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CIIMCOK COKPAIIIEHU M

A1® — anenosunaudocdar

AUTB — akTHBHPOBaHHOE YaCTHYHOE TPOMOOTUIACTUHOBOE BPEMSI

BBUI" — BHYTpUBEHHbIH UIMMYHODIOOYIMH

BUYK — BHyTpHUEpenHOEe KPOBOU3IUSIHIE

JABC-cuHAPOM — CHHIPOM JUCCEMUHHUPOBAHHOIO BHYTPUCOCYIUCTOIO
CBEPTHIBaHUS KPOBU

KKT — Keqy104HO-KUIIEYHBIH TPAKT

WTIl — uMMyHHAs TPOMOOIIMTOTICHHS

MHO — Mex/yHapoHO€ HOPMaJIN30BaHHOE OTHOLIECHUE

TIB — npoTpoMOHHOBOE BpeMst

TB — tpomOuHOBOE BpeMs

ASH — The American Society of Hematology (AmepukaHckoe 00IIECTBO
TeMaTOJIOTHH)

FVIII — ¢akrop cBeprhiBanus kposu VIII

FIX — ¢akrop cBepThIBaHUS KpoBU IX

GPIIb/I1la — mmkonporenn [1b/111a

IgA-B — nMMyHOIIOOYIMH-A-aCCOLMUPOBAHHBIN BaCKYIUT

vWF — ¢akrop ¢hon Bunedpanna

MOTUBAIIMOHHAS XAPAKTEPUCTUKA TEMBI

O01ree Bpems 3aHsATHA: 6 4.

Leanb 3ausaTus: GopMUpoBaHHE Y CTYICHTOB aKaJeMHUYECKHUX, COIMAIBHO-
JIMYHOCTHBIX M MPOPECCHOHATBHBIX KOMIETSHIIUH JUIs OKa3aHHUs MEIUIIMHCKON
MIOMOIIM MAlMeHTaM ¢ HanOoJiee 9acTO BCTPEUAIOIIMMUCS B MPAKTHKE MeIuaTpa
reMopparnyeckKuMu 3a00IeBaHUAMH.

3anaum 3aHATHS:

1. OcBOUTH (PU3HOJIIOTHIO TEMOCTa3a U OCHOBBI KIIMHUKO-1a00paTOpHOIl 1-
arHOCTUKH €r0 HapYIICHHH.

2. VI3y4uTh BOMPOCHI ITHOIMATOreHe3a, KIACCU(PHUKAIMN, KITMHUKH, JAArHO-
CTHYECKUX KPHTEPHEB HAHOOJIee YaCTO BCTPEUYAIOIINXCS TeMOPparnueckux 3a00-
JIEBaHUH y JIeTEH.

3. Hayuurtbcst mpoBouTh AudGepeHInanbHy0 THarHOCTUKY Hanbosee va-
CTO BCTPEYAIOMINXCSI FEMOPPArnIecKnX 3ab0IeBaHuil y AeTei.

4. OBnafeTs NPUHINTIAMHU KOMIUIEKCHOU Tepanuu narueHToB ¢ [gA-B, UTII
u reMornei.

CTy#eHT HOJDKEeH 3HATh:

— (pU3HONOTHIO TEMOCTa3a;



— METOABI crieu(UYecKoil 1a00opaTopHOil THArHOCTUKH HAPYIIEHHHA TreMo-
cTasa;

— KJIacCU(PUKALUIO TeMOPParnuecKuX 3a00JICBaHNUH Y JIEeTei;

— mudepeHIanbHY 0 TUArHOCTHKY TeMOpparnueckux 3a00IeBaHuil y IeTei;

— 3THOJIOTHUIO, [TATOTeHE3, KIACCH(PUKAINIO, KITMHUYECKYIO KapTHHY, IMarHO-
CTUYECKUE KPUTEPHUH, IPUHIIUIIBI TEpauu, mporHo3 [gA-B y nereit;

— 3THOJIOTHUIO, [TATOTeHE3, KIACCH(PUKAINIO, KITMHUYECKYIO KapTHHY, IMarHoO-
CTUYECKUE KPUTEPHUH, TPUHIUTIBI Tepanuu, nporHo3 UTII y nereii;

— 3THOJIOTHUIO, NTATOTeHE3, KIACCH(PUKAINIO, KITMHUYECKYIO KapTHHY, AUarHO-
CTHYECKUE KPUTEPUH, IPUHIUIIEI MPO(UIAKTUKH U TEPAITHHY, IPOTHO3 TeMOPHINI
y ZneTei.

CTy#eHT HOIKEH YMETh:

— MPOBOJIUTH CUCTEMHOE KJIMHUYECKOe 00CiIe/J0BaHIE peOeHKa C reMOppari-
YeCKUM 3a00JIEBAHNEM;

— UHTEPIIPETUPOBATh PE3YJBTAThl 00CICIOBAHHS JETEH ¢ TeMOpparn4ecKu-
MM 3a007I€BaHUSIMH;

— MPOBOJUTH U PEPEHIINAIBHYIO TMarHOCTUKY reMOpparnueckux 3abose-
BaHUH y JeTell Ha OCHOBAaHWH KIIMHUYECKHUX U TJAOOPATOPHBIX TaHHBIX;

— (GopMyIHpOBaTh KIMHUYECKHNA JHArHO3 MPU OCHOBHBIX F€MOpPParHyeCcKuxX
3a00JIeBaHUSIX Y JICTCH.

CTyIeHT JI0JIKEH OBJIAICTh!

— METOJaMH MOATAITHOTO BBISBICHHS KIIMHUUECKOW CUMIITOMATHKH y JIeTel ¢
reMopparuyecKuMHU 3a00JICBaHUSMUY;

— METOJJaMH MHTEPIPETAIMU PE3yIbTaTOB COBPEMEHHBIX METO/OB Jlabopa-
TOPHOTO 00CIJIE0BAHNUS, IPUMEHIEMOTO JIJIsl JUArHOCTHKH T'eMOPParn4ecKux 3a-
OoeBaHMii y JeTei;

— nudpepeHnanbHO-TMATHOCTHYECKUM ~ aJITOPUTMOM  T'€MOPParu4eckoro
CHHJIpOMa;

— NPUHLIMIAMH Teparuu HauboJiee 4acTO BCTPEYAIOLIUXCS TeMopparuye-
CKHUX 3200JICBaHU Y JETEH.

TpeGoBanusi K HCXOHOMY YPOBHIO 3HAHUM. J[J1s yCIIEIIHOTO YCBOCHUS
TEMBI CTYACHTY HEOOXOIMMO MOBTOPUTH MaTepUall U3 CIeIYIOMNX JUCIUIUIHH:

— HOpPMaJIbHON (PU3HOIIOTHH — TMOHSATHUS O TIEPBHYHOM U BTOPUYIHOM TeMO-
cTase;

— MaTOJIOTUYECKON (PU3HOJIOTUN — THUIIOBBIE HAPYIICHNS TeMOCTa3a;

— TeHETUKU — XapaKTEPUCTUKY OCHOBHBIX THIIOB HAacJEIOBAHUS TeHETHYE-
CKH 00YyCIIOBJICHHBIX 3a00JI€BaHMIA;

— JIETCKUX HMHQEKIHMOHHBIX 0O0Je3HeW — MPUHIHUIBI TU(PepeHIIHaTLHON
JIUArHOCTUKH SK3aHTEM;

— (hapmaxoIOTUE — OCHOBHBIE TPYIITEI IPETIApaTOB, IPUMEHIEMbIX ITpU 60-
JIE3HAX FeMOCTa3a.



KoHTpoJibHbIe BONPOCHI U3 CMEKHBIX JHCHUILIHHS

1. [aiiTe ompeneneHune reMoCcTa3a, OMUIIATE 3TAIBl IEPBHYHOTO U BTOPUY-
HOTO IreMOoCTa3a.

2. Oxapakrepusyite (pyHKIIMN SHIOTSTHOIMTOB U TPOMOOIIUTOB.

3. HazoBuTe cucTeMbl FeMOKOATyIAILMOHHOTO Kackaia U (pakTopsl, KOTOpbIE
OHHM BKJIFOYAIOT.

4. HazoBuTe OCHOBHBIE [10KA3aTeJIM T€MOCTa3UOIPAMMBI C MHTEpIIpeTaluei
MX THIIOBBIX OTKJIIOHEHHH B cBeTe MH((PepeHIaIbHON THarHOCTUKH.

KoHTpoJibHbIe BONPOCHI 110 TeMe 3aHATHS:

1. ITpoBeaute nuddepeHInanbHy0 THATHOCTHKY HApYIICHUIH MEepBHYHOTO
U BTOPUYHOT'O F'eMOCTa3a.

2. HazoBure nuarHoctudeckue kpurepun [gA-B y nereii.

3. Omumumre tunuyuHbil 171 IgA-B remopparudeckuii CHHAPOM.

4. Ykaxxute npuHIAIEI Teparnn [gA-B y neteii.

5. OxapakTepu3yiTe IPUHIUIIBI JUCIAHCEPHOTO HAOIIOCHUS 32 MALIUEHTOM
¢ IgA-B-Hedputom.

6. Onumumre tunuaHbiil 11 UTIT remopparuueckuii CHHIPOM.

7. Yxaxwure npuanumsl Tepanuu UTI y nereit.

8. HazoBute TuIIbI HacIeI0BAHUS FeMODIIHH.

9. IlpuBenuTe KpUTEPHH KOHCTATAIIMN CTAaTyCa MAllMeHTa Ipu reModuimmm —
60JIbHOM/HOCUTENb.

10. OnuImuTe THIMUYHBIHA 1711 TeMOGUINH TeMOPPArHUSCKUI CHHIIPOM.

11. Oxapaxrepu3yiiTe NIPUHLIUIBI 3aMECTUTENILHOM Tepanuy Ipyu reModUIny,
KIMHUYECKHE U TaboparopHbie KpUTepru 3P(PEKTUBHOCTH MPOBOAMMOM Teparuu.

12. OnuimuTe NPUHIMITEL JIGYEHUSI OCTPO BO3HUKIIETO KPOBOTCUCHUS Y Ia-
LIUCHTA C TeMO(HIIHEH.

OITPEJAEJIEHUME ITOHATUA TEMOCTA3A

I'emocTas — 3710 cuctemMa OHOIOrHUYECKHUX MIPOLIECCOB B OpraHU3Me, HallpaBJIeHHAs!
Ha COXpaHEHHE KPOBHU B JKHIKOM COCTOSTHUH, OCTaHOBKY KPOBOTEUSHHS TIPU TIOBPEXK-
JICHUH COCYIICTON CTEHKH M PACTBOPEHHE TPOMOOB, BHIIIOJIHUBIINX CBOIO (DYHKIIHIO.

HopmanbHblit reMocTa3 6a3upyeTcs Ha B3aUMOJICHCTBHH JIBYX KOMITOHEHTOB:

— KJIETOYHOTO, COCTOSIIIETO M3 HUPKYJIUPYIOLIMX KJICTOK U SHAOTEIHS;

— OEIIKOBOTO, PECTABICHHOTO B TUIa3Me KPOBU WM BHYTPH LUPKYIHPYIO-
LIUX KIJIETOK.

YV oIHUX MaIMeHTOB HAOMIOAOTCSl HOPMAIIbHOE KOTMYECTBO U KauecTBO (pakTopoB
TeMOKOAryJILIMOHHOTO KacKa/la, HO HapyIICHHBIH reMocTa3 U3-3a Ae(eKTa Wi fehuuu-
Ta TPOMOOIIMTOB, a Y IPYTUX — KOJINYECTBO M KaUeCTBO TPOMOOIIMTOB HOPMAJIbHBIE, HO
reMOCTa3 HapylleH u3-3a aedexra win Aeduiura GakTopoB CBEPTHIBAIOIIEH CUCTEMBL



OTarsl NepBUYHOIO reMoCTasa:

1. KpaTkoBpemeHHEIH cia3m cocypa.

2. Uunykuus aare3uu (IIOBpexICHNUE SHI0TEINs, OOHaXKeHUE CyO’HI0TeNu-
aIBHOTO CIIOS), a[Te3Hs, AKTHBAIHSA M arperarys TPOMOOIIUTOB ¢ 00pa30BaHUEM
BPEMEHHOM «TpoMOOLIUTAPHON IIPOOKI», KOTOPAsi HAEKHO CTSAIUBAECT Kpasi HOBPEXK-
JIEHHOT'O MHKPOCOCY/1a, IIEPEKPBIBAET €I0 IIPOCBET U OCTAHABINBAET KPOBOTCUEHUE.

OT0 OCHOBHOM MEXaHU3M OCTAHOBKU KPOBOTEUEHUSI U3 MEJIKUX COCY/OB.

Oransl BTOPUYHOIO FeMOCTa3a:

1. JInuTenbHBII COCYIUCTBIN CcrIa3M.

2. AKTHBAIIUSl TEMOKOATYJISIIMOHHOTO Kackaaa (TpoTpomMOHHa3000pa3oBa-
HHUe — TeHepauust TpoMOuHa — reHepauus ¢GuoOpuHa) ¢ GopMupoBaHueM «pu-
OPHUHOBOTOY, NI OKOHYATENNFHOTO, CTYCTKA.

OT0 OCHOBHOM MEXaHHU3M OCTAaHOBKU KPOBOTEUEHHS U3 KPYIIHBIX COCYIIOB.

OYHKIUA DHAOTEJINSA

MoOHOCTION SHIOTETHANBHBIX KJIETOK BBICTHIIAET BHYTPEHHIOIO TOBEPXHOCTD
COCYIUCTOrO pycJia U OTAEIISET KPOBb OT MIPOTPOMOOTHUECKUX CYOIHI0TEIHANb-
HBIX KOMITOHEHTOB COCYIAMCTON CTEHKH. 3MOPOBBINA COCYIUCTHIN YHIOTEINH Mpe/-
CTaBJIAeT cOOOM HE CTaTH4eCKuil Gapbep, a ITUHAMHUUHYIO CHCTEMY, KOTOpas aK-
THUBHO PETYIUPYET TeMOCTa3 MyTeM MHIHOMPOBAHUS TPOMOOIMTOB, MTOIABICHHUS
CBEPTBHIBAHUS M CTUMYIHPOBAHUS HUOpUHOIHU3A.

OYHKIUH YHAOTEIHUS:

1. MHruéupoBanue TpOMOOLUTOB. DHIOTEIHANBHBIC KIETKY CHHTE3UPYIOT
MPOCTAIMKIMH M OKCHJI a30Ta M BBIJEISIIOT X B KPOBb. DTH areHThl HE TOIBKO
CITYAaT MOIHBIMHU Ba30/IMJIaTATOPAMHU, HO TAaK)Ke HHIMOUPYIOT aKTUBAIIHIO TPOM-
OOIMTOB U TTOCIENYIONIYIO arperanuio. Kpome Toro, 3HI0TENHAIBHEBIE KIIETKU KC-
peccupyloT Ha cBoeil nosepxHoctu CD39 — MeMOpaHOCBSI3aHHYIO SKTOAJECHO-
sunaudocdarasy. Paspymras AJID, KOTOPBIA SBISETCS arOHKCTOM TPOMOOIIUTOB,
CD39 ocnabisieT akTUBALUIO TPOMOOIUTOB.

2. AHTHKOATYJISIHTHASI AKTUBHOCTD. [IHTaKTHBIE SHIOTEIHAIBHbIE KIETKH
UrparoT BaXKHYIO POJIb B PErYILILIMU 00pa30BaHusl TPOMOUHA TOCPEACTBOM PA3IMUIHBIX
MEXaHU3MOB. DH/IOTENHAIbHBIE KIIETKH BBIPA0ATHIBAIOT IellapaHCcylIb(ar mpoTeo-
[JIMKAHbBI, KOTOPbIE CBA3BIBAIOT IUPKYIUPYIOINI aHTHTpoMOuH 11 1 yBenmuIuBaroT
CKOpOCTb, C KOTOPOH OH HHTHOUPYET TPOMOUH U JIpyTrHe (PakTOpbl CBEPTHIBAHHS
KpoBH. THTHOUTOpP My TH TKaHEBOTO (haKTOpa MPEACTABISAET COOOH MPUPOIHBIH aH-
THUKOATYJISTHT, KOTOPBIH TAKOKe CBS3BIBACTCS C TelapaHCyIb(paToM Ha TIOBEPXHOCTH
SHJIOTETHANIBHBIX KJIETOK. DHAOTENNAIbHBIE KIETKU PEryIUPYIOT BEIPAOOTKY TpOMOMHA
ITyTeM DKCIPECCHU TPOMOOMOYIIMHA U perienTopa npoTenHa C SHI0TeTHaIbHBIX
KJIETOK Ha CBOEH MOBEPXHOCTH. TpoMOOMOIYIINH CBSI3bIBACT TPOMOUH U U3MEHSIET
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cyOCTpaTHyt0 CeU(UIHOCTD 3TOro ()epMEeHTa, BCIESACTBHUE YETO OH TEPSET CBOIO
IIPOKOATrYJITHTHYO aKTUBHOCTB M CTAHOBUTCSI MOIIHBIM aKTUBAaTopoM rporeuna C.
AxtuBHpoBaHHbIH IpoTenH C CIIY>KUT aHTUKOAryJSIHTOM, pa3pyliasi i HHAKTUBUPYS
akTuBupoBaHHbIN (akrop V u paktop VIII, KOTOpbIe SBISIOTCS KIFOYEBBIMU KO(AKTO-
pamu B oOpasoBanuu TpomOuHa. [Iporenn S neiicTByer kak kohakTop B 9TOI peakiuy,
a perentop nporenHa C 3HI0TEINATBHBIX KIETOK YCUIINBAET €€, CBA3bIBas npoten C
U IIPEJICTABIISIA €0 KOMILIEKCY «TPOMOMH — TPOMOOMOIY/IMHY [JIsl aKTUBALUU.

