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Axmyanvhocme mempl: KPOBOXapKaHbE BHI3BIBACTCA OOBIYHO JHAIEIe3HbIE TPOCAYNBAHBS
APUTPOLIUTOB U3 KPOBEHOCHOI'O pycia 4epe3 LEIOCTHYI0 KAIWUIAPHYIO CTEHKY WIM MEIKUMHU
KPOBOM3JIUSHUSAMH B pe3yJIbTaTe pa3pbiBa KATMILIIPOB OPOHXOJIIETOYHOTO JIEPEBa; KPOBOTCUCHHE
00yCIIOBJIEHO JIE€CTPYKTHUBHBIM IMPOIIECCOM B ajbBeOJIax WM OpOHXaX, UYTO COMPOBOKIACTCS
U3BS3BICHUEM WU Pa3pblBOM KPOBEHOCHBIX COCYJOB; TUATHOCTHYECKas M IMPOTHOCTUYECKas
3HAYUMOCTh CHMIITOMa - HEOCIIOpHMMa, TpeOylolas HEMEIJIEHHOTO, TIIATEIBHOTO |
BCECTOPOHHETO 00CJICOBAHUSI.

Ilens 3anamusa: u3y4uB MaTepuai JaHHOW TEMbl, K&XKIbIA CTYJEHT JOJIKEH:

3HATD:

1. Kakoe KOiIM4eCTBO BBIICICHHON M3 KalllJIeM KPOBU CUMUTAETCS KPOBOXapKaHbeM (10 S5
MJT), KaK BBITJIAT MOKPOTBI IPU KPOBOXapKaHbE.

2. Kakoe KOIHWYeCTBO KpOBH, BBIIEJICHHOW MpH Kallle, TPAKTYIOT KaK KpPOBOTECUYCHHE
(Oomee 5 M YHCTON KpOBH), XapaKTepHble MPHU3HAKU BBIIEICHHONH KPOBU MPU JIETOYHOM
KPOBOTEUYEHHH.

3. 3aboneBanusi OpPOHXOJIETOYHOTO JIEPEBA, KOTOPBIC 4Yalle BCETO OCIOXKHSIIOTCS
KPOBOXapKaHbEM.

4. KpoBoxapkaHbe KaK OJUH U3 BOXKHBIX CUMITOMOB IMOPAKEHUS JIETKUX MPH CUCTEMHBIX
3a0oneBanusax coeauHuTenbHoll TKaHu (CKB, y3enkoBelli nepuapTepuuT, peBMaTHUECKUN
yJbMOHHT).

5. bone3sHu KpoBH, COIPOBOXKIAIOIIMECS KpPOBOXapKaHbeM (TpOMOOLMTONEHUYECKas
nypmypa - 6one3Hs Bepibroda).

6. [TaTorenes BO3HUKHOBEHHS KPOBOXapKaHbe MpU cuHApome ['yanacuepa.

YMETb:

1. OTnMuYuTh KPOBOXAPKAHBE OT JIETOYHOTO KPOBOTEUEHUS.

2. Pacno3HaTh HanboJiee BEpOSATHBIM HCTOYHUK BOZHUKHOBEHUS KPOBOXapKaHbE.

3. Oxa3atrb NepBy0 HEOTJIOXKHYIO IOMOIIIb ITPH KPOBOXAPKAHbE.

4. Ha3HauuTh reMOCTaTUYECKYIO TEPANNIO B HEOOXOAMMOM 00BEME.

5. Ilpountats GopMyny KpoBH, KoaryjaorpamMmy, OHOXMMHUYECKHIH aHalMW3 KpOBH,
0aKTEepHOIOrMYECKH aHaJIM3 MOKPOTHI, peBMONpoOsl, OAM; u3MeHeHHs KakuxX Moka3aTesei ¢
BBICOKOM BEPOSATHOCTHIO YKa3bIBAIOT Ha MIPUUUHY KPOBOXAPKAHBE.

6. AHaM3UpOBaTh KJIMHUYECKHWE JaHHBIE B JWHAMHKE (3kaoObl OOJBHOTO, JaHHBIC
00BEKTHBHOTO MeTo/a 00CiIeOBaHus), paclo3HaBaTh CTaAMIO OOJIE3HM U CIPOTHO3MPOBATH
BO3MO>KHOCTb OCJIOKHEHHSI.

7. KoppektupoBaTh Tepanvio B 3aBUCUMOCTH OT CTaJuM 3a00JeBaHUS, Ha KOTOpPOMU

BO3HHMKIIO KPOBOXAapKaHbE.



8. MHTepnpeTnpoBaTh M3MEHEHUS HA PEHTIT€HOTPaMME, KOMITBIOTEPHOU TOMOTpaMMe.

9. O0BACHUTD OONBHOMY >KU3HEHHYIO Ba)KHOCTh HAa3HAYCHHOT'O JICYCHMS, HAYYUTh €ro

CaMOCTOSATENILHO OKa3aTh ce0e MePBYI0 HEOTIOXKHYIO IIOMOIIb IPU KPOBOXAPKAHBE.

Me:kaucuunInHaApHasi 1 BHYTPUIIPeIMeTHasi HHTerpauus

Ne
/i JAMcuunIMHbI 3HaTh YmMmern
1. HopmanbsHas 3HaTh CTPOEHUE JIbIXaTEIbHOM
aHATOMMUS CHUCTEMBI
2. Hopmanbnas Cranuu cBepThIBaHUS KPOBHU. | UHTaTh KOAryJorpaMmy.
buznonorus [Tna3meHHbIC U
TpOMOOLIUTApHBIE (PAaKTOPHI
cBepThIBaHUA KpoBU. Hopmbl
IIOKa3aTeJIed KOAaryJIorpaMMBl.
3. [TaTonornyeckas MexaHu3Mbl HapyIIEHUS WNuTtepnpeTupoBath U3MEHEHUS
buznonorus reMocTa3a, COCTOSIHHS MoKazaresei KoaryjaorpaMMel,
COCYJIUCTOM CTEHKH, OAK.
KJIETOYHOT'O COCTaBa KpOBH,
KOTOpPBIE MOTYT BBI3BATh
KpOBOXapKaHbeE.
4. ®dapmakonorus ['aBHBIE TpyNIIBI [TokazaHus ¥ MIPOTUBONOKA3aAHUS
reMOCTAaTHYECKUX MPENapaToB, | K HA3HAYEHUIO MEIUKAMEHTOB.
MpUMEHSEMbIE TTPU Brimucats penenr.
KpOBOXapKaHbe, MEXaHU3M
JIEMCTBUSI, HA KaKyIO CTaJUIO0
CBEPTHIBAHUS KPOBU BIIUSIOT.
5. Pentrenosnorus. 3HaTh PEHTTE€HOJOTUYECKHE Onucarb peHTTeHOTpaMMy
M3MEHEHUS B JIETKUX MPU 00JIBHOTO.
pa3IMYHBIX 3a00JIeBAHUAX
JIBIXaTEeITbHON CUCTEMBI
6. [TponenesTrka JleMOHCTpHUpOBaTh HABBIKH H [TpoBecTu KIMHUKO-
BHYTPEHHHUX YMEHHSI 110 00CIIeTOBAaHHIO nabopaTOpHOE UCCIIEIOBAHUE
0oJ1e3HEeH. MAIUEHTOB C OJIBIIIKOM (cOOp | OONMBHBIX, CHOPMYITHPOBATH
’Kai00, anHaMHe3a 3a00JIEBaHUs | [HMArHO3, HA3HAYUTE JIEUCHHE.




7. dTuzuarpus

8. OHKOJIOTHA.

U JKU3HU, 00bEKTUBHOC
o0cnenoBaHue JbIXaTeIbHOM,
CEPJICYHO-COCYAUCTOM CHCTEM,
YMETh aHAJIM3UPOBATh JaHHBIC
JIOTIOTHUTEIbHBIX METOIOB
obcnenoBaHus)

dopmbl TyOepKyJie3a Jane
OCIIOXKHSIOTCS

KPOBOXapKaHbCM.

®dopmbl paka JIerKux,
OCJIOKHSIOTCS

KPOBOXapKaHbCM.

[MpodunakTrka OCI0KHEHU.

WuTepnpeTrpoBath JaHHbIC
00BEKTHUBHOTO, JITAOOPATOPHOTO H
peHTreH oocnenoanus. [laTh
OILICHKY pe3yJIbTaTOB
OpPOHXOCKOIIHH, aHAJH30B
MOKPOTBI.

BBISIBIIATE OHKOTIATOJIOTHIO HA
pPaHHUX CTaIUAIX

(OHKOHACTOPO>KEHHOCTb ).

