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1. Beoonasa uacme
2. Koa(s1)) MKB-10/11

2./laTa pa3padoTku U nepecMoTpa npotokosa: 2025 rog,

nata nepecmotpa 2028 r. M 1o Mepe MOsSBJICHHS HOBBIX KITFOUEBBIX JI0KA3aTEILCTB.

HanmeHoBaHMEe HO30J10THH:

Koanupoanue no MKb
10/11

Koanupoanue no MKb
10

D84.1 JledexT B cucTeMe KOMIUIEMEHTa (JJaHHBIH KO/ HCTIONb3YeTCs IS
konupoBanust HAO ¢ nedpurutom C1-UHT (1 u Il Tumos) u nist HAO
¢ HOpMasIbHbIM ypoBHeM C1-MHI).

KoxupoBanue mno
MKB 11

4A00.14 HaciencTBeHHbI aHTHOHEBPOTHUCCKUM OTEK

Bce nonpaBku k npeAcTaBIeHHBIM PEKOMEHIAUSAM OYyT OIMyOJINKOBAHBI B COOTBETCTBYIOLIUX
JIOKYMEHTaXx.

3.Cnucok 0CHOBHBIX ABTOPOB, JOIMMOJHUTECJIbHOI'0O KOJJICKTUBA aBTOPOB:

Pasukosa 1.C. - a.M.H., npodeccop, aupekrop PCHIIMITAKU

Hycr6abaecsa H.J. - PhD, noneHnr, 3asenyiomas HayuHoil maboparopuu PCHIIMIIAKA

Atinaposa H.IT - PhD, 3amectuTens nupekropa mo Hayunoii pabore PCHIIMITAKU

Kysues I'. D - 3amecturens aupekropa no jgeyedron padore PCHIIMITAKU

Pasukosa I'.P. - PhD, 3aBeaytonias nayunoi siaboparopun PCHIIMITAKHU
baii6exoBa B.® — yuensiii cekperaps PCHIIMITAKHN

[Tapyctamona C. C. - Bpau amieprosor PCHIIMITAKHW

Xomxkaesa II1.K. - Bpau amneprosor PCHIIMITAKHN

Typaee H. T - Bpau anneprosor PCHIIMIJAKH
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4. PenieH3eHTBI:

1. UpcanueBa @.X - n1.M.H., mpodeccop Kadeapsl aaeprooruu, KIMHUIECKOH WMMYHOJIOTHI
U cecTpuHckoro nena TMA

2. HazapoB O. A. - n.M.H., mpodeccop kadeapsl auieproioruy, KIMHHIECKOM UMMYHOJIOTUN U

MUKpoOuonoruu, TamkeHTCKuA TequaTpuIecKuil MeTUITMHCKUN HHCTUTYT



BHeniHgs 3xcniepTHas OLEHKA'

®omuHa [lapesa CepreeBHa PykoBoautenb MOCKOBCKOIO MOpPOJCKOrO HayYHO-IIPAKTUYECKOIO

LEHTpa  auIeproJIorTMM M  HMMMYHOJIOTMH, Bpad  ajuIeproJIor-MMMYHOJIOT  BBICIIEH

KBaJIM(UKAIIMOHHOM KaTeropuH, K.M.H, TJIABHBIM BHEIITATHBIA aJUIeproor-uMMYHOJIOT JOLIEHT

Kadeapsl KnHnYeckoi nMMmyHostoruu u auieprojoruu ®I'AOY BO Ileporo MI'MY um. .M.

CeueHosa.

5. Knunuueckuii mpoTOKOJ 00CYKICH U PEKOMEHAOBAH K YTBEPIKICHHUIO IYTEM JTOCTHKEHUS
He(dopMaNnbHOr0 KOHCEHCYCca Ha 3aKIounTenbHOM CoBellaHuy paboyeil rpymnmsl ¢ yuacTueM
npodeccopcKo-MPeno1aBaTebCKOro COCTaBa BhICIINX YUeOHBIX 3aBEe/ICHHM, OpraHu3aToOpOB
3apaBooxpanenust (aupektop PHCAILL u ux 3amecTtuteneii), Bpadeil peruoHaIbHbBIX
YUPEXKJIEHUIN CUCTEMBI alNIeproJIoruu B oHnaiH-popmare 06 Hos6pb 2023 1., mpoTokon Ne7.

6. KiuHMYeckuii MPOTOKOJ PAacCCMOTPEH M yTBEPXkIAeH YUYEeHBIM PecnyOnuKaHCKUN HaydHO

CIIeIIMATM3UPOBAHHBIN aJJIEProJIOTHYEcKOoro IeHTpa 28 Hosi0pst 2023 1., mpoTokon Ned

7. CHnHCOK COKpalleHHui

AO AHTMOOTEK

HAO HACJIEACTBEHHBIN aHTHOOTEK

BK OpaaKUHUH

c['KC KOPTHUKOCTEPOUBI 111 CHCTEMHOTO PUMEHEHUS

C1-UHI' C1l-unruéutop

¢aCl-UHI' ¢byHkunoHanbHast akTuBHOCTH C1-uHTHONTOpA

SERPING1 Serpin Family G Member 1

KK KaJJIMKPEUH

BMK BBICOKOMOJIEKYJISIPHBIN KHHUHOTE€H

FXI1 XII dakTop cBEepTHIBaHUS KPOBU

B2 OpaZlMKMHUHOBBIE PELETITOPHI 2 THUIA

HAO-FXII HAO BcnencrBue myrtanuu B rene XII ¢pakropa cBepThIBaHUS KPOBU

HAO-ANGPT1 | HAO BcrneacTBue MyTalui B reHEe aHTHOMOATHHA 1

HAO-PLG HAO BcnenctBue MyTaluy B FeHe IIJIa3MUHOTE€HA

HAO-KNG1 HAO BcnencTBrue MyTanuu B TeHe KHHUHOTEHA 1

UNK-HAO HAO BcnienctBre HEM3BECTHON MyTalluu

MKG -10 MexayHapoaHas CTaTUCTHYECKas Kiiaccudukanus 0one3nen u mpooem,
CBSI3aHHBIX €O 3710poBbeM, 10-ro mepecmotpa, npuHsaTas 43-eit BcemupHoii
AccamOneelt 3npaBooXpaHEHUS

VY3U YIABTPA3BYKOBOE MCCIIEIOBAHUE




KT KOMIIBbIOTEpHAst TOMOTpadus

C4 C4 dpaknus KoMIJIEeMEHTa

ITAO NpUOOPETEHHBIN aHTHOOTEK

Clq Clq dpakuum KOMIIOHEHTAa KOMIUIEMEHTA

MLPA MYJIbTHUIUICKCHAS aMIUTH()UKAIMS TUTHPOBAHHBIX 30HI0B (OT aHTJI.
Multiplex LigationDependent Probe Amplification)

Karteropusi nauuenTon
BOJII:HI:I@, ACTHU U B3POCIJIbIC, C TOJO3PCHUCM Ha HaCHeHCTBeHHBIﬁ AHTHOOTEK U C YCTaHOBJICHHBIM

JIUarHO30M HACJIEACTBEHHBIN aHTHOOTEK.

eseBas rpynna npoToKoJa
Bpay-ajuIeprojaor-uMMyHOJIOT;
Bpay-aHECTE3UOJIOT-PEAHUMATOJIOT
Bpay-aKyliep-THHEKOJIOT;

Bpauy-racTPOIHTEPOJIOT;

1

2

3

4

5. Bpa4-T€HETUK;
6 Bpay-JepMaTOBEHEPOJIOT;

7 Bpay-IeTCKUI XUPYPT;

8 Bpay-1a00paTOPHBIA T€HETHK;

9 Bpady o0Ieil MPaKTUKH (CEMEHHBIN Bpay),

10.  Bpa4-opTOJOHT;

11.  Bpa4y-OTOPUHOJAPUHIOJIOT;

12. Bpau-TieIuarp;

13.  Bpau-menuatp ropoJICKoM (pailOHHBIN);
14.  Bpau-meguaTp y4yacTKOBBIA;

15.  Bpay-mIacTUYECKUN XUPYPT;

16.  Bpa4 MpUEMHOTO OTACIICHHUSI;

17. Bpad CKOPOH METUITMHCKOU MTOMOIIIH;
18.  Bpau-cromaroior;

19. Bpa4y-CTOMATOJIOT AETCKUN;

20.  Bpay-cTOMATOJIOT-OPTOIE;

21. Bpau-CTOMATOJIOT-TEPAIEBT;

22. Bpau-CTOMATOJIOT-XUPYPT;

23.  Bpay-TeparesT;

24.  Bpay-TepamneBT MOAPOCTKOBBIN;



25.
26.
27.
28.
29.
30.
31.

Bpa4-TepareBT YIaCTKOBBII;

Bpay-TeparneBT YYaCTKOBBIN [IEXOBOI'O BpauyeOHOr0 yyacTKa,
Bpau-TpaHcy3uoor;

Bpad (QyHKIMOHAIBHON THArHOCTHKH;

Bpad-XHUpYypr;

Bpay-yeIOCTHO-IUIIEBOM XUPYPT;

BpaY-9HAOCKOIIUCT.



IIkaja oueHKH YpOBHeH 10cTOBepHOCTH JoKa3aTeabeTB (Y /1) 118 MeTO10B IMATHOCTHKHU

(IMarHOCTH4YEeCKUX BMEHIATeIbCTB)

Y1 PacmugpoBka
Cuctemaruueckue 0030pbl UCCIEIOBAaHUN C KOHTPOJIEM pe(epeHCHBIM METOJIOM HITH
1 CHCTeMaTHYeCKHii 0030p PpaHIOMU3HMPOBAHHBIX KIMHUYECKUX HCCICAOBAHUN C

IMPUMCHCHUCM MCTAa-aHAJIN3a
OTI[CJ'IBHBIC HCCIICOOBAaHNA C KOHTPOJIEM pe(l)epeHCHI)IM METOAOM HJIM OTACIBHBIC
PaHAOMU3UPOBAHHBIC KIIMHUYCCKUC MUCCICAOBAHUA W CUCTCMATUYCCKUC 0630pbl

2 UCCIeOBaHUM  mro0oro  au3ailHa, 3a  HMCKIIOYEHHWEM  PaHJOMU3HPOBAHHBIX
KJIMHUYECKUX UCCIIEOBaHUM, C MPUMEHEHHEM MeTa-aHalln3a
HccnenoBanuss 06e3 mocienoBaTeNIbHOTO KOHTPOJS pedepeHCHBIM METOIOM HWIIU
3 UCCIIeIOBaHUS C pedEepeHCHBIM METOJOM, HE SBISIONIMMCS HE3aBUCUMBIM OT

HCCIEAYEMOI0 METOa MJIM HEPAHIOMU3UPOBAHHBIE CPABHUTEIIBHBIE UCCICAOBAHMS, B
TOM 4HCJIE KOTOPTHBIE UCCIICIOBAHNS

4 HecpaBHuTenpHbIe HCCIEI0BaHNS], ONUCAHUE KIIMHUYECKOTO Ciydasi

&) Hwmeercs iuibp 000CHOBaHHE MEXaHU3Ma JICHCTBHSI WIM MHEHHE YKCIIEPTOB

IIIxajia oneHKH YPOBHel 10cTOBepHOCTH AoKka3aTeanscTB (Y1) nist npodpuiiakTH4ecKux,
Jie4eOHbIX, pea0WINTALMOHHBIX BMEIIATEIbCTB

YA Pacuugposka

1 | Cucremarnueckuii 0030p PKU ¢ npuMmenernem meTta-aHanmsa

2 Otnensubie PKU u cucremarndeckue 0030pbI MCCIIENOBaHUM THOOOTO Au3aiiHa, 3a
uckimoueHneM PKU, ¢ npuMmeHeHnem mera-aHanusa

3 HepangomusupoBaHHbIE  CpPABHUTENBHBIE  HMCCIENOBAaHMUS, B T.4. KOTOPTHBIE
UCCJIEI0BAHUS

4 HecpaBHUTENbHBIE MCCIEIOBAaHUS, ONUCAHWE KIMHUYECKOTO CIIydas WIH CEepUuu
CJIYy4aeB, UCCIIEAOBAHUS «CIYYa-KOHTPOIb

5 Hmeetcs numrs 000CHOBaHME MEXaHU3Ma JEHCTBUS BMEUIATEIbCTBA (IOKIMHUYECKHE
MCCJIEI0BAHMS) MJIM MHEHHE SKCIIEPTOB

IIkana oueHKH ypoBHeil yoenuTeabHocTH pekoMenaanuii (YYP) s npopuinakruyeckux,
AMATHOCTHYECKUX, JeUeOHbIX, peadMIuTAINOHHBIX BMEIIATEIbCTB