3. GuoOpuHOIMTHYECKAST AKTHBHOCTb. COCYIUCTHIN SHAOTEINH Croco0-
cTByeT (puOpHUHONU3Y IIyTeM CHHTE3a U BEICBOOOXKAEHUS aKTUBATOPOB IIA3MHUHO-
reHa TKaHEeBOTO M YPOKHHA3HOTO THIIA, KOTOPBIE HHULIMUPYIOT (GHOPHUHOIIH3 ITyTEM
[IpeBpaILEeHUs [UIa3MUHOT€Ha B IUIa3MUH. DHIOTEIHAIbHBIE KIETKH TaKXKe IPOJLy-
LUPYIOT HHTHOUTOP aKTHBATOPa TIa3MUHOTEHA TIEPBOTO TUTIA, KOTOPBIH SBISETCS
OCHOBHBIM PETYJSITOPOM aKTUBHOCTH aKTUBATOPOB IIA3MUHOICHA KaK TKaHEBOTO,
TaK M ypoknHa3Horo tuma. CrenoBaresbHo, YucTasi GHOPUHOMUTHIECKAs aKTHB-
HOCTb 3aBUCUT OT JUHAMUYECKOTo OajiaHca MEXIy BHICBOOOXKIEHHEM aKTHBAaTO-
POB ITa3MHHOTEHA M HHTHONUTOPA aKTHBATOPa INIa3MUHOTEHA TIEPBOTO THUIIA.

4. IIpoxoary/IsitHTHasi AKTUBHOCTD. [ToBpexIeHNE SHAOTENNS IPUBOIUT K Ba30-
KOHCTPHUKIIMH, aKTUBAIINH TPOMOOLIUTOB M YCHIICHHIO TIPOKOArYJITHTHON aKTHBHOCTH:

— M3-3a CHWKEHMS CHHTEe3a NPOCTALMKINHA U OKCHJAA a30Ta U IOBBIILICHUS
CHHTE3a HH/IOTEIINHOB, BBI3BIBAIOIINX Ba30KOHCTPHUKIINIO;

— oOHaXeHHs CyOIHIOTEIHAIBHOIO CJIOSI C KOJUIAT€HOBBIMU BOJIOKHAMHU U
BBICBOOOK/ICHHST M3 SHIOTENNANBHBIX KiteTok VWF — kodakropa aare3nu u arpe-
raiyuy TpoMOOLIUTOB;

— BBICBOOOXKACHHS M3 YHIOTEIHAIBHBIX KJIETOK M TKaHeH TKaHEeBOTO TPOM-
6omtactuHa (daxropa III), KOTOpbIil aKTUBUPYET FeMOKOAry/SILMOHHbIN KacKas.

OYHKIMU TPOMBOLIUTOB

TpoMOOLUTHI TIPEACTABISAIOT COOOM MalieHbKHE Oe3bsiIepHbIC (HOPMEHHBIC e~
MEHTBI KPOBH TUCKOUIHOM (OpMBIL, cpeHuii 00beM KOTOpbIX cocTasiseT 7—11 ¢ur.
3OT0 BTOpHIE 110 YUCICHHOCTH TENbIIa B KPOBH, OOBIMHO IHPKYIHPYIONIHE B KOIHIE-
crie (150-450) - 10°/1. TpOMOOLMTHI SIBISIFOTCS SHYKJICHPOBAHHBIMHU KJICTOYHBIMH
JaCTHIIaMH, BEICBOOOKTaeMBIMH B KPOBOTOK TTOCTIE 3aIIPOTPaMMHPOBAHHOI (par-
MEHTAIMH MEraKapruoIMTOB KOCTHOTO MO3Tra, IUPKYIUPYoImMHK oT 7 10 10 nHeit.
[TockonbKy TPOMOOIMTHI HE MMEFOT SI/Ipa, UX OCIKOBOCUHTETHUYECKASI CIIOCOOHOCTh
BechbMa orpaHnyeHa. CiiejoBaTelbHO, OCIKOBBIH COCTAB TPOMOOIUTOB ONPEICIISICTCS
POIHUTENBCKOH KIIETKOH, a Taroke (pakTopaMH, KOTOpHIE TOCTYNAlOT B HUX U3 KPOBU
IyTeM 3H011MTo3a. TPOMOOIUTE MHOTO(DYHKIIHOHATIBHBI ¥ Y4aCTBYIOT BO MHOTUX
maTo(U3NOIOTHUECKUX TPOIECCax, BKIOYas TeMOCTa3 M TPOMOO03, peTPaKIIHIO
CTYCTKa, BA30OKOHCTPHUKIHUIO M PEIapariio COCYIO0B.



OyHKIUHN TPOMOOLUTOB:

1. Aurnorpoduyeckasi. DHAOTEIUN MOCTOSHHO TMOTIONIAET TPOMOOIIUTHI,
B cpenHeM oT 1 no 10 % umpkynupyromiero myia B CyTKH. AGcopOHpoBaHHbBIE
TPOMOOIIUTHI MCIIONB3YIOTCS ISl BOCCTAHOBIIEHHS CTPYKTYPHBIX SJIEMEHTOB 9H-
norenus. B pesynbrare oOHOBIAETCA ero MOpho(YHKIMOHAIbHASA CTPYKTYpa U
MIOBBIIIAETCS] YCTOWINBOCTh K MEXaHHUECKUM ITOBPEKICHUSM.

2. Peryisinusi cOCyAUCTOro TOHYca. TpoMOOIUTHI MOT'YT MOIVIONIATH CEPO-
TOHHH B COCTOSIHUH TIOKOSI 1 BBICBOOOYKIaTh CEPOTOHHH, TpOMOOKcaH A2, mpocTa-
[IaHTUHBI IPU aKTHBAIIHH.

3. YuacTHe B IepBUYHOM reMocTase:

—aoeesus. Ilocne NepBUYHOM aKTUBALMM TPOMOOLMTHI MPUKPEILISIOTCS
K skcrioHupoBanHomy VWF (Gnaromapst mukornporenny Ib) u kosutareHy oOHa-
’KEHHOTO Cy0HI0TEINATIBHOTO CIIOS;

— axmueayus. Anrezust kK VWF 1 koJutareHy HHULIUHPYET CUTHAIIBHBIC TTyTH,
KOTOpbIE MTPUBOJAT KO BTOPUYHOM aKTHBALUK TPOMOOLUTOB. DTH IIyTH UHILYLHU-
PYIOT 3aBUCHMBII OT IUKIOOKCHTEHA3bI-1 CHHTE3 U BBICBOOOXKICHHE TPOMOOKCa-
Ha A2 ¥ 3amyckaltoT BeicBoOoxkeHne AJID u3 rpaHyn xpaHeHus. TpomOokcan A2
SIBIISIETCSI MOIITHBIM Ba30KOHCTPUKTOPOM U, Kak u AJID, IokanbHO aKTHBHpYET
OKpY’Karollye TPOMOOILMTH! U NIPUBJIEKAET UX K MECTY IOBPEXKACHHUA. DTOT IPO-
LIECC MPHUBOUT K POCTY «TPOMOOIIUTAPHOMN MPOOKH»;

— aepezayus. GPIIb/IIa onocpenyer cBi3bIBaHHE TPOMOOLIUTOB MEXY CO-
00H, Y4TO PUBOAMUT K 0OPa30BAHUIO CKOILUICHHH TpomOouuToB. Ha HeakTHBHPO-
BaHHBIX TpomOouutax GPIIb/IIIa nposBiasieT MUHUMAIbHOE CPOACTBO K CBOUM
JIUTraH/iaM, OJlHaKo MpH aktuBaimu TpomboruToB GPIIb/IIla nmperepneBaeT KOH-
(hopmanmoHHyto TpaHchopmanuio, kotopas ycunusaet cpoactso GPIIb/Ia k ero
nuranaam, ¢udpunoreny u VWFE. Tlocne csaspiBanust ¢ GPIIb/Illa ¢pubpuHOreH
u VWF HHIyIUpYIOT BHEIIHEBHYTPEHHUE CUTHAJIBI, KOTOPbIE YCUIMBAIOT AKTU-
BaIMI0 TPOMOOIIMTOB M TPHBOAAT K AKTUBALUH IOTIOJHHUTEIBHBIX PELENTOPOB
GPIIb/IIa, co3naBast NETII0 NOJIOKUTETILHON 00paTHOMN CBA3H;

— pempaxyusi. PeTpakuust crycTKa sIBIsieTcsl (PHU3HOIOTUIECKH BaKHBIM Me-
XaHU3MOM, OOECIIEUUBAIOIIUM TECHBIH KOHTAKT TPOMOOLMTOB IPHU IEPBUYHOM
reMocTase, oOJNerdeHre arperaiiyd TPOMOOIIMTOB U X MEKKIETOUHOTO B3aHMO-
JIeHCTBUS, yMEHBLIEHHE pa3Mepa pPaHbl, YIUIOTHEHUE S)PUTPOLIUTOB ¢ U3MEHEHUEM
ux (opmel Ha MHOTOrpanHyto (polyhedral erythrocytes, polyhedrocytes) ¢ menbto
(hopmupoBaHust HHPEKIIMOHHOTO Oapbepa U penepdysuto B ciiydae TpoMOo03a.

4. YyacTue BO BTOPUYHOM reMocTase. TpoMOOIMTEI COPOHPYIOT U KOHIICH-
TPUPYIOT IIPOKOATYIISIHTBI Ha CBOEH MeMOpaHe (BHEIIHUI ITyJ), HEPEHOCST YacThb U3
HHUX BHYTpPb M HAKAaIUIMBAIOT B TpaHy/ax (BHyTpeHHuH myn — ¢akrop V, pakrop XI,
¢ubpunoren u paxrop XIII), 4ToOsI 3aTeM 00eCEYUTh BHICOKHIA KOATYISIIMOHHBIN
MOTEHINAT U «PEAKIHX BEICBOOOXKIICHHUS» JTOKaIbHO. [lToMuMo 3TOTO0, B TPOMOOIIH-
TaX MPOUCXOIUT CUHTE3 OEJIKOB, CEKPETUPYIOLIUXCS U3 O-TpaHyil, — GUOPUHOreHa,



VWE, TkaHeBOro (hakTopa M HHIMOUTOpA aKTHBATOPa IIIA3MUHOT€HA IIEPBOTO TUIIA.
OCHOBHBIE TPOMOOIHTApHBIE (DAKTOPHI, YIACTBYIOLINE BO BTOPUYHOM T'€MOCTa3e:

— mpomboyumapHuvlii pakmop 3 (TpoMOOUUTAPHBIH TPOMOOIUIACTHH) —
AKTHBUPOBAaHHBIE TPOMOOIMTHI CIOCOOCTBYIOT T€MOCTa3y ITyTeM NepeMeIeHHUs
docoharunuicepuHa U3 BHYTPEHHEro OMCIOS MeMOpaHbl BO BHEIIHMH CIIOH.
Pacnionokenne 3T0ro aHMOHHOTO (HOCHONUIUIA HA TIOBEPXHOCTH HEOOXOIHMMO
JUIsL COOPKH KOMILIEKCOB (haKTOPOB CBEPTBHIBAHHS KPOBH, YTO CIIOCOOCTBYET OBI-
CcTpoMy 00pa30BaHKIO TPOMOUHA U MOCIIEAYIOIEMY 00pa3oBaHuio pubprHa,

— mpomboyumapHulii pakmop 4 — CBS3bIBACTCS C YHIOTEIUAIBHBIM Tera-
pancynbdatom (karamuzaropom antutpomOuna II1) u npemoTparaeT aeicTBre
nocieAHero Ha TpoMOuH. TakuMm 00pa3oM, HeWTpanu3alus TPOMOMHA BOKpPYT
(OPMUPYIOIIETOCS CryCcTKa MPEKpaIiaeTcs.

5. PenapaTtuBHasi. TpoMOOLUTEl CEKPETUPYIOT TPOMOOLUTAPHBIN (aKkTop
pocra, KOTOphlid 3acTaBiseT GuOpoOIacTsl U Makpodars MUTPUPOBATH K MECTY
MOBPEXKICHUSI, a TAKKE MPOTH(EPUPOBATH I8 JKOMBIIICUHBIC KIETKH.

6. Peasim3zanusi MIMMYHHOTO O0TBeTAa. TPOMOOIUTHI SIBISIFOTCS KITFOUEBBIMHU
KOMITOHEHTaMH BPOXKICHHONH HMMYHHON cHCTeMbI. TPOMOOIUTHI SIBISIOTCS HOCH-
TETSIMU aHTUTEHOB Pa3NNYHBIX ajutoreHHBIX cucteM (HLA-cuctemsl, sputponm-
TOB U COOCTBEHHO TPOMOOIIUTAPHBIX aHTUTCHOB).

KJACCUDPUKAIIASA TEMOPPATUYECKHNX 3ABOJIEBAHUI

Jns amexBaTHOTO (PYHKIMOHHMPOBAHUS CHCTEMBI TeMOCTa3a HEOOXOINMO,
4TOOBI BCE €€ KOMIIOHEHTHI paboTanu npaBuibHO. COOTBETCTBEHHO, OCHOBHBIE I'e-
Mopparndeckue 3a00neBaHus 00yCIOBICHB OMHUM U3 €€ TPeX Ae()eKTOB:

1. Bazonatuu — 3a00JeBaHNs, BbI3BAHHBIC MOBPEXKICHUEM COCYIUCTOH
CTEHKH, aKTUBHPYIOIIIM CHCTEMY TeMOCTa3a (HalpuMep, BaCKYIHT).

2. TpomOonMTONEHUS] M TPOMOOLMTONATHS (AaHOMAINS TPOMOOLIUTOB) — KO-
JIMYECTBEHHBIN JeDUIUT WK QYHKIMOHAIBHBIN AedekT aare3un u arperaun (UTIT).

3. Koaryjgonarun — 3a0oneBaHus, IPU KOTOPBIX HAOIIONAETCS KOJIU4e-
CTBEHHBIH TN (PyHKIMOHANBHBINA Ae(EKT OJHOTO MM HECKOIBKUX (haKTOPOB Te-
MOKOATYJISIIIHOHHOTO KacKaia (reMOQUIIHs).

CKPUHUHI-TECTBI

J1 TMarHOCTUKK MCIOJIb3YeTCs HECKOJIBKO CKPHHUHIOBBIX TECTOB, OJIHO-
BPEMEHHOE BBITIOJIHEHHE KOTOPBIX ITO3BOJISIET BBISIBUTH HauOOJIee YacThle pa3HO-
BUIHOCTH TeMOpPparndeckux 3a0oieBaHuii:

— KOJINYECTBO TPOMOOIUTOB,



— BpeMsi KPOBOTEUEHUS,;

— TECTBI, OLICHUBAIOIINE A/IT€3MI0 H arperauio TPOMOOIHTOB;

— xoarynorpamma (AYTB, I1B, TB, ¢ubpunoren).

[oxcuer koauYecTBA TPOMOOLMTOB B €IMHHIE 00bEeMa KPOBHU HCIIONB3Y-
eTcs Ul MCKIIOUEHHS KOJMYECTBEHHOro Ae(UIUTa TPOMOOLUTOB KaK IIPUYMHbI
reMopparudeckoro 3adboneBanus (Hanpumep, UTTI).

Jlns onpeneneHusi BpeMeHH KPOBOTEYeHHs OCYIIECTBILIETCS IIPOKOIT KOXKH
1 U3MepseTCs BpeMs 10 OCTAHOBKH KPOBOTEUCHUs. DTOT aHAIN3 OLIEHUBAET CTe-
[IeHb KPOBOTOYMBOCTH, KOTOpAsi CBA3aHa C KOJIUYECTBOM U (YHKIUEH TpoMOOIHU-
TOB, & TAKXKE C COCTOSIHHEM COCYAHUCTON CTeHKH. CeroHs OH MIMPOKO HE UCIIOIb-
3yeTcs, IOCKOJIbKY TEXHUYECKH HEBOCIPOU3BOAUM M JUIsl BBIIOJIHEHUS aHAIN3a
TpeOYIOTCSI OIBITHBIE CIICIIHAIUCTBI.