Mamepuansvt memoouueckozo obecneuenusn 00yuenus (npunazarOmca):

- TecToBBIC 3aaHus U 3TaJIOHbI OTBETOB K HUM,

- CI/ITyaI_II/IOHHBIe 3aJa4di 1 3TaJIOHbI OTBCTOB K HUM,

- PearrenoBckue cauMiu OI'K;

- Ciporpammsl;

- Komnerorepusie Tomorpammsl OI'K;

- Pe3yJ’ILTaTBI HaGOpaTOpHHX TCCTOB,

- MeToau4deckue YKa3aHuAa OJid CTYACHTOB K IIPAKTHYCCKOMY 3aHATUIO 1O CJ'ICJIYIOIJ_ICI\/’I TEMEC

Ilnan n OpraHusalfuoHHasl CTPYKTYpPa 3aHATUH

Neri/m | OcHOBHBIE 3TanbI Bpe | YueOnbie | Metoabl kKoHTposiss | MaTepHuaibl METOAUYECKOTO
3aHATUS, UX QyHKUMKU U | MA(M | LIeTHu B u oOyueHus o0ecrnieueHus
coJiepyKaHue UH ) | YPOBHSAX
YCBOEHHUS
I I1oATOTOBUTENBHBIN dTAIll
1.1 OpranuzannoHHbIE 10 II Hctopus 60ne3nn, | AKageMHUYECKHH KypHAT .
MEPOIPUITHS, OTUET PEHTTeHOTPaMMBl,
cyOOpIMHATOPOB Ha CTEH/IBI .

KJIIMHUYECKOU
KOH(EpEHINH O

Yepel0BAHUU B




CTalMoHape.

1.2 Kountposb ucxoanoro 15 II TecToBbIl TecToBbIE CUTYalIMOHHBIE
YpOBHS 3HaHUH KOHTPOJIb 110 3a/1auH .

CTYJCHTOB CUTYaI[MOHHBIX
3a/1auax .

II OcHoBHOM yTan

2.1 CamocTosiTenpHast 120 | I Knunuko- Hcropun Oone3nu, 60IbHBIC
paboTa CTy/IeHTOB B UHCTPYMEHTAJIBHOE | OTJICIICHHUS.
najgare mo Kyparuu 1 J1abopaTopHOE
OOJIBHBIX, YUACTHUE B oOcrnemoBaHue
KIIMHAYECKUX 00X0/axX. OOJIbHBIX.

2.2 CamocrosTenpHas 120 | III Kinnnnko- TemaTnueckue OOILHEIE,
pabota mo WHCTPYMEHTAJILHOE | UCTOpUU OOJIC3HHU.
KJIIMHUYECKOMY paz0opy U J1abopaTopHOE
TEMaTU4YECKUX OOJBHBIX. oOcienoBaHue

TEMaTHYECKHUX
OOJIbHBIX.

2.3 Knunnueckuit pazdoop 60 I Ananus Ucropuu 60ne3nu,
ucTopuu 0601e3HU KIIMHUYECKHIX pentreHorpammsbl, IKI,
00JIHHOTO, IPOBEICHHE JTAHHBIX. CTEH/BI.
¢ depeHInaIbHOTo
JTMarHo3a, yTOUHEeHUsI
Pa3BEPHYTOTO
KJIIMHMYECKOTO JINarHo3a.

III 3aKITIOYUTEIBHBIN TaIll

3.1 KonTpose koHEeUHOTO 30 III TecroBbiit DTaoHBI OTBETOB,

YPOBHSI 3HaHU KOHTPOJIb MPOTOKOJIBI pEHICHUS 3a/1a4.

32 ITogBenenue uToros 3 AKaJleMUYeCKUE KYpHAJIBI .
3aHATHSL.

3.3 3agaHus K CIeayomemMy | 2 Metonnueckre ykazaHus

3aHATHIO .

JUTSL CTYJIEHTOB

Coodeprcanue memol 3anamusi:

1. TakTrKa Bpaya nmpu BeICHUH OOJIBHOTO C KPOBOXaPKAaHbEM, BRI3BAHHBIM TYOEPKYJIC30M.

2.JleueHne 6OIBHOTO ¢ KPOBOXAapPKaHbEM IIPU PAKE JIETKHUX.




3.TakTka Bpaua MpU BEACHUH OOJBHOTO C KPOBOXApKAHBEM IMPU OPOHXOIKTATUUCCKOM
00Je3HH.
4. TakThKa Bpada MIpU KPOBOXApKaHbE y OOJIbHBIX C HAarHOMTEJIBHBIX TPOIECCaxX B JIETKUX
(MHGEKITMOHHON JECTPYKIIUEH JIETKHX ).
5. Benenue 601bHOTIO C KPOBOXAPKAaHBEM ITPU THEBMOHUH.
6. BpaueOHas TakTHKa Ipu KpOBOXapKaHbe y 60bpHOTO ¢ HHpapkToM jJerkux (TIJIA).
7.Cunnpom [I'yacmacuepa, Kak HMCTOYHHUK 4YacThIX KpOBOXapKaHUMI M  3HAUUTENbHBIX
KPOBOTEUCHUH, BpaueOHasi TAKTUKA.
8. MnnonaTuyeckass TpomMOomMTONIeHHYecKas rmypmypa (Oone3ns Bepnbroda, P.Werlhof),
IpUYMHA KPOBOXAPKaHbs IPU ATOH MAaTOJIOTHH, TAKTUKA Bpaya.
9. TakTuka Bpaya Ipyu CUCTEMHON KpaCHOW BOJIYAHKE, OCII0KHEHHOM KPOBOXapKaHbEM.
10. lnarHocTHKa NPUYUHBI KPOBOXAPKaHbs IIPU Y3E€JIKOBOM IepHapTepUUTe, BeACHUs OOJIBHOTO.
11. Benenue 601bHOTO MPU PEBMATUYECKOM THEBMOHMTE, OCJIOKHEHHOM KPOBOXapKaHbE.
Jlerounoe kpoBoTeyeHHe U KPOBOXapKaHbe

JlerouHoe KpOBOTEYEHHE - BBIIEICHHE 3HAUUTEIBHOIO KOJIMYECTBA KPOBH U3
JbIXaTeNbHbIX IyTeH B YUCTOM BHJE WIM B BUJe OOWIBHBIX npumeceil B Mokpore. [lox
KPOBOXapKaHbEM ITOHUMAIOT HEOOJIbIIOE KOJMYECTBO KPOBU B MOKPOTE (OT MPOXKHIIOK 10 4 M),
KOTOpas BbIJIEISIETCS [IPH KalllJe.
Kaaccndukanms nerouHbIx KpoBOTEYEeHHI:
B 3aBucumocTH OT KOJIMYECTBa KPOBHU, KOTOpPAsk BBUIMJIACH M T€MIIa KPOBOIOTEPH BBLACISIOT 3
CTETIEHH JIETOUYHBIX KPOBOTEUECHUH.
1.20 mn /4ac.
2.50mn/9ac.
3.200mu1/4ac.
IIo xapakTepy KpoBOTE€4YEeHHA:
l.omHOKpaTHas;
2 .eNU30IUYHA,
3.1moBTOpHAs.
Ilo MHTEHCHBHOCTH:
1. Maccusnble (mpody3Hoe) - 3a oauH pa3 Bbiaensercs 100-500 ma kposu (wnm 600 u Gonee mit
KpOBH 3a 24 4.)
2. YMepeHHbI€e - BplaenseTcst 0kono 100 M KpoBH B CYyTKH.
ETnosorus

Jlerounoe KpoBOTEUEHUE U KPOBOXAPKAHbE SABJISIOTCS CUMIITOMaMH Pa3IMnYHbIX 3a001€BaHUI

M TIATOJIOTHYECKUX COCTOSHHM:



1. IIpu moBpeKIeHUH JIETKUX:

- Hecneuuduueckue (OakTepuanbHble, BHUPYCHbIE, TPUOKOBBIC, 4Yallle AacCIepPruiie3)
BOCTIAJIUTENbHbIE 3a00JeBaHusA: OpPOHXOAPKTaTHYeCKas OoJIe3Hb, TAaHTPEHO3HBIH alcrecc HiIu
TaHTPEHA JICTKUX, XPOHUYECKUH OPOHXUT, ITHEBMOCKJIEPO3, "prKaBOe€ MOKPOTHI" MPHU KPYIMO3HOM
MTHEBMOHUHU U 1P .;

- Cneuuduyeckue MOBPEXKICHHUS JIETKHX HpHU TyOepkyne3e (OCOOCHHO NpPU XPOHUYECKOM
(GuOpPO3HO-KAaBEPHO3HOM ), CUDUITHCE;

