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B Hacrorrqefi r,rHcrpyKlluu ro npI,IMeHeHuro (,qaree - I{Hcrpyrquu)

r{3JroxeHbr MeroAbr A}rarHocrr{Krr, rerleHl,Ifl E MeAulluHcrofi upoQularruru

pa3pbrBa (paccnoenur) HacJreAcrBeHHbrx aHeBpu3M rpyAuofi aoprbl.

Mero4u, Ift3JIOxeHHbIe B uaCto.atqefi I,IHcTpyKtlVil, MOryT 6urr

ucrloJrb3oBaHbr B KoMrrJreKce MeAr{uIrHcKI{x ycJlyr, HalpaBJIeHHbIX Ha

oKa3aHr{e MeAr4rluHcrofi floMorrlu [aur{eHTaM c pil3pblBonr (paccnoennerra)

HacJre.qcrBeHHblx aHeBpu3M rpyAHofi aoprbl.

I4ucrpyrqur rpeAHa3HaqeHa Ailfl npauefi-rapAl{oJloroB, npauefi-

KapAuoxupyproB, npauefi-anecre3r{oJroroB-peaHl{MaroJloroB I,I ltHblx npauefi-

c[eu]IuIJIucroB oprauusaqufi 3ApaBOOxpaHeIII,,.fl,, oKa3brBalouux

MeA[rrluHcKyro [oMorrlb rrarlr{eHTaM c pE}3pbIBoM (paccnoeunena)

HacJreAcrBeHHbrx aHeBpr{3M rpy4nofi aoprbl B craIILIoHapHbIx 14 (uln)

au6ynatopHblx ycJIoBLIfl x.

OEO3HAIIEHI4I [I C OKPAIIIEHI{fl

HacreAcrBeHHbIe aueBpr.r3Mbl rpy4uofi aoprbl [peAcraBJIeHLI

cr,rHApo MH6IMrI, H ecI,IHApoMHbIMIlt I,I crr opaAI{IIecKIltMu Q opvraun.

Cnn4povrHbre aHeBpI,I3MbI (paccnoeuut) rpy4nofi aoprbl - aHeBpI,I3MbI,

r.rMelouue reHeTr{qecKyro reTeporeHHocTb 14 SBJITIOUII/9Cfl CJIeACTBI'IeM

ulefiorporrHoro Aeficrsu.f, reHa [pr{ pflIe sa6oresanufr c coilIacoBaHHbIMI{

Kpr,rrepI,IflMI,I AI,IarHocrrIK[t (uanpnruep, flpu cI,IHApoMe Map$ana, Jlofica-

,{urqa, Snepca-,{aHJro cocyAl,Icroro ruua v Ap.) krlru Apyrux

ruaccu{uunpoBaHHrrx sa6oreeaHuf,x MoHoreunoft upPIpoAbI.

Hecnn4poMHble vilu ceuefinrre aHeBpLI3MbI (paccnoeuua) rpyAHofi

aoprbr - KJrr{HrlqecKlr r,r reHerr,rqecKl,I rereporeHHafl rpyufia sa6orenaHutrt c

ayrocoMHo-AoMr{HaHTHLTM Tr{rroM HacJIeAoB anr4fl., o6qefi xapaKTepplcturofi

Koropblx flBJlrrercfl clrcreMHuur flaroJloru, coeAuHl,Ite.nruofi TKaHI{,

rrpeApacroJrararcular K [peuMyrrlecrB eHHoMy rropaxeHlalo rpyAuofi aoptu.
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Cuopa,UnqecKr,re aHeBpI,IBMbI (paccnoennx) rpy4uofi aopTbl -
r,r3oJrr{poBaHHbre aHeBpr.rsMu (paccnoeunr) rpy4nofi aoprbl rpn orcyrcrBl{I{

cr4HApoMHbrx [pr,r3HaKoB KJraccr{rrecKr{x HacJIeACTBeHHbIX napyruenufi

coeAraHr,rrelrsofi TKaHu n orflrorqeHHoro ceuefiuoro aHaMHe3a IIo

aHeBpr.r3Marr,r (paccJroeHr{rM) rpyanofi aoptrt (r.e. upn eALIHI,ITIHrIX cflyrla.,x

aHeBpr,r3Mu n cenare)