ArperoMeTpusi TPOMOOLHUTOB IO-IIPEXKHEMY OCTAeTCs HanboJee IUPOKO
WCTIONB3YeMbIM TE€CTOM ISl BBISBICHUSI M JHArHOCTUKU HAapyLICHWH (YyHKINU
TpomOoruToB. ITpu nobOaBieHUU Pa3IMYHBIX KOHLEHTpaLuil Habopa aroHUCTOB
(Hanpumep, xosareHa, AJI®, TpomMOKWHA, PUCTOLIETHHA, aJpeHAINHA) TPOMOO-
LIUTH] arperupyroT. 3aTeM MOXKHO OTCJISKUBAThH KIACCUYECKHE PEaKLUU TPOMOO-
IUTOB HA K&KABIH aroHUCT, BKIIOYAsk M3MEHEHHEe (OpMBI, a Takke MEePBHUHYIO
U BTOPUYHYIO arperanuio. Msmepsiemble apaMeTpbl BKIIOYAIOT CKOPOCTb arpe-
ralui ¥ MakCUMaJbHBIA MPOLEHT arperanuy 1mocie GUKCHPOBAHHOTO Meproa
BPEMEHHU.

Benku ma3Mel, y9acTBYIOIINE B PEaKIMIX KOATYJSIIUH in Vitro, MOXKHO pas-
JICJITH HA TPH CUCTEMBL: BHYTPEHHIOIO, BHEIIHIO U 0011yto (puc. 1).

CKpUHUHTOBBIE TECTHI IJISI OIIEHKH BTOpUIHOTO remocTtasza (AUTB, I1B nau
TB) oTpaxaroT KOJIMUECTBO U/MIH AKTUBHOCTb PA3JIMUYHBIX (JaKTOPOB CBEPTHIBA-
HUS KPOBH, YYacTBYIOIIMX B 00pa3oBaHKK TpoMmOa in vitro. 3Hasi, KAKOW TECT OT-
KJIOHEH OT HOPMBI, MOJKHO OIpPEJeIUTh Hanboliee BEPOSTHYIO IPUUHHY.

AUTB 3aBucut OT ypoOBHS BBICOKOMOJIEKYSIPHOTO KWHWHOTEHA, TpeKal-
nmukpenHa u Gaxktopos cBeprbiBaHus kpoBu XII, XI, VIII (BHyTpeHHSs cucrema
TeMOKOAryJIsIIIMOHHOTO KacKkaJa) i MEeHee YyBCTBUTEIBHO K H3MEHEHMSM KOJIHYe-
cTBa (hakTOPOB CBEPThIBaHUS KpoBU X, V, nporpoMOuHa U pudpruHorena (oommuit
myTh). ENUHCTBEHHBIM (haKTOPOM CBEPTHIBAHUS KPOBH, KOTOPBHIA HE BIUSET Ha
AUTB, sBisiercst paxrop VIL

JuddepennuanbHas JUaTHOCTHKA COCTOSIHHM, COPOBOMKIAIOIINXCS U30IHU-
poBaHHBIM yBennueHueM AUTB:

1. PaccTpoticTBa, COMPOBOXKIAIOMIMECS KPOBOTEUCHUEM: BPOXKICHHAS WIIH
IpUOOpEeTeHHasl HEIOCTaTOYHOCTh MU JedekT (akTopoB CBEPTHIBAHUS KPO-
Bu VIIL, IX, XI.

2. PacctpolicTBa, HE CONPOBOXKIAIOIINECS KPOBOTEUCHUEM: 1e(DUIUT PaKTO-
pa XII, npekamukpenHa, BRICOKOMOIEKYIISIPHOTO KHHUHOTEHA WM HAJIWYHe aH-
TUPOCHONUIUIHBIX AHTUTEI.



IloBepxHOCTHAs

aKTHUBALUA
BuyTpennsist
Xl , TPEeKANIHKPeHH

BblcOKOMOJ’leKyﬂﬂprli;l
KHHHUHOT¢H

Oomas
X
AUTB W
Il
DudpuHOreH
® DudpuH

TrkaneBoii
TPOMOOIJIACTHH

Y

Buemnsist

Vi

B

Puc. 1. Cuctemsl TEMOKOAryJIsaIMOHHOI'O KacKalla 1 Q)aKTOpLI, KOTOPBIC OHU BKJIFOYAKOT

IIB orieHHBaeT OCIIKM CBEPTHIBAHUS BHEIIHEI CHCTEMBI TeMOKOATYISI[HOH-
Horo Kackana (¢paxrop ceepreiBanus kpoBu VII) n obmiero mytH ((pakropsl cBep-
ThIBaHUS KpoBU X, V, IpoTpoMOuHa 1 HHUOPUHOTECHA).

JuddepennpanbHas JUaTHOCTHKA COCTOSHUM, COPOBOKIAIOIINXCS U30JIHU-
poBaHHBEIM yBenudeHHeM [1B: nsonupoBanHoe ymmnHeHue [1B 00bI9HO yKa3biBaeT
Ha nepunut dakropa cBepThiBanus KpoBu VII. Y GoJbIIMHCTBA TAKUX TAIIUEHTOB

00BIYHO HAOMIOMAIOTCS YacTHYHbIEe edexThl pakropa VII.
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JuddepennyanbHas JUarHOCTHKA COCTOSHUM, CONPOBOXKAAIOIUXCS YBEIIU-
genneMm AUTB n [1B*:

1. ABC-cunnpom, 3aboneBanus nedeHu, nepuuut suramuna K.

2. T'uno¢pudpuHOTreHeMus/TUCHUOPHHOTCHEMHUST BO3HHKAFOT, KOTJIa HMEETCs
neguuut GUOPHHOreHa /UM aHOMaJIbHbIE MOJICKYJIbI (PUOPUHOTEHa HE y4acTBY-
0T JIOJDKHBIM 00Pa30M B PEAKIHAX KOATYIIAIHH.

Hcnons3oBanue AUTB u [1B 11 MOHMTOpHpOBaHMs TE€pallUM AHTUKOAry-
JISTHTaMH:

1. AUTB 00bIYHO HCIONB3YeTCs JUII MOHUTOPUHIA T€PAUU NPsIMbIM aHTU-
KOAryIstHTOM TeapuHOM.

2. I1B ucrnonb3yeTcs A1si MOHUTOPUHrA TEPAHU HENIPSIMBIM [IEPOPaIbHbIM
aHTHKOAryIsiHTOM Bap(hapuHoMm. [Ipu ucnons3oBanuu [1B 11 MOHUTOpPHHTA CTETICHD
AQHTHUKOATYJIALUN BbIpaXkaeTcs BeNNUUHOM, HasbiBaeMoit MHO. MHO onpenensier-
cs1 orHomeHueM 1B nmarmenra k cpeqaemy I1B. Ecnu npoba manueHTa B HOpME,
T0 MHO cocrasnser ~1. TepaneBTiuuecKkyio 103y Ipenapara noJouparT TaKUM
o00pazom, uro6st MHO manuenTa HaxoquII0Ch B AUANa30He 3HAUYCHH OT 2 /10 3.

TB — 3T0 mokazareib, XapaKTePU3yIOUIUH KOIMYECTBO W/WIN (PyHKIMO-
HAJIBHYI0 aKTUBHOCTH (ubpuHOoreHa. Eciu Bpems, HeoOX0MUMOeE JIJisl CBEPThIBa-
HYS IUIa3MBbl, YBEJIMUUBACTCS, UMEETCSI KOJIMUECTBEHHbIH (neduuurt ¢udpunore-
HA) WM KaueCTBeHHBIN (MucyHKIMOHATIBHBIA GuOpuHoreH) nedexr. TB moxer
OBbITH YBEJIMUCHO 3a CUET JeHCTBUS renapuHa, MPOoLyKTOB Jerpafanuu GuopuHa
(ABC-cunmpom, GpuOpHHOTUTHYECKAS TEpallns), a TAKKE B pe3ysibTare aeQuinTa
w1y aHoMauu pudpuHoreHa.

Juddepentmanbaas JUaTHOCTHKA HAPYIICHUH MEPBUYHOTO M BTOPHIHOTO
reMocTasa IpejcTaBieHa B Taoi. 1.

Tabnuya 1
JuddepennnaibHast IMATHOCTHKA HAPYLIEHHIT IEPBHYHOIO H BTOPUMYHOI0 reMocTa3a
Kaunnueckas Hapymenusi nepBu4HOro Hapyumenusi BTOpM4HOIro
XapaKTepPHCTHKA remMocrasa remMocrasa
McTOYHUK KPOBOTEUCHHS Kanumisip Cocyn masoro kanuopa
DTHOOTHS TpomGoIHTOne NS, Jedurmt pakTopoB reMoxo-
TPOMOOIUTOATHS, aryJSIHOHHOTO KacKaja
6onesss (on Bumnebpanga | (manpumep, FVIIL, FIX,
(tun 1 u 2) ¢axrop XI)
Jlokanuzarms Koska, ciusuctsie MsITK¥e TKaHH, MBIIIIIIBI,
00009k CYCTaBBlI, IIOJIOCTH
Kpooteuenue nocne Tunnyno Penxo
HE3HAYUTEIHHOM TPaBMBI

* OOBIYHO TH OTKJIOHEHHS B KOArylorpaMMe He SBIAIOTCS CHEHU(PUICCKUMH AT U30-
JIMPOBAHHOTO Ae(HIMTa KAKOro-TMb0 ONHOTO TIa3MEHHOTo (akTopa CHCTEMBI T'eMOCTa3a,
a YaIe UMErOT MECTO MPH MPUOOPETEHHBIX HAPYIIEHNAX CBEPTHIBAEMOCTH KPOBH.
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OxkoHuaHnue maon. 1

Kiununueckas Hapyumienusi nepBu4HOro Hapyuienusi BTOpu4HOro
XapaKTepUCTHKA remocrasa reMmocrasa
Ilerexun Tunn4yuo OTCyTCTBYIOT
DKXHUMO3bI MarneHbKHe, TOBEPXHOCT- Bonbime, nrybokue, maibm-
HbIe, 0€300JIe3HEHHbBIC pyeMble, OOJIe3HCHHBIC
I'emapTposst Penxo Tunuuno
Bpewmst Hauana xpoBotedeHus | HesamemmmrensHo OTcpoueHo
II0CJIe TPABMBI
CKpHHUHT-TECTBI AUYTB, IIB, TB AYTB, I1B, TB ymiuHeHb!

B IIpeaejiax HOPMbI

UMMYHOTJIOBYJIUH-A-ACCOIIUMPOBAHHBIN BACKYJIUT

ONPEAEJTEHUE, STTUAEMHOJIOTUS, STHOJOTUA

IgA-B (remopparudeckuii BackynuT, nyprypa Illenneiina—TeHoxa) — 310
HETPOMOOIMTONIEHUYECKUH CUCTEMHBIH BaCKYyJIUT C IMPEUMYIIECTBEHHBIM I10-
paKeHUEM MEJKHX KPOBEHOCHBIX COCYIOB, KOTOPBIH OOBIYHO MPOTEKAET OCTPO,
¢ OTIIOKEeHUEM [gA B CTEHKax COCYNIOB, YTO MPUBOJMT K TIOSBICHHIO CHMITOMOB,
3aTparuBaloIInX KOXKY, CyCTaBbl, KHIICUHHUK U MTOYKH.

IgA-B — naubonee pacnpocTpaHeHHast GpopMa JETCKOTO BacKyJIMTa, exe-
ronHo 3a6oneBaet ot 8 10 20 Ha 100 000 mereit. OH MOXKET MPOSBUTHCS B JIFOOOM,
Jla’ke BO B3POCJIOM BO3pacTe, HO ropas/io Yallle BCTpedaeTcs y JeTel ¢ MUKOM 3a-
OoneBaemocTr oT 4 1o 6 net. B Bo3pacte 1o 10 ser Bo3HukaroT 90 % cirydaes.
VY MiazieHLEeB BeTpeyaeTcs KpaiiHe peaxo. Y aereil HabmonaeTcst HeOOoIbIIOe Mpe-
o0JaaHne MYXKCKOTO 11oJia (COOTHOIICHHE MAJIBIUKH : JICBOUKU COCTABISIET 3 : 2),
YPOBEHb 3a00J1€BaEMOCTH CHUXKAETCS C BO3PACTOM.

XoTs npuunHa 3a00JIeBaHUs HEM3BeCTHA, MaHupecTanuu [gA-B vacTo npen-
LIECTBYET OCTpoe UH(DEKIMOHHOE 3a00JIeBaHNe, a POCT 3a00JI€BAEMOCTH OTMEYa-
€TCs B OCEHHE-BECEHHUI TIEPHOJ, UTO SIBISIETCS YOSIUTEIbHBIM JI0KA3aTeIbCTBOM
MHQEKIIMOHHOTO Havyalla Kak TPUrrepa.

B OGonpmmacTBe cinydyaeB IgA-B y nmereit 00bIMHO TpencTaBisier coOOM
ocTpoe 3a00JIeBaHUE C HETSDKETBIM TEUEHHEM U JIeUeHHE B OCHOBHOM HOCHUT IOJI-
Jep KuBaromuil xapakrep. OMHAKO y YaCTH MALEHTOB Pa3BHBACTCS ITIOMEPYIIO-
He(pUT, KOTOPBIH Y HEOOJIBIIOTO MPOLICHTA JIETEH MOXKET IPUBECTH K TEPMUHAIIb-
HOM CTaJuK XPOHUYECKOU OOJIC3HU MOYCK.

KIIMHAYECKASI MAHU®ECTALIAS

Jnaruo3 B OOJIBIIMHCTBE CIIy4aeB yCTaHABIMBAETCs KiIMHUYecKH, 'y 100 %
MAMEHTOB JIETCKOTO BO3pacTa HaOIIONAETCsl CHMMETPHYHAS TTaITyJIe3HO-TeMoppa-
rHYecKas SK3aHTeMa C Ipeo0iIaJaHieM Ha HKHUX KOHEUHOCTSIX (HOTH U SITOMIIBI)
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(pHc. 2) COBMECTHO C BOBJICUEHHEM 110 KpaiiHeil Mepe OfHOI U3 Tpuajabl APYTHX
cucteM (Tabm. 2). ChIllb UMEET SIPKO BBIPayKEHHBIE TPOSIBIICHHSI OPTOCTAaTU3Ma, 10~
3TOMY Ba)KHO OrpPaHMYEHME JBUraTEIbHOIO PeXUMa U CHIDKCHUE Harpy3KH Ha co-
CyZIbl KOHEYHOCTEH.

Tabnuya 2
Han6osee Tunuunbie s IgA-B kianHnYecKne MposiBIeHHsT

Cpenusisi JJINTEILHOCTD,

Yacrora, %
JHH

CuMNTOMBI M JIOKAJIU3anus

ITamyne3Ho-remMopparmdeckas SK3aHTeMa
(TperMyIIECTBEHHO HA HIDKHUX KOHEYHO- 3-10 100
CTSIX M IUCTAJIBHBIX YaCTAX PYK)

ADTPHT I apTpalTus

(TOJICHOCTOIIHBIE, KOJICHHBIE CYCTaBbI) 7-10 70-90
KKT (muddysnas komrkoobdpasHas 60b, 48 50-70
KPOBOTEUCHHUE, HEIIPOXOUMOCTb)

I'nomepynoxepput 3-12 40-50

Puc. 2. TunuyHas J0KaIU3aLUs FeMOPPArHueCKOi SK3aHTEMbI

CUMMeTpUYHOI NaITysie3H0-reMopparu4eckoil SK3aHTeMe MpeJIIecTBYeT Here-
MOpparuyecKasi 3K3aHTeMa: [ITHA, TaIy/Ibl WK yPTUKApHbIE IOopakeHus. Takxke MOryT
[IPUCYTCTBOBAaTh HIKXUMO3bI, OOBIYHO B COYETAHHUHU C IIypILypOH, peske BCTPEUarOTCsI
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HEKpOTHYECKUe 04aru uin Oyuiel (puc. 3). Chlllb TAaKke MOXKET PacrojiaraTbes Ha
BEPXHIX KOHEYHOCTSX U Tynouile. [lopaskeHne anIa BcTpedaeTcs KpaitHe pesko,
€ro MOYKHO HaOMIoNaTh B 60J1ee TSHKENBIX CITydasix, HO HUKOT/Ia H30IMPOBAHHO.

o ’ 3

2%
« &N " |

Puc. 3. bynne3Has 1 HEKpOTHYECKast ChIIlb

CUMIITOMBI BOBJICUEHHSI CKEJIETHO-MBIIIEUHOH CHCTEMBI IMPUCYTCTBYIOT
y OonbimHcTBa naueHToB (70-90 %): apTput i apTpanrus, 0coOEHHO B KOJIe-
HSIX ¥ JIOABDKKAX. APTPHUT Yallle HOCUT OJIMTOAPTUKYISIPHBIN XapakTep (4 uiu me-
Hee cycTaBoB). I[lopaxkeHHe CyCcTaBOB PEAKO MOXKET IPEIIICCTBOBAT IIOPAsKEHUIO
KOXH. APTPUT OOBIYHO MMEET HEIUTENbHBIN (2—5 MHEW) NpeXoAsyi XapakTep
Y HE BBI3bIBACT KAaKUX-JIMOO OCTATOYHBIX HAPYILICHHUH.