YYP PacmugpoBka

CunbHas pekoMeHJanus (Bce paccMarpuBaeMble KpUTEPUH dPPEKTUBHOCTH (MCXOIbI)
SBJISIIOTCS. BKHBIMH, BCE HCCIEJOBAHHMS MMEIOT BBICOKOE WJIM YyIOBJIETBOPHUTEIHHOE
METOJ0JIOTUYECKOE KadeCTBO, MX BBIBOABI MO WHTEPECYIOUIMM HCXOJaM SBIISIOTCS
COTJIACOBAHHBIMH )

VYcnoBHass pekoMeHnanus (HE BCE paccMaTpuBaeMble KpUTepuU S(PPEKTUBHOCTH
(I/ICXO,Z[BI) SABIIAAIOTCA BaXXHbBIMHM, HC BCC HCCICAOBaHUA HWMCIOT BBICOKOC HWIIH
YIIOBJICTBOPUTEILHOE  METO/IOJIOTUYECKOE KA4eCTBO W/WIM HMX  BBIBOJABI  TI0
HHTCPCCYIOIIUM UCXOAaM HEC ABJIAKOTCA COFHaCOBaHHBIMI/I)

Cnabass pexomeHaamusi (OTCYTCTBHE JIOKa3aTEIbCTB HAJICKaIIEro kKadecTtBa (Bce
paccMaTtpuBaemMble KpUTepHH 3()(HEKTUBHOCTH (MCXOABI) SBISIOTCS HEBAXKHBIMHU, BCE
UCCIEIOBAaHUS HMMEIOT HHM3KOE METOMOJOTMYeCKOe KadeCcTBO M HMX BBIBOABI IIO
MHTEPECYIOIIUM UCXO0JIaM HE SIBJISIIOTCS COTJIACOBAHHBIMMU )




OrjaBiieHue
HALIMOHAJIbHBIN KJIMHUYECKUI [TPOTOKOJI IMATHOCTUKU U JIEUEHUS T10

HO30JIOT'MU «HACJTEICTBEHHBIA AHTHOOTEKY ..o, 4

HAILIMOHAJIBHBIN KJIMHUYECKUI ITPOTOKOJI MEJULIMHCKHUX
BMEIIATEJBCTB 10 HO30JIOTUM «<HACJIEJJCTBEHHBIM AHTUOOTEK> ......... .41

HAIIMOHAJIBHBIN KJIIMHUYECKH ITPOTOKOJI 1O HPODPUIIAKTHUKE 1
PEABUJIMTALIMU 11O HO30JOI'MH «HACJEJJCTBEHHBIM AHTUOOTEK»............. 46
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2. BBEJIEHHE

Hacaencreennblii anrnoorexk (HAQO)

B nacrosiemM nporokose, npegHa3HaY€HHOM JJIsl CIEUATUCTOB, OKa3bIBAIOIIMX MTOMOIIh
6ombHBIM ¢ HAO, mipuBeieHBI AOCTYIHBIE K HACTOSIIEMY JTHIO KIMHUYECKHE JOKA3aTelIbCTBa,
MOMEHTBI Ha/JIeXkKAIEH MPaKTUKH, a TaKyKe MHEHHS SKCIEepToB. bpljia mpoBeneHa amantanus K
MECTHBIM YCJIOBUSIM, OBLIA YYTEHBI OCOOCHHOCTH JOCTYMHOCTH JIEKAPCTBEHHBIX MPENapaToB K

npuMeHeHuto y 6oabpHbIX ¢ HAO.

OcHOBHBIM TpeOOBaHHEM TIpU pa3pabOTKe MPOTOKOIA, BKIIOYMBIIETO JaHHBIE,
OCHOBAHHBIC Ha JIy4YlICM MHPOBOM OIIBITC, 6]:1)10 HCIIOJIb30BAHUEC MATCPHUAJIOB JIYUIIUX
PYKOBOJICTB 10 JaHHOM TeMe, a TaKKe METOJOJIOTUU CTPOTOro oTéopa HAay4HBIX NAHHBIX MPH
(bopMHUPOBaHUH PEKOMEHAAIMI TaKMX OpTaHU3aluid Kak Poccuiickas acconuanus ajuieprojoroB
n knuHnYeckux uMmmyHosnoroB (PAAKMW), Espomeiickas accoruaius ajqjaeproyiorop u

kinHnYecknx nMmyHosoroB (EAACI), Bcemupnas amiepronoruueckas opranuzanus (WAO).

Onpenesienne

AHrnootéx (AO) — TIoKaIM30BaHHBIN, OCTPO BOZHUKAIOIINNA, TPAH3UTOPHBIN, CKIIOHHBIA K
PEIUANBUPOBAHUIO OTEK KOXKH UITU CIU3UCTBIX 00070ueK. OOBIYHO ATUTCS OT HECKOJIBKUX YaCOB
JI0 HeCKOJIBKUX JTHEH M MPOXOJIUT CAMOCTOSITEIBHO.

HacnenctBennnrii anrnooték (HAO) — peakoe, MOTEHIMATBHO KHU3HEYTPOXKAIOIICE
TeHeTUYECKH JEeTepMUHUPOBAHHOE 3aboseBaHue, MposBisAoomeecs B Buae AO Koxu U
CITM3UCTHIX/TIOJICTTU3UCTHIX 000JI0YEK, BOZHUKAIOIINX 1101 Bo3aelicTBrueM OpanukuauHa (BK).

XapakrepabiMu ocobeHHocTssMu AO nipu HAO sBRSIOTCS OTCYTCTBHE 3y, TUTIEPEMHH
KOXKH, COMYTCTBYIONIEH KpanmuBHUIBI, a Takke OTCYyTCTBHUE »dddeKkra OT JeueHus
KopTHKOocTepouaamu i cucreMHoro npuMeHeHus (cI'’KC) u antuructaMiuHHBIME MpenapaTaMu
st cucteMHoro mnpuMmeHeHus. HAO oTHocuTcs K TNEpBUYHBIM HMMMyHoJeduuuTam 0e3
WH(EKIIMOHHBIX MPOSBICHUN.

Havano wcropun HacneICTBEHHOTO aHTHOOTEKA IMOJOXWJI HEMEIKH Bpad-TEepareBT H
XUPYpr, aBTOp OOJIBIIOrO YKca OTKPHITHI UM HOBIIECTB B 00JacTH MeAuIMHbI | enpux Mpeneyc
Ksunke (Hem. Heinrich Irenaeus Quincke;). B te Bpemena 6one3np nmeHoBanmu Otékom KBuHKe.
B mepBeix omucaHusix 3a0oiieBaHue Ha3bIBalOT emié HacneacTBEeHHBIM aHTHOHEBPOTHYECKHM
orékoM. B HacTosIee BpeMs 00Nie3Hb N3BECTHA, Kak Hacie1cBeHHbII aHTHOOTEK.

1882 — I'enpux Hpeneyc Ksunke (Hem. Heinrich Irenaeus Quincke;) BrmepBbie

onuceIBaeT oTéK KBUHKE.
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https://ru.wikipedia.org/wiki/%D0%9A%D0%B2%D0%B8%D0%BD%D0%BA%D0%B5,_%D0%93%D0%B5%D0%BD%D1%80%D0%B8%D1%85_%D0%98%D1%80%D0%B5%D0%BD%D0%B5%D1%83%D1%81
https://ru.wikipedia.org/wiki/%D0%9A%D0%B2%D0%B8%D0%BD%D0%BA%D0%B5,_%D0%93%D0%B5%D0%BD%D1%80%D0%B8%D1%85_%D0%98%D1%80%D0%B5%D0%BD%D0%B5%D1%83%D1%81
https://ru.wikipedia.org/wiki/%D0%9A%D0%B2%D0%B8%D0%BD%D0%BA%D0%B5,_%D0%93%D0%B5%D0%BD%D1%80%D0%B8%D1%85_%D0%98%D1%80%D0%B5%D0%BD%D0%B5%D1%83%D1%81
https://ru.wikipedia.org/wiki/%D0%9D%D0%B5%D0%BC%D0%B5%D1%86%D0%BA%D0%B8%D0%B9_%D1%8F%D0%B7%D1%8B%D0%BA
https://ru.wikipedia.org/wiki/%D0%9D%D0%B5%D0%BC%D0%B5%D1%86%D0%BA%D0%B8%D0%B9_%D1%8F%D0%B7%D1%8B%D0%BA
https://ru.wikipedia.org/wiki/%D0%9A%D0%B2%D0%B8%D0%BD%D0%BA%D0%B5,_%D0%93%D0%B5%D0%BD%D1%80%D0%B8%D1%85_%D0%98%D1%80%D0%B5%D0%BD%D0%B5%D1%83%D1%81
https://ru.wikipedia.org/wiki/%D0%9A%D0%B2%D0%B8%D0%BD%D0%BA%D0%B5,_%D0%93%D0%B5%D0%BD%D1%80%D0%B8%D1%85_%D0%98%D1%80%D0%B5%D0%BD%D0%B5%D1%83%D1%81
https://ru.wikipedia.org/wiki/%D0%9D%D0%B5%D0%BC%D0%B5%D1%86%D0%BA%D0%B8%D0%B9_%D1%8F%D0%B7%D1%8B%D0%BA
https://ru.wikipedia.org/wiki/%D0%9D%D0%B5%D0%BC%D0%B5%D1%86%D0%BA%D0%B8%D0%B9_%D1%8F%D0%B7%D1%8B%D0%BA

1888 — Vuubsam Ociep (anri. William Osler) Habmro1aeT U OMKUCHIBAET HACIEACTBEHHY IO
dopmy oréka Ksunke. OTEKM NmepHOAWYECKH MOABISAIOTCS y 24-XJeTHed >keHIMHBL Ociep
oOpaiaeT BHUMaHUE Ha CEMEHYI0 (popMy JaHHOTO 3a00JIEeBaHUSs, TaK KaK MOTOOHBIE CHMITTOMBI
HAOMIOAMNCh Yy TMATH MPEAIIECTBYIOMIUX MOKOJeHU cembu mnanueHTku. OTEK BIepBbIC
onuchiBaeTcs, kak HaciencTBeHHbI aHTHOHEBPOTUYECKHUI OTEK.

1917 — CranoBuTcs U3BeCTHO 00 ayTOCOMHO-TOMUHAHTHOM XapakTepe 3a001eBaHusl.

1963 — Donaldson u Evans onucanu npuuuHy 3Toro 3a00yieBaHUs KaKk OMOXUMHUECKUI
nedext — orcyrcrBue nuarnoutopa C1 (C1INH deficiency).

1986 — bsu10 ycTaHOBIEHO, YTO 3TOT TEHHBIN Je(EKT CBsA3aH ¢ XpoMocomoit 11.

1972 — Caldwell BnepBbie onmcan B3auMOoCBs3b AedunuTa naruouropa Cl-screpassl ¢
muMponposnpepaTUBHBIMU 3a00JIeBaHUAMHE (IPHOOPETEHHBIN aHTHOOTEK).

1987 — Alsenz, Bork u Loos oonapyxunu IgG1-aatutena k uaruduropy Cl-acTepass
(MpuOOpPETEHHBIN AaHTHOOTEK ).

2000 — omucaHbI 3CTPOr€H3aBUCHMBIC OTEKH.