AA - aprepuaJlbHoe AaBJIeHI{e

APIA - aueBprsrvru (paccloeuua) rpy4Hofi aoprbl

AAK - ABycrBopuatufi aopraJlbHufi ruanan

AAA - AoJIxHr;.ir guavrerp aoprbl

KT - KoMrlblorepHas ronaorpaSur

nAC - cLIHApona Jlofica-,{utqa

MPT - MarHurHo-pe3oH a'acnafl. rorraorpa$ua

HHCT - H acJIeAcTB eHHbIe H apylueHlt, coeAl{Hl{te.urnoft TKaHU

PA - paccJloeHrle aoprbl

CB C T - cLIcreMHo e BoB JIeqeHI{e co eAl'IHl'Irelrnofi TKaHI{

CM - clrHApoM Map(pana

TT-3xoKI - rpaHcropaKilIbHas exoKap4norpalpux

OAA - Saxtuuecrufi AI{aMerp aoprbl

I{BA - IIeHrpaIIbHoe BeHo3Hoe AaBJIeHI{e

qCC - qacrora cepAerlHrlx corpaqeuufi

3AC - Snepca-,{auno cLIHApoM

SxoKf - oxorapguorpa{ux

SD - craHAaprHoe oTKJIoHeHI{e

SEE - cTaH.qapTnafl ouru6ra cpe.qgero, paccquTaHHarl p.rtfl

prcroJlr3yeuofi perpecclrosuofi MoAeJII{ (panna 0,261)
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TIOKA3AHI,Ifl K TIPIIMEHEHI4IO

AHenpnsua u paccrroeHue aoprbr (I7 I ).

Paccroeuue aoprbr (lro6ofi uacru) (I71.0).

AuenpusMa rpyAHofi qacru aoprbr ptt3opBaHnar (171.1).

AuenpusMa rpyAHoft .ractu aoprbr 6es ynonrvt:naltrfl, o pa3pbrBe (171.2).

AnenpnsMa rpyAHofi ra 6prorunofi aopru pil3opBaHnar (171.5).

AnenpusMa rpyAnoft 6prousofi aoprbr 6es ynorvrunalufl, o pa3prrBe

(r71.6).

AHenpusMa aoprbl HeyrorrHesuofi JroKturrr3aur{u pa3opBaHHafl (I7 1 . 8).

AnenpusMa aoprrl Heyro.rHeHHofi iroKzr,Jrr,tsarluu 6es yrroMr,rHaHvrfl, o

pir3pbrBe (I71.9).

CnHspola Map(paua (Q87.a).

Cuu4porra Snepca-,{aHJro (Q79. 6).

Cnu4pona JIoft ca-[urrla.

TIPO TIIB OTIOKASAHIIfl K TIPIIMEHEHIIK)

Ocrpufi u roAocrpufi unSeKrlr,roHHrrfi eu4orapanr (133.0).

Xely4ouHo-Kl{rueqHoe KpoBorerreHr{e krtu srrcorufi pucK ero

peuilAr,rBa (K92.2).

Buyrpnvro3roBoe KpoBora3Jr vrflHkre, un$apxr Mo3ra (16 1, 163 ).

AueapraeMa aoprbr npu 6onesHgx, KJraccu(praqnpouaHHbrx B Apyrux

py6purax (179.0)

O crpsre u xpoHurrecKr,re s a6one g aH Hfl, B cr aryr,rn .{eKoM[eHcarlran.

Irluue [porr,rBofloKa3aHr{.f,, coorBercrByrorlr{e raKoBErM AItfl

MeAI,IqI,IHoKOTO [pI,IMeHeHus MeAI,Iq[HcKIrtx IaSAeIufi u JIeKapCTBeHHbrx

cpeAcrB, ueo6xoArlrMbrx AJu peaJru3a\r4t4 MeroAa, r,r3JroxeHHoro e 4auHofi

r,rHcTpyKr\kru,
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TIEPEIIEHbHEOBXOAI{MbIXMEAI,IUIIHCKI,IXI,I3AEJIVTVT,

PEAKTIIBOB, JIEKAPCTBEHHbIX CPEACTB [I T.A.