Topaxenne XKKT Bcrpedaercss y 70 % NanueHTOB U OOBIYHO MPOSIBIISIETCS
KOJIMKOOOpa3HbIMH OOJISIMU B JKUBOTE HJIM OCTPBIM JKEIYJOYHO-KUIICYHBIM KPO-
BOTEYEHUEM, MaHH(ECTUPYIOIUM B BHIE MEJCHBI WM PBOTHI C KPOBBIO (rema-
TOME3HUC), KOTOPbIE MOTYT OBITh TSDKEJIBIMU M KH3HEYTPOXKAOIIUMH. Takxke Mo-
I'YT BO3HUKHYTh HEKPO3 yJacTKa KHIICYHHKA M KUIIEYHas! HEIPOXOJUMOCTD, YTO
TpeOyeT OKa3aHUsI HEOTIIOKHOM XHPYPruueckoi nmoMoIiu. JKemy0uHo-KuIIeqHbIe
MIPOSIBIICHHST MOTYT IIPEIIIECTBOBATH Ha HECKOJIBKO JTHEH WITH HEJeIIIO MOSBICHUIO
reMOppParuyecKoi IK3aHTEMBI.

TTopaxenue nmovek, HazpiBaeMoe [gA-B-HedpuTom, 00bIYHO TIpoTEKaeT Oec-
CHUMIITOMHO U TIOATOMY TpeOyeT akTHUBHOTO CKpHHUHTA. Ero HabmonaoT npumep-
HO y 40-50 % mamueHToB, y OONBIIMHCTBA M3 KOTOPBIX HMEETCS HE3HAUUTEIbHOEe
MOBPEXK/CHUE IIOUEK, KOTOpOe paspelraercs camocTosressHo. Hanbonee uactoit
HaXOJIKOH B 00IIIEM aHAIN3e MOYH SIBISIETCSI MUKPOTEMaTypHsl, 32 KOTOPOH ciemxyeT
MpOTenHYpHs 03 OTEYHOro CHHApoMa. Penko mopakeHue noyek MaHudectupyer
MakporeMarypueil WiM pa3BUTHEM He(PpPOTHUYECKOTO CHHApoMma. [lopakeHue mo-
4eK sIBJIETCS Haubojee Cepbe3HbIM B JJOJITOCPOUHOM OTHOILLEHUH, Ha €ro JOJI0
npuxogures 1-2 % oT Bcex ciydaeB TEPMUHAJIBHON CTaJMU MMOYEYHOI HelocTa-
TOYHOCTH y JIeTeH.
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MoHuTOpHUHT HYHKIMY [T0UeK Oa3upyeTcsl Ha AUHAMUUECKON OLIEHKE aHaIU-
30B MOYHM M KOHTPOJIE YPOBHS apTepHAIBHOTO JaBICHUA. BHOTICHS TOYKH J10TKHA
OBbITh BBINOJIHEHA, €CIIH y NanueHTa ¢ I[gA-B ormeuaercs:

— 1shxenast (Hepporudeckas) nporeuHypust (> 2000 Mr/r B TeUCHHE KaK MH-
HUMYM 4 HeJellb; MEHbIIasl IPOAOKUTEILHOCTD TSDKEIIOH IPOTENHYPHH SIBIISECT-
Cs1 OTHOCHUTENBHBIM MOKa3aHUEeM JJIsI OHOTICHN);

— croiikast ymepennas (1000-2000 mr/r) nporennypust win camxenue CKO.

N3-3a pucka 10ATOCPOYHBIX MOYEYHBIX OCJIOKHEHUH CYIIECTBYET KOHCEH-
Cyc, UTO BCeM IauueHram ¢ IgA-B cienyer mpoBoguTh MOHUTOPUHI aHAIM30B
MOYH B TEUCHHE KaK MMHHUMYM 6 MECSI1eB U ONTHMAJIBHO B TeyeHue 12 mecsien
C MOMEHTa MaHU(ecTaluU 3a00JICBaHUsL, 1aXKE €CJIM UCXOIHbIN aHaIN3 MOYH ObLI
HOpPMAaJTbHBIH.

JIMATHOCTHKA

B 2005 r. EBporeiickoii nuroit mo 6opsoe ¢ peBMarnzmoM (European League
Against Rheumatism — EULAR) / EBponelickuM 001eCTBOM AETCKON peBMaToO-
norun (Pediatric Rheumatology European Society — PReS) Ha ocHoBe 3kcmept-
HOTO KOHCEHCyca OBLIM IPE/UIOKCHBI HOBBIC JAUATHOCTHYCCKHE KPUTCPHH JUIS
BCEX JIETCKUX BAacKyJIUTOB, BKJIro4ast IgA-B, kotopeie B 2008 . ObUIM BaTUANU3U-
poBaHbl MexIyHapOHOH OpraHu3anueil o MpoBeAeHUIO UCCIEN0BaHUH B 00/a-
cTH nieuarpuueckoit pesmaronoruu (Pediatric Rheumatology International Trials
Organization — PRINTO). Iuarnoctuueckue kpurepun EULAR/PReS/PRINTO
(2008) ocHOBaHBI Ha KIMHMYECKHMX OCOOCHHOCTSX M BKIIFOUYAIOT 00s3aTeiIbHOC
HaJIMYUe MAIyJIe3HO-TeMOPParH4ecKoOi ChIITM BMECTE C JIOMOJHUTEIBHBIMH CHM-
NTOMaM{ M MPHU3HAKAMH, YTO 00ECIEYHBAET NMPEBOCXOAHYIO YYBCTBUTEIBHOCTH
(100 %) u cnenuduunocts (87 %) npu quddepennuansHoi nuarHoctuke IgA-B
C IPYTHMH BaCKYJIHTAMH.

OOs13aTenbHbINH KpUTEpUil — Harnyne3Ho-reMopparuueckas Chilb ¢ Ipeoda-
JTAaHWEeM Ha HIDKHUX KOHEUHOCTSX™ B COUSTaHHH KaK MHHUMYM C OJJHUM KPHTEPH-
€M U3 HIKCIICPCUHCIICHHBIX

1. Octpo BosHuKIIas quddy3Has KOIUKooOpazHas 00JIb B )KUBOTE, KOTOpast
MOJKET COIPOBOXKAATHCS KHIIICUHONW HEIPOXOAUMOCTBIO U HKEITYI0YHO-KUIIICYHBIM
KPOBOTECUCHHEM.

2. JlaHHBIC OMOIICHH, YKa3bIBAIONIHME HA THITHYHBII JICHKOIINTOKIACTHYCCKUIT
BaCKYJIUT C MPEUMYIIECTBEHHBIM OTIOKEHUEM [gA min mponudepaTuBHBIA TI10-
MEpYyJIOHE(PUT C MPEHMYIICCTBEHHBIM OTIOKECHHEM IgA.

3. OcTpo BO3HUKIIIME apTPUT UM apTPaTHs.

4. IlopasxeHue nodex (IPOTEUHYPUS U/UIU reMaTypust).

* B ciryyae aTHIMYHOTO PACTIONOKEHUS CBHIH VIS TOATBEP)KACHHS THArHO3a TPEOYIOTCS
JTaHHBIE OMOTICHH, OATBEPIKAAIOIIIE IPEUMYILECTBCHHOE OTIOXKeHHE IgA.
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JIEUEHUE

BonsmmucTBO cnywaes IgA-B y nereit ¢ rerkum TeueHueM U30IMPOBAHHOTO
KOXKHOTO CHHJIPOMa He TPeOYIOT Ha3HAUCHHS KAKOTO-TTM0O0 CIICIU(PHUIESCKOTO Jieue-
HUS, TAK KaK COIPOBOXKIAIOTCS CIOHTAHHBIM BBI3ZIOpOBJICHHEM. B Oosiee TsKenmbix
ClTydasix BAPHAHTHI JICYCHUS YACTUUHO 3aBUCAT OT THIA U TSHKECTH MOPAXKEHUS TON
WJIM MHOH CUCTEMBI OPTaHOB.

JIBUraTeIbHBIN PEKUM JOJDKCH OBITh OTPaHUYCH Ha BBICOTE KOXKHOM ITypITy-
PBL, IIpH a0JIOMUHAIILHOM M CYCTaBHOM cHHApoMax. CreyeT UCKIIIoYaTh U3 AUEThI
oOnUraTHBIe auIePreHbl U MPOAYKTHI, Ha KOTOPHIE B aHAMHE3€ OBLIM OTMEUEHBI
aJUIepruYecKue peakiuu, n30erarb BaKIMHAIMN, IPOBEICHHUS PO ¢ OakTepuab-
HBIMH aHTHUreHaMH. [lokazaHa caHanysi XpOHUYECKHX 09aroB HHQEKIHH.

TTanieHTaM ¢ TSDKENBIM TEYEHHEM KOXKHOTO CHHJApOMa (CIMBHOM Xapakrep
CBIITH, HAJIMYME HEKPOTHYECKUX 04aroB MM OyJsll), a TaKKe ¢ BUCLEPaIbHBIM CHH-
JipoMoM (a0IOMHUHAJIBHBIN, TOYEYHBIH U JIp.) C THIIEPAKTUBALMEH TEPBUYHOIO U
BTOPUYHOTO TeMOCTa3a (10 TaHHBIM arperoMeTpHy TPOMOOIIMTOB M KOaryJorpam-
MbI) BOBMOYKHO Ha3HAUCHHE JIe3arPeraHTOB  aHTHKOATYJISTHTOB.

[opaxxeHne KOXXKM OOBIYHO MPOXOTUT CAMOCTOSITEIPHO M HE TpeOyeT
CIeIUaJIbHOTO JiedeHus. JleueHue MoxkeT morpeOoBarbes, e€ciii 3aboyieBaHUE
IposIBIsieTCsT OYJUIE3HOHW MITHM HEKPOTHUYECKOH CHIIBIO, HO ATO CIy4aeTcsl PEIKO.
KopoTkuii Kypc CHCTEMHBIX IITFOKOKOPTHKOCTEPOHIOB (IIPEIIHU30JIOH ITEpOpasib-
HO | MI/KT/CyTKH) PEKOMEH/IYETCSl B Ka4eCTBE TEepANuu MEPBOM JIMHUU, KOTOpast
JIOJDKHA OBITh MHUIMAIM3UPOBAHA, KaK TOJIBKO MOSBIAIOTCS OyJIJIe3HBIC UIIH HE-
KPOTHYECKHUE 3JIEMEHTBHI.

JleyeHne NOpaKCHUH ONOPHO-JIBUIATENIFHOTO armapara OCYLIeCTBISETCS
myTeM oOJsierdeHust 00JIH, OOBIYHO C HCIIOIB30BAHUEM HECTEPOHIHBIX IPOTHBO-
BOCTIAJIMTENBHBIX MPENapaToB, TAKUX Kak nOynpoden. Mx ucrnonp3oBaHue MpoOTH-
BOIIOKAa3aHO MPU HAJIMYHUU aKTUBHOTO XKEJYI0OYHO-KUIIEYHOTO KPOBOTEUEHUS HITU
npu Hannuuu IgA-B-HedpuTa, conpoBoxkaaromerocs 1a00paTopHbIMU HaXOJ/IKa-
MU OOJBIIMMH, YeM MHUKpOreMaTypusi. B Ooiee TsKeNbIX ciydasx MOXKET IT0Tpe-
00BaTbCsl KOPOTKHH KypC CHUCTEMHBIX IIIFOKOKOPTHKOCTEPOHIIOB (TPEIHU30IO0H
nepopaibHO 1 MI/KI/CYTKH).

TTockoneky B GonbiinHCTBE cityyaeB nopaxkenue JKKT siBisieTcst 1erkum u
KpaTKOBPEMEHHBIM, JIeYeHHEe OOBIYHO He TpeOyeTcs. JKemynoqHo-KUIeqHoe Kpo-
BOTEYEHHE W/WIIM MHBarnHalus MOTYT NOTpe0OBaTh XUPYpPruyeCcKOro BMEIIaTelb-
ctBa. Ilpn HemepeHOCHMBIX OOJIAX B KMBOT€ MOXKHO HMPUMEHSTH IMPEIHU30IO0H
MepopabHO B J103€¢ 1—2 MI/Kr/CyTKH. MeTHINpPEHN30JI0H BHYTPUBEHHO MOXKET
OBITH Ha3HAYEH B YPIreHTHBIX CUTYaIHsX, B CIIy4ae HEBO3MOKHOCTH MEPOPaTbHO-
rO Ha3HA4YCHHUs WK ero Hed(PEeKTUBHOCTU. B cityuae oclioXHEHH, TpeOyommx
OKa3aHMs HEOTJIOKHOIN XUPYPrUYeCKOi TOMOIIIH, AIIUEHTY [TOKa3aHbl TOJI0/ U T1e-
PEBOJ Ha MOJTHOE MapeHTEPAIbHOE MTUTAHUE.
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CBOEBpPEMEHHOE JICYCHUE TIOPAXKECHUS TIOYEK OYEHb BaXKHO, ITOCKOIBKY €ro
OTCYTCTBHE BEJIET K JIONTOCPOYHBIM MOCHeACTBUSIM. OJHAKO JaHHBIE TIOCIETHETO
KokpeiHOBCKOro CHCTEMaTHYeCKOTO 0030pa YKa3bIBAIOT, YTO HET HUKAKHX JIOKa-
3aTeNbCTB B IOJIEPIKKY HCIIOIB30BAHUS CHCTEMHBIX TIIFOKOKOPTUKOCTEPOHIOB Y
Bcex gereit ¢ [gA-B s npenorBpaiiieHust BO3HUKHOBEHHS He(DpUTA, a SKCIEPThI
KDIGO (2021) He peKOMEHIYIOT UCIOIb30BaTh TIIFOKOKOPTHKOUIBI sl TIpodu-
JIAKTHKH He(QPUTA y MAIMEHTOB C U30JUPOBAHHBIM BHENIOYeYHbIM [gA-B.

JIEUEHME IGA-B-HE®PUTA

Y GonbUIMHCTBA JIETEeH, Y KOTOPBIX pa3BUBACTCs HE(QPUT, 3TO MPOUCXOAUT
B TEUEHHE MEPBBIX 3 MECAIEB IMOCie MOSBICHUS MEPBBIX CUMIITOMOB 3a00JeBa-
Husl. broncus moyku Jo/mKHA OBITH BBITIOJNIHEHA Y JETeil ¢ MpoTenHypuei Hed-
poruueckoro ypoBHsi, cHibkeHrneM CK® wnm croiikoit ymepennoit (> 1 r/cyTkn)
nporenHypueid. Y nereii crapuie 10 jer yaie HaOMIOTAIOTCS MPOTEUHYPHS He-
He(pPOTHIECKOTO YPOBHS M HapylIleHHe (yHKIHH MMOYEK, U Y HUX BIOCIEICTBUU
MOTYT UMETh MECTO 0oJjiee BbIpaK€HHbIE HEOOpAaTHUMbIC M3MEHEHHUS IO JaHHBIM
THCTOJIOTHYECKUX HCCIECIOBAHUM TPH 3aJiep)KKe OMOIICHU U 3aJepKKe JICUSHUS
Oosee uem Ha 30 qHEH.

[IpenHU305I0H TEpOpPATEHO PEKOMEHIYETCSI B KaueCTBE IIEPBO JIMHUHU Tepa-
ITUH JIETKOTO MTOpaKeHUs 1oyek (manueHTsl ¢ HopmaibHoi CK® u sierkoii/ymepeH-
HOU MPOTEUHYPHEH).

B ciayuae ymepeHHoro Hedpura (< 50 % nomynyHuil nmo naHHeIM Hedpo-
ouornicun u cHkeHHass CK® wiu Tspkenas mpoTenHypHst) PEKOMEH/TYETCS UCTIOJb-
30BaHUE MPETHU30JIOHA (TIEPOPATBHO WIIM BHYTPUBEHHO) B COYETAHUU C a3aTHO-
MIPUHOM, MUKO(eHOIaTa MO(ETHIIOM HITH NUKI0(OCHaMUIOM BHYTPHBEHHO.

JUIs MHAYKIMK PEMHUCCUH B ciydae Tshkesoro Hedpura (> 50 % nomymy-
HUil 10 1aHHBIM HedpoOuoricuu u cHkeHHas CK® wuiu Tsxemnast IpoTeHHYpHs )
PEKOMEH/TyeTCsl BHYTPUBEHHOE BBE/ICHUE [TFOKOKOPTUKOCTEPOUIOB U IIUKIO(POC-
(hamua.

Hapymienuss remocrasa sBISIOTCS BaXHbIMH B mnarodusuoniorun IgA-B.
Vcnionp30Banue HU3KOMOJIEKY/IIPHOTO TeNaprHa (BBOIMMOTO €KEIHEBHO B TeUe-
HHe § HeeNb) Haps Ly ¢ UMMYHOCYIIPECCUBHOHN Tepanuell IpoAeMOHCTPUPOBAIO
yiIydIIeHHe o0IIero pe3yibTaTa ¢ MeHbIIel 9acToToH (POPMUPOBAHHMS TEPMUHAIIH-
HOW CTaJiMM XPOHUYECKOW IMOYEYHOH HEJOCTATOYHOCTH M CHUIKCHHUEM YPOBHS
IPOTEHHYPHUH.

ITomMumoO 3TOrO, BCE MAIMEHTHI AOJIKHBI JIOTIOJIHUTEIBHO TIOJIy4aTh HHIUOH-
TOp aHTHOTEH3MHIPEBpaIIaonero GepMeHTa Wiu OJ0KaTop PeenTopoB aHTHO-
TEH3MHA B CIy4ae epCUCTUPYIOLIeH IPOTENHYPHHU B TeueHue Oosee 3 MecsIEeB.