- 3710Ka4eCTBEHHBIE HOBOOOpa30BaHUs JIETKUX (OPOHXOTEHHBIN paK U aJicHOMa OpOHXa);

- Wudapkr nerkux (yaiie Hpu MHUTPAIbHONH OOJIE3HHM, XPOHUYECKOM CepJeuHO-COCYAUCTOMN
HEJIOCTAaTOYHOCTH);

- bpouxosnmrnas;

- DHJIOMETPHUO3 JIETKUX (BO BPEMsI MEHCTPYaIiH);

- Acrnupanusi OCTPOKOHEUHBIX WM IJIOTHBIX MHOPOJIHBIX TNl B OPOHXHU, KOTOPHIE BBI3BIBAIOT
paHEHUs COCYJIOB WJIM PO3UI0 UX CTEHOK BCJIEICTBUE IIPOJICIKHS;

- Jlonroe HaxXOKJCHNE B ITAPSCHXUME JIETKUX WHOPOJHBIX TEJI OTHECTPEIHHOTO TPOUCXOXKICHUS;

- 3akpbITas TpaBMa JIETKOTO C KOMIIpecCHel TPYIHON KIETKH W KOHTY3WEH WM Pa3pbIBOM
JIETOYHOM TKaHH, KOTOPasi COMPOBOXKAAETCS MOBPEKICHUEM COCYIOB;

- Ilocne omnepallMOHHBIM Ha JIeTKUX (paHe W TIO3/HUE IIOCJIEONEPAllMOHHBIE JIETOYHBIE
KPOBOTEUCHHSI) TIOBPESKACHUSI OPOHXOB U JIETKHUX MPH BJIBIXaHUHU STOBUTHIX T'a30B;

- [Ipu npoBeneHnM OPOHXOCKONUY (JIs1 OMOTICUM CUIIBHO BAaCKYJSpPU30BaHHON OIYXOJIH, WIIU BO
BpeMsl SKCTPAKIUU BKIMHEHHOT'O HHOPOIHOTO TEJIA).

2. IIpu 3a00J1eBaHMAX cepALla M COCY0B:

- AHEBpHU3Ma aoOpThI U KEITyJIOUKOB CEpALa;

- Bpoxnennsle mopoku cepana (¢ AeekTom neperopoiok), MUTpaIbHbIN CTEHO3;

- Kapauocknepos;

- XpoHHYECKas CEepJIeYHO-COCYIUCTAsI HEIOCTATOYHOCTh;

- Uudapkr muoxapna;

- l'unepronnyeckast 60J1€3Hb.

3. IIpu 3a00/1eBaHNSAX KPOBH:

- 'emopparuueckuii quares;

- OCTpbI€ JIEUKO3HI;

- F'emodunus.

4. IIpu cucTeMHBIX 3200/1€BAHUAX COCIMHUTEIbHONH TKAHM:

- Y3e1KOBBII NOJUAPTEPUNT;



- Cunnpom ['yanacuepa (CUCTEMHBIN BaCKYJIUT C MPEUMYIIECTBEHHBIM MOBPEKICHUEM JIETKUX U
MOYEK IO TUITY TEMOPPArndecKuX MHEBMOHUTA U TIIOMEpYyIoHePpUTa)
- PeBmaTnueckuii BaCKymur.
5. Ilpu aBuTamMuHo3€e acCKOPOMHOBOM KUCIAOTHI (BUT.C).
6. IIpu reibMuHTO3aX:
- DXHUHOKOKKO3;
- Ackapuzi03 (B IepHoJ MUTPALIMK JTUUYHUHOK).
7. Ilpu reHeTH4ecKNX 3a001eBAHUAX:
- bomesnr  Ocnepa-Panmto  (cemeiiHOe  HACIEACTBEHHOE  COCyAMCTOe  3aboseBaHue,
XapaKTepU3yIoLIeecs JOKAIbHBIM PACIIMPEHUEM MEIKUX COCYJOB BCICACTBUE UX CTPYKTYpPHOU
HEIOJIHOLIEHHOCTH, B TOM YHUCJIE COCYIOB Tpaxeu, OpOHXOB, U KPOBOTECUCHUEM U3 HUX).
DaKTOpbl, CHOCOOCTBYHWIIHE BO3HMKHOBEHMI) KPOBOXAPKAHbK) M KPOBOTEYCHHS] W3
JIETKHX:
- Xomog;
- Konebanus atmocdepHOro AaBIeHHs U TEMIIEPATyphl BO3/ayXa (pe3Kasi mepeMeHa orosl);
- Bricokas nosiokuTeNnbHasi HOHU3ALUs BO3/1yXa;
- BricokoropHast MECTHOCTb;
- [leperpes Tena;
- beckonTposibHOE yOTpebIeHNe aHTUKOATYIITHTOB, PEXE - TPOTCOTUTHIECKUX (DEPMEHTOB
- OcTpoe ¥ XpOHUYECKOE AJIKOTOJIBHOE OTPABIICHHUE;
- duznyeckre U AMOIMOHAIIBHBIE IEPETPY3KHU.
IIaTorenes

OCHOBHBIM MEXaHWU3MOM JIETOUYHBIX KPOBOTEUYCHHH SIBIIACTCA JECTPYKIUS JISTOUHOW TKaHU U
pa3pbIiB OPOHXHANBHBIX U JIETOYHBIX COCYIOB, COCYIMCTHIX aHEBPHU3M BCIIEJCTBUE TTOBBIIIIEHHOTO
JABJICHUSI B MaJIOM Kpyre KpOBOOOpaIeHHUS.
DaKTOpbI, BJAMSIOIINE HA CBEPTHIBAEMOCTH CHCTEMbI KPOBH M 00YCJI0BJIMBAIOT
THNOKOATYJIALHIO:
- JlonroBpemMeHHasi UHTOKCUKAIUS;
- MaccuBHas aHTHOaKTepHallbHAS TEPAIUs, XUMHOTEPAIHs;
- XpoHudecKas IbIXaTelbHas U CePACYHO-COCYUCTAsI HEJOCTATOYHOCTH (TUTTOKCHS).

Kiaunuka

[Ipu neroyHomM KpOBOTE€YEHUH KPOBb OTKALUIMBAECTCS, BBIACISETCS CTPYWHO WIIM CUHXPOHHO
KaIllJIEBUM TOJTUKaM.

KpoBb, BeIfiCNSIE€TCS, UMEET PO30BO-KPACHBIA I[BET, MEHUCTAs, a HE CBOPAUYMBACTCS, UMEET

HiesI0uHyt0 peakiuto. [lpu qmurensHoM 3a1epKKe KPOBH B TIOJIOCTH adcliecca Uil KaBepHe 1IBET



OKpAIlIEHHOW KPOBU TEMHO-KOPUYHEBBIN, MHOTA "prkaBbIi'; CryCTKM KPOBU MOTYT HallOMUHATh
SIYEUCTHIE MATKHE MACChI, BKIIFOUEHUHU B SIPKO-KPACHYIO TIEHUCTYIO KPOBb.

CHayarna y 00JIbHOTO TIOSIBIISIETCS OIIYIIIEHUE TIEPIIICHUE B TOPJIe, MHOTIA OUTYIICHUE CKATHUS U
007 32 TPYAMHOM, 3aTeM Kallellb C KIOKOTaHUEM B TJIOTKE, JIeTKasi OJIbIIIKa, 3alax U COJCHBIN
BKYC KPOBH.

[Ipu npody3HbIX KPOBOTEUEHUSAX KIMHUKA COCTOUT U3 CUMIITOMOB aHEMUHU U KoJularca:
- [osiBnsieTcs pe3kast 6JIeJHOCTE;
- 'onoBokpyxeHue;
- HacTblii mysbe
- CHIKEHHE apTepUaTIbHOTO JaBICHUSI.
[Ipu OMHOCTOPOHHEM KPOBOTEYCHUU OOJBHBIE PEPIICKTOPHO YMEHBINAIOT JIbIXaTeIbHBIE
JBUKEHHS B TOM MOJOBHHE TPYAHOMN KIETKH, I71€ HAaXOJUTCSI HICTOYHUK KPOBOTECUCHHUSI.

[Tpu ayckynbTanuu onpeaeseTcsi KpenuTaus Wik MEIKOMy3bIpyaThle XpUIIbl B 0a3albHBIX

CerMeHTax JIETKUX Ha CTOPOHE KPOBOTECUCHUS.