Me.uuuprHcKr{e I{3AeJII,I.fl, ueo6xo.{uMble AJIfl BrIIIoJIHeHI,In

r,rHcrpyM eHTalrbHofi Auaruocrr,rKr,r flaroJroruu rpyAHoro orAeJIa aoprbl.

MeluquHcKlre v34errurfl,, ueo6xoAr{M6re lilfl Bbr[oJrHeH[r, MeAHKo-

TEHETI'TqE CKO| O I,ICCJIEAOB AHI4fl'

MeAuqnHcKr{e vtsp.e:-lmfl, ueo6xoALIMbIe Ailfl BbIIIoJIHeHIftfl

larorl,IcTororuqecKoro [ccJIeAoB aHrlfl.

MeAuuuHcKr{e u3p.enrkrfl. u JrerapcrBeHHbre cpeAcrBa, Heo6xoAI/tMbIe

AJr.f, BbrnoJrHeHr{.f, xr,rpypruqecKr{x otrepaquitrua cepAIIe u aopre.

MeAuquHcKr{e r{3AeJrus kr JreKapcrBeHHbre cpeAcrBa, ueo6xoAI,IMbIe

AJrfl o cyqecrB JreHr,rr MeAr,rquncrofi upoS nnart nnu.

O IIII C AHI,IE TE XH O JIO I[I1,1 II C II O JIb 3 O BAHI,lf ME T OAO B

1. Mero.q AlIarHocrlIKlI

,{uarnocrvKa PA ocHoBaHa Ha orIeHKe AaHHbIx reHeilIoruqecKoro

aHaMHe3a, aHaMHe3a sa6oleaaHIaa, xa.no6 [aqueHTa, pe3yJlbraroB

MeAr,rqr,rHcKoro ocMorpa rrarlr{eHTa, pesyJlbraroB ra6oparopHblx u

r,rHcrpyMeHTurlrbHbrx (nrurcuax peHTreHoJrorr{qecKile u MoJIeKyJIflpHo-

reHerr{rrecrue) MeroAoB r,rccJreAoB aHufl..

1.1 OrIeHra AaHHbrx reHeaJrorurrecnoro aHaMHeBa, aHaMHe3a

sa6ores amnfl, BrcJrroqaer :

1.1.1 BbrflBJreHr{e y poAcrBeHHuKoB B reHe€uoruqecKoM aHaMHe3e

laur{eHTa Kllr,rHr,rrrecKlrx upoarneuufi HacJIeAcrBeHHbIx aoptouatufi:

cr,rHApoMHbIx I{JrI{ HecLrHApoMHbrX;

Cuu4ponauue APIA-orMeqaror rpeuMyrrlecrBeuHoe BoBJIeqeHI{e

KopH, rpy4uofi aoprbr y Jruq MoJroAoro Bo3pacralaa Qone CBCT, Ha ocHoBe

Koropbrx c (p opnaupoB aHbr r{x Ar{ arH o crl{qecK[Ie KpI,ITe puvr.
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Hecuu4poMHbre t4lru ceuefiurre APIA B roM qr{cJre, APIA,

accouuupoBaHubre c AAK, - Ar,rarHocrr,rpyrorcfl Ha ocHoBaHr,ur

[oJIoxLIreJIbHoro ceuefinoro aHaMHesa APIA, ma6o BHe3arHofi cvrepru y

6onee qeM oAHoro ruleHa ceMbu B orcyrcrBr{e KJruHr{qecKrax cr,rHApoMHbIx

[pr,r3HaKoB CM, JIAC, 3AC cocyAucroro rr{na u Apyrux r,rsBecrHbrx

reHeTr,rqecKr4x cr,rHApoMoB.