ITroruos

B menoMm y mopasmsiomero OONBIIMHCTBA JeTe MPOrHO3 OIaronpHsTHHIHA
(y 50 % naOmonaercs CIIOHTAHHAsE PEMUCCHSI), OAHAKO MOTYT BO3HHKATh PEIH-
JIUBBI 3a00JICBAaHMS M CYIIECTBYeT PUCK MOXKH3HCHHBIX MMOYCYHBIX OCIOKHECHUH.
VY GONBIIMHCTBA IeTel HACTYMAeT CIOHTAHHOE BBI3JIOPOBJICHHE C HCYE3HOBEHHEM
CHMIITOMOB B T€UEHHE ITEPBOTO Mecsina, a onee yem 90 % nereil moIMHOCTHIO BBI-
37I0paBIUBAIOT B TE€UCHHE 2 JIET OT MaHudecTanuu. PenuauBupyomiee TeueHne
IgA-B ormeueHo npumMepHO y 25 % nanyeHToB U Yallle BcTpeyaercs y Aereil ¢ Ma-
Hudecrauuei 3a0oneBanus mocie § JeT u 'y JeTeld ¢ HepuTom.

NUMMYHHASA TPOMBOIUTONEHUSA
ONPENENEHUE U SNIUAEMUAOIOTUASA

WTII — 510 npuodpeTeHHoe 3a00JIeBaHue, TPEACTABIISAIOIICEe COOON U30IIH-
POBaHHYI0 MMMYHOOIIOCPEIOBAaHHYIO TPOMOOIMTONEHHUIO, XapaKTepU3YIoIeecs
HU3KHM KOJIHYIeCTBOM TpombormToB (< 100 - 10°1m1) B pesymbrare pa3pymieHUs
TPOMOOIMTOB U HAPYLIEHUs] UX NMPOLYKLHIH, BO3HUKAIOLIEE H/WIN COXPAHSIOLIE-
ecst 0e3 KakuX-JIM00 SABHBIX IPUUUH, C TEMOPPArMUeCKUM CHHIPOMOM Pa3InuHOI
CTEIEHU BBIPAKEHHOCTU MM 0€3 HEro.

WTTI siBnsiercst Hanbosee pacpoCTPaHEHHON MPUYUHON TPOMOOIIUTONICHUN
y JeTeit 1r00ro Bo3pacrta ¢ MUKOM 3a00JIeBa€MOCTH B BO3pacTe OT 2 110 5 JeT.
VY GonpmHCTBA AeTel 3a00eBaHue TPOXOAUT CAMOCTOSITENBHO, C Pa3pelIeHHEeM
y 60—-80 % narueHToB B TeueHue 2—12 Hezmens (ocTpast popma MM BIIEPBLIE BbI-
siBlieHHas1) win 3—12 mecaues (nepcuctupytomas GopMa) C MOMEHTa OCTAHOBKU
nuarHosa. Xponudeckas Gopma — 3abosieBanue, pisueecs 6oiee 12 Mecaues.
PerunuBupyroiee TedeHne — MpH 3MHU30/1aX TPOMOOIIMTONIEHUH ¢ MHTEPBaJIaMH
6onee 3 mecsitieB. Ho30510rust HOCHT CE€30HHBIN XapaKTep ¢ MUKOM B 3UMHE-BECCHHU I
MIEPHOI, YTO, TO-BUIUMOMY, CBSI3aHO C POCTOM CJIy4aeB BUPYCHBIX 3a00JI€BaHUH.

ITATo®u3noIOrNs

Mexannsmel, Bexymue K passaruto UTII:

1. AHTHTe0-0MOCPeNOBAHHBINH (arounTo3. AyTOaHTHTENA, TMOKPHIBAO-
e TpoMOOINTEI, cBsA3bIBAIOTCS ¢ Fey-penentopamu MakpodaroB 1 OIBEPraroT-
cs1 parouTo3y (B OCHOBHOM B CEJIC3CHKE).

2. HapymeHue Merakapuomnod’sa. AHTHTENA, KJIETOUYHO-OINOCPEIOBaHHAS
LUTOTOKCUYHOCTD M/MJIM IIUTOKMHBI Y4aCTBYIOT B TOBPEKICHUU METraKapuOLUTOB.
AOCOIIIOTHOE KOJIMYECTBO MOJIOABIX TPOMOOLIUTOB CHIKEHO.

3. T-Kk/1eTOYHAsA AKTHMBHOCTb. AHTHUTPOMOOIMTApHBIE ayTOAHTHUTENA OT-
cyrcrBytoT y 20-40 % nauuentoB ¢ MTII. Ho ormeuena akruBanus reHos, yda-
CTBYIOIIUX B KJIETOYHO-OIIOCPEA0BAHHON IIUTOTOKCUYHOCTH.
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KJIMHUYECKASI KAPTHHA

OOBIUHO y TAIIMEHTOB HAOIIONAOTCS METEXHH (KPOIICYHBIC KPACHBIC TOYKH
(< 3 MM), BO3HHUKAIOIIKE B PE3y/IbTaTe OYCHb HEOOIBIINX KPOBOUIIUSHUM B KOXKY)
U HemaJbIIMpyeMble SKXUMO3bI, BOSHUKAIOIINE yepe3 1—3 Hexenu mocie npaxkTu-
YeCKH JIF0OOH BUPYCHOM HH(EKIINH UITH BAKIIMHAIIMY KHBBIM BUpYCcOM. BaxHa 10-
Kanu3anus nerexuii — nuddy3Ho, Co CKOIIEHHEeM B MEeCTax Aa)ke MUHUMAaJIbHOTO
(usnyeckoro Bo3neicTBUs (Pe3HOUKH Oelibsi, HOCOYKOB, HAKIIA/IbIBAHUE MaHKe-
ThI JUIs1 U3MEPEHUS apTePHAIBHOTO TABICHHUSA).

WHorna y manueHToB MOTYT HaOIIIOAThCsl KPOBOTEUEHUS CO CIM3UCTHIX 000-
JIOYEK: reMaTypusi, TeMaToxe3usi, MEHOMETPOpparusi Wik 3MUCTaKCUC (HOCOBOE
KPOBOTEUEHHUE).

Yarie Bcero CMMITOMBI KPOBOTEUCHHUS JIETKHUE, HO PEIKO Y TTALIMEHTOB MOTYT
Ppa3BUTHCA TsDKETbIE KpoBoTeueHwusl, Bkitodast BUK.

XapaxTepucTtika remopparndeckoi sx3aareMsl mpu UTII (puc. 4):

1. [Tontumopdusm cbinu. Hapsity ¢ 3KXMMO3aMHU  pa3iM4YHON BETHYUHBI
1 (OpMBI HAOMFOAIOTCS] MEJIKHE TICTCXUH.

2. [Momuxpomusi. Kak mpaBuiio, Ha KOXXe OJIHOBPEMEHHO OOHApPYKUBAIOTCS
9KXMMO3bl Pa3HOTO LIBETA B 3aBUCHUMOCTH OT BPEMEHM WX IOSBICHHA: OT SIPKO-
(hroJIEeTOBOTO JI0 CHHE-3€JICHOTO U JKEJITOTO.

3. Acummerpusi. [IpennmouturensHON JOKAaTU3allMK KOXKHO-TeMOopparunde-
CKOTO CHH/IPOMA HE CYIIECTBYET.

Puc. 4. Tunmunsiit B reMopparndeckoii sx3antems mpu UTII

3a MCKIIIOYCHHEM TeMOpPPArHdecKuX IpOSBICHHH, (HU3NKaIbHOE 00cieno-
BaHKE peOeHKa B HOpME. BIIe/IHOCTh OOBIYHO OTCYTCTBYET, €CJIA HE ObLJIO 3HAYHU-
TENILHOTO KpOoBOTeueHHs. KOHYMK celle3eHKH manbnupyeTcs Menee yem y 10 %
nanueHToB. OOHapy)keHHEe CIUIEHOMETAINU TIPEAIoiIaraeT BEpPOSTHOCTD JIeiKe-
MHH, CHCTEMHOU KPaCHOU BOMYaHKH, HHPEKIIMOHHOTO MOHOHYKIIC03a MU THITEP-
cruteHu3ma. 1leitHoit muMbaeHonaTnu HEeT, €CITH POBOIUPYIOIIUM (aKTOPOM He
SIBJISIETCSI PECTIMPATOPHAsT BUPYCHAS WH(EKITHSL.
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Yacrora BUK cocrasmser 0,2-0,8 %, mnpu 3TOM KOJIWYECTBO TPOMOOIIH-
ToB <20 - 10°/1m ormeuaercst B 90 % ciyyaes, a < 10 - 10°/1 — B 75 % ciyuaes.
®axrops! pucka BUK Bxirouarot:

1. TpaBmsl ronossl (33 % npotus 1 % npu UTII 6e3 BUK).

2. I'emarypust (22 % nporus 0 % npu UTII 6e3 BUK).

3. 'eMopparu4eckuii CHHAPOM HHTEHCUBHEE, €M TOJIBKO KOXKHBIE MPOsIBIIE-
Hust (63 % npotus 44 % nipu UTII 6e3 BUK).

4. TlpenmecTBytolee JTeueHUE aCTTHPHHOM.

CreneHu reMopparuueckoro CHHIpoMa:

— 0 cTerneHb — OTCYTCTBHE TeMOPPAarniIecKoro CHHAPOMa,;

— I crenenb — He3HaUUTEIbHAS KPOBOTOUMBOCTh, MeHee 100 nmetexuii u/miu
MeHee 5 MEIIKUX CHHSKOB (MEHee 3 CM B IMaMeTpe); OTCYTCTBHE KPOBOTOUHBOCTH
CJIU3UCTBIX;

— II cTreneHs — He3HAYMUTENILHASI KPOBOTOUMBOCTH, Ooiiee 100 neTexuii u/wim
Gosiee 5 MeJIKUX CUHSKOB (Ooiee 3 ¢M B IUaMeTpe); OTCYTCTBHE KPOBOTOUMBOCTH
CIIN3UCTBHIX;

—1III creneHb — yMepeHHass KPOBOTOYHMBOCTH, HAIMYHE KPOBOTOYUBOCTU
CIIM3UCTHIX (SMHCTAKCUC, TPEOYIONMI TaMIOHABI, MEJIeHa, TeMaTOME3UC, TeMa-
TypHsl, TEMaTOXE3Ms,, MEKMBIIICYHBIC TEMAaTOMBI, BarMHAJIBHOE KPOBOTCYCHUC),
«OTIACHBIID CTHIIb )KU3HH;

— IV crenens — XU3HEYTPOXKAIOMINE KPOBOTEUEHUS], TIOTEHIIUAILHO IIPUBO-
JUIIIMe K CTOMKUM HapyIIeHUsIM (DYHKIUI TeX WM WHBIX OPTaHOB M CHCTEM.

JAMATHOCTHKA

Juarnos UTII siBiseTcst AMarHo30M UCKIoUeHus. [103ToMy HEOOXOIMMO HC-
KJIIOYHUTH JIPyTHe BO3MOXKHBIC TpHYnHbI BropuaHoii UTII (HacnencTBeHHAs TPOM-
ooruronenus, TuMdonposrdeparuBHbie 3a00JIeBaHUS, XPOHUIESCKOE HHPHUITMPO-
BaHHE BHPYCOM MMMYyHoxeduura yenoreka, renarutom C, Helicobacter pylori
U OUTOMETAIOBUPYCOM, UMMYHOIEGHUIUTEI, cuHapoM Dumepa—IBaHca, JeKap-
CTBEHHO-OIIOCPE/I0BaHHAS TPOMOOIIUTOTICHHUS).

VYduThIBas, YTO AaHTUTPOMOOIIMTAPHEIE ayTOAHTUTENA YIAeTCs OOHAPYKUTh
T01bKO B 60—80 % ciryuaes UTII, ux oOHapykeHHE HE UMEET 3HAUCHUs] HU B OTHO-
[ICHUX TUarHo3a, HA B OTHOIIEHHWH ITPOTHO3A.

Juarnoctuueckue kpurepun UTII:

1. 3onupoBanHast TpOMOOIMTOIICHHS (KOJTMYECTBO TPOMOOIIUTOB HEOHO-
kparHo Hipke 100 - 10°/1) mpu COBEpIICHHO HOPMAIBHBIX B OCTAIBHOM O0LIEM
aHaJM3e KPOBH M Ma3Kax KPOBH.

2. O1cyTCTBHE TeMaToCIICHOMEraauu, JuMQageHonaTUd U BPOXKICH-
HBIX aHOMAJlMil, TakMX Kak aHomanusi jydeBbix Jnyueir (TAR-cuHapom —
thrombocytopenia-absent radius syndrome).
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3. Poct konuuecTBa TPOMOOIIMTOB B OTBET HA MATOICHETUYECKYIO TEPAITHIO
BBUTI" wiu anTu-D, TIIFOKOKOPTHKOCTEPOHIBI) TIO3BOJISET MOATBEPAUTH JAUATHO3
WTII (Bxiro4yast BTOPUYHBIC €€ BAPUAHTBHI).

JIEYEHUE

Hensto tepanuu UTII sBasiercst JocTHxReHHE O€30MaCHOIO, MpeaypesKia-
IOIIET0 WM KYIHPYIOUIEr0 T'eMOPParnvyecKuil CHHAPOM YPOBHS TPOMOOIIUTOB
(> 50 - 10°/1), a He KOPPEKIIKS YKCIIa TPOMOOLUTOB IO HOPMAJIBHBIX TI0KA3aTes e,

Tepanust maruentoB ¢ UTIT nomkHa ObITH OCHOBaHA HA WHAWBUAYaJIHEHOM
MOJIXO/IE C YYETOM HE TOJILKO YPOBHS TPOMOOIIMTOB, HO U BBIPAKEHHOCTH FeMOp-
parmyeckoro CHHAPOMa, COIMYTCTBYIOIIMX 3a00eBaHui, 00pa3a KH3HU TNaIHeH-
Ta, JIOCTYITHOCTH aMOyJIaTOPHOW M CTallMOHAPHOW MEJUIIMHCKOHN TOMOIIH, ONbITa
nepcoHana B okazanuu nomomy manueHty ¢ UTII mo mecty xurtenbcTBa, oTAa-
JICHHOCTH TIPOXKUBAHUS, OCJIIOKHEHUH OT paHee MPOBOAUMOIO JICUEHHS, IPaMOT-
HOCTH B OTHOLIEHHH 3I0POBBSI, TICHXOCOLUUATIBHBIX (PaKTOPOB.

Benenue nanmenTos ¢ UTII ocymecTBiasieTcs: COMMacHO KIMHUYECKOMY IIPO-
TOKOITy «J{HarHoCTHKa U JIeUeHNE AeTell ¢ OHKOJIOTHYECKUMH H TeMaTOIOTHIECKH-
MU 3200JI€BaHUSAMM», YTBEPKICHHOMY IOCTAHOBICHHEM MUHHCTEPCTBA 31paBO-
oxpaHenusi Peciyonuku benapyce ot 5 nexabpst 2022 r. Ne 113. MemunuHckue
MOKA3aHUS IS TOCTIUTAIN3AIUH:

— MaIMenTsl ¢ ypoBHEM TpomboruTos < 20 - 10°/1 6e3 reMopparndeckoro
CHHJIPOMa, WK NPH ypoBHE TpoMGonuToB < 30 - 10%/11 1 HaMYMK reMopparuye-
CKOTO CHHIPOMa, HJIH TPOKUBAIOIINE YIAICHHO OT OPTraHM3aliy 3ApaBOOXpaHe-
HUSl, TIPU HEBO3MOXKHOCTH OOECIICUUTh €KEIHEBHOE MEIUIIMHCKOE HAOIIOICHUE
Bpayda-CHeIUaIncTa 10 JOCTHKEHHS TeMOCTaTHIEeCKOTO YPOBHS TPOMOOLIUTOB;

— YTOYHEHHE JIMarHo3a,

— yrpoza [THC-kpoBoTeueHwus.

OO0111e NPUHIIKITBI TepaInu:

1. Opranunzaiust JiedeOHO-TTPOPUIAKTHYCCKHUX MEPOTPHUSITUAN, HAIpaBICH-
HBIX Ha CaHAIMIO 04aroB XpPOHUYECKOH MH(EKIUH, CBOCBPEMEHHYIO TePAITUIO HH-
TEPKYPPEHTHBIX 3a00JIEBaHUH, JIEYEHHE COIyTCTBYOLIEH IMaTOIOTHH.

2. Manmentam ¢ ypoBHeM TpomGonuroB OGonee 50 - 10%1, HO MeHee
150 - 10°/1 mpoTHBOMOKa3aHbl MOTEHIIMAIBFHO TPABMOOIACHBIE M KOHTAKTHBIE
BHUJIBI CIIOPTA.