2.4 ITHOJIOrHS HACTIEICTBEHHOI0 AHTHO0TEKA

https://raaci.ru/dat/pdf/project NAO.pdf
https://www.sciencedirect.com/science/article/pii/S1939455122000035

B ocnoBe pazButus cumnromoB HAO ¢ nepurnutom Cl-uaruburopa (HAO 1 u II tuna)

JISKUT HAKOIUICHHE OpaaukuHWHA BeienctBue cHuxkenws cuHte3a Cl-unaruburtopa (C1-UHI)
W/AJTM CHWDKEHUS ero (PyHKIMOHAIBHOW akTUBHOCTH. [Ipuunnoi nedunmra C1-UHI aBnsrorcs
myTaruu B TeHe SERPINGI1 (Serpin Family G Member 1). K HacrosimieMy BpeMeHH, H3BECTHO
Oonee 748 knuHUYeCcKH 3HaYMMbIX MyTanuii. Hacinenosanue HAO B aGcomoTHOM OOJIBIIMHCTBE
CJIy4aeB IIPOUCXOIUT 10 Ay TOCOMHO-IOMUHAHTHOMY THUITY, OJJHAKO UMEIOTCS €IMHUYHBIE TAHHBIE
00 ayTOCOMHO-PELIECCHBHOM THUIIE HACJIEJJOBaHMs, CIydyal C KOMIIAyHJ-T€TepO3UTOTHBIMU
JOMHMHAHTHBIMHM TaTOreHHbIMU Bapuantamu. [Ipumepno y 20-25% mnarueHToB 3aboseBaHue
o0yclioBIeHO BHOBb Bo3HUKINEH Mmyrtanuelr B reHe SERPINGI, 1o ects ceMmeiliHblii aHamHE3
OTCYTCTBYET.
[IaTorenes Hac/1eICTBEHHOT0 AHTHO0TEKA

[Tarorene3: C1 wmHrHOMTOp — CEpHHOBas MpoTea3a, KOTopas MPUHUMAET Yy4yacTHE B
perymsiuu paboThl CIAEAYIONIMX CHCTEM: CHCTEMbl KOMIUIEMEHTa, KaJLTUKPEHH-KUHHHOBOM
CUCTEMBI, CHCTEMBI CBEPTHIBAHUS KPOBU 110 BHYTPEHHEMY ITyTH U PHOPUHOTUTHYECKON CUCTEMBI.
HaubGonbiiee 3HaueHue wuMeeT BIUsSHUE (epMEHTa Ha KaUIMKPEUH-KUHUHOBYIO CHCTEMY
(pucynok 1): B orcyrctBun C1-MHI" (u/min ipu cCHIDKEHUH €r0 (YHKIIMOHATBHOW aKTUBHOCTH
(¢paC1-MHI")) mpoucxoauT HEKOHTPOJIUPYEMOe NMpPEBpallleHHE MPEKAUTUKPEHHA B KaJNTUKPEUH

(KK), mox Bo3aelcTBHEM KOTOPOTO PACIICIUISIETCS] BHICOKOMOJIEKY IsIpHbIA KuHuHOTeH (BMK) ¢
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https://raaci.ru/dat/pdf/project_NAO.pdf
https://raaci.ru/dat/pdf/project_NAO.pdf

obpazoBannem BK. Dtor sdpdexr ycunupaer axtuBmzanusa XII dakropa cBepThIBaHHS KpOBU
(FXII) B pesynpTare 3amycka CBEpPTHIBAHHS KPOBH IO BHYTPEHHEMY MEXaHHU3MY (Takxke

00yCJIOBJICHHOMY OTCYTCTBHEM W/WIX HapymieHHeM ¢yHKiunoHansHoU aktuBHocTH C1-MHT).

KannnukpenH-kHHHHOBAs CHCTEMA

EXII [IpexannukpeHH
l Baamwsmno [
FXlla Hh‘illllih 'm[:.ym'r Kannu KpeHH ll_‘/ﬂ'_\_/h/““'-\__1
Iponykrel \\‘_ -
pachiasa Paciennensblii
et Oudpun DubpuHoreH o o - |
*  Denumep I,—’ .
Cucrema pubdpunoIn3a | BMK 3
B2 ¥
[Tnasmuu [MnasmMuHOTEH l
| v [TorknneHMe IMPOHHIHAEMOCTH
COCYIOB
= v" Bazogunsramms
|
AHTHOOTEK

| Cda Cdb

Pucynoxk 1. [Iatorenes HAO ¢ nepunurom Cl-uaruéuropa (I u Il Tuma).

BK — ocnoBnoii MmeauaTop AO npu HAO. BeneacTeue B3anmoelicTBrs OpaJiMKMHUHA C
OpaauKWHUHOBBIMU penentopamu 2 Tuna (B2) mpoucxonuT BazonuisTanusi, MOBBIIIAETCS
IPOHHIIAEMOCTh COCYMCTOM CTEHKH C SKCTpaBaszalueil )KUAKOCTH, 00yCIaBInBaIONICH pa3BUTHE
AO paznmuunoit nmokanm3aruu. [Ipu BeipaxkeHHOM AQO CclIM3UCTOH OOOJIOYKH KHIIEYHHKA
BO3HUKAET KJIMHHKA OCTPOM KHUIIEYHOW HEMPOXOAMMOCTH, SKCTpaBa3alusl >KUJIKOCTH B 3TOM
Clly4ae MOKET OBITb HACTOJBKO BEJHKA, YTO MPUBOAUT K OOPAa30BAHMIO ACIUTA, BhIPAKEHHOMN
TUTOBOJIEMHH, TUTIOTOHHH. BpagukKWHUH OBICTPO pacIleIUIsieTcss Ha TENTHIbI 3HIOTeHHBIMH
MmeTtasutonporenHasamu (Bkiarouass AIID). HecMoTps Ha aKTHBH3ALMIO MPOLIECCOB CBEPTHIBAHUS
KpoBH, y nanueHToB ¢ HAO He 0TMEUeHO MOBBIMICEHHON CKJIOHHOCTH K TPOMOOOOpa30BaHUIO
Omaromapst tomy, uro B orcytctBun C1-UHI™ aktuBM3upoBaHa Taxke u cuctema GuOpHHOIU3A,
YTO MPHUBOJUT K MOBHIIICHHON TpaHCHOPMAIUH TNIA3MUHOTCHA B TJIA3MUH.

ITaTtorenez HAO c HopmanbHbM ypoBHeM C1-MHI" 10 KoHIIa HE U3y4Y€H, OTHAKO CXOJCTBO
KJIIMHUYeCKOW KapTuHbl ¢ TakoBor mpu HAO I/II tumoB, maeT ocHOBaHMS Tpenrnonaratb, 4To
KIII0UeBBIM MegaTopoM AQO Tak ke MOXKET SBIAThCS OpaauKuHUH. Yalie Bcero K pa3BUTHIO ATOU
dopmer HAO mpuBoaut mytanus B reHe XII ¢axropa cBepreiBanus kpou - HAO — FXII
(mpumepHo 25% Bcex cimydaeB HAO c¢ HopmanmsHbiM ypoBHeM C1-MHI'). HacnemoBanmue
MPOUCXOIUT IO ayTOCOMHOJOMHUHAHTHOMY THIy C HU3KOW NeHeTpaHTHocThio (6onee 90%
MYy>KUMH-HOCUTENeH wmyTanmmu u Oonee 40% OSKEHIIWH-HOCUTENEH MyTalldd HE WMEIT

KJIMHUYECKUX MPOsIBICHUH 3a00neBanus). Bece onmmrcanHble MyTalMy JOKAIU3YIOTCS B 9 3K30HE
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rena XII ¢akropa, oTHOCATCS K THIy «gain-Of-function» ¥ MpHUBOAAT K MOBBIIICHUIO CHHTE3a
aktuBupoBaHHoro XII ¢akropa cBepreiBanus KpoBu. Taxke onucansl ciydau passutus HAO c
HopManbHbIM ypoBHeM C1-MHI Beencreue mytanuu B renax anruonodtuna 1 (HAO-ANGPTL);
mwiasmuaoreda (HAO-PLG); kunmborena 1 (HAO-KNGI1), muodepauna (HAO-MYOF),
renapadcyibdar (HS)-rmrokozamun 3-O-cynbdorpanchepaza 6 (HAOHS3ST6) Oxnako mpu
HAO ¢ HopmanbHbeiM ypoBHEM C1-MHI' BBIIBUTH KIMHUUCEKN-3HAYMMYIO MYTAIMIO Yallle BCETO
HE YyJIaercsd, B TaKOM CjIydae IIPU TUIMYHOM KIMHUYECKON KApTUHE U HAJIMYUU CEMEUHOIO
aHaMHe3a BeIcTaBisieTcst Auarnos: HAO c vensBectHoi myTtanuein (UNK-HAO).

2.5 Knaccudukanus 3a00/ieBaHUs WM COCTOSHUSA (TPYNNbI 3200/1eBAHUI WJIN COCTOSIHUIA)
https://raaci.ru/dat/pdf/project NAO.pdf
https://openurl.ebsco.com/EPDB%3Aqcd%3A2%3A31015218/detailv2?sid=ebsco%3Apli
nk%3Ascholar&id=ebsc0%3Aqcd%3A154806899&crl=c

HAO ¢ ne¢puuurom C1-UHT'.

* HAO I-ro Tuna o0ycioBiIeH CHHKEHUEM KOJMYECTBa U (PYHKIMOHAIBHON aKTUBHOCTH
C1- UHT B nnazme (85% Bcex cmyuaeB HAO);

* HAO II-ro tuma oGycioBieH cHmwkeHneM GyHKnuoHansHoi aktuBHOCTH C1-UHI, mpu
stom ypoBeHb C1-MHI' coxpansiercs B mpezenax HOpMmbl win moBbimeH (15% Bcex cimydaes
HAO).

HAO ¢ HopmaabsabeimM yposaem C1-UHI:

* HAO ¢ myranueii B rene XII daxrtopa cBepreiBanust kposu (HAO - FXII);

* HAO ¢ myranueii B rene miasmunorena (HAO-PLG);

* HAO ¢ myranueii B rene anruonodtuHa 1 (HAO-ANGPTL);

* HAO ¢ myranueii B rene kuauHorena 1 (HAO — KNG1);

* HAO ¢ myranueii B rene muodepaunna (HAO-MYOF);

* HAO c¢ myranueii B rene heparan sulfate (HS)-glucosamine 3-O-sulfotransferase 6
(HAOHS3ST6);

* HAO c neusBectnoit myranueit (UNK-HAQ), ycranaBnuBaercst mpu HopMaibHOM ypoBHe Cl-
MHTHOUTOpa U ero (PyHKIHMOHAILHON aKTUBHOCTH B ClIy4ae TUIIMYHOM KIMHUYECKON KapTHUHBI B
COUYETaHHH C MOJIOKUTETHLHBIM CEMEIHBIM aHAMHE30M.

K.]'II/IHI/IKa HaCJICACTBCEHHOI'0 aHIr'MO00TEKAa
https://raaci.ru/dat/pdf/project NAO.pdf
https://www.sciencedirect.com/science/article/pii/S1939455122000035

XapakTepeH paHHHMH 1e0r0T 3a00JIeBaHUsl B MEPBOW MM BTOPOW JIEKaje >KU3HHU, OIHAKO
BO3MOXHO OoJiee MO3/HEe MOSIBIEHUE MEPBbIX CHUMIITOMOB BILIOTH IO MOXHJIOTO Bo3pacTa. Y

OOJILIITMHCTBA TAIMEHTOB MPOCIICKUBACTCS CEMEHWHBIH aHaMHe3, OAHAKO y 25% MalueHTOB OH
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otcyTcTByeT. KimmHudeckas kaptuHa 3a0osieBanus nposiBisiercs AQO pa3iMdHON JIOKATU3aIuH,
HEYYBCTBUTEIBHBIMU K TEpalud AaHTUTUCTAMUHHBIMU MpernapaTaMyd Il  CUCTEMHOIO
npumenenus u cI'’KC.

K Hanbonee yacThIM KJIMHUYECKUM MPOSIBICHUSIM 3a00JI€BaHUS OTHOCSATCS:

Peuuousupyrowue nepugpepuueckue AQ — nandosee 4acToe KIMHUYSCKOE MPOSBICHUE

3a0oneBanus, BcTpedatonieecs npakrudeckun y 100% mnaumentoB ¢ HAO. AO mpu HAO xkak
NpaBUJI0O HE CONPOBOXAAIOTCA KpanuBHUIEH. AQO MeAJIGHHO HapacTaloT, HUX CpeaHss
MIPOJIOJDKUTENBHOCTD 2-4 CyTOK. BO3MOXHO HallM4uue MOKaJIbIBAHUS, XOKCHHS, O0JIE3HEHHOCTH B
Mecte AO. Bepxaue u HUKHUE KOHEYHOCTH - HauOoJiee YacTast IOKaIu3amus. |

Abdomunanvuble amaky — BTOPOI 110 YaCTOTE CUMIITOM, BCTPEYAIOIIMICS Y MAllUEHTOB C

HAO (6onee 80%). Knmunndeckue mposiBICHUSI MOTYT BapbHPOBATh OT AUCKOM(OPTA 10 OCTPOii
00J11 B 00J1aCTH )KMUBOTA, COTMPOBOXKIAFOIICICS pPBOTOM, TUAapeei WIIM 3arI0pOM, B3IyTHEM, PE3KOU
c1aboCThIO (MPU PA3BUTHH acClUTa BO3HHMKAeT rumoBojiemusi). C MOMOIIBIO BU3YyAIU3UPYIOIIHX
METOJIOB MccliefioBaHusl (yJIbTpa3BykoBoe uccinenoBanue (Y3M) u koMmbeloTepHas ToMorpadus
(KT) opranoB OpromHO# MOJIOCTH) MOXHO BBIIBUTH OTEK y4acTKa KHUIIEYHHKA M CBOOOIHYIO
KUJKOCTb B OPIOIIHOM MOJOCTHM WJIM TMOJIOCTH Majoro Taza. AOJOMUHAIbHBIE aTaKh 4YacTo
ABIIAIOTCS MPUYMHOM HEOOOCHOBAHHOTO XUPYPTrUYECKOr0 BMEUIATENbCTBA, TaK KaK CHUMIITOMBI
UMUTHUPYIOT KIIMHUKY «OCTPOTO KMBOTa». Hepenko abqoMUHaIbHBIC aTaKU SIBISIFOTCSI TIEPBBIM
KIIMHUYECKUM TPOSIBICHUEM 3a00JIEBAHUS, UTO 3aTPyAHSET MOCTAHOBKY JIHArHO3a.