1.1.2 oIIeHKy xaro6 nallueHra (arqenr Ha HEUrraqHe, BBrpDKeHHocrb r,r

JroKaJru3arlnrc 6onefi ) ;

1.2 [poneAeHrre MeA[rrl[rHcKoro ocMorpa

MeAuIluscxufi ocMorp BKJrroqaer BbrflBJreHr{e KJrrrrHr{qecKr{x

cllMrrroMoB, xapaKTepHbrx Ans PA:

apTepra aJr bIJafl . rra II epTeH3r.r, ;

acI,I M M eTp Ltfl , rry Jlbca;

AuacroJrr{.recrufi uryM BAoJrb [paBoro Kpafl rpyAr,rH6r;

HeBpororuqecKr{e HapyrxeHr.r, ;

qepe6poBacKyJrspHbre HapyureHr,rs;

nepu(pepr{qecKa.f, Hefipouarua;

HapyrueHr.re co3HaHlrf, ;

napallJlerHr.

1.3 BsruoJrHeHlre na6oparopHoro uccJreAoBaH[rfl c o[peAeJreHrreM

ypoBufl KoHrleHTparlrur D-gurvrepa B KpoBrr:

flptt [oBbIIIIeHHoM ypoBHe D-4unaepa, neo6xoAranao Bbr[oJrHeHr{e

MeroAoB r,rHcrpyMeHTturrHoft 4uarHocrt4Kr{.

flpu HopMuIIIbHoM ypoBHe D-4unaepa, vcKirroqr{Tb ga6onesaHrag kr

naroJrorvqecKr{x cocrorHrafl, vMerolllue cxoAHbre c PA upoaBJreHrafl.

1.4 VlrucrpyM eHTaJr buafl M eroAbr rr ccJr eA o B aHlrs

1.4.1 Mero4rr Blr3yaJr[rsarluu :
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MeroAorvr nrr6opa [pr.r Hecra6ralrsoM cocro.flHl{I{ [aIIueHTa flBlrflercs.

qpecluqeBoAHa"fl 3xoKI, rtpu orcyrcrBr.ru Bo3MoxHocru rIpoBeAeHI,Ifl

BbrrroJrHflercfl KoM[brorepHafl rouorpaSux vuu4 MaTHI,ITHo-p$oHaHcHaf

aurzorpaSna c BBeAeHr{eM KoHTpacrHoro BeIIIecrBa. KontpacrHafl

aoprorpaQna BbItIOJIHflETC.fl, ECJII{ IIJraHupyeTcfl I]poBeAeHr{e

exoKapAnorpaQun -
[o3BOJrreT Bu3yrurr{3r{poBaTb pacllllrpeHl{e KopHf aopTbl, yBeII,IqeHI,Ie

ToJrrrlr{Hbr creHoK aoprbr, (pynrqurc aoprallbHoro KJIanaHa, onpeAeJII{Tb

noABr{xHrrfi rocryr B [pocBere aoprbl;

ceJrenTrrBHafl KT-anruorpa$nr - orpeAeJl.f,er PA uo HaJII{qurc AByx

pa3IlrrrHbrx npocBeToB, BLrAuMo pa3AeJreHHbrx LIHTUMaJIbHbIM JIOCKyTOM,

nv6o tto pasIrI,I.IHofi cKopocrll (crcneuu) routpacrHoro 3areMHeHl{fl;

MarHr.rrHo-pe3oHaHcHaq aHrrrorpaQun - olpeAeJl.aer PA tro

H€uruquro .[eofiHoro KoHTypa MexAy crcurofi aHeBpH3MbI u [pocBeToM

aopTEr; [o3BoJIfleT oIIeHI,ITb COCTOflIJT49 CTeHOK aOpTEI, AI,IaMeTp [pOCBeTa,

HirJrlrque tpona6oqlarHblx Macc u arepoMaro3Hblx usnaeneHufi;

aoprorpaQur - flpflMrrMr trpra3HaKaMlr PA suslorcfl: BLIsyaJII,I3ar\krfl

AByx [pocBeroB (r,rcnauuoro vt loxuoro), I{HTttMuIIIbHoro JlocKyra, a

Herp.rrMbrMrd - ge(fopnaaqu, rpocBera aoprbl, pacrlupeHl{e Ia Ae(popnrallu.fl ee

cTeHKr{, HeHOpMarIbHOe OTXOXAeHrlre COCyAUCTbIX BeTBefi, H€UII{qI{e

aoprrrJrbHofi peryprLlralluu.