I[narﬂocnma HCTOYHUKA KPOBOTCYCHUSA

[Tpusnakn KpoBoreuenue
Jlereunoe Kenynounoe C Hoca
[TpenBecTHUKH B Buae HENPUATHOTO TomnoTa, 6011 OtcyTCcTBYIOT
OILYILIEHUS B TOPTAHH, HIOJITI0KEYHON
JoKaJibHas 00Jb 3a o0jacTu, KOTOphIe
TPYAUHOM. HCUYE3al0T BO BpeMs
KPOBOTEUYEHHSI.
AHamHe3 3aboseBaHUs JETKUX 3aboneBanus xenyaka | OTCyTCTBYIOT
U TUIIEBO/A.
Boigenenue kpou | C kamiem, Mokpotoit unu | C pBoToif N3 HOCOBBIX X0O10B
CTpYeH, 4acTo 0e3 Kaluis U pBOTHI.
MIOBTOPSIETCS W3penxa kpoBb
acupupyercs u
3arjaaTheIBaeTCs, a
3aTeM BBIIEIISAETCS C
KalluIeM WM pBOTOMN
IIpumecu Boznyxa | KpoBb oT nmpumeceit OTtcyTCTBYIOT OTtcyTCTBYIOT
B KPOBH BO3/yXa IEHUTCS
I[Bet kpoBH SIpko-kpacHbIit TemHBIi L1BET TemHo-KkpacHas




"Kodeiinoii rymm"

Bun xposu OO6b1uHO He cBopaunBaercs | MHoraa co cryctkamu | Beictpo
CBEpPHYBUICICS KPOBU | CBOPAYMBAETCSA

Peaxmus (pH) [lemounas Kucmas [emounast

KpOBU

Jl06aBKHM B KpOBH | DNHTENINUN JbIXaTEIbHBIX OOBIYHO OCTATKH OTCYyTCTBYIOT

HYTCIZ, HHOT'ZlIa TKaHb

muimu, “Horaa 0e3 Hux

JIETKUX
Cryn nocne OObBIYHBIH, TPU MonoThI (YepHBIi, OObIuHBIH, IPH
KPOBOTEUYECHHUSI 3ariaTbIBAaHUU KPOBH - nerreoOpa3Hblif) 3ariaaTbIBaHUU KPOBU
YEPHBII - YepHBIN
OcnoxHeHust AcnupanioHHas Komnanc Bo Bpems OO6b1YHO
ITHEBMOHMSI, KOJUIAIIC KPOBOTEUEHHUS OTCYTCTBYIOT
Knunnueckue Kamens, onpiiika, bonu B N3menenus B
MpU3HAKU BIIQKHBIE XPUIIBI HAJI AMUTACTPATILHOM HOCOTJIOTKE
0YaroM MOpakeHUs JIETKUX | 00JIacTH, JKKEHHE,
paccTpoicTBa CTyIIa,
00JIe3HEHHOCTh TIPU
nanblalyy B
SMUTaCTPAIBHON
oOnactu
OHJ0CKONHUSA bpoHxockonus: crycTku I'actpockonus: A3BHI, Punockonus:
KpPOBH B rOpTaHU, Tpaxee, | 3pO3UH, OIYXOJIU KpOBOTOYAIINE
OpoHXax, 3pO3UH, S3BBHI, CIIMU3UCTOM JKETyIKa Y4acTKU Ha

OITyXOJIH, BBIABJICHUC
KPOBH B YCTbAX NOJICBBIX U

CCIMCHTAPHBIX 6pOHXOB

CIIM3UCTON 000JI0YKE
MEPEropoJIKH HOCA,
TpaHyJISIINH,

OITYXOJIH

Bo Bcex CJIy4dadx JICTOYHOI'O KPOBOTCUYCHU A HCO6XOI[I/IMO KOMIIJICKCHOC 06CJ'IC)10B3.HI/IC,

BRJIIOYAKOIIEE:

- Pertrenonornyeckoe uccienoBanue ¢ 0030pHBIX peHTIeHOTpaMMaM U OPOHXOCKOIHUIO;

- [locne ocTaHOBKM KpOBOTEUEHUS - TOMOrpadus;

- bponxockonus;

- AHruorpadust OpOHXHAIBHBIX apTEPHil.

CmepThb 001bHOT0 MOKET HACTYNIUTD OT:




- Acukcun (B pe3ysbTaTe 3aKyIOpKH MPOCBETa OPOHXOB);
- OcranoBka cepaua (korma AO B OosblioM Kpyre KpoBooOpamieHust Huxe 70 MM.pT.CT., TO
IIPUTOK KPOBH K CEPALY PE3KO CHUIKAETCH);
- PazButune acnupaninoHHON THEBMOHUH.
HeortnoxxHasi nomomsn
OcHoBHbIe JieueOHbIe MEPONIPUATHS IIPH JIETOYHBIX KPOBOTECYCHHSAX:
1. CHmKeHue JaBJIeHUs B MAJIOM KpyTe KpOBOOOpaIIeHUS;
2. IloBbllIeHHE CBEPTHIBAEMOCTH KPOBU M MHIMOULIMSL TPOTEOIN3A;
3. YMeHIIeHrne MPOHUIIAEMOCTH COCYIUCTON CTEHKH;
4. ITpu npody3HbIX KpoBOoTeUeHUAX-BoccTanoBieHUs OLK.

BonpHOMY C€O31aI0T MaKCHUMabHBIM TOKOM, TIOCTEIbHBIN pEeXUM (MONMy Ccuiasyuee
nojoxenue). I[Ipu kpoBoxapkaHbe IpHUEM pacTBOpa MOBApEHHOM coiu BHYTph (lcT.iokka Ha
CTakaH BOJIbI) - 01 cT.J10%KKe Kaxkaple 30 MUHYT, Iy3bIpb CO JIBJIOM Ha IPYAHYIO KIETKY..
CHuoKeHue 1aBJIeHUsI B MAJIOM Kpyre KpoBoOOpalleHus:

- Oydummmn 2% 10 mu B/B crpyiino wim 2% 1 mi B/wm;
- lMaarnuo6nokarops! (rauraepod 1,5% 1-2 mi n / k, nentamus 5% 1-2 mi n/k wiu
6ensorekconuii nmo 0,1-0,2r 2 pasa B cytku) [Ipumensitor npu A/l He Huxe 80MM.pT.CT.;
- IanaBepuna ruapoxJiopua 2% 2 mi B/B, /K;
- Ho-mma 2% 2-4mi B/m;
- Ilpu 3acTOWHBIX JETOYHBIX KPOBOTEUEHHUSX, HMH(ApKTe JIErKMX Ha BEPXHUE U HU)KHUE
KOHEYHOCTH HAKJIQJBIBAIOT >KTYT M Nepuoaudecku (Kaxiaele 1,5-2 wyaca) CHUMalT HMX IO
ouepenu (He mepexuMaTh aprepun!).
IIpu pe3kom npucTynoodpasHoi Kamuie:
- Kogenn 0,01-0,03r 3 pasa B nensp; wiu aubekcus 0,1-0,2r 2-3 pasa B JeHb, M1ayliHA
runpoxsopua 0,05 r 2-3 pasa B nenb; quonud 0,01 3 pasa B nesb, penobapoburan 0,05 r 2 paza B
JI€Hb.
IIpu pe3kom npucTynoodpa3HoM Kauuie:
- Komeun 0,01-0,03r 3 pa3a B nmenb; wnu jubekcun 0,1-0,2r 2-3 pasa B AeHb, riayluHa
runpoxsopua 0,05 r 2-3 pasa B aenb; quonuH 0,01 3 pasa B genp, pernobapouran 0,05 r 2 paza B
JIEHb.

I'eMocTaTnueckue npenapartbl (107 KOHTPOJIeM NOKa3aTeseil TPOMOOUHUTOB, €JIACTO- H
KO0aryJiorpamMMBbl):
- 'emo¢ooun 10 v B/ B 1 10 B/ M; BHYyTpS 110 1 cTon.noxke 3% pactBopa 3-4 pas3a B I€Hb.
Bo3moxHO couetanue remododbuHa ¢ GuOpHUHOreHOM;

- Inuunon 12,5% 2-4mn B/ B unmu B / M;



- @udpunoreH B / B 1-4r B pazmepe 0,3% pactBopa. B cTanmapTHbIX (akoHaX COAEPKUTCA 2T
cyxoro (ubpuHOreHa, KOTOpbi pacTBopsitoTcss B 500 MJI M30TOHHYECKOTO pacTBOpa HATpPHUs
xyopuja (uam 1 r Bemecta B 250 M1 pacTBopa);

- TpomOuH nol-2mr B 2 M1 IUCTUIUIMPOBAHHOM BOJIbI B BUJI€ UHBEKIIMI ad3PO30JIs;

- PacTBopsl :kenatuna (I'enodysuna) 1000 M B / B;

- Bukacoa 1% 1-2 mn B/ M unm 0,015t 2-3 pasza BHYTpb,

- KoHlleHTpHpOBaHHBII pacTBOP CyXoil 1u1a3Mbl (pO3BEAMHHUNI Ha NOJIOBUHY) 75-150M1 B / B
KaIleJIbHO.