AQ, cnocoonvie npugecmu K_acurcuu_(ycuzneyzpoxycarouiue AQ): AO ropranu, AO

s3pika, AQO cBsi304HOro ammapara W HeOHOW 3aHaBecku. [lpm AQO s3bIKa — OTMeEUaeTcs
CYIIIECTBEHHOE YBEIIMYEHHUE €T0 B 00bEME, YaCTO SI3BIK HE TOMEIIAETCS B POTOBOM MOJOCTH.

K 6onee peoxum KiunuuecKkum nposeieHuam 3a00,1e6aHUSL OMHOCAMCA CAeoVviouiue

npOoA6ICHUA 3A00/1C6AHUSL.

* HHTeHcuBHBIE TOJOBHBIE O0nu (Bo3HHMKawmme npu AO MO3TOBBIX 000J0YEK),
COHpOBO)KI[aIOH.II/IeCH OH_IYH_ICHI/ICM CAaBJICHUA T'OJIOBBI, OH_IyH_IeHI/IeM OaBJICHUSI B TJIA3HBIX
5[6J'IOK3.X, HGHYBCTBHTGHBHBIX K I[eﬁCTBHIO AHaJIbI'CTUKOB,

e CwibHBIC 0OJIM NMPU MOYCHCITYCKAaHWUHU, MPEPHIBUCTOC MOYCHCITYCKaHHUE, 3aTpyIHCHUE
MOYEHCITYCKaHHS BIUIOTH JIO aHYPHH, BO3HUKaOIKe Ipu AO MOUYEBOTO MY3BIPS B YPETPHI;

o AO MBIIIIT, XapaKTepI/I?)yIOH_II/ICCH OI‘paHI/I‘ICHHBIM yHJIOTHeHI/IeM MBIIIIBI,

* AO cycTaBos;

* AO numeBoja (MposBIseTCs OOIBI0 W/HIIM OIIYIICHUEM CIIaBJICHUs B 00JIaCTH TPYAHOU
KJICTKH, HE COMPOBOXKIAIONITUECS H3MECHCHHUSMH Ha DJIEKTPOKApIHOTpamMme;

* AO opraHoB MOYEBBIIEIUTEIBHON CUCTEMBI.
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VY nmamueHToB MOTYT OBbITh «IpeaBecTHUKM» AQ: KoneOaHUWE HACTPOECHHs, Jempeccus,
cJ1a00CTh, MAPECTE3UH, OLIYIICHUE YTOJIICHUS KOKH, MaprUHaJIbHAast SpUTemMa u Jp.;

Mapzunanvnaa 3pumema — HE BO3BBIIAIOIIMECS HAJ MOBEPXHOCTHIO KOKHU BBICBHIITAHUS

PO30BO KpacHOro LiBeTa, 0€3 3ya 1 LIeTyLIeHUs, TPOXOosIue 6eccaeHO B TEYEHNE HECKOJIBKUX
4acoB — JBYX CYTOK. MOTryT OBITh CaMOCTOSITEIbHBIM IPOSIBICHUEM 3a00JI€BAHNS WU ABISATHCS
«mpeasecTHUKamMu» pa3zButus AO.

Tpurrepst AO npu HAO:
— MeXaHu4eckas TpaBMa (B TOM 4YMCIe, AJUTEIbHOE CIABJICHUE, YKOJI, YHIMO, OnepaTHUBHbIE
BMEILIATENIbCTBA, CTOMATOJIOTMYECKHE BMEUIATENbCTBA, MHBA3UBHBIE METOJbl OOCIENIOBaHUS U
ap.);
— ocTpble HH(EKINU/AEKOMIICHCAIUS JIF00OH COMYTCTBYIONIECH MMaTOIOTHH;
— MEHCTpyaIus/0epeMEeHHOCTh/TaKTaIHs;
— IPUEM NpenapaToB, COAEPIKAIIUX ICTPOTEHBI;
— npueM HHruouTopoB AIId, aHTaroHUCTOB perenTopoB anruoreHsuna II;
— cTpecc.

3.2 IuarHocTuYecKmne KPUTEPHH HACICICTBEHHOI0 AHTHO0TEKA

Hacropa:xuBarwomue npusnaku HAQO:

1. PermunuBupytomue AO, KOTOpble HE KYNUPYIOTCS (MM COMHHTENbHbIN 3¢ddekt) Ha ¢one
Tepanuu TIIIOKOKOPTUKOCTEPOHIaMH, aHTUTUCTAMUHHBIMU Tipenaparamu (AO He Kynupyercs B
TEUEHUU CYyTOK U Oosee);

2. Hanuuue y nanyeHTa B aHaMHe3e:

* MOBTOPHBIX OOpAIICHUN 3a METUIIMHCKOW MOMOIIBIO IO IOBOAY «OCTPOTO KHBOTa» 0e3
BBISIBJICHUSI OObEKTHBHOW MPUYMHBI BOSHUKHOBEHHUS 0OJIEBOTO CHHIPOMA,

* PELIUIUBUPYIOIINUX aCIATOB BO BpeMs O0JIEBOTO CHHIpPOMA IO AaHHBIM Y 3.

3. Coueranue y narmenta AO ¢ mpuCTyIiaMu OCTPOM 00JIM B )KUBOTE 110 JTAHHBIM aHaMHE3a.

4. OTAroIIeHHLIN CEMENHBIN aHaMHE3:

* V¥ nmanuenTa ecth (0buTH) poACTBEHHUKH ¢ AO ¢ TOBTOPSIOIIMMICS IPUCTYIAMH OCTPOI 001K B
JKUBOTE B aHaMHE3e.

* CMepTh POJACTBEHHHUKA OT aCUKCHUU.

5. Tpurrepst AO: cTpecc, MexaHuyeckas TpaBMa (ykon, ymuO, yAap, CHIaBJICHHUE),
CTOMATOJIOTUYECKUE MAaHUTYJISIIUU, XUPYPTUUSCKUE BMEIIATENbCTBA, MEHCTPYAIUH H JIP.

6. JleGrot/yuamenue/yTsokenenne AO Ha ¢oHe TpuemMa MpenapaToB: COACPIKAIIUX ICTPOTCHBI,
uHruouTopsl AII®, G10KaTOPHI perenTopoB anrnoTeH3uHa I1.

Bcem mammentam ¢ momo3pennem Ha HAO pexomenmyeTcst TpoBOAUTH AudQepeHInanbHYIO

JMAarHOCTUKY CO CIEIYIOUMMH 3a00JICBAaHUSMU C LIETbI0 YTOYHEHUS IMarHo3a:
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— IIpuoGperennsiii anrnooTek (ITAO) ¢ nedunurom/HapymenneM GyHKIIMOHATEHON aKTHBHOCTH
C1-unrubutopa;

— AO, BbI3BaHHBIMH NpUeMOM UHTHOUTOPOB AII®D u aHTarOHUCTOB PELETITOPOB AHTMOTCH3MHA
Il;

— AO, BbI3BaHHBIMU MEMATOPAMH TYUHBIX KJIETOK;

— Wnuonarnueckumu AO;

— IlceBnoanrnoorékamu (TUIIONPOTEMHEMUUECKHE OTEKH, CUHIpOM MenbkepccoHa-Po3zenrans,
CHHJIPOM BEpXHEH IOJION BEHBI U JIP).

[Ipu mpoBenenun auddepennmansaoil nuarHoctukd HAO ¢ mo0biM npyrum 3aboseBaHuEM
(TICeBIOaHTMOOTEKH ) PEKOMEHAYETCSI IOMHUTB O TOM, 4TO cUMIITOMBI ipu HAO nsTcst oT yacos
JI0 HECKOJIBKUX CYTOK U IIPOXOJAT OECClIeIHO, eCli OTEK COXpaHseTcs Ooee IIUTEIbHOE BpeMs,
to auarHo3 HAO manoBepositeH. B O0OnbIIMHCTBE CilydaeB, UCKIIOYEHUE ITHUX 3a00JICBaHHM,

OPUBOJANIMX K Pa3BUTHIO TICEBIOAHTMOOTEKA, BO3MOXKHO YK€ Ha 3Tare cOopa aHaMHe3a U

O0CMOTpA.

Ta6anna 2. Kpurepun nnarsocrukn Hacnencreennoro anrnooréka (HAO).

IMIalfM€HTa B CEMbEC

Kpurepun 1uarHocTuku HAO c¢ ne¢puuurom C1- HAOQO ¢ HopMaJIbHBIM
HHIUOUTOpa ypoBHeM C1-UHruduropa
Jlnarnoctudeckue KpuTepuu >1 xkpuTepus: >1 kpuTepus:
JUIst iepBoro obcnenyemoro | *Penuausupytoniue *PenniuBupytomue

nepudepuyeckue AO;
*PennnuBupyromue
a0IOMUHAILHEIE aTaKK,
* AO BepXHHX JbIXaTEJIbHBIX
MyTEeH.
JIONOTHUTENBHBIA KPUTEPUIA:
CeMeHHBIH aHaMHE3

41

JnarHocTu4ecKku  3HAYMMOE

camwxkenue Cl- UHI w/wmm
€ro (byHKIMOHATIBHON
AKTUBHOCTH.

U > 1 kputepus:

¢ THArHOCTHYCCKHW 3HaAYHUMOC

camxenue C1-UHI w/uinum ero

nepudepuyeckue AO;
*PennnuBupyromue
a0IOMUHAILHEIE aTaKK,

* AO BEepXHHX JbIXaTEIbHBIX
MyTEeH.

JIONOTHUTENBHBIA KPUTEPUIA:

CeMelHbIN aHaMHE3

u
VYpoenr CIl-MHI' u ero
(YHKIIMOHATBLHOM
AKTUBHOCTH B TIBYX

HCCICAOBAHUAX HC CHUIKCHBI,
nim ux CHMIKCHUC
JUAarHOCTHYCCKHU HE3HAYHUMO.

N > 1 kputepus:
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(byHKIMOHATBHOM

aKTUBHOCTH TP TOBTOPHOM
UCCJICJIOBAaHNUH, * BBIABICHHUE
MaTOTeHHON MYTaluH B TEHE

SERPING1.

. HaJIUu4ue CEMENHOTO

aHaMHe3a 3a0o0neBaHus
(cumnToMBbl Ooniee, 4eM y 2X
YJICHOB CEMbH);
® BBISIBJICHUEC aTOT€HHOM
MyTallukx B OJHOM H3 I'CHOB!
mnasmuHorena, Xl ¢akropa
CBEPTHIBAHUS KPOBH,
aHTUIIodTHUHA-] , KHHHUHOI'CHa
1, wmumodepnuna, heparan
sulfate (HS)-glucosamine 3-

O-sulfotransferase 6.

Jlnarnoctudeckue KpuTepuu
JUTS] TAI[UEHTOB C
KJIINHUYECKUMHU
nposisnenusimu HAQO, y
KOTOPBIX €CTh YJIEH CEMBHU C
HNOATBEPKICHHBIM JHATHO30M
HAO u ycraHoBieHHbIM

THIIOM

Y nanuenTa ecth
POICTBEHHHK €
NMOATBEP:KIeHHBIM
muaraozoM HAO u
YCTAHOBJIEHHBIM THIIOM
>1 kpurtepus:
* PenunuBupyrome AO
*PeniunBupyomue
a0IOMUHAILHBIE aTaKK,
* AO BepXHHX JAbIXaTeJbHbBIX
MyTEeH.

N/ NJIN > 1 kputepus

* IMAarHOCTHYECKH 3HAYMMOE
cumwkenue C1-MHI u/unm ero
(byHKIMOHATBHOM
AKTHMBHOCTH,

* BBIIBJIECHHE IATOrE€HHOM

mytanmu B reHe SERPING1

(KaK y pOoACTBEHHUKA).

Y nanuenTa ecth
POICTBEHHHK €
MOATBEPKAEHHbIM
muarnosoM HAO ¢
HOpPMAaJIbHBIM ypoBHeM C1-
HHruduTOpa
>1 kpuTepus:

* PenunuBupyronme AO;
*PennnuBupyromue
a0IOMUHAILHBIE aTaKK,

* AO BEepXHHX JbIXaTEIbHBIX
MyTEeH.

N/NJIA (TOJBLKO I

POACTBCHHUKOB NMAIIMCHTOB,

Y KOTOPbIX BbIABJICHA

MYTa!!I/IH!