3. [Tanmentam 3a 2-3 Hemenwu Iepesa CIUICHIKTOMHUEH MOoKa3aHa BaKIIMHA-
1Sl TTHEBMOKOKKOBOM, MEHHMHIOKOKKOBOH M aHTHreMO(MIbHON BaKIMHAMH, C
peBaKIMHANKEH COMMacHO WHCTPYKLUH 110 MEIUIMHCKOMY IpuUMeHeHH:o. [Tpu
HEBO3MOKHOCTH BaKIMHALIMK TIOCIE ONEpaldd BCEM IMAIMEHTaM Ha3HA4YaloT
OeHzaTHHA OCH3WINICHUIIMIUIMH B TEUCHUE 5 JIET, 1ajee — M0 MEJUINHCKHM I0-
Ka3aHHSM.
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O0s3arenbHble JieueOHbIe MEPONPUATHS IIPY BIepBble BblsiBIeHHONH WTII:

—TIPH OTCYTCTBHH T€MOPPAarHYeckoro CHHAPOMa W ypPOBHE TPOMOOIUTOB
(30-50) - 10%/1: OXpaHUTEIBHBII PEKKUM; CaHAIMs 0YATrOB UHPEKIMU; STaM3UIIaT
(10—-15 mr/xr/cyTkn);

— nipu remopparuueckoM cunapome II-1II crenenu i 0-I crenenu u ypos-
He TpomborToB < 30 - 10%/11 manmeHTaM Ha3HAuaeTCS TEPAIHs MEPBOM JIMHUH:
UMMYHOIIOOYIMH Ul BHyTpuBeHHOro BeaeHus (BBUI') B Teuenue 2-5 nHel,
KypcoBasi 71032 — 2 /KT, WM MPESIHU30JI0H — 4 MI/KT/CyTKH BHYTpb B 3—4 mipu-
ema 4 1HS Wi 2 MI/KI/CyTKU BHYTph 14-21 1eHb ¢ OCTeNeHHOW OTMEHOH; Wiu
METWIINPETHU30JI0H BHYTPHBEHHO B BUAE Mynbc-Tepanuu 30 Mr/Kr/cyTku 3 mHS
(6e3 miu ¢ moceayonen moaIep KKoi).

Oos3arenbHbIe Je4eOHbIe MEPOTIPHATHS ITPY MEPCUCTUPYIONIEH U XpOHUYe-
ckoit UTII:

—TIIpH OTCYTCTBHH T'€MOPPAarHYecKOro CHHAPOMa JIeUeHHe He TpeOyeTcs.
HcximoueHust — MOIrOTOBKA K ONEPAaTHBHBIM BMEIIATEILCTBAM, TPABMBI U IPYTrUe
KIIMHUYECKHE CUTYAIlNH, KOTIa TIOBBIILIAETCS] PUCK KPOBOTEUCHHUS;

— NIPU HAJIMYUH FeMOPParuueckoro CHHAPOMa Ha3HAUalOTCsl KOPOTKHE KypChl
DITIOKOKOPTHKOCTEPOUIOB: METHIIIPEIHU3O0JIOH (30 MI/KI/CYTKH, BHYTPUBEHHO Ka-
HENBHO 3 JIHS) MM JieKcamMeTa3oH (24 Mr/m%, BHYTPUBEHHO KallelIbHO 4 JHsT); IpH
He3(p(HEKTUBHOCTH TITFOKOKOPTHKOCTEPOUIOB HA3HAYAFOTCSI arOHUCTBI TPOMOOTIO-
STUHOBBIX PELENITOPOB: POMUILIIOCTUM WU ITpoMOonar; npu HeahHEeKTUBHOCTU
arOHUCTOB TPOMOOTIOATHHOBBIX PEIIENTOPOB — PUTYKCUMAD.

JlononHuTenbHbIe JIedeOHbIe MEPOIIPUSTHS [IPU IEPCUCTUPYIOLIEH U XPOHU-
yeckoit UTII: untepdepon anbda-2b; naHa3o:; a3aTuonpuH; MUKo(peHoIaTa Mo-
¢derun; nukiopochaMum; MUKIOCTIOPUH.

Oo0s3arenbHbIE JIedeOHbIe MEPOTIPHATHS PH KU3HEYTPOXKAIOMINX KPOBOTeE-
yeHusx: komOunanyst BBUI (1 1/kr BHyTpUBEHHO KalelbHO) U [IIOKOKOPTHKO-
CTEpOUJIOB BHYTPUBEHHO KarelbHO U TpaHchy3uu TpombonuTos (pu BUK); mpu
OTCYTCTBUM 3HaYMTEIBHOIO OTBETA HA TEPAIUIO HA3HAYAIOTCS arOHUCTBI TPOMOO-
MOATHHOBBIX PELENTOPOB BHYTPUBEHHO; MPU HEIPPEKTHBHOCTH — IKCTPEHHAS
CIUICHIKTOMHUSL.

B 2019 . Amepukanckoe oOmiecTBo remaroiorud (American Society of
Hematology — ASH) paspa6orano pekomenaauuu o UTII:

1.V nereit ¢ Bnepsbie BbisiBIIeHHOH WTII M KOJHMUECTBOM TPOMOOITUTOB
<20 - 10°/n (pexkomenpanust 10a) wiam > 20 - 10%/n (pexkomenpanust 10b), y koto-
PBIX OTCYTCTBYET TeMOPPAarnIeCcKuil CHHIPOM WM HMEIOT MECTO TOJIBKO KOXKHBIE
ero npossieHus, ASH npezaraet oTka3aTbcsi OT TOCIUTANIN3AIMY, @ OTAATD IIPEei-
MOYTeHNE aMOyJIaTOPHOMY HAONIONEHHUIO 32 MalMeHTOM. [OCTIMTamM3aust MOXKeT
OBbITh NPEINOYTUTENbHEE I HALUEHTOB C HEIOATBEPKICHHBIM JTHUAarHO30M, OT-
HOCSIIIUXCS K TPYIITIE COIUAIBHOTO PUCKA, )KUBYIIUX OTAAJEHHO OT CTallMOHapa U
JUISL T€X, Ube TOCIIeyIolee Ha0IoeHIe He MOXKET ObITh FAPAaHTUPOBAHO.
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2. Crparerus: jedeHue WM HaOmofeHue. Y AeTell ¢ BIEpBble TUArHOCTU-
poBarnoit UTII, y KOTOpPBIX HET KPOBOTEUCHUS WM OHO HeszHaumTenbHoe, ASH
npezsiaraeT HaOoeHue, a He Koprukocrepou sl (pexkomennanus 11), BBUT (pe-
koMeHarms 12) win antu-D-ummyHoroOynuH (pekomeHaanus 13).

3.V pereii ¢ BnepBble auarHoctupoBanHoil UTII, y koTopbIx HaOmogaercs
HEOIAaCHOE IS )KU3HU KPOBOTEUCHHUE CO CIM3HUCTHIX 000s0uek, ASH He pexomMeH-
JIyeT Kypcbl KOPTUKOCTEPOUAOB MPOJOIKUTEILHOCTEIO O0jee 7 CYyTOK M OTHAeT
MpeMoYTeHNe KypcaM MPOAODKUATENBHOCTRI0 < 7 CyTOK (pexomeHmarus 14).
JnurensHoe npuMeHeHue koptukoctepouaoB npu UTII nexxenarensHo. boibimne
JIO3bI WM JUTUTENIbHOE WX TPHMEHEHHE MOTYT IOAaBISITh BBIPA0OTKY TpOMOO-
LUTOB ¥ MOBBIIIAIOT YaCTOTY Pa3BUTHs MOOOYHBIX 3()()EKTOB, BKIIOYASK TaCTPUT,
SI3BEHHYIO 00JIe3Hb, O)KUPEHUE, THIEPIIIMKEMHIO, THITEPTEH3HUIO, 33/IePKKY POCTa,
cunapoM Nnenko—Kymmnra u ap.

4.V nereii ¢ Brepsbie auarnoctupoBannoit UTII, y koTopbIXx HaOmrOMaeTCS
HEOIacHOEe JIs XKU3HU KPOBOTEUEHHE CO CIU3UCTBIX oOosouek, ASH npenaraer:

— HCIIOJIb30BaTh MPETHU30JIOH (2—4 MI/Kr/cyTKH; MakcuMmym 120 mr/cyTku
B TEYCHHUE 5—7 CyTOK) BMECTO JiIeKcaMeTa3oHa (pekomeHaanus 15);

— HCTIONIB30BaTh  KOPTHKOCTEPOUIBI BMECTO aHTH-D-UMMyHOIIOOyIHHA
(pexomenganust 16). ITotomy uTo jedeHue aHTU-D-MMMyHOIIOOYIMHOM OBLIO
CBSI3aHO C PEAKHMH, HO CEphe3HBIMHU MOOOUYHBIME P deKTaMu (KU3HEYTPOKAIO-
Uil BHYTPUCOCYJUCTBIM reMosn3) Ha (POHE pacHpoCTpaHEHHbIX, HO Oolee Jier-
KUX TOOOYHBIX 3()(HEKTOB, CBS3AHHBIX ¢ KOPOTKHM KypCOM KOPTHKOCTEPOHIOB.
HMcnonb30Banue KOPTUKOCTEPOUIOB CYLIECTBCHHO JELIEBNIE, YeM MCIOIb30BaHUE
aHTu-D-ummyHOOOymMHa. JJocTymHOCTh aHTH-D-HMMYHOIIIO0YIIMHA OTpaHHYe-
Ha, a 1711 3()HEKTUBHOCTU JIeueHUs TpeOyeTcst, yToOb! nanueHT Obl1 Rh+ ¢ uHTaKT-
HOM CEJe3eHKOI;

— UCIONb30BaTh MO0 aHTU-D-ummyHOrIoOynuH, nu6o BBUIT (pexomeH-
nmarms 17), Tak kKak o0a JiekapcTBa 00Iaar0T CXOKUMHU TpeuMyIiecTBaMu. YTto
Kacaetcs mo0o4HbIX 3PdekToB, 00a MeTo/a JICYSHHUs CBA3AHBI C PEAKUMH, HO TI0-
TEHLUAIBHO OTACHBIMU OCIOKHEHHSIMH M TPeOYyIOT TIIATEIbHOT0 MOHUTOPHHTA
BO BpEMsI UCIIOIb30BAHUS;

— UCTIONB30BaTh KopTuKocTtepouasl BMecto BBUIT (pexomenmarms 18).
Kopotkuil Kypc KOPTHKOCTEPOHIOB CBSI3aH C HE3HAUUTENILHBIMU IOOOYHBIMU
s dexramu y OonpinHCTBa TanueHToB. OnHako npumeneHne BBUIT csizaHo ¢
PHCKOM Pa3BUTHUS TPOMOO3a U MOYEUHOI HegocTaTouHOCTH. Kpome Toro, ronos-
Hasi 001k BenesicTBre npuMeHeHnss BBUTT MokeT ObITh HACTOIBKO MHTCHCHBHOM,
4TO NOTPeOyeT UCIOIb30BAHUS JOINOIHUTEIbHBIX MEAUIMHCKUX BMEILIATEIbCTB,
TaKUX KaK KOMITBIOTEpHAss TOMOTpadusi TOIOBHOTO Mo3ra. [IoMuMo 3Toro, cTou-
MocTh BBUTI 3HaUUTENBHO BBIIIIE 10 CPABHEHUIO C KOPOTKUM KyPCOM KOPTUKOCTE-
pounos, u BBUI" mmeeTr orpaHn4eHHYIO JOCTYITHOCTD, TOT/IA KAaK KOPTUKOCTEPOH-
bl IPEACTABILIIOT COOO0H YHUBEPCAIBHO AOCTYIIHOE JIEKApCTBO.
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5.V pereit ¢ UTII, y xoTopbix HaOmomaeTcst HEOMACHOE JUIS JKU3HU KPO-
BOTEYEHHUE CO CIHM3HCTHIX 000I0YEK M KOTOPhIE He OTBETHIIM Ha JICUEHHE MEepBOi
suHun, ASH npenaraer:

— HCTIOJIb30BaHNE arOHMUCTOB PELETITOPOB TPOMOOIIOITHHA BMECTO PHTYKCH-
Maba (pexomenaanus 19) unu cruieHskromun (pekomenganus 20);

— PUTYKCHMa0 BMECTO CIUICHIKTOMHUU (pexoMeHparust 21).

MexanusMm AecTBHS ITIOKOKOPTHKOCTEPOUI0B:

— TMOJIABJISAIOT BBIPAOOTKY aHTUTPOMOOLUTAPHBIX ayTOAHTHTEN U (aroiuTo3
TPOMOOIIUTOB;

— MOJABIISIIOT aKTHBAIMIO T-KIeTOK, HHUIUHUPYIOIINX UMMYHOIATOJIOTHYe-
CKHH Iporecc.

Mexanusm geitcteus BBUI (puc. 5):

— MHIMOUPYIOT KIIMPEHC CBSI3aHHBIX C ayTOAHTUTEIAMHU TPOMOOIIMTOB;

— CTUMYJUPYIOT HHrUOUTOp Fey-perenTopoB Ha (aromurax.

TpomGouuTe!

P ' 2 cBsi3pIBatoTes ¢ 1gG
IonuknonanbHas

AKTHUBALMA IgG anTHTpOMGO-
B-mimponutoB  yyrapusie anturena

" J

B-iimdouutst TpomGOIUTHI
paspy1arorcs

Makpodaramu ceneseHKu

T-cynpeccopsl  T-MHIYKTOPBI

Jucbananc
[lo neuenus BBUT™: IMocne neuenns BBUT:
CBA3aHHBIE C ayTOAHTUTEIIAMH CBA3aHHBIC C AyTOAHTUTEJIAMH
1gG TpoMOOIUTHI MOBEPratoTCs 1gG TpoMGoLMTHI HE
tarouurozy HOJBEPraroTcs (paroHTo3y

Puc. 5. Mexauusm nerictuss BBUT

BBUTI moxet ObITh Ha3HaueH B 03¢ 0,4—1 1/Kr/CyTKH B TeueHue 1-5 cyTok
npu HavanbHOU Tepanuu WTII uinu npu penunuse 3aboneBanus. Hexkotopsle uc-
CITIeOBaHMS MPHUXOAAT K BRIBOAY, uTo nedeHne BBUI mpeamournTensHee crepo-
U0B Yy JeTei Miiajme 2 JIeT, IOCKOIbKY Y HUX, KaK IPaBUilo, OTMedaeTcs Oonee
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HU3KHUH YPOBEHb OTBETA HA CTEPOUJIbI U OHU UMEIOT 0oJiee BEICOKHUI PUCK KPOBO-
TEUCHHI BBUY OCOOCHHOCTEH MoBe/ieHUs. JJaHHbIC MeTaaHAIN3a YKa3bIBAIOT Ha
6onee ObicTphlil oTBeT Ha BBUI y neTell O cpaBHEHUIO C KOPTUKOCTEPOUIAMU.
Kpome Toro, y manueHToB, nepBoHadaibHO noiyuaBiinx BBUT, moxer HaOimio-
Jatbes Oosee HU3Kas 4acToTa Pa3BUTHS XPOHUUECKOrO TeUeHUs 3a00eBaHus MO
CPaBHEHHIO C TEMH, KTO ITOyJall IPEeJHA30I0H.

B HacTtosmuii MOMEHT NpPOBEJEHUE CIUICHOPKTOMHU HE PEKOMEHIYeTCs.
OO6yCIIOBJICHO ATO PACTYIIMM YUCIOM 3(PPEKTUBHBIX METUIIMHCKUX METOJOB Jie-
gyenus UTII u 6onee GraronpusTHOro mporHosa 3adoseBanus y nereil. B pexomen-
nmarusx ASH (2019) moguepkuBaeTcst, 9TO PUCKH, CBSI3aHHBIE C KOHCEPBATHBHBIM
JIedeHHEeM, HU3KHY, a IOTCHLUAJbHAs [0JIb3a BBICOKA, U [IOITOMY PEKOMEHYeTCs
BO3JEP)KUBATHCSL OT CIUIEHIKTOMUH Y JeTel, 0COOEHHO YYUTHIBas BBICOKYIO Ya-
CTOTY HACTYIUICHUS! CIIOHTAHHOM PEMUCCHUU CPeH MEeIUaTPUUCCKON MOMYIISIUU
MAMEeHTOB.

PytunHas TpaHcdy3us TpoMOOLUTOB HE PEKOMEHYETCsl, OJHAKO €€ IIpHMe-
HEHHE MOXET OBbITh BPeMEHHO 3((PEKTUBHBIM U HEOOXOTUMBIM TPU HEOTIOKHBIX
cuTyanusx, Takux kak BUK, BHyTpeHHee KpOBOTEUEHHE U SKCTPEHHOE XUPYPIrU-
YecKoe BMEIIaTeIbCTBO.

IFTEMO®NJINS
ONPEJEJIEHUE

T'eModunust ABIAETCS OMHIM U3 HaHOOJIee PaCIPOCTPAHEHHBIX HACIIEICTBCH-
HBIX HapyIIEeHUH KOAryJsLIMOHHOTO FéeMOCTa3a U Haubojee 4acTbIM U CepPbe3HBIM
BPOXKICHHBIM Ae(DHIINTOM (aKTOPOB CBEPTHIBAHMS KPOBH.