Nuruduropsl pudpunoau3za:

- Kuciora amunokanponoBas 5% 100 mu B/ B co ckopocTbio 20-25 xanens / MUH, HITH 110 2T
3-4 paza B CyTKH;

- KonTpuxaiu (tpacuion) 10000-30000 EJI B / B kanenbHO;

- AmMOen 1% Smu B / B cTpyiiHo.

JI1s1 yMeHbIIeHUs] IPOHNULAEMOCTH COCYAMCTOI CTEHKH NPUMEHSI0T:

- KaJabuus riawkonat 10% 10 ma B / B,- ranackopduH BHyTph 110 0,5 T 3 pasa B 1eHb;

- AckopOunoBas kuciaora 5-10% 5mia B / B unu o 0,03-0,1r BHyTpb 3-5 pa3 B JieHb;

- AHTMTMCTAMMHHBIE npenaparsl - aumenpoi 1% 1 mu B/ M unu B/ B B 75-100M7
M30TOHMYECKOTO PACTBOpA HATPUSA XJIOpHUAa, mUtoibheH 2,5 2 mut B/ M niu B / B, cynpactut 2%
1l M1 B/ M umm B/ B.

Boccranosienue OLK:

ITpu xpoBonotepe 10 10-15% OLIK Heo6xoaumo nepenuBanue miazmsl (mo 150-250mn 2-3
TpaHCc(y3Un), KOJUIOUIHBIX U KPUCTAJUIOMAHBIX PaCTBOPOB, CyMMapHbI 00beM KOTOpHIX B 1,5 -
2 pa3a npeBblIaeT 00bEM KPOBOIIOTEPH.

B cnyuasx kposonorepu no 20-30% OLIK ¢ runoBosieMueil OCyniecTBISETCS NEPEINBAHNE
SpUTporMTapHO Macchl mo 150mn 4-6 TpaHcdy3uil, MIasMbl U KOJUIOMAHBIX IpernapaToB
(ampbymuHa 20% 50-100 M, I'enodysuna 1000 mi, noauraokun 400-1200mu1.

IIpu oTCyTCTBMM MOJIOKHTEJIbHBIX Pe3yJIbTATOB BbIllle ONHMCAHHON Tepanmuu
BO3MO’KHO:

- Hanoxenue ucKycCTBEHHOTO THEBMOTOPAKCA U THEBMOIIEPUTOHEYMA,

- Bponxockonuueckas TaMIoHaAa Mo TUIY BPEMEHHON OKKIJIIO3UU JI0JIEBOTO MIIU (pexe)
CErMEHTapHOTO0 OpOHXa TeMOCTATHYECKON TYOKOH, cojepskaiieiics B OpoHXaX CIeNUaTbHBIM
OJIOKMPATOPOM HITH Y3KHM TaMIIOHOM

- [Ipwkuranue yyacTKoB KpOBOTOYAIIEH MPH OPOHXOCKOITHH.

[Ipu pectpykuuu JIero4yHONW TKaHM, COMPOBOKIAIOIIEECS KPOBOTEUEHUEM, IPUOEraT K

HEOTJIOKHOM OIrepanmru - pE3C€KINU JICTKOTO.



JlerouHasi runepTeH3ust

Jlerounasi runeprensusi (JII')) - 370 remoguHamMuveckoe U MaTOPU3HOIOTHUECKOE
COCTOSIHUE, XapaKTEpU3YIOLIeeCs MOBBILLIEHUEM J1aBJIEHUS B JIETOYHON apTepuu > 25 MM pT.CT.,
KOTOPBIH OIEHWBAETCS 10 JaHHBIM KaTeTepu3anuu npasbix oTaenoB cepamna (KITOC). JII' takxke
MOET OBbITh OLEHEHa C IMOMOUIbI0 JONIUIEPIXOKApAUOrpaduu, XOTS ATOT METOA MOXKET
00yCIIOBIMBATh POCT JIO)KHOIOJIOKUTENBHBIX U JIOXKHOOTPULATENbHBIX pe3ynbTaToB. JII' Moxker
HAOJIIOAAThCS TPU Pa3IUYHBIX KIMHUYECKUX CHTyalMsAx, ObulM KiaccuuuupoBaHbl Ha 6
KJIMHUYECKUX TPYII CO crneuu(uyeckuMH XapakTepucTHkamu. PazpaOoTaH AMarHOCTHYECKHM
QITOPUTM C LEJbI0 O0JIerYeHMs olpelesieHus cnenuduueckux knuHudeckux rpynn JII' u
pazauunbix TunoB JII'. JleueOHast cTparerusi 3HAYUTENBHO OTIMYAETCA Cpead 3TUX 6
KJIMHUYECKUX Ipynin. AprepuanbHas yieroyHas runeprensus (AJI) - rpymma 1 - sBisgercs
€IMHCTBEHHON KJIMHUYECKON TIpynmnoid co crneuupuueckol MeIuKaMEHTO3HOW Tepamueil u
QITOPUTMOM JICUEHUS,, OCHOBAHHBIA Ha NPUHIMIIAX J0Ka3aTeNbHOW MeAMLMHBL Taike ObUIM
BKJIIOUEHBI YCJIOBUS JJI OLEHKU TSDKECTU COCTOSIHUS MAllMEHTOB, JIEUYEOHBIX 1IeJIel U CTpaTeruu
JanbHenero BeAaeHus. belan noguepkHyThl 0oco0eHHOCTH pa3inuuHbiX BUoB AJIl, B yacTHOCTH
B I€AMAaTPUYECKUX MAaIMEeHTOB. bbuim 00CYXIEHbl KIMHUYECKHUE, JAMArHOCTHYECKUE MU
TEPaNeBTUYECKNE CBOMCTBA KIIMHUYECKUX rpynn 2-4.

OIIPEJAEJIEHUE

Hwxe npusenensl kpurepun Hanmmuus JII, OCHOBaHHBIE Ha pPOCTE CKOPOCTH
TPUKYCIIUJAIBHON PETypruTallud W CHUCTOJIMYECKOrO JaBJIEHHs, W3MEPEHHOIO C IOMOLIBIO
JIOMIUIep3IXoKapaAnorpaguu (JaBieHHe B MPABOM KeTyJoUYKe, IPUHATHIH HOPMAIBHOTO - 5 MM
PT.CT.), U Ha JOMOJIHUTENbHBIX IXOKapAuorpaduyeckux nokaszarensx JiI'.

Ixoxkapauorpapuyeckuii auarunos. JII' manoBeposiTHa: CKOPOCTh TPHUKYCHUIAIBHON
peryprutanuun < 2,8 wm/c, cucronudeckoe namieHue JIA < 36 MM PT.CT. U OTCYTCTBYIOT
JIOTIOJTHUTENbHBIE 3X0Kapauorpaduyeckue nokasareiu, noareepxaatomme JII'.

JII" BeposiTHAsl: CKOPOCTh TPUKYCHUAAIBHOM peryprutauuu 2,9-3,4 M / ¢, CHCTOIMYECKOE
nasieue JIA < 36 MM pT.CT., HO HMMEIOIIMECS IOINOJHUTENbHBIE 3XOKapauorpapuueckue
nokasaresy, noarsepxaatomue JI'.

JII': ckopocTh TpUKYyCHUAAIBHOMN peryprutaiuun> 3,4 mM/c, cuctonndeckoe aasienue JIA>
50 MM pT.CT., UMEIOUIMECS WM OTCYTCTBYIOT JOINOJIHUTEIbHBIE 3XOKapauorpaduueckue

noKaszareiu, noarsepsxkaarommue JII'.