MIaTOT€HHOMI

*  BBISIBIICHUE
MyTallid B OJHOM M3 T'€HOB
(kak 'y  pPOICTBEHHHUKA):
mnasmuHoreHa, Xl ¢akropa
CBEPTHIBAHUS KPOBH,

AHTHUITO3THHA- | , KHHHUHOI'CHa
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1, wmwmodepnuna, heparan
sulfate (HS)-glucosamine 3-

O-sulfotransferase 6.

IIpu OTCYTCTBHH y nauMeHTa CUMIITOMOB
YCTAHABJIMBAETCS TOKJINHUYECKAS CTAIUS

4

3.3. Kaao0bl v aHAMHE3:

[Ipu cOope >xamod W aHaMHE3a PEKOMEHIYEeTCS 00pamaTh BHUMAaHHE Ha CJCAYIOIIHE
XapaKTEepHBIC TPU3HAKHU:

— HaJuyue OTEKOB PA3JIMYHOM JOKaJIU3alUu;

— TMPUCYTCTBUE WHTEHCUBHBIX 00Jieii B KHUBOTE, B TOM UHCJIE NPUBOIAMIMUX K
TOCMUTAIM3AIMN C KIWHUKOH «OCTPOTO 3JKMBOTa» 0€3 BBISBICHUS MPUYMH, CIHOCOOHBIX
00yCIIOBIMBaTh BO3HHUKIIHME cUMITOMEI (ratonoruu JXXKT, Xupypruueckoit maTtoioruu u T. 11.);

— CBA3b OTEKOB C MEXaHMYECKUM BO3ACUCTBHEM (TpaBMOW, HWHBa3WBHBIMU
MaHUOYJSAUUAMA W JAp.), (U3MYECKMM M SMOIMOHAJIbHBIM HANpPSDKEHUSIMH, OCTPBIMU
pecnupaToOpHbIMU 3a00JI€BAHUSIMU;

— Ne0roT 3a001eBaHMs B IETCKOM/MOJIOIOM BO3PACTE;

— OTCYTCTBHE COITyTCTBYIOIIEH KPATMBHUIIBI, MOXKET ObITh MapTUHATIBHAS SPUTEMA,

— MOTYT HUMEThb MECTO «IPEIBECTHUKW» OTEKOB: KoJieOaHUE HACTPOEHUS, JETPEcCHs,
c1ab0CTh, MApPECTE3UH, OILYIIEHNE YTONIIEHHUS KOKU, MapruHallbHas dpUTeMa H Jip.;

— XapaKTepHO MEIJIEHHOE HapacTaHWE U KyUPOBaHUE CUMOTOMOB. OTEKH pa3BUBAIOTCS B
TEYEHUE HECKOJIbKHX YAaCOB U MOTYT COXPAHSTHCS JO HECKOJIbKUX CYTOK;

— orcyrcTBue dddexra ot BBeaeHus: [ KC, aHTUTHCTaMUHHBIX TIPETIapaToB;

— y )KCHIIMH: YXYAIICHHE TCUCHUsI 3a00JIeBaHUS BO BpeMsl OEpeMEHHOCTH, Ha (hOHE ITprueMa
ACTPOreHCOIepKAIINX TPENapaTos;

— HaJIMYMe CEMEWHOTro aHaMHe3a, 0COOEHHO YKa3aHUe Ha CIydau THOEeNH pPOJICTBEHHUKOB

OT OTEKA T'OPTaHH.

5C | Pekomenayercs BceM TMalMEHTaM C  TPEANOJIAraeMbIMH  HACIEICTBCHHBIMH
aHTHOOTEKAMU cOOpaTh MH(OPMAIIHIO O BCEX BO3MOXKHBIX MPOBOIHUPYIOMUX (HaKTOpax
C LIEJbI0 UX BepU(PHUKAIINH.

Kommenmapuu: CO60p aHaMHe3a W >kajo0 HUrpaeT BaXXHYIO pOJIb JJIs MOCTAHOBKHU JHMAarHosa
HACJIC/ICTBEHHOTO AHTHOOTEKA, OMNpEJENeHHUs] NPUYMHBI €ro pa3sBUTHA M NPO(UIAKTHKH

MIOBTOPHBIX PEAKIIUi.

4 C | 1. obcrosTenbeTBa, MPH KOTOPHIX pasBuiicsi AO (TpaBMma, HHBa3UBHBIC MaHUIYIISIINH,
(bu3nIeCcKe U SMOIIMOHAILHBIC HAIIPSDKEHUS U JIP. ).
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2. BpeMsi BO3HUKHOBeHHS AQO - MOTyT HMETh MECTO «IPEIBECTHUKH» OTEKOB
(konebaHue HACTPOCHHUS, JEMpeccus, ci1aboCcTh, MapeCTe3nH, OIIYIICHHE YTOJIICHUS
KOXKM, MapruHallbHas »JpUTEeMa U Jp.), XapaKTepHO MEAJICHHOE HapacTaHue |
KyIIHPOBaHUE CUMITOMOB (OTEKH Pa3BHBAIOTCSl B TEUCHHE HECKOJIBKHX YacOB M MOTYT
COXPaHSATHCSA 0 HECKOJIBKUX CYTOK), OTCYTCTBHE COIYTCTBYIOIIEH KPAalIUBHUIIBL.

3. Hanmuuue (aKTOpOB, MOBBIMAIOIIMX pPHUCK pa3BuTuss AQO (Hamuuue ceMeiHoro
aHaMHe3a, 0COOCHHO YKa3aHUe Ha CIIy4au IMOeIN pOJCTBEHHUKOB OT OTEKA FOPTAHH).

5 C | PexomenmyeTcst BceM marueHTaM ¢ npeamnoiaraeMbiMu AO OIIEHUTh XapaKTEpHBIC IS
KIIMHUYECKOW KAapTHUHBI JKajloObl C IENbI0 TMOCTAHOBKU JUArHO3a, OMpEeIeNieHUs
BapHaHTa, XapaKTepa TEUCHHUsI, CTCTICHH TSHKECTH 3a00JICBaHUSI.

Kommenmapuu: KanoObl marmeHTa 3aBUCAT OT CTENIEHU TSHKECTH, TIOMUHHUPYIOIICH KITMHHYECKOM

CUMITOMAaTUKH, XapakTepa TeueHuss HAO.

3.4 ®duzukajbHoe 00cJaeT0BAHUE:
https://raaci.ru/dat/pdf/project NAO.pdf

5C | Pexomenayercs BceM manueHTam ¢ HAO mpoBecTd (QU3MKAIBHBIA OCMOTP C LENbIO
IIOCTAHOBKH JIMarHo3a, ONpeieeHusl BApUAHTa, XapaKkTepa TeUeHHUs], CTEIICHH TSKECTH.

[Tpu PpusnkaIbHOM OCMOTPE y BCeX MaIMeHTOB ¢ mojgo3peHueM Ha HAO niist ycraHoBIeHUS
JMarHo3a peKOMEHAyeTCsl ONpeAeNuTh XapaKkTep OTEKa JJiS BBIABICHUS MPU3HAKOB, TUITUYHBIX
Jutst aHrnooTéKoB pu HAO (aHrMooTek HECUMMETPHUYHBIM, COXpaHSAETCs 10 5 THEH, TOJTHOCTBIO
npoxoaut 0e3 ciena).

[TarmenTam ¢ kanob6amMu Ha OIIYIIEHHE OTEKa B ropJie, HapylIeHUe IbIXaHUsS U TJI0TaHus,
OCHILIOCTDH ToJioca, TUCHOHHIO, CTPAaX CMEPTH, CTPUAOP PEKOMEHAYETCSl TPOBECTH BU3YalbHOE
oOclileZloBaHNE BEPXHHUX JIBIXAaTENbHBIX IyTEH, OLIEHKY 3BYYHOCTH TIO0JOCa, BO3MOXKHOCTHU
IJIOTaHMS C LEIbI0 OLIEHKH ITPOXOJIUMOCTH BEPXHHUX JIbIXaTENIbHbBIX MTyTEH.

Kommenmapuu: Hanmane AO 1omkHO OBITH MOATBEPKACHO TP ocMoTpe BpadoM. AO HapacTaeT
MEJIEHHO, HO BpeMsl OT MOSIBICHHUS CHMIITOMOB HapyLICHHS JAbIXaHUS JO TMOJHON achuKCUU
HernpeckasyeMo (B cpenHeM coctasisier ot 20 10 40 MUHYT).

3.5 JlaGoparopHas AMArHOCTHKA.

https://raaci.ru/dat/pdf/project NAO.pdf
https://www.sciencedirect.com/science/article/pii/S1939455122000035
https://openurl.ebsco.com/EPDB%3Agcd%3A2%3A31015218/detailv2?sid=ebsco%3Apli
nk%3Ascholar&id=ebsco0%3Aqcd%3A154806899&crl=c

5C HAO | tuna auarHoctupyercs B ciydae, korga yposenb CI-MHI' u ypoBenb ero
(GyHKIMOHAIBHON aKTUBHOCTH cOCTaBistOoT MeHee 50% ot Hopmbel. HAO Il Tuma
JTUArHOCTUPYETCS TIPH BBISBIICHUN CHYDKEHUS QyHKIIMOHATBHOM akTuBHOCTH C1-MTHIT

6omee uem Ha 50% OT HOPMBI TPU OTCYTCTBUU TUATHOCTUYECKU 3HAUMMOTO CHUKEHUS
ypoBHs C1-UHI".
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https://raaci.ru/dat/pdf/project_NAO.pdf
https://raaci.ru/dat/pdf/project_NAO.pdf
https://raaci.ru/dat/pdf/project_NAO.pdf
https://raaci.ru/dat/pdf/project_NAO.pdf
https://www.sciencedirect.com/science/article/pii/S1939455122000035
https://www.sciencedirect.com/science/article/pii/S1939455122000035
https://openurl.ebsco.com/EPDB%3Agcd%3A2%3A31015218/detailv2?sid=ebsco%3Aplink%3Ascholar&id=ebsco%3Agcd%3A154806899&crl=c
https://openurl.ebsco.com/EPDB%3Agcd%3A2%3A31015218/detailv2?sid=ebsco%3Aplink%3Ascholar&id=ebsco%3Agcd%3A154806899&crl=c
https://openurl.ebsco.com/EPDB%3Agcd%3A2%3A31015218/detailv2?sid=ebsco%3Aplink%3Ascholar&id=ebsco%3Agcd%3A154806899&crl=c

Tab6anna 3. JlaGopaTopHas ITMarHOCTHKA OPAaAMKMHUHOBBIX AHTHOOTEKOB

JlabopaTropHbIii HAO IIpuodperennie
Mapkep AHTM00TEKHU
HAO | HAO 11 HAO ¢ ITAO AO,
THIIA THIIA HOPMAJIbHBIM BbI3BAHHbIE
ypoBHem C1- uAll®
HHIUOUTOpa
C1-uHrudurop 1 (>50% ot N/1 N /N N
N)
®dyukuuonadbHas | | (>50% ot | | (>50% ot N 1 >50% N
aktuBHocTh C1- N) N) or N)
HHruduTOpa
C4 1 >50% ot | | (>50% ot N ! N
N) N)
Clq N N N ! N
AnTHTesna K C1- - - - + -
HHTHOUTOPY
I'eneTtuueckas SERPING1 | SERPING1 FXII, PLG, - -
MYTaI U ANGPT1,
KNG1,
MY OF,
HS3ST6

Bcem manmentam-npobanmgam ¢ momo3peHueM Ha HAO pexomeHayeTcs MpoBEACHHUE
JIBYKpaTHOTO UccieoBanus ypoBHsa nuaruoutopa Cl-screpassl (C1-INH) B kpoBH 1 omnpeneneHue
dbyHkuonanpHOW  akTtuBHOCTH  Cl-3cTepa3sHOro  WHTHOMTOpa B KPOBU  METOAOM
UMMYHO(EPMEHTHOTO aHallu3a B KPOBU HJIM HCCIeOBaHUs YpoBHs mHruouropa Cl-screpassl
(C1- INH) B xpoBu U (PpyHKIHOHATBHOW akTUBHOCTH Cl-3cTepa3sHOro MHrHOMTOpa B KPOBU B
COYETaHUM C TPOBEJACHUEM MOJECKYJSIPHO-TEHETHUYECKOTO HCCIEIOBaHUSI MYTallMid B TEHE
SERPINGI1 B kpoBU MeTOJaMU CEKBEHUPOBAaHUS U KonuecTBeHHOU MLPA st monreepxaeHus

nuarHo3a HAO I wn Il tuna (tabnumna 2, Tabmumia 3).