Tpagunuonso k remodunuu orHocsaT aeduuut FVIII u FIX remokoaryns-
nuoHHoro kackana. Jedunur FVIII usBecren kak remoduust A. dedunut FIX
u3BecTeH kak remodunus B, unu 6one3ns Kpucrmaca.

I'EHETHKA

I'en remodunuu Haxomurcs B X-xpomocoMme. I'emopunust Haciemyercs
mo X-CIEIUICHHOMY pelecCUBHOMY THITy (puc. 6). JKeHIIMHBI HACIICAYIOT JBE
X-XpOMOCOMBI: OJHY OT Marepu U oAHy OT orTua (XX). MyX4MHBI HacIeAyIOT
X-xpomocomy oT Marepu U Y-xpomocomy oT oTra (XY).

Ecnu y Myxuunsl ¢ remodunuei OynyT netu, To Bce fAodepu OyayT HOCH-
TEJISIMH U BCE CBIHOBBSI OyIyT 300pOBBI. ECIH y JKEHIINHBI-HOCUTEIS TeMOMIHN
OynyT netH, cymecTByeT 5S0%-Hasi BEpOSTHOCTb TOTO, YTO KaX/Iblii peOCHOK MYK-
cKoro moina 3abomneer remModuiareii, u 50%-Has BEpOSTHOCTH TOTO, YTO PeOSHOK
’KEHCKOT0 110712 OyJIeT HOCUTEIIEM.
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OTeu ¢ remocdunuen n Matb,
He ABNSAOLWasCcs HoCUTenem

Orel 6e3 remocdmnum n matb-HocuTesnb

Ortey Matb Oreu MaTb
(6e3 remocounun) (HocuTenb reHa remocbunnm) (c remodhunueir) (6e3 remocounum)

XY XX XY XX

= | =

Puc. 6. Ilytn HacaenoBaHUs TeMOQHINT

CremyeT OTMETHTH, YTO JKCHIIMHBI-HOCUTENHN TSDKETBIX MyTanuid reModu-
JIMM 9acTo UMeIoT Hu3kue ypoBHH aktuBHOCTH FVIII mnn FIX. B penkux ciyqasx
JKEHIIWHBI, SBIIAIOMNECS HOCHTEIAMH MyTaIHif TeMOMHINH, MOTYT UMETh TaKue
e HU3KHE YPOBHU, KaK U MY>KUUHBI B CEMbE, U3-32 HHAKTUBALIUU X-XPOMOCOMBI,
HacnenoBanus MmytupoBanHoro rera FVIII xak n3 mMarepuHCKOH, TaK U U3 OTIIOB-
CKOM XpOMOCOMBI WK cuHApoma TepHepa.

ITUONOTHS W STTATEMHAOIOTHAS

Yactora remoduinnu A u B cocrasiser oxono 1 u3 5000 u 1 u3 30 000 xxuBo-
POXKIEHWI COOTBETCTBEHHO M OJJMHAKOBA JUTSI BCEX ATHHUECKHUX TPYIIL.

TTonasnsiromiee OONBIIMHCTBO MAIMEHTOB — 3TO MYKYMHBI, HO reModu-
WS KpaifHe peIKo BCTpedyaeTcs U y JKeHIuH. [[prarnHa OTHOCUTENBHO BEICOKOH
yactorbl Aeuuura FVIII yacTHuHO CBsi3aHa C BHICOKOW 4acTOTOM MyTauuil u
X-CIeTIEHHBIM TUIIOM HaclieoBanus. [IpuMepHO y 0T '/3 10 '/2 HOBOPOXKIEHHBIX
C BIIEPBbIE AMATHOCTUPOBAHHON reModuinei A HeT ceMeHHOro aHaMHe3a 3TO-
ro 3a0oJeBaHUs, U TeMO(HIINS BO3HUKIIA B pe3ysbTraTe COHTaHHBIX (de novo)
MyTaLHH.
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I[MATO®U3MONOTUA

FVIII n FIX sBastoTcss AByMsI KOMIIOHEHTaMU BHYTPEHHEH CHUCTEMBI aK-
THBAIMM TeMOKOATyISIIHOHHOTO Kackana (cMm. puc. 1). CraemoBaTenbHO, WX OT-
CYTCTBHE IIPUBOJUT K IPAKTUUECKU OJIUHAKOBOMY XapaKTepy reMOpparudeckoro
CHUH/IPOMA, A YYWUTHIBAasl MIEHTUYHBIM IIyTh HACJIEJOBAHUS, OHU NPEACTABISAIOT
co0Oi MOUYTH Hepa3lIW4YUMBble KIMHUYECKUE CHUHIPOMBI, M Ul ONpEAEICHUS
TOTO, KaKOM M3 HHUX TPHCYTCTBYET, HEOOXOIUMBI CIIelHalbHble TecTh. B 000-
uX Cllydasx HapylICHUe BHYTPEHHEH CHUCTEMBl aKTHBAllMU IeMOKOAryJsLIUOH-
HOTO Kackaja, BeIyllee K HEeCIOCOOHOCTH TeHepUpoBaTh TPOMOUH M (HUOPUH
U HEeCHOCOOHOCTH KOHCOJIUAMPOBAThH NMEPBUUYHYIO «TPOMOOLIUTAPHYIO IPOOKY»,
pe3yabTUPYET pa3BUTHEM TUITHYHOTO FeMOPPAruyecKoro CHHIpOMa ¢ OTCPOUCH-
HBIM I10CJIE TPAaBMBbI HAYaJIOM U CYLIECTBEHHO MIPOJIOHTMPOBAHHOIO BO BPEMEH-
HOM acIeKTe.

KIIMHHAYECKASI KTACCU®UKALIMS

Ha ocnoBanumn 6a3oBbix koHieHtpauuii FVIII n FIX B kpoBu marueHTa
(1 ME/nit = 1 %) BBIIENSIOT JETKYI0, YMEPEHHYIO U TSDKEITYHO TeMO(HITHIO:

—1sxenast (< 1 %): yacTble CHOHTaHHBIE KPOBOTEUEHHS B CYCTaBBbl, MBIIIIIBI
U BHYTPEHHUE OpraHbl (OTHOCUTENbHAs yacToTa 50 %);

— ymepenHas (1-5 %): HeyacTble CHOHTaHHBIE KPOBOTEUEHUSI, KPOBOTEUCHUS
[I0CJIe He3HAYUTEIIbHOM TpaBMBbl (OTHOCHUTENbHAs yacToTa 30 %);

—nerkas (> 5-40 %): KpoBOTEUEHHE TOJIBHKO MOCIE 3HAYUTEIHEHON TPaBMbI
WY XUPYPIUYECKOTo BMEIaTesIbCTBa (OTHOCUTENbHAs YacToTa 20 %).

XKenmmas! ¢ ypoBHeM ¢axropa < 40 % MOIDKHBI TTOMYYaTh JICYCHUE, KaK H
MY’K4YHHBI C aHAJIOTMYHBIM ypoBHEeM (y HUX remouiust). JKeHIUHbI ¢ YpOBHEM
(axropa > 40 %, y KOTOPBIX UMEETCS TeMOpparnieckKuii CHHAPOM, TeTephb Kiac-
CUGUIMPYIOTCS KAaK CUMIITOMATHYECKUE HOCUTEIH.

KJIMHUYECKASI KAPTUHA

I'emapTpo3s npezncrasisieT co00i KpOBOUIUSHUE B MOJOCTh CycTaBa, KOTO-
poe MoXKeT OBITh CHOHTAHHBIM HITM ITOCJIe He3HAUYUTENbHOI TpaBMbl. YactoTta n
BO3PACT Hayaja CyCTaBHBIX KPOBOMZJIMSHUI 3aBUCAT OT TSDKECTH nedunura dak-
TOpa CBEPThIBaHMS KpoBHU. [Ipn TshkenoM neduuuTe CycTaBHBIE KPOBOUZIMSHHUS
00BIYHO HAUMHAIOTCSI B BO3pACTe OT 6 MECsIEeB 10 2 JIET U MOT'YT BO3HUKATh He-
CKOJIBKO pa3 B Mecsiil. [IOBTOpHOE KpOBOHM3IHUSIHKE (YEThIpe U O0Jiee) B OMH U TOT
XK€ CyCTaB B TE€UEHHE 6 MECALEB MMO3BOJISCT CYUTATh €T0 «CYCTaBOM-MHILICHBIOY.
[ToBTOpsronIecs: KPOBOTEUESHUSI MHUIIUAPYIOT CHHOBHUT M B KOHEUHOM UTOTE TIPO-
IpeccUupyroT 10 reMo(IbHOM apTponaTuu.
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BHyTpuMBIIIeUHBIE TEMaTOMBI SIBJISIFOTCS BTOPBIM [0 YacTOTE THUIIOM KpO-
BOTEYCHUH y TMAIMEHTOB ¢ TeModuined. BHYTpUMBIILIEYHbIE KPOBOUIUSIHUS
B 3aKPBITHIE OTJIEJIbI, TAKHE KaK JIaJOHHAs MOBEPXHOCTH 3aISICThs, NIIyOOKHE Ja-
JIOHHBIE OT/IENBI KHCTH, TIIYOOKHEe NepeJHNe HIIH 3aHUE TPOCTPAHCTBA TOJICHH U
raxoBasi 00J1aCTh, BEIYT K Pa3BUTHIO MUO(]ACIHAIBLHOTO KOMITAPTMEHT-CHHPOMA,
P KOTOPOM MPOUCXOMT CIIABJICHHE COCYIUCTO-HEPBHBIX Iy4KOB (TadI. 3).

Tabnuya 3
Kannuka remoguinu B 3aBHCHMOCTH OT CTeMEeHHU TSKeCTH 3200/1eBaHUS
XapakTepHcTHKA Tskenas YmepenHnast Jlerkas

Bospact Ha MOMEHT MaHU(ECTALNI <1 roma <2 nmer > 2 ner
I'emaprpo3sl:

CITOHTaHHBIE -+t ++ -

110CJIe HE3HAUUTEIBHOI TpaBMbI -+ +++ —
BuyTpumblieyHasi rematoma -+ ++ -
BUK ++ + -
T'ematypus ++++ ++ —
KpoBoTeueHue npu XUpypruaeckom -+ +++ ++
BMEIIATEIECTBE MM SKCTPAKLHHU 3y0a
KpoBoteuenue npu TpaBme:

HE3HAYUTEIbHAS TpaBMa -+ ++ -

3HAYUTEJIbHAS TpaBMa -+ +++ +

JAMATHOCTHKA

Hedunur FVIII u FIX Bener x usonuposanHoMy yanusenuto AUTB, npu
3TOM KoJIM4YecTBO TpomOouuToB, [1B u TB B HOpMe.

JlarHo3 cTaBUTCS HA OCHOBAHHHU CIICHU(PHUYSCKUX KOArylIoJIOTHUECKUX Te-
cToB, KoTophie onieHnBatoT akTuBHOCTH FVIII wm FIX. [lns nogTBepxaenus aua-
THO32 9TH aHAJIM3bI CIIEAYET MOBTOPUTH KAK MUHUMYM JIBK/IbI.

Tenernueckoe TectupoBaHHe — uccienoBanne aedexToB renoB FVIII
u FIX.

ITPO®UIAKTHKA

IToaTBepxaeHue cTaryca HOCUTENS TpeOyeT aHalu3a POJO0CIOBHOM, U3Mepe-
uus yposHeit aktuBHOCTH FVIII 1 FIX 1 remeTndeckoro tectupoBaHusi.

TTonpoOHast cemeiiHasi pOJOCIOBHAS MOXET BBISIBUTH OOJMIaTHBIX HOCH-
teneit. Jlouepu Myk4uH, OONBHBIX reMO(UIHEH, SBISIOTCS OOJUTaTHBIMH HO-
CUTEJISIMHU, KaK U JKEHIIUHBI, UIMEIOIUE ABYX ACTEH ¢ TeMO(HINEH WK OZHOTrO
pebenka ¢ remoduneit 1 enie oIHOro POJCTBEHHHKA 10 MAaTEPHHCKOH JINHHUH C
remounueil.
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Bbrnaronapst mocienHNM AOCTHKEHUSIM B 00IAaCTH MOJICKY/SIPHOM Onoioruu
TeTieph MOJKHO NPEIOCTABUTh KAXKIOMY IAIMEHTY JOCTOBEPHYIO T€HETHUECKYIO
uHdopmaruio. YToOb! ITH FeHETUUECKHE JaHHBIE MOXKHO OBLIO HCIIONb30BaTh Ha
6raro manueHTa ¢ reMo(uIneii NN MOBIHATH HAa PENPOAYKTUBHBIIH BBIOOD, TCHE-
THUYECKOE KOHCYJIBTUPOBAHUE JJOMKHO ObITh HAUaTO KaK MOXKHO PaHbIIIE.

ITPMHLMIIBI JEYEHUSI TEMO®UJIANA

3amecTuTesabHas Tepanus. BocnonHenue neduuuTa (akTopoB CBEPTHI-
BaHMS KPOBH IIyT€M BBEICHHS KOHIIEHTPATOB DK30TCHHBIX (DAaKTOPOB SIBISIETCS
OCHOBHBIM METOJIOM JICUEHHS MAIIMEHTOB ¢ TeModuineil. OTH KOHIEHTpaThl (ak-
TOPOB CBEPTHIBAHUS KPOBHU MOJIYYAIOT KOO (PPaKIIMOHUPOBAHUEM TUIA3MBbl, JIHOO
peKOMOMHAHTHOH TexHosoruei. OOBIYHO UCIIONB3yeMble CXEMbI JICYCHUSI OTHO-
CATCSI K OHOU W3 TISITU KaTeTOPHIA:

1. [TepBuyHas npouIakTUKA: PETYISPHBIA U JUTUTENIBHBIA NPHEM KOHIICH-
TpaToB (PaKTOPOB CBEPTHIBAHMS KPOBH LISl IPEJOTBPALICHHS KPOBOUBIUSHUHN SIB-
JISIeTCS COBPEMEHHBIM CTaH/IapTOM JIeueHHs. BbIIo I0Ka3aHo, YTO UCIIOIb30BaHNE
MePBUYHON MPOQUITAKTHKN PEJOTBPAIIAET IIOBTOPHBIC KPOBOM3IHSHUS B CYCTa-
BbI M COXpaHseT UX QYyHKIHIO B 3peoM Bo3dpacte. OOBIYHO €€ HAYMHAKOT JI0 BTO-
pOTO KPOBOMBIHUSHUS B CYCTaB y JA€Tell B BO3pACTe JI0 2 JIET.

2. BropuuHast mpoduiiakTHKa: peryisipHOe HENpephIBHOE JICUCHUE HAuWHA-
IOT TIOCIIe IBYX M 0oJiee KPYIMHBIX CYCTABHBIX KPOBOHMBIIMSIHUMI, HO IO TIOSIBICHUS
MIOpaKEeHHs CYCTaBOB.

3. TpetnuHasi mporITaKTHKA: PETYISIPHOE HEMPEPHIBHOE JICUCHNE HAuMHA-
eTcs Iocje Havyajga 3a00JIeBaHUs CycTaBOB AJs NPEAOTBPALIEHUs JalbHeiero
WX TIOBPEKICHHS.

4. lepuoaunyeckast (mpepbIBUCTAs)) MPO(UIAKTUKA: JICYCHUE IPOBOAUTCS
JUTSL TIPEIOTBPAIICHUS] KPOBOU3IHSHHS B TeUEHHE KOPOTKOTO IMEpHO/a BPEMEHH,
HalpyMep BO BPEMs U IOCJIE ONEPATHBHOTO BMEIIATEILCTBA.

5. Dnuzoandeckoe (1o TpeOOBAHUIO) JICUCHHUE: JICUYCHUE IPOBOJUTCS BO Bpe-
Ms1 KPOBOTECUYCHHUSI.

BbI0Op CXeMBI JIeueHuns 3aBUCUT OT TSHKECTH TeMO(MIINK, YaCTOTHl U TsDKe-
CTH KPOBOTEUCHHH.

IepBuyHast mpodHIaKTHKa C HCTIONTB30BaHIEM TIPETIapaToB CO CTAHAAPTHBIM MEpH-
0JI0M TOITYBbIBeZIeHUS B JI03¢ 25-50 ME/KT, BBOIMMBIX BHYTPUBEHHO TPH pa3a B HEJICIIIO
4epes JICHb TMPH TShKeNol Gopme reMorIng A | JiBa pasa B HEJICIIFO MIPH TSHKEIIOH
(hopme remodrinu B, B HacTosiiiee BpeMs SBISIETCS CTAHIAPTOM JICUCHUS TTAIIUCHTOB.
Llenbro Teparuy sBIsIeTCs OBBIIICHNE YPOBHS (DaKTOpa CBEPTHIBAHMSI M TIOCTOSTHHOE
nojiep kaHue ero Ha oTMeTke 1 % wim Bblie. BIIo MpoieMOHCTPUPOBAHO, YTO €€
WCIIONIE30BaHME TIPEIOTBPAIAET FTeMOPPArHIeCcKHe SMHU30/IbI, 0C000€ 3HAaUYCHHUE CPEIU
KOTOPBIX MMEIOT KPOBOM3JIMSHUS B CYCTaBbI U PAa3BUTHE B TIOCIIE/IYIOIIEM apTPOIIATHH.
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Hcnonk3oBanue MOAU(PHIMPOBAHHBIX PEKOMOMHAHTHBIX (DAKTOPOB C MPOJIOH-
TUPOBAHHBIM IIEPUOJIOM IOJIYBBIBEICHHS [I03BOJIAET HA3HAUATH UX KaXK/Ible 3—5 CyTOK
nanueHTtaMm ¢ remopuianei A u kaxxasle 7—-14 cyTok manueHTam ¢ remodunueii B.