[lorpy3ounass  momnepexokapauorpaduss HE  pEeKOMEHAYyeTcss Il  CKpUHHUHTa

Taimuys 1. FemoanHamivni yroen nereqesol rineprenail, oyivesi 3a karerepr3auic npasny eloginis
cepua

BuIHaYEHHA KApAKTEPHCTHKA KnitiuHa rpyna

Nereneaa repraslin 4

B
I

2% bt pTCT ¥

= fereHesa apTepiansHa rinepTeHaIA
M, noa’A3aeed 3 xeopobam9

T/ 2 25 sin pr.CT
Mpexaninapxa N T3MA 15w
CB HOPMANEHMA 414 IMEHWEHMA

TINA = 25 8w pr.CcT.
MacTeamnapsa Nr TANA > 15 mm pTLT
CB HOpst ANEHAR 9 IMEHILBHAA

- o
BHX BIOOINIE CEPLUR

lacueHa MTT 512 M prcT

PeaKTHBHa [T > 12 MM pT.CT

Mpsaeiten: T3MA — THck 3axmiHoBanHg nereqnesol aprepli; CB — cepueswi Bukikg; T — rpagienT Tpaqc-
MYMaMOHAABHOND THCKY. Bucoxwid CB mome GyTi npw rinepriHeTHYHHx yMOosax kposoodiry, Hanpuknan
AP ASFEHERKE LWYHTAX (Tinske ¥ manosmy kom kposoodiry), anesii, rimeprupeociguasal,

KJIMHUYECKAS KJIACCUPUKALIAA JETOUYHOMN T'MIEPTEH3UN

Knunnueckne cocrosHuss ¢ Hanmmuuem JIIT knaccuduumpyrores Ha 6 rpynm ¢
Pa3IUYHBIMHU TATOJIOTUICCKUMU, MATO(PH3UOIOTUICCKUMH, MPOTHOCTUYCCKUMH U JICYCOHBIMU

0COOEHHOCTSAMHU.

OOHOBIIEHHAs KIIMHUYECKas Kilaccuukanus jgerounoi runeprensun (Dana Point, 2008)
1. AprepuaibHas Jero4Hasi runepTeH3usi

1.1. Uanonatuueckasi.

1.2. HacnencreenHasi:

1.2.1. Bone morphogenetic protein receptor 2 - BMRP2.

1.2.2. Activin receptor-like kinase 1-gene - ALK1, endolgin (¢ Bpo:k1eHHOM reMopparn4eckon
TeJICAaHTUAKTAa3UH WU 0e3 Hee).

1.2.3. HeusBecTHOM 3THOJOTUH.

1.3. JIT", accouunpoBaHHas ¢ JEKapPCTBEHHBIMU CPEJACTBAMU UJIM TOKCHHAMM.
1.4. JII', accounnpoBaHHasi:

1.4.1. C 3a0051€eBaHUSIMU COCIMHUTEIILHON TKaHHU.

1.4.2. BUY - udexmueii.

1.4.3. [lopTasibHOM TMIIEPTEH3UEN.

1.4.4. Bpox1eHHbIMH IOPOKAMH CEpALa.

1.4.5. llIncrocomozom.

1.4.6. XpoHNU4ECKOIl TeMOTUTUYECKON aHEMUEH.

1.5. IlepcuctenTHas JIero4Hasi TUIIEPTEH3HSI HOBOPOKICHHBIX.



1.6. JIerounslit TpoMOO03 BEH U / WM TEMAHTHUOMATO3 JIETOYHBIX KAIMMIIISPOB.

2. JIT', cBsi3aHHas ¢ 3200J1eBAHUSIMM JIeBO# MOJIOBHHBI CepaIa.

2.1. Cucronmnueckasi IMCHyHKIHUS.

2.2. Jlnactonudeckas 1uc(yHKITUs.

2.3. 3a0oeBaHus KIIAITaHOB.

3. JIT', cBa3anHas ¢ OOJIE3HSIMH JIETKUX U / U THIIOKCUEH.

3.1. JII" mpu XOBJL.

3.2. JI' npu MHTEPCTUIIMATBHBIX 3a00JI€BaHUSX JICTKUX.

3.3. pyrue 3a0oieBaHus JETKUX CO CMEIIAHHBIMU OOCTPYKTUBHO-PECTPUKTUBHUMHU
MpPUYMHAMH.

3.4. JII' npu HapyLIEHUSIX CHA.

3.5. JII" npu runmoBeHTUIISALIMOHHON MATOJIOTUU aJIbBEOJI.

3.6. JII' mpu XpOHUYECKOM COCTOSTHUU Ha BHICOKOTOPBE.

3.7. JII" npu nmopokax pa3BUTHS JETKHUX.

4. XpOHHUYECKHUM MTOCT TPOMOOIMOOTIUYECKOM JIETOYHON THIIEPTEH3UU.

5. KT ¢ HeusBecTHBIMU U / UM MHOTO(DAKTOPHBIMU MEXaHU3MaMH.

5.1. T'emaronorudeckue 3a00yeBanus: MueonpoaudepaTuBHble 3a00J€BaHUS, CINIEHIKTOMHSI.
5.2. CuctemHbIe 3a00ICBaHUS, CAPKOUI03, THCTUOIMTO3 X, JIMM(DAHTHOICHOMHOMATO3,
HelipoguOpomaTos3, BaCKyIIHT.

5.3. Merabonuueckue HapylIieHus: 00JIe3HN HaKOIIJICHHs TIIMKOreHa, 0ose3ns [oie,
3a00JIeBaHUS ITUTOBUTHOM JKEJIE3BI.

5.4. Ipyrue npuuuHbL: OIyXo0JieBas 00CTPYyKIUs, GUOPO3UPYIOIINI METUACTHHMUT,
XpOHMYECKAs TOYeYHasi HeJJOCTATOYHOCTh MPU HAXO0KJICHUU Ha JTUATH3E.

Knaccudukanus BpokIeHHBIX TTOPOKOB CEP/Illa, KOTOpbIe ABIs0TCS mpuunHamu AJIL,
TpeOyeT KIMHUYECKOW U aHATOMONATO()U3NOTIOTHIECKON BEPCHH C IENbIO JIydIeit
WHIUBUTYaJIbHOW TUArHOCTUKH y KaXKJIOTO MAlUeHTA.

Kiannnyeckas kjiaccupukanus Bpo:KIeHHBIX HIYHTOB CJ1€Ba HANPaBO, ACCOLMUPOBAHHBIX
€ JIErOYHOM runepreHsuen

1. Curnpom DitzeHmeHrepa. Briroyaer Bce IIYHTHI, CBSA3aHBI ¢ HEOONMBIIUMU AeeKTamMH,
KOTOpPBIE TPHUBOJAT K POCTY JIETOYHOTO COCYJIMCTOTO COMPOTHBJICHUS TSDKEIION CTETNeHH H
SIBJISIETCS] pe3yJABTaTOM 00paTHOTO (CIpaBa HAJIEBO) WJIH IBYHAIIPABIEHHOTO COpOCa KPOBH.

2. AprepuasibHas JIeTOYHas TUNEPTEH3UsA, CBS3aHHAs C IIYHTOM ClieBa HampaBo. Y
MAIMEHTOB C JAe(eKTaMu yMEpPEeHHOW W TSDKETOW CTEMEeHU POCT COMPOTUBIICHHS JIETOYHBIX
COCY/IOB SIBJIIETCSI HE3HAUNTEIHHBIM WM YMEPEHHBIM, IITYHT CJIEBa HAMPABO OCTAETCS OOJIBIIINM,

Y HET LIMaHO03a.



3. AprepuanbHas JierouyHas TUIEPTEH3Us € HeOOJbIIMMHU (pa3Mep B OTHOLICHHUHU
B3pOCHBIX Jroel) nedexramu. B cimyuae wmambix  aedekToB  (OOBIYHO  IKEITYHIOYKOBBIC
centanbHble AeekThl <1 cM M mpeacepaHO-cenTanbHble Ae)eKThl <2 cM MpH Kapauorpadun)
KJIMHWYECKasi KapTUHA OYeHb Mo00Ha TaKOBOM pH uanonatudeckon AJIL .

4. AptepuanbHast JIeroyHast TUIIEPTEH3Us nocie KOPPEKTUPYIOLINX
KapAMOXUPYPrUUECKUX BMEIIATENbCTB. B 3THX cCilydasx BpOXAEHHBIE MOPOKM cepaua Obuin
cKoppekTupoBaHbl, HO AJII" BO3HHKaeT cpa3y ke I0c/ie BMEUIaTeIbCTBA WM Yepe3 HECKOJIBKO
MECSLIEB WM JIeT IOCiIe ONepalud MpUd OTCYTCTBUM 3HAYMTEIbHBIX IOCTONEPATUBHUX
OCTaTOYHBIX BPOXJIEHHBIX IOPOKOB WM JE€(PEKTOB, KOTOpbIE BBI3BIBAIOT IIOCIEICTBUS
3a00J1€BaHUs [1OCIIE TIPEBITYILEr0 BMEIIATEIbCTBA.