Kommenmapuu: w3menennsle nokazarenu (uHruourop Cl-sctepassl, (yHKIMOHATbHAS
akTuBHOCTH Cl-3cTepazHoro MHruOMTOpa) TpeOyIOT MOATBEPKICHUS C MHTEPBAJIOM HE MEHee,
yeM 1 Mmecsu. XKenaTenpHo nmpoBeeHHe XOTs Obl OJHOTO U3 MCCIEI0BAHUS BO BPEMs pa3BUTHS
AO, 0cobeHHO B ciy4ae, €M AaHHbIe KIMHUYECKOH KapTHHBI HE COOTBETCTBYIOT pe3ysbTaTaM

IMPOBCACHHBIX HCCHGHOBaHHﬁ. HpI/IHI/IMa}I BO BHHUMAaHHC, 4YTO NCPUOJ IIOJTYBBIBCACHUA
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uaruouTopa Cl-scTepassl cocTaBisieT 62 daca, 11e71ecoo0pa3Ho MPOBOIUTHL U3MEPEHHS HE paHee,
yeM uepe3 3 JHA Mocie OTMeHbI penaparta naruouropa Cl-screpassl yenoBeka. MkatubaHt He
BIIUSIET HA CPOKU MPOBEACHUS aHATU30B. Y 3IOPOBBIX KEHIIUH ypoBeHb Cl-UHTHOUTOp U ero
(GYHKIIMOHAJIBHOW AKTUBHOCTH B IIa3M€ KPOBH CHIDKAIOTCS BO BpeMs OEpeMEHHOCTH U
BO3BpAIlIalOTCSl K HOpME TMociie pozopaspemieHus. [1oaTomy pesynbTaTbl aHATU30B JOJKHBI
MHTEPIIPETUPOBATECSI C OCTOPOYKHOCTHIO. PekoMeHayeTcsi MOBTOPUTH HCCIIEIOBaHUS IOCIIE
poaopaspemieHust aias noareepxaeHus nuaraoza HAO. OtcyTcTBrEe BBISBIEHHON MyTalud HE
uckimovaer auarno3 HAO. [l yBenwdenuss 3()PEKTUBHOCTH TEHETHYECKOW JTMAarHOCTHKU
BO3MOKHO MPOBEJICHUE MTOMCKA MyTallMi B JAHHOM T'€HE ¢ UCIoJib30oBaHuEM MeTooB NGS, min
MPS (maccoBoe napauieIbHOE CEKBEHUPOBAHUE), BCErO I€HA, BKIIIOUAsl BCE DK30HBI U MHTPOHBI
(rapretHass MPS-nanens), 1u60 reHoMa (IOJHOTEHOMHOE CEKBEHHPOBAHHE) C 00s3aTEIbHBIM
npuMeHeHrueM anroputmoB aHanm3a CNV. B ciyyae, eciin y manueHTa BbISIBIIEHA MTaTON€HHAS
myTarus B reHe SERPING1 npoBenenne nmoBropHoro uccienoBanus ypoBHs Cl-uHruburtopa B

KpPOBHU U pyHKIMOHANBbHOM akTuBHOCTH C1-MHrHOUTOpa B KPOBU HE SBISIETCS 00513aTEIBHBIM.

BceMm nanuenTaM-poactBeHHukam ¢ nogo3penuem Ha HAO pekomeHiyeTcst IpoBeIeHUE
OJIHOKPATHOTO HcclieoBanus ypoBHs uHruouropa Cl-screpassl (C1-INH) B kpoBu B KpoBH U
dbyHKmoHanpHOW akTuBHOCTH Cl-3cTEepa3sHOro WHrHOMTOpa B KPOBH WM TIOMCK paHee
BBIABIICHHOM Yy mpobaHga maroreHHod wmyrtanuu B reHe SERPING1  wmonexymsipHo-
TEHETUYECKUMH MeTojaMu Juisi moarBepxkacHus auarHoza HAO I wmm Il Tuna.(tabmuma 2,

tabnuia 3, npuwioxenue b1).

Bcem poacrBenHukam (B ocobeHHocTu netsam) namuenta ¢ HAO I u Il Tunos (naxe npu
OTCYTCTBUM  KJIMHMYECKUX  TPOSBICHHM  3a0oieBaHMs]) PEKOMEHJIOBAHO  IPOBEICHUE
CKPUHUHTOBOTO 00CHe0BaHUA: HCCleqoBaHue ypoBHS uHruouropa Cl-screpa3bl B KpOBH U
ucclieioBaHue GYHKIMOHAIBHOM akTuBHOCTH C1-3¢cTepa3sHOro MHruOMTOpa B KPOBU M/MITH MTOUCK
paHee  BBIABICHHOM  maroreHHoW wmyrtammu B reHe SERPINGl1 y  mpobGanna
MosiekyssipHoreHeTnaeckuMu Metogaamu (st HAO 1 u Il TumoB) ¢ 1enpi0 CBOGBPEMEHHOMU

nuarHoctukd HAO. (Tabnuia 2, npunoxxerue b2).

Kommenmapuu: panHsisi nOCTaHOBKA JuarHo3a (B TOM YHMCIE HA JOKIMHUYECKOM 3Tarie)
CHWKaeT puck (atasbHOrO Mcxona mpu pas3BuTuu nepporo npuctyma HAO ¢ AO BepxHHX
JIbIXaTEeIbHBIX MTyTEH. Y BCEX ACTEH MPHU HATMUYUU CEMEMHOTO aHaMHE3a JI0 UCKITFOUEHUS IUarHo3a
cienyer mnpenanonarate HAO. BeisiBieHHass paHee MyTaiusl OJDKHA OBITh IaTOTEHHOH, B
IPOTHBHOM CiydYae IeJIecoo0pa3Hbl TOJIBKO MCCleoBaHus ypoBHs nHruoutopa Cl-sctepassl B
KpoBU M (yHKIHOHATBHOW akTuBHOCTH Cl-3cTepasHoro mHrHOMTOpa B KpoBH. B ciyuae

MOJTy4YEHUsI COMHMTEIBHBIX PEe3yJbTaTOB HCCiIenoBaHUs ypoBHS uHruouropa Cl-sctepasbl B
22



KpoBU W (GyHKIHOHATBHOM akTuBHOCTH Cl-3cTepasHOro MHruOMTOpa B KPOBU, HEOOXOAMMO

TMMOBTOPHUTH UCCIICIOBAHUC.

Hetsim o 1 roma (y KOTOpbIX ecTh KiuHUYecKkue nmpusHaku HAO u/unm ecth cemeitHoro
anamue3 HAO) pexoMeHIyeTcst MPOBOAUTH MOJIEKYISIPHO-TEHETUIECKOE NCCIEA0BAaHUE MY TaIlUiA
B reHe SERPINGI B kpoBH MeTOnaMHU CEKBEHHpPOBaHUA U KonuuecTBeHHOW MLPA g panneit

IIOCTaHOBKHM JuarHo3a (npuioxenue b1).

Kommenmapuu: 8 Hopme y netreit 1o 1 roga yposau C1-UHI u ero gyHKmoHanpHOM
AKTUBHOCTH 3HAUYUTEIBHO HUXKE, YEM y B3pocibIX. [I0aTOMy Hcnonb30BaHUE 3TUX MTOKa3aTenei y
nereil 10 roxa c¢ nenbto auarHoctukn HAO nennpopmaTtuBHO. Takxke HenH(pOpPMATHBHBIM
CUMTAETCSl MCCIICJOBAHME KOHILIEHTpPAllMM KOMIUIEMEHTA B ITyIIOBUHHOW KpPOBU JOHOIIECHHBIX
HOBOPOJKICHHBIX, TaK KaK €r0 YPOBEHb HWXKE, YEM YPOBHM Yy B3POCIBIX. YPOBHU AHTUICHA U
¢yukunonanbHas aktuBHOCTH C1-MHI cooTBetcTBYyIOT 70% 1 62% OT mokaszatesnei y B3pocibIX,
COOTBETCTBEHHO. LlenbHas KpoOBb SBJISIETCA MPEANOYTHTENBHBIM OHWOMAaTepuanoMm Juis
MOJIEKYJISIPHOT€HETUYECKOTO nccnenoBanus. OJHAKO TaHHOE HUCCIIEIOBAaHUE MOXKHO IIPOBOJUTH
Ha JIOOBIX TKaHSAX 4Y€JIOBEKa IPU TPYIHOCTAX MPENOCTaBlIEHUS KpOBHU (OyKaJabHBIN SMUTEIHH

CJIIOHBI, KJIETKH B MOY€, OMOTICUITHBIN U CEeKIIMOHHBIN MaTepua u T.I1.).

Bcem nanmentam ¢ momo3penreM Ha HAO mpu pacXoxIeHUM JaHHBIX KIMHUYECKOU
KapTUHBI M PE3yJIbTaTOB JaOOPATOPHBIX MCCIEIOBAaHUN WM MPU COMHHUTEIBHBIX pe3yibTaTax
1ab0paTOpPHBIX  TECTOB, pEKOMEH1yeTCst MIPOBE/ICHHE MOJIEKYJIIPHO-TE€HETUYECKOTO
uccienoBanust myrauuid B reHe SERPING1 B kpoBM MeTomaMM CEKBEHUPOBAaHUS U
KoJinuecTBeHHOM MLPA ¢ 11e5bto MorucKa KIMHUYECKU-3HAUUMbBIX MYTALIUH 11 TOATBEPAKIACHUS

IMar’Losa.

Kommenmapuu: TlpoBeneHne MOJEKYJISIPHO-TCHETUYECKOTO OOCIEIOBaHUS HE SBISETCS
obsi3arenbHbIM sl Bepudukanuu awmarHoza HAO [ u Il Tuma npu Hanwuum TUTUIHOU
KIMHUYECKOW  KApTUHBI W JUArHOCTUYECKH-3HAYMMOTO  CHIDKCHHMSI  YPOBHS — W/WIIH
¢yHkunonanbHOM aktuBHOCTH Cl-scTepazHoro wunHrubutopa. Kpome TOro, orcyrcrBue
OOHapy»XEHHUSI OINHUCAHHBIX MYTallMd TPH MOJEKYJISIPHO-TEHETUYECKOM OOCIEIOBaHUN HE

uckirouaet nuaraos HAO.

Omnpenenenue ypoBHss C4 ¢pakinuun komruieMeHTa B kKpoBu (C4) marmueHTam ¢

nono3perreMm Ha HAO pekoMeHyeTcs ¢ menblo CKpuHUHTa (Tabnuma 3).

Kommenmapuu: y naiimentoB ¢ HAO [ u Il TunoB otmeuaercst cHukenne C4 KOMIOHEHTa
koMiuieMeHTa (Tabmuna 3), oHaKO MaHHBIN MOKa3aTeab HE MOJXKET OBITh HCIIOJIB30BaH IS

INOCTAaHOBKH JHAar"Ho3a, TaKk Kak OH MOXCT OBITH CHIKEH Py MHOTUX APYTUX 3a00J1€BaHUIX.



[Tarmmentam ¢ mono3penneM Ha HAO He pekomenayercs onpenenenue ypoBua C2 u C3
¢pakuuii komruiementa (MccrmemoBaHue YpOBHS KOMIUIEMEHTa M €ro (pakiuii B KpOBH,
uccnenoBanue ypoBHs C3 ¢ppakuuu KOMILUIEMEHTA B KPOBH) HU C II€TbI0 CKPUHUHTA, HU C IIEIBIO

ITOCTAaHOBKHU JHArHO3a.

Bcem B3pocneiM mamuentam ¢ pedunurom CI-MHIT u penmmuBupyrommmu AO 6e3
KpanuBHUIBL, HO 0e3 ceMelHOro aHamHe3a WM BbIABICHHOH MyTtammu B reHe SERPINGI
pekoMenyeTcs uccienoBanue yposaeit C1q dpakunn kommonenta komruiemenTa (C1q) B KpoBu
(MccnenoBaHue YPOBHSI KOMILJIEMEHTA U €r0 (Ppakiiuii B KPOBH) U OIPe/IeJICHUE HATUUUs aHTUTEI

k C1q B xpoBu ais uckitodenus [TAO (tabnuua 3, npuioxenue b-1).

Kommenmapuu: TIAO UMEIOT CX0XKYIO KIMHUYECKYIO KapTUHY U SIBISIOTCS (DEHOKOIHUEH
HAO (ne macnemyertcs). [laTonorus B cucteme KOMIIJIEMEHTa 00yCIIOBIIEHA BEIPa0OTKON aHTUTEI
kK C1-UHI" unu noseimeHHbM ero notpednenueM. [pu I[TAO C1-MHI™ moxer ObITh B HOpME WK
CHIDKEH, (QyHKunoHanbHas akTuBHOCTh Cl-MHI momxHa ObiTh cHmkeHa Ha 50% OT HIDKHEH
TPaHULbl HOPMBI Y HEKOTOPBIX MAIMEHTOB BO3MOXHO cHIKeHue Clq u/unm Hanuyue aHTUTEN K
C1-UHT.