L. 5 [arorlrcroJr oruqecrco e rrccJr eAoBaHrre Qp arrvreuroB aHeBprI3MbI

rpy.unofi aoprbl, rloJryueuHblx Bo BpeMq [porerrpoBaHufl

Ha uccleAoBaHr,re HanpaBJrflror He Meuee 6 (pparrraeHToB, BKJIroqat Kpar

pe3eKrllru Lr 3oHy paccJloeHIax (paspuna).

xupyprvqecKoro MeAuIII,IHcKoro BMeIxareJIEcTBa.

TpaHcTopaKaJrbHafl v rrpec[uqeBoAHafl
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Hruruque/orcyrcrBrae arepocKJrepo3a, rpona6o3oB;

nponn(pepaqurc HraAKoMbrrrrerrHbrx KJreroK.

B Me.quu -
co cTotHtle o KoHrIaTbIx SJIacTI{qecKIIx u err,r6paH ;

coxparrH o cTb flAep HraAKoMbrrueqHbrx KJreToK ;

HaJlllrrl{e/otcytcrsue us6rrrKa gKcrparleJrJrroir.rrpHoro Marpr,rKca r{ ero

xapaKTepHcTr/rKr,r (upn ualuuuu): TpaHc- ulfi4 r,rHTpilraMerrspHyro

JIOKIUII{3aIIUrO, CTeIIeHb BbTpDKeHHOCTTA r.r paCnpOCTpaHeHHOCTb, COCTOrHr,re

oJlacr[IqecKux BoJroKoH: (pparrraeHTarlu.fl, KoJrJra[c rtpu AonoJrHureJrbHrrx

oKpacKax (nenmxpoM rro Morary, apcenH);

B aABeHTI/It\Ukr-

cocTorHrre vasa vasorum, ux Murpa\ils. B MeAr{ro;

orcyrcrBuelnatu,rue cKJrepo3a vr Bocrr€ururelrHofi uuQnmrpapu

B stno.uurror o[ucaHr{e 3oHbr paccJro eH w (pazpuna), yKa3brBa"f, AJrr,rHy,

KoJII{qecrBo, JroKrurr{3alllalo, Hurvrrrve tpovr6oson B goHe paccJroeHl,rfl

(paspuna.)

Buno.uuslot o[I{caHr{e Bcex cJroeB creHKr{ (uuruuu, Meqttvt)

aABeHTr,ru uu) u o 6renaa rr aroJroruqecroro rrp oqecca.

OueHusaror:

B 3oHe paccJroeHux (pazprrna) -
Br,rA HeKpo3a;

pacflpocrpan6nnocrb HeKpo3a;

H €InUqU e IIp I,I3 H aKO B Op raH I1.3AI{xId, 3HA OTe JI r,I 3aI{J,i.Id UIOJIT{ p aC C JrO e H rlrfl ,

[popacTaHue vasa vasorum K 3oHe paccJroeHufl;

Hturuque v BbrpaxeHHocrb BocnilrrareJrbHoro uuSulrrpata,

KJreroqHbrfi cocrag.

B I,IHTI,IME _

(xaparrep KrerorrHoto uuSulrrpara Lr Bbrpaxeuuocrr).
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B oJIOXHbTX Ar.rarHocTlrqecKux cIyrlaflx BbItIoJIHgIOT

I'IMMyHorI'IcToxI{MuqecKOe I,IOCJIOAOBAHue C OIIeHKOfi JIOK1IJII,I3aII7U kI

I{HTeHcI/tBHocrI{ oKpaIuIaBaHHfl, K: AecMIaHy, JIaMeHhHy, BI{MeHTI,IHy u

rpaHc$opMr,rpyrculeMy (parropy pocm B.

3arnlo'IeHl{e BbIHocI,ITc, Irocile aHEUIH3a BbIflBJIeHHbIx Ilt3MeHeHIafi g

coBoKy[HOCTt4 C KJ[4 Hr{qecKLIMU AaHHhIMr,I.

flpn Hutu,q{r4u nupaxeHuofi vreAzfiuofi .{ereHeparluu (rpanc- u
I'IHTpaJIaMeJrJIrpHoro HaKO[JreHr4fl gKoTpalleJrJrroJrfpHoro MarplaKca,

ge(puqum gracrlltrlecKltx BoJIoKoH kr rAep HraAKoMbr[reqH6rx KJreroK -
n'rop$onoruqecKue rr3MeHeHtrfi. crre1yer r,rHTeprrperupoBarb B [oJr63y HHCT.

