpraHu3aunu.
Bcepoccutickoe 06ujecmso 2zemounuu: HanucameobpaweHue

Ha ums lNpe3udeHma u emecme ¢ MEOUUYUHCKUM 3aKJTlo4YeHUem
omnpasumes e-mail: officec@hemophilia.ru

15.MOJNIE3HAA MHOOPMALWA
ANA NOJTYHEHWA BECTITATHbBIX
HEOBXOAVMbIX MNPEMAPATOB J1A JIEYEHWNA UT:

WUTM - 3To opdaHHOe 3ab6oneBaHmne: Peaknmu (opdaHHbIMK) 3ab60oneBa-
HUAMU ABNAIOTCA 3a6oneBaHA, KOTOpPble UMEIOT PacNpPOCTPAHEHHOCTb He
6onee 10 cnyyaeB 3aboneBaHuA Ha 100 TbicAY HaceneHuA (ctatba 44
®epepanbHoro3akoHaot21.11.2011r.N2323-03).

UTN BxoanT B nepeyeHb 24-X XU3Heyrpoxarmowmx N XpoHUYeCKnx
nporpeccupylmx pegkux (opdaHHbIx) 3a6oneBaHUn, NPUBOAALNX K
COKpALLEeHNIO0 NPOAOIIKUTENbHOCTU XN3HW FrPaXkaaH Un X UHBaNMAHOCTU
(noctaHoBneHwue NpasutenbcTea PO o1 26.04.20121. N2 403)

MauuneHTbl c UTI peructpupyrorca:

Bepetca Q®epepanbHbiii peructp nuuy, ctpagatowmx UTT (npukas Mun-
3apaBa Poccum ot 19.11.2012 r.N2 950, noctaHoBneHwue lNpasutenbcrea PO
0T 26.04.2012 1. N2 403 «O nopagke sefeHusa OefepanbHOro pernctpa auu,
CTpaaloLmX KN3HEYTPOXKaIOLL MMM N XPOHMYECKMMIN MPOrpeccpyoLmnmm
peakumun (opdaHHbIMK) 3aboneBaHUAMM, MPUBOSALMUMUN K COKPALLEHWIO
NPOAOIKUTENbHOCTU KWU3HU rPpaXkaaH Uy X UHBANMAHOCTU, N ero perno-
HanbHOro cermeHTa»
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OnpepeneHo naroreHeTnuyeckoe neuveHme UTH:
CywecTByloT HaumoHanbHble KINHUYECKNE PeKOMEH-
nauuuv no neyenuno UTTT.

https://cr.minzdrav.gov.ru/

OnpepeneH nopapok neueHnsa UTI: YTBepxaeH ctaHOapT MeaunumH-
ckol nomoum naymnenTam ¢ UTM (Mpurka3 M3 PO ot 6 okTabpa 2022 roga N
651H «O6 yTBEpPXKAEHUMN CTaHAAPTa MeAULIMHCKON MOMOLLM B3POCIIbIM NP
nanonatuyeckon TpomboumToneHnYeckon nypnype (guMarHocTmka u
neyeHmne)»

MauymeHTbl ¢ UTMN ob6ecneunBaloTcs 6ecnnaTHON eKapCTBEHHOM No-
MoOLLbIO 3a cYeT PMHAHCOBbIX CPEACTB pernoHa:

1. UTN kak pepkoe (opdaHHOe) 3aboneBaHne BxoauT B lNporpammy
rocrapaHThii oKasaHusa 6ecninaTHON MeauLUHCKOM MOMOLLM

2. O6ecneyeHne GONbHbIX NIEKAPCTBEHHBIMKW NpenapaTamun Ans fnevyeHuns
penknx (opdaHHbIX) 3a60/IEBAHNI BO3NTIOXKEHO Ha OHOAXETbl CyObEKTOB
Poccuickonm Oepepaunn (ctatba 16 OepgepanbHoro 3akoHaoT121.11.2011r.
N2323-03)

3. TemaTonornyeckme 3abonesaHus, B T.4. ATI, BXogAT B nepevyeHb
3aboneBaHuWii, NPU KOTOPbIX JlIeKapCTBEHHble CpeAcTBa Ha3HayawTcA
6ecnnaTHo (noctaHoBneHue MpaButenbctBa PO o130.07.1994 1. N2 890)

3a cueT cpeacTB u3 pegepanbeHoro 6oaxera:

1. IpaxxpaHe PO, nmelowme nNpaBo Ha NeKapcTBeHHoe obecrneyeHne 13
depnepanbHoro 6roaxeTa B pamkax OHJIC — nHBanuabl, AeTU-UHBANUAbI, Te
KTO He OTKa3blBaJICA OT COLMANIbHOro NakeTa B NMOJIb3y AEHEXKHOW KOMMEH-
caumm (O3 N2178 «O rocygapCTBEHHOW COLManbHOM MOMOLLNY).

2. Mpukas Munsgpasa Poccun ot 05.02.2021 No55H (peg. ot 19.08.2022)
«06 yTBepxxaeHUn MNopAagka okasaHus MEQ\I/ILWIHCKOVI nomoLn mo
npodunto «aeTckas OHKONOTNA 1 remaTonor{g» \

.
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16. MOOOEPKKA TTALMEHTOB C ATTI

Bpauun n mepuumnHckne cectpbl
O6cynuTe cBoe 3aboneaHue UTM v neyeHne, koTopoe Bbl
nonyvaere, C:

@ [emaTonorom ® TepaneBToM ® Xupyprom

® CromaTtonorom ® MepcecTtpon @ AKyLIEPOM-TMHEKOSIOrOM

Moppepxka naumeHToB c UTI

Bcepoccuiickoe o6uectso remodpunun (BOr),
MNMpe3udenm - Xynés lOpunit AnekcaHgposny

Appec ueHTpanbHoro opuca
Bcepoccuiickoro o6uiecta remopunum:
125167, MockBa, HapblWwKUHCKan annesn, 4. 5, ctp. 2, odpuncol 320 n 317

Ten./®akc:
+7(495) 612-2053; +7 (495) 612-3884, +7 (495) 748-0510
lopavaa nnuHua: 8 800 550-49-21

E-mail: office@hemophilia.ru
www.hemophilia.ru,
www.itpurpura.ru,
www.utnypnypa.pd

MepuuvnHckaa nHopMaLnA NOATrOTOB/IEHA 3aBeAyIoLei
oTaeneHnem cTaHgapTusauum MeTofoB eyeHus
remaTosiormuyeckux saboneBaHmm
®rby «HMUL, rematonorun» Munsgpaea PO,
A.M.H. MenukaH AHaunT JleBOHOBHOM

Mo Bonpocam gnarHocTnkm 1 neveHnsa AT
MOXHO obpawatbca B OIBY «HaumoHanbHbIN MeguLMHCKNIA
nccnenoBaTeNlbCKUN LeHTp rematonorumn» M3 PO.
MpaBuna nprema B LeHTpe Bbl MoXkeTe HanTK Ha canTte

http://blood.ru/clinic/patsientu.html




www.utnypnypa.p¢p

Bpowiopa pa3paboTaHa 1 BbinylieHa

Bcepoccuiickum o6uectsom remodpunnm
¢

BTopoe n3gaHune

i)

My
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