AprepuanbHas ~ JIerOYHasi  TUOEPTEH3UsT -  3TO  KJIMHHUYECKOE  COCTOSIHHE,
XapakTepusyloleecss HajauuueMm mnpekanuwuiipHble JIIT npu OTCYTCTBUM Jpyrux HpUYUH
npekanwuisipasie  JII' (nanpumep, JII', cBsA3aHHas ¢ OOJE3HSAMM JIETKMX, XpOHHUYECKas
nocrrpomboembonmyna JII' wim apyrue penkue 3adoneBanus). AJI[T BkirouaeT pazHooOpa3HbIe
(bopMBI, UIT KOTOPHIX CBOMCTBEHHBI CXOJIHAS KIIMHUYECKAsh KapTHHA U (DaKTUYECKH UICHTHYHBI
[aTOJIOTMYECKHE U3MEHEHHUS B JIETOYHON MUKPOLUPKYJISLHH.

JUAT'HO3

[MIpu AJII' mpoBoaar auddepeHnnanbHy0 TUATHOCTUKY C OJBIIIKOW, 0OMOpOKaMH,
CTCHOKapaue ©u / WIM TPOrPEeCCHPYIONIMM OTrpaHHMYEHHEM JIBUTATEIbHON aKTHBHOCTH,
0COOEHHO y MAllMEHTOB C SIBHBIMHM (DaKTOpaMHu pHCKa, CUMIITOMAMU WM MpPU3HAKaMHU OOLIUX
CepACYHO-COCYTUCTBIX WM PEeCHUPATOpHBIX 3aboneBaHuil. OCOOEHHO HACTOPOXKEHHO CIETyeT
OTHOCUTBCSI K TMalMeHTaM C (aKTopaMH pHUCKAa U C COCTOSHUSMHU, NEPEYUCIEHHBIMH B

KJIaCCHU(pUKALIMU JIETOYHOW TMIEPTEH3UH.



Tafimayn 3. ImosipricTs giarkoay AJIC | pexomMeHgoBaHE BEOEHHA 3rigHo 3 exoxapaiorpadivinm giarnosom
AW, cHMATOMaMH T QOO8TKOBOM KMiKivHOW0 HhopMayien
Huaeka imosipHicTe giarwoay ANM

Exokaphiorpadimei Qiarmod « N7 ManoiMosipHas, BARCYTHICTD CAMNTOMIB! HE DEKDMESH -
AOBAHO NDOBCOMTI 00087 K0BI COCTENEHHA

Excwapmiorpadiai grarsas «fI7 manodsosipHar, HARBHICT: CMMATOMIE Ta NO&"FIaH ML
3 HAMI CTAHIB 360 DAKTORIB pUBMKY ANA rpye 1= AN pexokeHI0aaMe NONANELE I C
EXOKADLIO PADHE CNOCTRERKENNS

Exoxapgiorpagrmn giaros <7 ManodnmosipHar, HIFBHICTS CMNTOMIB T3 BILCYTHICTS

NGA"FIAHAK 3 PRI CTAHIB 380 DAKTODIB prdKKy AR FpyMma 1 = AN pekomerLoaaHa I C
OLLIHES THLEAX AP AH BAsAKHB MR CAMATOMIB
Npomissa AmosipHicTe AN
Exokapniorpadivkdi Qiarkod o7 MoNnEeas, BULCYTHICTL CHMITOMIE T3 3COUIROBIHAX
3 MMM CTAHE T3 axTOpiE praMKy ans rpynu 1= AN pexoueHgoeass NDoBoAMTIA [ C

EXOKADDIOT DADMHE CNOCTEDEREHHA

Exoxapniorpadivmen 0armad <17 MoKnsBas, HAaRBHITD CHMNTOMIE T3 MOB AIAHMY 3
HLkW CTakiB aD0 akTopis pravxy ans rpyn 1 — AN pOBrNFQaETLER MORIMEITE b [
ATETEDMIAUII NPABMX BIAAINIE CEPUR

ExoxapRiorpadmri Darsod <17 MoxnHBas, HARBHICTE CHMMTOMIB T3 BIACYTHICTe
NOB"FIAHIAX 3 FMM CTaHIE 300 dasTopia prawKy LNk rpynia 1 — AN DoErNANAETLCR
MUTEHHE aN5TEPHATWEHETD DIBTHOBY T3 BX0K3 PRDNPAQMHOND CNoCTepeReHHs ., Ao
CHMNTORMM AKX MiHIMYM NOMIDHOT TAXKOCT, pOarnAacTsCr KMNBC

Bucoka AmoBipHicTe AN

ExoxapiorpadirHy @ Dar-o3 a il AoRiDHA s 3 HARBICTIO QmiMTOMIB T3 NDHCYTHICTIO 0 ¢
BLCYTHICTHS ACSLIAOBAHLE, CTAHID TS DacTORE Dty AR Moy 1= AN KNBC pekohbnon a9

ExowapmiorpadisHAl giarsas <0 iumosipHas, Be3 CMMNTOMIE T3 BiRCyTHICTS /NDICYTHICTS
ACOUMCAAHMK CTAMIE Y¥ GAKTOME Dr3usy SnA oy 1= AN KNBC mae GyTw poarnaHyTa

Talmuuyn 4. Pexomengayil 3 glarnocruyxwol ctpareril
MeToq gocnigserHs Knac Pinens

BerTHn RUIFAHG-NEREY3IAHA CUMHTHIPAGHR NEreHs PEKOMEHLOBANS B NAWiIEHTS i3 Beanpw- 1 c
k0N JIT, WG BIKNIOSMTI XpoHMHY NocTTpoM BoenGoniey NI

KoHTRACTHA KT -2mMorpadis pekoseHIyETECR ANR BEReMHR NALEHTIE 3 XOTEAT 1 C

BHORIMISHI, MORATANGAYHI, IMysONOr Rk BOCMIMKEs a4 TA BOCTIREHHE DyHKLIT LHTONG G0
IANOHA DECOMEHAOAAH] B YOX NAWEHTIS 3 AT 3 haTom BLEHAYEHHE SCOWROBAHI 3 HD KRHM- ] C
HI CTRHIE

Y31 GOraHIs “epes Ol MODOHHUHM DEKOMeHIC8AHE ANE CKOWHIMTY NOETANBHOI MNepTesi I

KT 3 BMCOKOK PO3ANEHICTIO MaE DyTv DOBrnAryTa B nawiexTie & I la
ARFICNYNEMOHOTDADIN DeXoMaHIoaaHa B NALKEHTIE 3 XMTAM lla
BiAKDWTa 4 TOPEKOCKDNMHE BIONCH NEreHs HE DEKCAMEHA0EIHA B NawieHTia 3 AT il

Tafimayna 5. Pexomengayil 3 katerepwaayii npasux eigginie cepys
Pakonenaauii Knac PleHb

ENBC npuakas aETecr 8Civ NnauiEnTan 3 AN Ange NigTeepaseHHa Qiarko3y, ousHKH

TEHMOCT! TA NP DOAFARNAH NATAHKE CNeWWE M HOMD NIKYBAHHR AN

KNBC mag ByTH NposeaeHa AN NATESDLMeHHA BREKTHEHOCTI CNewMgismHo

MEQUEAMEHTOIHOI TEpanil

ENBC Masﬁ:.-'rl.-snpoae,ueua ANA MQTEEDL$EHHA NONpLUEHHA KNIHIKK § K OCHOBHWA MeToq la e

QUIHKA BPeRTHBHOCTI NiKYBaHHR i,.faﬁo xwﬁinaaawl"repanil'

4] C

lla C

la C

Tafmauys 6. Pexosenqayil i3 qocnigwexHa 83300 aKTHEHOCT]

Pekomengauii Knac Piseme
LocnigxeqH# Ba30peakTHEHOCTI NOKAIIHE NALIEHTIM 3 imonatw s NI, cnankoecio
N7 AN, NoE'S3aH00 i3 BXMEBAHHEM AHODEKCUMEHIB, [NA BMIHAYEHHA NALIEHTIE, RKAX | C

MONHA MKYBATA BUCOKAMIA A03amu BEE
MOIATHEHE BILNOBILE NPW DOCHIIMEHH B3FODEAKTHUBEHOITI BHIHAYIETHCR FK IMBHLLEH-

A TIUA, =10 nint pT.C7, NA LocArrerHR aBoonioTHORS akadenna TA £ 40 mwm pr.or, npu | C
36iNE WeHoMY S HeIMmiHeroy C8

DocnigxerH BAIOHeAKTHBHOCTI MBE NPOBONMTHCL ¥ BIONCANHMK WBHTPAX lia C
Jocnigxerss Ba30peaKTWEHOCTI MAE NPOE0AMTIMCE 3 BMKODWCTAHHAM ORCMOY 30Ty RK ™ c
BAYOMMNATATENS

JocnigxeqHs Ba300eaKTHEHOCTI MBE NPOSONMTIACE MOM IHWHMx aunax AT 1] C
Locniaxex s BATOEAKTABHOCT] MAE NDOBCOMTACE 3 BIKODWCTAHMAM B8 NONDOCTEHD b c
Ny 4 0eHOANMY

Bukopsctannr BKK 8/8 41 nepopansHe Npu OOCHIEXEHH BA30PEaKTHEHOCTI HE DEKD - m c
MEHLOBAHE

MposegeHHA SoCNI@XEHHF BA30PEAKTHEHOCTI ANA BHAHANEHHR NALIEHTIS, AKX MO X3

Beanes HO NiyBATA BUCDKAMIA Jo3anu BEK, HE DEKOMEHOOEAHE B NAWEHTIE & NI ik ] C

royn {rpynv 2-5)
Mpwmitka: BKK — Snoxaropy kansuyiesmnx kanania.