2 Meroq JrerreHrrfl

Jle.reHr.re [arlueHTa PA Brrroqaer KoHcepBarr,rBHoe

(Q apuarcoreparrurc) z xupypruqecKo e JrerreHr{e.

Bce 6onrurre c PA AoJrxHEr 6srrr roc[rlTiurr43r,rpoBaHEr 4rrfl

cta6unuzar\ilr4 reMoAr,rHaMrrKr{, MoHr.rropr{Hra AA, cepAeqHor.o pr.rrMa 14

AI,IYPO3A, A rIPU HEO6XOAIIIMOCTI{ KOHTPOJI' I-pA LTTIKT AABJIEHI,Ifl

3aKJIuHIrtBaHufl, neroqHofi apTepuu, He3aBI,IcuMo oT AaJr6Hefiruefi TaKTr,rKr,r

ICqCHI,I'.

2. 1 KoHcep B arrrBHo e Jreqeune (SapMaKorep anw,)

Kyuup oa aHue 6onesoro cuHApoM a s I s BB eAeHuervr urop (p uta.
Cuzxeuue crlcroJluqecKoro aprepr4aJrrHoro .{aBJreHr.rfl - Ao 120 una pr.

cT.

CHzxesue rICC ao 60 B Mr,rH.

2.2 XrupyprlrrrecKoe JrerreH[e

-f, srfl etc, M eroAona nrr6op a npn ocrpbrx npoKcr,rMzurbHbrx paccJroeHr.rf,x

aoprbr AJr.rr np eA orBparqe Hufl pa3pbtBa u raMrro H aAEr cepArla.

2.2.1 crparerur nu6opa rrrra xapyprr{.recrofi oneparlu}r



Ocuonun aercfl. Ha cocro flHnr4 KopHr aoprbl I,I crBopoK aoprallbHoro

KnaIIaHa:

[aqpIeHTaM c TpexcTBopIIaTbIM aopTtUIbHbIM KJIanaHoM, a TaKxe

uarlueHraM c ,{AK-accoqu?rpoBauuofi aoptonatuefi v HopMaJIbHbIMIa

crBopKaMI,I aopraJlbHoro KJIa[aHa c xopourefi rroABuxHocrblo vl

coxpaHeHHbIMI4 CI,IHYCAMI,I Bamcamsrr BbIIIOJIHflIOTC.f,

KJrarraHocoxpaH.rrrcUue oflepaUuv uo 3aMeIrIeHI,IIo KopHfl aopTbl (uanpurraep,

orepauIan ,{snu4a);

KJrallaHocoxpaH.nrcIIlHe ollepauull He peKoMeHAoBaHbI AJIfl naII[eHTOB

c SeHotznI{qecKuMLI [pIa3HaKaMI,I CBCT, BBI,IAy BblcoKoro pucKa

HporpeccupoBaHr,rfl. Ar4rrarar1r,rI,I KopHfl aoprbl (annyno-aopraJlbHofi srtasur't

Sn6posnoro KoJIbrIa aopraJlbHoro KJIaIIaHa c ero ntopuuuofi

HeAocraroqHocrbro) r or4aleHHoM flepploAe u neo6xoAlrMocrl,I BBI[oJIHeHlt.x

roBropHblx peKouctpyrqufi ;

BO BCeX Apyrnx cJlyqajil npeA[oqTr,rTeJlbHa ollepauufl IIo 3aMeuIeHI'Irc

aoprulJlbHoro KJra[ ala il BocxoAfl IIIefi aopmt (onepaqua Eenm.nna).

3 Merol MeArlrlrlHcttofi upoQunaKTrIKrI

3.L (DopMupoBaHlre BAopoBoro o6pasa xrISHrI

Orras or KypeHLIr.