[MTaumentam ¢ HAO, mnonaydaBIIMM CBEXKE3aMOPOXKEHHYIO IUIa3My, C  IEJbIO
CBOEBPEMEHHOM JTMAarHOCTUKHA WH(EKIMOHHBIX 3a00JIeBaHUIl PEKOMEHIYeTCsl TMpOBEICHHE

€KEroTHOro 00CIIEIOBAHNA:

— Omnpenenenue anturen k BUY (Onpenenenue antuten knaccoB M, G (IgM, IgG) k Bupycy

ummyHo iepunmra yenoeka BUY-1 (Human immunodeficiency virus HIV 1) B kposu;

— Omnpenenenue antuten kinaccoB M, G (IgM, 1gG) k Bupycy uMmmyHOeDUIIATA YEIOBEKA

BH1Y-2 (Human immunodeficiency virus HIV 2) B kxpoBu;
— Omnpenenenue antureHa (HbsAg) Bupyca remaruta B (Hepatitis B virus) B kpoBu;

— Omnpenenenue anturen k Bupycy renatuta C (Hepatitis C virus) B KpoBw.

Kommenmapuu: Bece marmentsl ¢ HAO nmoTeHIMabHO MOTYT MOJTYy4YaTh MpenapaTbl KPOBU
YeloBeKa, CONMPSKEHHBIEC C PICKOM TIepejavui TPaHCMUCCUBHBIX MH(EKITHIA: CBEKe3aMOPOKEHHAS
wrazma u uarnouTop Cl-3cTepaspl uenoBeka. Ha ceromHsmHuil 1eHb HE 3apErUCTPUPOBAHO HU
oaHoro ciyyas nepenadu ¢ npenaparom BUY, rematutoB B m C u mapBoBupyca B19 npu

BBEJICHUH KOHIIeHTpaTa nHruoutopa Cl-3cTepasbl yeaoBeKa.

Bcem nanmentam ¢ HAO pekomenayeTcs onpeneneHnue OCHOBHBIX Ipynil 1o cucreMe ABO
u ompeneneHue antureHa D cucremsl Pesyc (pesyc-dakTop) mis obecrniedeHus BO3MOKHOCTH

OBICTPOro BBEJCHUS CBEXKE3aMOPOKEHHOM IJ1a3Mbl ITPH BO3HUKHOBEHUH TaKOH HEOOXOAMMOCTH.



[Tariuentam ¢ HopMmanbHbIMU TToKa3aTensiMu C1-UHI u ero ¢yHkImoHamsHON aKTHBHOCTH
IpU JBYKPATHOM HCCIEAOBAaHUU, HO UMEIOIIHNM XapakTepHyto st HAO KIMHUYECKYIO0 KapTUHY
W/WIM  CeMEWHBI aHaMmHe3, C IIeNbI0 TOWCKAa KIWHUYECKU-3HAYMMBIX MYyTaluil s
noareepxkaeHus quarnoza HAO ¢ HopMmanbHbeiM ypoBHeM C1-MHI pexkoMenayercs npoBeieHre

MOJICKYJIIPHOT'CHETHYCCKOT'O UCCIICIOBAHUSA:

1 3Tan: MOMCK YacThIX KIMHUYECKU-3HAUMMBIX MyTaluii B reHax F12 u PLG;

2 srtan (MpH OTCYTCTBMM KIMHHYECKU-3HAUYUMBIX MyTauuii B renax F12m PLG) -
MOJIHOPK30MHOE  CEKBEHHpOBaHUE  (MPEANOYTUTENBHO, €IMHOBPEMEHHOE TE€HETHYECKOoe
oOcreioBaHNE BCEX WICHOB CEMbH ¢ CUMITTOMaMH ) (Tabsmia 2, npuioxenue b-1, tabnuma 2).

Kommenmapuu: B cnydsae HAO c¢ sHopmanbHbiM ypoBHeM CI1-UHI', nanublii Bup
o0cIieI0BaHU SIBIISICTCS €JMHCTBEHHBIM METOJIOM BEpH(PHUKAIUU AUATHO3A.

1) Bcewm poacrBenHuKaM (B 0coO0eHHOCTH JeTsiM) marneHTa ¢ HAO ¢ HOpMajabHBIM ypOBHEM
Cl- UHI' (maxxe mpu OTCYTCTBHUH KIMHUYECKUX IPOSBIICHHN 3a00JIeBaHMs) C IIEJBIO
cBoeBpeMeHHoM quarHocTuku HAO pekoMeHayeTcs MOUCK paHee BRIABICHHON y pobaHaa
NAaTOreHHOW MYTallUM MOJICKYJIIPHO-TEHETUYECKUMH METOJaMU IPULIEIBHOTO TOHCKa
MyTanuu. (Tadauna 2).

3.6 UHCcTpYyMeHTaIbHAS IMATHOCTHKA.

https://raaci.ru/dat/pdf/project NAO.pdf
https://www.sciencedirect.com/science/article/pii/S1939455122000035
https://openurl.ebsco.com/EPDB%3Agcd%3A2%3A31015218/detailv2?sid=ebsco%3Apli
nk%3Ascholar&id=ebsco%3Aqcd%3A154806899&crl=c

5C VY3U w/unu KT opranos OpromrHoi monocTu pekoMenayercs namuentam ¢ HAO npu
BBIP2)XCHHBIX OOJISX B )KHBOTE C IIEJIBI0 IPOBeACHMS AU PepeHIIHANTEHOM THarHOCTUKH
C 3a00JICBaHHUSIMH C KJIMHHUKOW OCTPOTO )KUBOTA.

3.7 Ilokazanus 015 KOHCYIbMAUUN CREYUATUCIO8:

https://raaci.ru/dat/pdf/project NAO.pdf
https://www.sciencedirect.com/science/article/pii/S1939455122000035

. KOHCYJIbTAIlMS Bpaya - ajjieprosiora (mamueHTam i npoBefeHus nuddepeHnantsHon

JUAarHOCTHKU pa3HbIX BUIOB AQO, JUIsl ONpeeIeHHs TAKTUKH JICUEHUs);
° KOHCYJIbTAIlUSl Bpauya-xupypra/Bpava-ieTckoro xupypra (MamueHTaM C BbIPaXKEHHOU
aboMUHAIBHON  atakodt st aud@epeHInaTbHOM  JAMATHOCTUKH C  3a00JICBaHUSIMH,

NPUBOISIIMMHE K KIIMHHKE OCTPOTO KUBOTA);
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. KOHCyJIbTaIlusl  Bpada-otopuHosapuurosora (JIOP) w/mim  Bpada-anecTe3mosiora-
peanumarosora (MamuMeHTaM C TPU3HAKAMH OTEKA BEPXHUX JbIXaTEIbHBIX MyTeHd C MENbI0
00BbEKTUBHU3AIINY KAJI00 U OLEHKH MPOXOJMMOCTH JIbIXaTEIbHBIX MyTeH).

3.8 DopMyJIMPOBKA AMATHO3a YV 00JbHOI0 HACIEACTBEHHLIM AHTHO00TEKOM

[Ipu dopmynupoBke auarHo3a y OOJIBHOTO C HAaclEACTBEHHBIM AHTMOHEBPOTHUECKUM
OTEKOM PEKOMEHIYeTCs CIeAYIONIas MOCaeA0BaTeIbHOCTh: opMa ¢ ykazanuem konaa mo MKb-
10.

[Tpumeps! GOpMyIHPOBKH JHATHO3A.

1. Hacnencteennsbrit anrnoneBpotudeckuii o€k ¢ aepunurom C1-MHI I tuma - D84.1
2. HacnenctBennsblit anrnoneBpotudeckuii oTék ¢ aeunurom C1-UHI 1l Tuna - D84.1.
3. HacnencTBeHHBIN aHTHOHEBPOTHUECKUH OTEK ¢ HOpMaibHbIM ypoBHeM C1-MHI - D84.1

JAudpepennuaibHasg IMarHOCTHKA

https://raaci.ru/dat/pdf/project NAO.pdf
https://www.sciencedirect.com/science/article/pii/S1939455122000035

Bcem manmentam ¢ HAO pexomenayeTcst TpoBoauTh AU HEpEeHIINATBHYIO THarHOCTUKY
CO CJEeIYIONINMHE 3a00ICBaHHISIMH
- [TproOpereHHbIe aHTHOOTEKU € EPUIUTOM/HAPYLICHHEM (DYHKIIMOHAIBHOW aKTUBHOCTHU
Cl-unrubutopa (ITAO) (Tabmura 2).

C nensto uckmroueHus [TAO Bcem mamueHTaM C peHUIUBUPYIOMIMMU aHTHOOTEKAMU 0e3
KpalmuBHUIEI — peKoMeHayeTcs uccienoBanue ypoBHer Clg, C1-INH95 Kd u omnpenenenue
Hanuuus antuten k Clq.

Kommenmapuu: TTAO UMEIOT CX0XKYI0 KIMHHUYECKYIO KapTUHY U ABISIOTCS (EHOKOMHEH
HAO (ne nacnenyercs). [laTonorus B cucteMe KOMILUIEMEHTa 00YCIIOBJIEHA BEIPAOOTKOM aHTHUTE
Kk Cl- uHruOUTOpY UM MOBBIIEHHBIM ero norpednaeHuemM. [Ipu nabopaTopHbBIX HCCIEAOBAHUIX
OTMEUAeTCsl CHUKEHHE KoJudecTBa Wi (yHKUMOHaNbHOM akTuBHOCTH Cl-mHrubOurtopa, Kak
IIPaBUJIO, MEHEE BhIpakeHHOE, ueM nipu HAO.

- AHrnootéxu, Bei3BaHHble IpueMoM MAIID 1 aHTaroHMCTOB penenTopa aHruoreH3uHa Ii;
- AHTHOOTEKH, BBI3BAHHBIE MEANATOPAMHU TYUHBIX KJIETOK;

— NanonaTnyeckye aHTHOOTEKH,

— IIceBnoaHTHOOTEKM,

- ['unonporenHeMyecKkre OTEKH.

Kommenmapuu: TTAO sBnsercs dpenokonueir HAO (He Hacnenyercs). [laTonorust B cucreme

KOMIUIEMEHTa 00yCIIOBJIeHA BbIpa0oTKOM aHTUTeN K C1-MHIUOUTOPY WM MOBBIILIEHHBIM €r0
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notpebnenuem. [Ipu 1abopaTopHBIX HCCIEI0BAHUAX OTMEYAETCS CHIDKEHHUE KOJIMYECTBa WK
dbyHKIIMOHaTBHON akTUBHOCTH C 1-HHTHOUTOpA, KaK MPABUIIO, MEHEE BBIPAXKEHHOE, YeM TIPH
HAO. B 6onbpmmHCTBE CiTydaeB, UCKIIOUEHUE 3TUX 3a00JICBaHII BO3MOXHO YK€ Ha 3Tare coopa
aHamHe3a u ocMoTpa. [Ipu npoBeaeHun auddepennmanbHoi nuarHocTuku AO ¢ T00bIM
Ipyrum 3aboseBaHueM (TICEBA0AHTMOOTEKHN ) PEKOMEHIyeTCsS IOMHUTH O TOM, UTO CUMITTOMBI
npu AO 11TCSl OT YacOB JI0 HECKOJBKUX CYTOK M IMIPOXOAAT OECCIEHO, €CTIH OTEK COXPAHAETCS
0oJee IIUTETHFHOE BPEMS, TO IMarHO3 AaHTHOOTEKA MAJIOBEPOSITEH.

4. Takmuka 1eueHus Ha amoy1amopHOM yposHe:

https://raaci.ru/dat/pdf/project NAO.pdf
https://www.sciencedirect.com/science/article/pii/S1939455122000035
https://openurl.ebsco.com/EPDB%3Agcd%3A2%3A31015218/detailv2?sid=ebsco%3Apli
nk%3Ascholar&id=ebsco0%3Aqcd%3A154806899&crl=c

Tepanust HAO cocTouT 13 Tpex OCHOBHBIX HalpaBieHUH (Tabnuna 4):
- kynupoBanus AQO;

- KpPaTKOCPOYHOI NponiIakTUKH (TIpeMeInKaius);

- J0ATOCPOYHOM MPOPUIAKTHKH (IPOPHUIAKTHKA PEIIIUBOB).

Tadauuna 4. Tepanus HACTIeACTBEHHOI0 AHTHOOTEKA.