Henasno Obuta pa3paborana HepakTopHasi 3aMECTHTEIbHAS TEPAITUS TEMO-
Gy, DMunu3yMad npencTapiseT co00i peKOMOMHAHTHOE T'YMaHU3UPOBAHHOE
Gucnenupuueckoe MOHOKJIOHAIBHOE aHTUTEII0, KOTOPOE BOCCTAHABINUBAET (DYHKIIUIO
Henocraromtero akTusuposanHoro FVIII myrem coenunenust F1Xa u dakropa X ms
oOneruenust 3p(HEKTUBHOrO reMocTasa y naiueHToB ¢ remopunueit A. [penapar
He umeet cTpykrypHoi romonoruu ¢ FVIII, noaTomy OH He MUHAYLIMPYET CUHTE3
nuru6uropos FVIII u He uHakTUBUpYyeTCs B IpUCYTCTBUM uHruouropos FVIIL
IMonxoxxnoe BBegenue smunnzymada onoopeno B CIIIA, EC u SInonun st py-
TUHHOHN MPOQUIAKTHKH STH30/10B KPOBOTCUCHHUI y MAIIMEHTOB ¢ reModuiuei A ¢
unruouropamu FVIII uiu 6e3 vux. [Ipenapar HEMPUMEHUM IS JICUCHHSI STTH30/I0B
OCTPOro KpoBoTeUeHHs. TakuM 00pa3oM, JUlsl JIEUEHHUs OCTPOro KPOBOTEUCHUS! BCE
PaBHO NOTPeOyeTCs 3aMeCTUTENbHAs TEPANHs YK30TCHHBIMH (haKTOPaMH.

Ipodunakruka sMHUIII3yMaOOM CyIIECTBEHHO CHI)KAET YacTOTY KPOBOTEUe-
HUS y JieTell ¢ reMopuineil A ¢ MHTHOMTOpaMu M 0e3 HUX. DMHUIH3yMad Takke
OKa3bIBacT 0JaroTBOPHOE BIIMSIHUE HA KAUECTBO XKM3HHU U B LIEJIOM XOPOLIO Hepe-
Hocutcs. braarogaps ynoOHoMy crocoOy BBEOECHHS U YHHUBEPCAIBHBIM PEXUMaM
JI03UpOBaHus (MOCPIKUBAOIIAS 1032 OJIMH pa3 B 1, 2 i 4 Heaenu) SMUIu3ymad
npencraBisier co0oi dPPEeKTHBHYIO aJbTepPHATHBY TPAJULIUOHHBIM Iperaparam
3amecturenbHol Tepanuu FVIIL i npoduiakTiky SNu3010B KPOBOTEUEHUI! y ma-
LIMEHTOB ¢ reMoUINel A He3aBUCUMO OT HaJIM4HMS WM OTCYTCTBUSI HHTHOUTOPOB.

JIEYEHHUE OCTPO BO3HMKIIETO KPOBOTEYEHU S

B ciryuae octporo kpoBoTeueHus KpaiiHe BakHO OAHATH ypoBeHb FVIII nin
FIX no remocrarnyecku 3HaYNMOTO ypOBHS. IHTEHCHBHOCTH M MPOAOKUATENb-
HOCTh 3aMECTHUTENHHOI (haKTOPHOH TepaIniy 3aBHUCST OT TSHDKECTH KPOBOTEUCHHS:

1. Dnu30/ HE3HAUUTEILHOIO KPOBOTEUEHUSI: PEKOMEH1yeTCs IIOBBICUTD YPO-
BeHb (akTopa kak MUHUMYM 110 30-50 %.

2. Dnn304 3HAYUTETHHOTO KPOBOTEUCHHSI (HAIIPUMED, BHYTPHKETYT0YKOBOE
KPOBOM3IIUSHUE): PEKOMEH/YEeTCsl TIOBBICUTH ypoBeHb (akropa mo 80-100 % mo
OCTaHOBKH KpoBoTeueHHs. [lanpHelinas TakTuka OyaeT 3aBUCETh OT TSHKECTH MU~
30[]a KPOBOTEUEHHS U €r0 PEaKLMH Ha JIEUCHHUE, U MOXKET IOTPeOOBaThCs TOLAEP-
aHue ypoBHs pakropa B quanazone S0—-100 % B Teuenune 1-3 Henemb.

TOANEPIKUBAIOILAS TEPATIMSI

IIporpeccupoBanue reMoGHUIbHON apTpoNaTUu NMPUBOAUT K yTpaTe (QyHK-
i cycTaBa. CXeMbl IPOQHUIAKTHIECKOTO JICUCHHUS TIPETOTBPAIIAOT €€ IPOorpec-
CHUPOBAHME 3a CUET CHUKECHUS YaCTOThI CYCTaBHBIX KPOBOU3IHUAHUM, HO HE MOTYT
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00paTHTh BCIIATH yXKe UMEIOIEECs IIOBPEKICHUE CYCTAaBOB. J[JIsl yMECHBIICHHS Ts-
JKECTH MOPAKEHUSI CYCTaBOB MPHMEHSIOT UMMOOMIIN3AIHIO U JICYSHUE TIIIOKOKOP-
THKOCTepOHIaMy. [IJIsl yMEHBIICHHS YaCTOTHI BHYTPHCYCTABHBIX KPOBOU3INSHUIH
MOYKHO BBITIOJIHUTH CHHOBIKTOMHIO, @ B HEKOTOPBIX CIIydasX — CHHOBHAIBHYIO
smOonu3anuo. Onepauuy o 3aMeHe CYCTaBOB 4acTo TPeOyIOTCs B3pOCIbIM Ia-
LUEHTaM C reMO(pUITHCH.

JlecMornpeccuH npecTaBisieT co00 CHHTETUUECKYI0 BEPCHUIO aHTHUIUYype-
THYECKOTO TOPMOHA, KOTOPBIH BhI3bIBACT BEICBOOOKICHHE VWF 13 MecT XxpaHeHuUs
BHYTPH HJIOTEIHAIBHBIX KJIETOK. DTOT areHT TaKKe IPUBOJHUT K NaPaJICIbHOMY
noBbIeHu0 ypoBHs FVIII B mmaszme. Teparnus jecMonpeccuHoM 0COOCHHO aKTy-
aJlbHa y MALUEHTOB C JIETKOH (hopMoii reMoriu A 1 MOXKET yCTPaHUTh HEOOX0-
JIMMOCTB B 3aMECTHTEJILHOM Tepariy MpH HE3HAUNTEIbHBIX KPOBOTECUCHUSIX.

JIOTIOJTHUTEIIBHBIC METO/IBI JICYCHHUS, TAKHE KaK aHTU(GHOPHHOIUTHICCKHUE Ipe-
napartsl (AMHHOKAIPOHOBAs KHCIIOTA, TPAHEKCAMOBasl KUCIIOTA) M MECTHBIE TeMOCTa-
THYECKHE CPECTBa (reMocTaTnueckas ryoka, GHOpUHOBBINA FepMETHUK), TAKKE MOTYT
HCTIONTB30BAThCS JJAXKE MPH TSHKEIION reMO(UITHN HAPSTy C 3aMECTHTEIbHOM Tepanue.

JleyeHue 3MU30a OCTPOro KPOBOTEUEHHUS BKIIIOUAET HCIIOIB30BaHHE «OOXOIHBIX
areHTOB), TAKUX KaK KOHIIEHTPAThI aKTHBHPOBAHHOTO MPOTPOMONHOBOTO KOMIDTEKCA
(comepxaT HECKOJIBKO aKTUBUPOBAHHBIX MOJIEKYJI CEPUHOBOI IPOTEa3bl, TAKUX Kak
aKTUBUPOBaHHBIC (hOpMBI pakTopa X 1 MPOTPOMOKHA ISt 0OeCTieUeHHs reMocTasa 6e3
FVIII wnn FIX) nnu pexomOunantHoro ¢akropa VIla (ciocoGeH HanpsaMyro akTHBH-
poBarh (hakTop X U yBenM4INBaTh BIpaOOTKy TpoMOuHa B otcytcrBre FVIII wmn FIX).

HMHIMBUTOPHBIE ®OPMbI TEMO®WJIMU A 1 B

BeIpabarsiBaeMble MPOTHUB 3K30TEHHO BBOJUMBIX (DaKTOPOB AJIOAHTHTENA
HapyIIaoT UX MPOKOArYSIHTHYIO (DYHKIMIO M TPAAUIMOHHO Ha3bIBAIOTCS MHIU-
ouropamu. 1o 30 % manueHToB ¢ TsDKenol reModuineld A UMEIOT HHTHOUTOPEI
sk30reHHO BBesieHHOro FVIIL, a y 3—5 % nauueHTtoB ¢ Tspkenoil remodunueii B
HUMEIOTCS MHTMOMTOPBI 3K30TeHHO BBefeHHOro FIX. DTu aHTHTEna oObIUHO Ha-
npasiieHsl npotuB (yHknuoHansHbIX snutonos FVIIL wim FIX, mosromy oHu
HEHTPaIn3yIoT (pyHKIMOHATBHYIO aKTHBHOCTH 3K30T€HHO BBEICHHOTO (hakTopa
CBEPTHIBAHUS KPOBH, UTO JENACT JieueHUue Hed(PEKTHBHBIM.

VY manmeHToB ¢ HHTHONTOpPaMK OOBIYHO OTMEUAOTCs MPOSIBICHUS TeMoppa-
TMYECKOr0 CUHAPOMA HECMOTPS Ha aJeKBaTHYIO NPOQUIAKTUKY, a TaKKe HECIO-
COOHOCTB JJOCTHYB T€MOCTa3a ¢ MOMOIIBI0 3aMECTHTEIEHOM Tepariuy B KOHTEKCTE
OCTPOro KPOBOTEUEHHUS.

J1st spaguKauy HHTHOUTOPA UCIIONB3YIOTCS CXeMBl HHAYKIIUH HMMYHHOM
TOJIEPAHTHOCTH. DTH CXEMBI BKJIIOUAIOT YaCThIE, YACTO €XKEIHEBHBIC, UH(Y3UU BbI-
COKHX 103 KOHIICHTPaTOB ()aKTOPOB C IMMYHOCYIIPECCAaHTAMH MITH O3 HHX.
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CAMOKOHTPOJIb YCBOEHUSA TEMbI

1. YkakuTe 0OCHOBHbIE (PYHKIIMH YHIOTEHs B (PU3HOTOTHYECKHX YCIOBHAX:
a) MHrUOMPOBaHKUE TPOMOOIIUTOB;
0) aHTHKOATYJISTHTHAsI AKTUBHOCTD;
B) NPOKOATYJISIHTHASI aKTHBHOCTH;
') CTUMYJIMpOBaHKe GUOPHHOIHN3A.

2. YkaxuTe 0CHOBHbIe QYHKIHH TPOMOOIUTOB:
a) aHTHoTpodHUECKas;
0) perysius COCYUCTOr0 TOHYCa;
B) peniapaTtuBHasi;
I) y4acTue B IEPBUYHOM M BTOPHIHOM reMOCTa3e.

3. OcCHOBHO#i MPUYMHON NATOJIOTHH MEPBUYHOTO FeMOCTA3A SABJISIETCH:
a) HEIOCTaTOUuHOE 00pa30BaHUE TPOMOUHA;
0) CHIJKEHHE aKTUBHOCTH TIa3MUHA;
B) TPOMOOIUTOTICHUS UM TPOMOOITUTOTIATHS,
r) neguuut anTurpomouHa II1.

4. JInst HApYIIeHWii ePBUYHOTO FeMOCTA3a XapaKTePHBI:
a) OTCPOYCHHOE MOCIIe TPABMBI BpeMs HadajIa KPOBOTCUCHHS;
0) HauasI0 KPOBOTEUCHUS HEIIOCPEICTBEHHO IOCJIE TPABMBI,
B) METEXHaIIbHAS CHIITb OTCYTCTBYET;
') TeMapTpPO3BI.

5. JIast HapylIeHHii BTOPUYHOT0 reMOoCTa3a XapaKTepHbI:
a) OTCPOYSHHOE TTOCIIe TPABMbI BpeMsI Hawdajla KpOBOTEUESHHS;
6) BpeMsi Hauasia KPOBOTEUCHHS HEMTOCPEACTBEHHO MOCTIE TPABMBI;
B) TIOBEPXHOCTHBIC U 0€300JIC3HCHHBIC SKXHUMO3BI;
') TeMapTpPO3BI.

6. lns IgA-B xapakTepHbI:
a) reMapTpo3bl;
0) apTpairuu;
B) MaJibIIUpyeMasi Iy pIiypa,
I') IOpa’KeHUE MOYEK.
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7. OCHOBHBIM IMAarHOCTHYECKUM KpuTepueM IgA-B aBisiercs:
a) aCUMMETPHUYHAs NajJblUpyeMas IIypIlypa Ha HUKHUX KOHEUHOCTSX;
0) cumMMeTpUuHas NajblIupyeMasi yplypa Ha BEpXHUX KOHEUHOCTSIX;
B) CUMMETPHYHAs NaIbIMpyeMasl ypIlypa Ha HUKHUX KOHEUHOCTSX;
') aCUMMETPHYHAs IeTEXUAJIbHAS ChIIIb.

8. lersim ¢ IgA-B:

a) B OOJIBIIMHCTBE CITydaeB TPeOyeTCsl Teparisi IpeTHH30JI0HOM;

0) B OOJIBIIMHCTBE CIIy4aeB HEe TpeOyeTcsl Kakoro-mudo crenuduieckoro Jie-
YeHHUS;

B) 00s13aTE€IIbHO HAa3HAYCHUE TEPANUM HECTEPOUIHBIMH IPOTHBOBOCIIAIN-
TEJILHBIMU CPEACTBAMH;

r) B OONBIIMHCTBE ciy4aeB TpeOyeTcst TpaHCQy3usi CBEKE3aMOPOKESHHOU
TUTA3MBI.

9. It remopparuyeckoii sx3antembl npu UTII xapakrepHb:
a) NOIUMOP(U3M ChIIY;
0) TOUXPOMHUST;
B) CHMMETPHYHOCTb;
T) aCHMMETPHS.

10. IIpenapaTom BrIOOpa /151 JIeueHHs1 pedeHKa ¢ BIlepBble JUATHOCTHPOBAH-
Hoil UTII n snucrakcucom siBiasieTcsi:

a) puTykKcumao;

6) anTU-D-MMMyHODIIO0YIIHH;

B) BBUT;

I') IPEJHU30I0H.

11. Ilpumenenne BBUI cBsi3aHO ¢ pUCKOM pa3BUTHSA:
a) TPOMOOTHUECKUX OCIIOKHCHHIA;
0) BHYTPHUCOCYAHMCTOTO FeMOJTN3a;
B) HHTEHCHBHBIX TOJIOBHBIX OOJIEH;
T') IOYEYHOH HEI0OCTaTOUHOCTH.

12. Ecin y MyK4HMHBI ¢ reModuIneii U 3/10p0BOii :KeHINUHBI Oy1yT AeTH, TO:
a) BCe CHIHOBBS OyTyT HOCHTEISIMH;
0) Bce ouepu OyayT HOCHTEIISIMU;
B) BCE CHIHOBBSI OYIyT 30POBBIMH;
I') BEPOATHOCTH TOTO, YTO PEOEHOK XKEHCKOIO 110j1a OyAeT HOCUTEIIEM, COCTaB-
et 50 %.
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13. Just nanueHToB ¢ remoduianeii A 1 B TunuyHbI cieqyromue H3MeHeHUs!
B KoaryjorpamMmme:

a) n3onupoBaHHoe yuinHeHue [1B;

0) usonupoBanHoe yuinHeHne AUTB;

B) yuinHenue AYTB, I1B, TB;

r) yumaenne AUTB, T1B.

14. CrangapToMm JieyeHusl NauHeHTOB ¢ remoduaneil A u B sBasiercs:
a) IepBUYHAs IPO(UIAKTHKA,;
0) BTOpUUHAas MPO(UITAKTHKA,
B) TPeTUUHAs IIPO(UIAKTHKA,;
T) IepHoAndecKas MpoIIaKTHKA.

15. {51 1eyeHuUsi MAaMEeHTOB ¢ remopuiaueii B MoxkHO Mcnonb30BaTh:
a) IECMOIIPECCHH;
0) KOHIIEHTPAThl aKTHBHPOBAHHOTO MTPOTPOMOMHOBOTO KOMITIEKCa;
B) HMHUIU3YyMa0;
r) kornentpar FVIIL

OtBerpl: 1 —a, 6,1;2—a,0,8,1;3—B;4—0;5—a,r;6—0,B,T;7—B;
8—60,9—a6,r;10—r;11 —a,B,1;12—06,8; 13 —06;14—a;15—0.
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