Irlcrffo.IeHr,re I{HTeHcI{BHbIx SuerauecKl,Ix Harpy3oK (I,Isorraerpl{rrecKl'Ie

y[paxHelvtfl., ToJrqKu uJru HarrpflxeHl,I.f,, tpe6yroque MaHeBpa Balrcalsnrr)

Lr KoHraKrHbrx Br,rAoB cropra (nanpnnaep, xoKKeft c ruafi6oit nnn $yt6ol u

r. .q.). PeronaenAoBaHbl JrerKI{e aspo6uue yrrpaxHeHll.f, .

3.2 MeAuIIIrHcKoe na6lroAenue

flaUueutu rpe6yloT noxl{3HeHHoro MeAI,IqI,IHcKoro ua6moAenug: TT-

lr3,6u12SxoKI repeA srruucrofi

3areM exeroAHo; KT

u3 cTaIIUOHapa U qepe3

Lrtr4 MPT rpy4nofi u
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roKa3aHr4flM. MPT cJreAyer

BO3paCTa C rrOBbIIrreHHbrM

r,roHr,rsl,rpyrcqerc H3JlyqeHufl .

flpu Hecr.rHApoMHbrx

cr,rHApoM aMr4, ua6mo4eurae

flpe4rloqecrb KT y [arIueHToB MoJroAoro

prdcKoM pa3Btrrktfl, ocloxnenufi or

APIA, He o6ycnorlesuofi reHerr,rqecKr,rMu

Ha[paBJIeHO Ha BbIflBJIeHI{e aHeBpI/t3M Ha BCOM

rrporrxeHHz aprepuaJrbHoro pycJra (urclrcuax qepe6panbHbre aprepun).

Irlnrepuperarlu, pe3yJrbraroB oueHKr{ pa3MepoB Ar,raMerpoB aoprrr

rocpeAcrBoM TT-3xoKI rpoBo,{rarc, ryreM cpaBHeHr.re p$yJrbrara

o6cnegyeMoro [aIIIaeHTa co cpeAHr,rMu 3HaqeHnflMkr Jrr{rl Toro xe [oJra r,r

BO3paCTa IIO MOAenrM:

Devereux R. c coasr. (20L2r.):

z: (aM - AAA) / SEE

I{rrr{ no MoAeJru Campens L. c coam. (2014 r):

Z: (tgto (oAA) - lel0 (AAA)) / SEE

Pesymrar cpaBHeHufl npeAcraBJrrercfl B Br,rAe craHAaprHoro

oTKJIoHeHI{fl Z-tcpureput ro orHorrreHr{ro K coorBercrByrour,rM

HopMaTI,IBHbIMnoKa3aTeJIflM.fIorasatelunp[Z.l<putepuu>

pacrleHr.rBaroTc.f, KaK BbrcoKr,re AJI, AaHHoro noJra r.r Bo3pacTa.

3.3 MoueKyJrnpuo-reHerlrrrecKoe rrccJreAoBaH[re

3 . 3 . 1 ff orasau fifl Antfl, Ha[paBJre :n:afl, Ha Ko HcyJrrTarlurc Bparra-reHerr{Ka :

HilUAqUe y poAcTBeHHrlrKoB neprofi rrv]Hkrvr poAcrBa APIA;

B cryqae) ecilr4 ABa rrreHa ceMbu uMeror HacJreAcrBeHHrre sa6oresaHus

rpy4uoft aoprbr;

paccJroeHue aoprbr t,.rrfi Anal/lerp KopH, aoprbr c z-xpurepnena 3 y

Aerefi < 18 ner;

paccJroeHue aoprbr wrv Auallerp KopH, aoprbr c z-t<pureplreM or 2r5 -
3,5 y raurreHror 18-60 ler;
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paccJroeHr.re aoprbr kr.liu Avravrerp KopH.rr aoprbl c Z-xpureplleM or 2,5 -
3r5 u 6es aprepuamuofi rurepreu3krkty raIIHeHroB > 60 ner;

HrrJrr,rque y nauueHTa ABycrBoprraToro aopTaJlbHoro KJIaIIaHa

3 ,3 ,2 VcraHosJreHr{e KoAr{pyroqeft [ocJreAoBareJrbuocrr,r reHoB

flpu ycraHoBJreHW AP|A rpoBoAr.rrcfl onpeAeJreHue KoAr,rpyrcqux

rrocJreAoBarerrbHocrefi resos ACTA2, COL3A|, COLSAI, COLSA2, ELN,

FBNI, FBN2, MYHLL, MYLK, NOTCHI, TGFB2, TGFB3, TGFBRI KI

TGFBR2).