OIEHKA TAKECTH JIT'

OneHka TSKECTH COCTOSIHMSI manueHToB ¢ AJIIT HaxoauTCs MEXIy AMarHOCTUYECKUM
IIPOLIECCOM U TEPANIEBTUYECKOU JUATHOCTUKOM.

PexomeH a1y 1o oLeHKe TSHKECTH U MOCIIEAYIOIEro HabIroAeHus.

PexomennoBaHo onenuBath TsxkecTb AJIIT y MaliMeHTOB ¢ 1aHHBIMM, IOJYYEHHBIMU IIPU
KJIMHUYECKOM  OOCIIeZIOBaHMHM,  HArpy304YHBIX  TECTaX,  EXOKapAHOrpapuuecKkoM |
reMOIMHaMUYECKOM 00CIIeJOBaHUY.

PexoMeH10BaHO IIPOBOJIUTH PEryNspHbIE 00CIEeOBaHUSA Kax]ble 3-6 MecsALeB Takke B

CcTaOMIBbHBIX HanueHToB ¢ AJIT .

JIEYEHUE BOJIBHBIX AJIT"

Jleuenne nanueHtoB ¢ AJII" Henb3st paccMaTpuBaTh TOJBKO KaK Ha3HAYEHHE JIEKapCTB.
OHO  XxapakTepu3yercsi  KOMIUIEKCOM  CTpaTeruii, BKIIOYAIOIIUX  OLEHKY  TSDKECTH,
ONMarompusATHBIX H OOmUX (aKTOPOB, OLEHKY Ba30PEAKTHBHOCTH H 3(PPEeKTHBHOCTH
KOMOMHAIMM Pa3JIMYHbIX IpenapaToB U npouenyp. Ha mo06oM u3 3THX 1IAroB OMBIT JieYallero

Bpayda, - KpUTHUYCCKasdA TOUKA JJIsI ONITUMU3AlHUU IIPpOLECCa JICUHCHUA JOCTYIIHBIMU PECypCaMU.

CIIEHUP®UYECKASA MEJIUKAMEHTO3HAS TEPAIIUA

Knacchl nexapcTB BHECEHBI B CIHMCOK B aj(aBUTHOM IOPsAIKE, KOMOMHAIMM JEKapCTB
3aHECEHBI B CITUCOK TaKXe B al()aBUTHOM HOPSIJIKE.

Anroput™ neueHus cneruduyueH g nanueHTos ¢ AJII 1 He ucnonb3yercs )i Je4eHus
nanueHToB ¢ apyrumu Buaamu JII'. BazopeakTuBHBIE NAIIUEHTHI TOJKHBI JIEUUTHCS BBICOKUMU
U ONTHMAJbHO TOJIEPAHTHBIMHU J03aMU OJIOKATOPOB KaJbIIMEBBIX KAaHAJIOB, a/leKBATHBIA OTBET
pa3BuBaercs nocie 3-4 mec. neueHus. [lanuentsl, umeromue I OK (o knaccudukanun BO3),
JOJKHBI  JICYUTHCS AHTArOHHUCTAMHU  SHJOTEJIMHOBBIX PELENTOPOB MM HMHTUOMTOpAMHU
docomuecrepazu-5. Ilanumenter ¢ AJIIT [II ®K (BO3) paccmarpuBaioTcss B KayecTBe
KaHIUAATOB U1 JICUYEHUS WJIM AHTarOHUCTaMU DHAOTEJIMHOBBIX PELENTOpPOB, HWIIN
uHruouropamu (Qocdoauecrepazu-5 WM npocrariaHavuHamMu. Kak BHIHO, cpaBHEHUE cpenu
pa3IMyYHbIX KOMOMHAIMA HEBO3MOXXKHO, HHMKAKO€ JIeU€HUE TMEepBON JIMHUU HE MOXKET ObITh
npeioxkeHo. HempepblBHOE BBEAEHHE 3IMOMPOCTEHONA PEKOMEHAYETCS B KauecTBE MepBOi
auHuM A Tepanuu nanueHtoB ¢ AJIIT IV ©K. B ciiydyae HeaeKBaTHOTO OTBETA CIIEAYOIIAs
KOMOUMHAIMS J0JDKHA BKJIIOYATh OJIOKATOPHI KalbLIMEBBIX KaHAJIOB M / WM TPaHCIUIAHTAIUU
JIETKUX KaK METOJ BbIOOpa JIJIsl MAllMEHTOB C HEaJIeKBATHBIM KIMHUKOW OTBETHI HA ONTUMAJIbHYIO

MCIWKAMCHTO3HYIO TCpalrio UJIN B CJIydac, €CJIU 3Ta TEpaIrsd HE ITIOMOTacT.
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	Легочная гипертензия (ЛГ) - это гемодинамическое и патофизиологическое состояние, характеризующееся повышением давления в легочной артерии > 25 мм рт.ст., который оценивается по данным катетеризации правых отделов сердца (КПОС). ЛГ также может быть оц...
	4. Хронический пост тромбоэмболической легочной гипертензии.
	5. КГ с неизвестными и / или многофакторными механизмами.
	5.1. Гематологические заболевания: миелопролиферативные заболевания, спленэктомия.
	5.2. Системные заболевания, саркоидоз, гистиоцитоз Х, лимфангиолейомиоматоз, нейрофиброматоз, васкулит.
	5.3. Метаболические нарушения: болезни накопления гликогена, болезнь Гоше, заболевания щитовидной железы.
	5.4. Другие причины: опухолевая обструкция, фиброзирующий медиастинит, хроническая почечная недостаточность при нахождении на диализе.
	Классификация врожденных пороков сердца, которые являются причинами АЛГ, требует клинической и анатомопатофизиологической версии с целью лучшей индивидуальной диагностики у каждого пациента.

	1. Синдром Эйзенменгера. Включает все шунты, связаны с небольшими дефектами, которые приводят к росту легочного сосудистого сопротивления тяжелой степени и является результатом обратного (справа налево) или двунаправленного сброса крови.
	2. Артериальная легочная гипертензия, связанная с шунтом слева направо. У пациентов с дефектами умеренной и тяжелой степени рост сопротивления легочных сосудов является незначительным или умеренным, шунт слева направо остается большим, и нет цианоза.
	3. Артериальная легочная гипертензия с небольшими (размер в отношении взрослых людей) дефектами. В случае малых дефектов (обычно желудочковые септальные дефекты <1 см и предсердно-септальные дефекты <2 см при кардиографии) клиническая картина очень по...
	4. Артериальная легочная гипертензия после корректирующих кардиохирургических вмешательств. В этих случаях врожденные пороки сердца были скорректированы, но АЛГ возникает сразу же после вмешательства или через несколько месяцев или лет после операции ...
	Артериальная легочная гипертензия - это клиническое состояние, характеризующееся наличием прекапиллярные ЛГ при отсутствии других причин прекапиллярные ЛГ (например, ЛГ, связанная с болезнями легких, хроническая посттромбоемболична ЛГ или другие редки...
	ДИАГНОЗ
	Оценка тяжести состояния пациентов с АЛГ находится между диагностическим процессом и терапевтической диагностикой.
	Рекомендации по оценке тяжести и последующего наблюдения.
	Рекомендовано оценивать тяжесть АЛГ у пациентов с данными, полученными при клиническом обследовании, нагрузочных тестах, ехокардиографическом и гемодинамическом обследовании.
	Рекомендовано проводить регулярные обследования каждые 3-6 месяцев также в стабильных пациентов с АЛГ.
	Лечение пациентов с АЛГ нельзя рассматривать только как назначение лекарств. Оно характеризуется комплексом стратегий, включающих оценку тяжести, благоприятных и общих факторов, оценку вазореактивности и эффективности комбинации различных препаратов и...