flpu ycraHoBJrenkrvr AAK 6eg rpr.r3HaKoB CBCT vr rorpaHl4qHoro

pacllllrpeHr,rs aoprbr rpyAHoro orAeJra aopTbr npoBoAr,rrcfl o[peAeJIeHI,Ie

KoAr{pyrcqux rocJreAoBareJrbHocrefi reHoB NOTCHI, FBNI, MYHI 1,

MYLK, ACTA2),

B cryuae o6napyxeHnfl, yKa3aHHofi uocre.{oBareJrbHocrr,r reHoB, pI,IcK

pa3Burufl, aHeBpra3Mbr (paccnoenna) aoprEr orleHr,rBaerc.n KaK srrcorufi.

flaqueur HanpaBJr flercfl. Ha KoHcyJrbraur{rc Bpaqa-KapAr.roxupypra.

3.4 flpoQlrJraKTrrqecnoe [prrMeHeHrre JremapcrBeuHbrx cp eAcrB

flo44epxankre ypoBHr aprepuaJrbHoro AaBJreHr.rs < 120180 rranr pr.cr. I,I

rracrorbr cepAeqHbrx corparqeHufi < 60 yAapoB B Mr,rHyry.

y rarlueHroB c cr{HApoMoM Map(pana upoQuraxruqecKoe

npr,rMeHeHrae rona6uuaquu 6era-6.rroKa.ropoB Lt 6roraropon peqerropoB

aHrrroreH3r{Ha II (.uoeaprau, up6ecaprau), 3aMeAJr.fler rporpeccupoBaHr.re

AIdf bT AIIVI{ aOpTEI, C HIAXaeT pI,I CK B O3H IIIKH O B eHI,Ifl O C JI O}I(He P^Il/.il.

3.5 [.nanoBo e xupypruqecrco e JreqeHrre (ruegHqnHcnue norcasannn)

flpu Ar,IaMerpe KopHfl aoprbr > 45 narra:

Brr.flBJreHr,re Myrarluu B reHe FBNI (cun4pona Map(fana) t4

.qoloJrHr,rreJrbHbrMrlr sarropanau pracKa (cerraefiHufi aHaMHe3 cryqaeB

Ar,rcceKrlr,ru aoprbr ((zrra c[oHTaHHbre paccJroeHr,r, cocyAoB B aHaMHe3e
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aopraJrbHafl.ultkt Murp€urbHafl perypnrrarll,Ir, flJlaHupyeMafl 6epenrennocru);

BbrflBrreHr.re MyrarluuB reHax TGFBRI urm TGFBR2 (cunppou Jlofica-

flurqa);

AAK, KoI'Aa I,IMelorcfl noKa:laHufl K oAHoBpeMeHHoMy

lporBr,rpoBaHuro KopHt aopTbl u aopTaJlbHoro KJIarIaHa.

flpn Ar.raMerpe KopH.,I aoprrl >50 narra:

cr.rHApoM Map(pana;

AAK kr Hilruqne Samopon pucKa (cenrefiHufi aHaMHe3 cJlyqaeB

Ar,rcceKrlr,ru aoprbl ululu yBerl,IqeHue pa3MepoB aopru > 3 una/ro4, rtxeJlarl

aoprurrrbHas. yrlttt Mr.rrpirJrbHafl peryprl,ITalll{fl, IUIaHI,IpyeMilI 6epeueuHocrb,

aprepraaJr b:rras. r[nepreHsrar.) IdJIIa KoapKTaIIuu aoprbl.

TIE PETIE Hb B O 3 MOXHbIX O C JI O XHEHI4fr VIJIW O M IIE OK

IIPU BbITIOJIHEHI,IU I4 TIYTPI YCTPAHEHtrIfl

flpn rorrHoM BbI[oJIHeHIaI{ MeroAoB ocJIoxHeHIa, vilv, ouu6ru

I{CKJIIOIIEHbI.

Kourporb KJllaHuqecrcofi s (p (p ercnBHo crl{ n e rpe6yerc.f, .

L2

')