Hanpasienue Tepanuu IIpenaparsl 1J1s1 B3pOCJIbIX IIpenaparsl 1J19 aerei
KynupoBanue AO - HNkarubanr; - WNkarubant (y nperei
- Wnruburop C1- | crapuie 2-X JeT);
3CTEPA3BI YETIOBEKA; - HNuruburop Cl-

— Caexe3aMOpOKeHHas | OCTepasbl desoBeka (y aeTei

mIa3Mma. crapiie 2-X JeT);
- CBexe3aMOpOoXKeHHas
Jjia3sma.
Kparkocpounas — HNuruburop Cl-| - WNuruburop Cl-
NpopUIAKTHKA sctepa3sl  yenmoBeka (Y | acTepasbl yenoBeka (y jaereit

B3pOCIIBIX U JI€TEH cTapiue 2- | crapiie 2-X JeT);

X JIET); — CBexe3aMOopoKeHHas
- Hanazou; IIa3sma;
- CBexkxe3aMOpOKEHHasT | — Janazon (Tonpko mpH
nJasma. orcyrcTBuM mHrHOHMTOpa Cl-
acTepassbl).
Hoarocpounas - Jlananenymao; - Jlanamenymab (c 12
NpopUIAKTHKA JeT);

27


https://raaci.ru/dat/pdf/project_NAO.pdf
https://raaci.ru/dat/pdf/project_NAO.pdf
https://www.sciencedirect.com/science/article/pii/S1939455122000035
https://www.sciencedirect.com/science/article/pii/S1939455122000035

- WNuruburop Cl-| - WNuruburop Cl-

3CcTepasbl UeJIOBEKa, acTepasbl yenoBeka (y nereit
- Hanaszou; crapiie 2-X JerT);

- TpanekcamoBas - TpanekcamoBas
KHCJIOTA; KHCJIOTA;

- [Iporecraresl - JHanaszon (TOTBKO

(mesorectpe, IMHACTPEHON). | ACTAM, JOCTUIIMM V CTaauu
MOJIOBOTO ~ CO3PEBaHUS IO

Tannepy)

4.1 KynupoBaHue aHTHOOTEKOB
https://raaci.ru/dat/pdf/project NAO.pdf

[Manuentam ¢ HAO I u II tumoB c¢ AO, crnocoOHbIMH TIpHBECTH K acukcuu,
abnoMUHANBHBIMUA aTakamMu U nepudepuueckumu AO, CONPSDKEHHBIMH C PHUCKOM Pa3BUTHSA
OCJIO’)KHEHHH, pEKOMEHIyeTCsl Ha3HauCHHE MpernapaToB i KynupoBaHus AO ¢ 1eNTbI0 KOHTPOJIS

HaJl CUMIITOMaMu (Tabiuiia 5, npuinoxenne b-3).

Kommenmapuu: uxaTuOaHT — BBICOKOCENEKTUBHBI AaHTArOHUCT OpaJUKMHUHOBBIX
peuentopoB 2 tumna. Marubutop Cl-acTepa3sl 4YemoBeka — KOHIIGHTPAT, IMOJTydYaeMbIi W3

JIOHOPCKOW KPOBH.

[Manuentam ¢ HAO I u II tumoB c¢ AO, crnocoOHbIMH IpHBECTH K acukcuu,
abnoMUHANIBHBIMU aTakamMu U nepudepuueckumu AO, CONPSDKEHHBIMH C PUCKOM Pa3BUTHSA
OCJIO)KHEHU U, pEKOMEH1yeTC Ha3HaueHue mpenaparoB 11 KynupoBanus AO He no3nnee 30 MuH
nociie IMONaJaHus TalHMeHTa B Je4eOHO-PO(UIAKTHYECKOE YUpPEkKACHHE: MKATHOAHT WU

uHruoutop C1-3cTepa3ssl yenoBeka ¢ nenbio kKynupoBanus AO (tabauna 5, npuinoxenue b-3).

Taoauna S. Ilpenapartsl, HazHavyaemble nauneHTam ¢ HAO nis kynupoBanus AO.

Ipenapar B3pocabie Hern

Hxarnbaut 30 Mr /K C 2-X 1eT, B 3aBUCHMOCTH OT
Macchbl Teja.

12 xr - 25 xr 10 mr;
26 xr — 40 kr 15 mr;
41 xr - 50 xr 20 mr;
51 kr - 65 xr 25 MT;
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> 65 kr 30 mr.

Wuruburop Cl-3cTepassl 20 ME/kr B/B C 2-x ner:
9eoBeKa

20 ME/xr B/B
Cexe3zamopoxenHas miazma | 400 mut B/B 10 Ma/KkT Macchl Tena B/B

(TOJIBKO MpHU OTCYTCTBUH
JIPYTUX OMITUHN)

[TartuentoB ¢ HAO I u II TumoB (B ToM umciie Ha TOKIMHUYECKON CTAIUN) PEKOMEHIYETCS
oOecreunTh MpenapaTamu A Kynupoanus AO Ha 10My U O0YYHTh TEXHUKE CAMOCTOSITEIEHOTO

BBEJICHUS A5 paHHero KynupoBaHus AO 1 mpeaoTBpaiieHus $paTaabHOro HCX0/a.

Kommenmapuu: Vikatubantr wu wuHruoburop Cl-scTepa3sl 4yenoBeka MOTYT OBITb
UCTIONIF30BAaHBl CaMOCTOSITETIbHO MAalMEHTaMH B JOMAIIHUX YycJIoBUsAX. CaMOCTOSTEIbHOE
BBE/ICHHE NPENapaToB HMEET pelIaiomiee 3HadeHue uid A(PQPEKTUBHON TepamuH OCTPHIX
IPUCTYIIOB, TIOCKOJIBKY paHHEE JICUeHHWEe NpPU Ppa3BUTUU MpucTyna Oonee HPPEKTUBHO H
IpeOTBpAlaeT pa3BUTHE OCIOoXKHEeHUH. [lo3Hee Ha3HAaYeHHEe MpenapaToB MOXKET MPHUBECTH K
daranpHOMy HcXony mpu AO BEepXHHMX NIBIXaTENbHBIX MyTei. [lanMeHThl Ha MOKIMHUYCEKON

cTaauu 3a00JieBaHUs JOJDKHBI ObITh TaKkke oOecredeHsl npenaparaMu 11 Kynuposanus AO.

[Tatmentam ¢ HAO ¢ wHopMmansHbiM ypoBHeM CI1-MHIT ¢ AO, cmocoOHBIMH MPUBECTH K
acukcuy, abJOMUHAIBHBIMU aTaKaMH U TsKeJIbIMU nepudepudeckumu AO, CONpsHKEHHBIMU C
pa3BUTHEM Oc0XKeHUH (Hanpumep, AO MOJIOBBIX OPraHOB C OCTPOH 3aAE€PKKON MOUYH Y MY>KUHMH )
peKoMeHayeTcss BBeCTH HKaTuOaHT w/win uHruoutop Cl-scTepassl uenoBeKa C  LENbIO

kynupoBanus AO (103UPOBKH CMOTPH B TabHIIE 5).

Kommenmapuu: JIna  HAO ¢ HopmanbHbiM  ypoBHeM  CIl-MHI'  pganHBIX
PaHIOMHU3HPOBAHHBIX HCCIEAOBAaHUM MO OIEHKE 3(PPEKTUBHOCTH HMKaTHOaHTa, KOHIIEHTpara
unruouropa Cl-scTepa3sl UeNOBEKa, CBEXE3aMOPOKEHHOM Iu1a3Mbl  HeT. JlaHHble 00
3QPEKTUBHOCTH TNpUMEHEHHs HKatubOaHnta u  uHruoumropa Cl-scTepa3zpl  4YeJoOBeKa
npotuBopeurBbl. [Ipy  He3pPEKTUBHOCTH yKa3aHHBIX MpenapaTroB clelyeT MPOBOJUTH

CUMIITOMAaTHYCCKYIO TCpAIInIO.

Pexomenayercsi obecriedyuTh JOCTYMHOCTh ISl CAMOCTOSITENILHOTO BBEJIEHUS MpEnapaToB
JUIsl KYNUPOBAaHHUS HE MEHee 4YeM JByX aTak s JOCTIKeHus paspemienus AO npu

Hed(pPEeKTUBHOCTH IEPBOTO BBEJCHUS MTPETIAPATOB U/WUJIH I KYIIMPOBAHUS PEIIMINBOB.

wawenmapuu: B OGonbimHcTBE CJIy4acB OAHOKPATHOI'O BBCACHHUS MATOICHCTHYCCKUX

npenapatoB (ukarubanTt, mnpemnapar uHruoutopa Cl-scTepa3pl 4YenoBeKka) OOCTATOYHO IS
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kynupoBaHusg cuMnTomMoB HAQO. OnHako B HEKOTOPBIX Clydasx OJHOKPATHOTO BBEICHUS
npenapata (0COOCHHO TMPH MO3AHEM BBEICHUH) OBIBAET HEJOCTATOYHO i KynupoBaHust AQO,

TAKKC HC UCKIIIOYCHO Pa3BUTUC MMOBTOPHLIX, B TOM YHCJIC )KUZHCYT'POXKAOIINUX, IPUCTYIIOB.

[Taunentam ¢ HAO pexkoMeHayeTcsl UCHOIb30BaTh CBEXKE3aMOPOKEHHYIO IJIa3My KPOBHU
11t KynupoBaHus AO B cilydae OTCYTCTBHSI OBICTPOTO JOCTYIIAa K KOHIIEHTpaTy uHruouropa Cl-

3cTepasbl U MKaTHOAHTY (I03MPOBKHM CMOTPH B TabJwHIIe 5).

Kommenmapuu: cBexe3aMOpoKeHHas Ija3Ma He MOXKET pacCMaTPUBAThCS KaK YKBUBAJIECHT
NaTOreHETHYECKOW Tepanuu, TaKk Kak He CTaHAapTH3UpOBaHA MO KoindecTBy mHruouropa Cl-
3CcTEpas3bl U KOMIOHEHTOB, HOTEHIIMAILHO cliocoOHBIX BeI3BaTh AO y nannenta c HAO. Beenenue
IUIa3Mbl CONPSDKEHO € PHCKOM Iepelayd TPAaHCMHUCCUBHBIX MHQEKLUI, a Takke pa3BUTHS

OOJIBIIIOTO YKCIIa HEeXKENATSIIbHBIX PEeaKIui (B TOM uncie aHapUIaTHIECKOTO II0Ka).

[Tatmentam ¢ HAO I u 11 THIIOB HE peKOMEHAYETCSl HA3HAYEHUE TPAHEKCAMOBOM KUCIIOTHI

Y JJaHa30J1a Jid KynupoBaHus ocTpbix AQO.

[Tatmentam ¢ HAO I u Il TunoB HacTosiTenbHO HEe pexkoMeHayercss HazHadeHue cl'KC,
3HI/IH€(1)pI/IHa, AHTUT'MCTAMHUHHBIX HpenapaTOB IJIA CUCTECMHOI'O HpI/IMeHeHI/IH JJIs KyHI/IpOBaHI/ISI

cumnoromoB HAO.

[Manmentam ¢ HAO AO B obnactu ropranu npu Hapactranuu AO win Hed()(HEKTUBHOCTH
OPOBOJUMON  TEpalud  HACTOSTEIBbHO PEKOMEHAYETCS TOCIUTANM3alUs B  OTICNCHHE
OTOPHHOJIAPUHTOJIOTHN WJIM PEaHHMAI[HOHHOE OTJEJIICHHE C LENBI0 CO3/aHMS YCIOBHH IS

MPOBEJCHUS PEaHUMAIIMOHHBIX MEPOIPUSITHA.

[Tartmentam ¢ HAO ¢ AO B o6nactu roptanu pu HedPHEKTUBHOCTH MPOBOIUMON TEPATTHH
U TpU3HAKAX HapacTarolleld OOCTPYKIMHM JbIXaTeNbHBIX IyTeH pEKOMEHAyeTCs paHHee
IMPOBCACHUC KOHI/IKOTOMI/II/I/HEUIO)KGHI/IG TPaxCOCTOMbBI WJIM MPOBCACHUC I/IHTyGaI_II/II/I Tpaxeu IJId

obecreyeHns MPOXOAUMOCTH AbIxaTeabHbIX myTeid. ([Tpunoxenne b-3).

4.1 KpaTkocpoyHas npopuIakTuKa

https://raaci.ru/dat/pdf/project NAO.pdf

[Tarimentam ¢ HAO I u Il TumoB (B TOM 4ucie MalMeHTaM Ha JOKJIMHUYECKON CTaauu
3a00eBaHNsA) PEKOMEHIYETCS MPOBOJUTH KPAaTKOCPOUYHYIO NpodmiIakTuky (Tabmuma 6,
npuinoxkenue b-4) mepen Mr0O0BIMU ONEPATHUBHBIMU BMEMIATEIHCTBAME (B TOM YHCIIE MAabIMU,

TaKHUMHU KakKk CTOMATOJIOTHYECKHUEC MaHI/IHy.]'IHI_[I/II/I) , WHBa3HBHBIMHU MCIUIIMHCKUMH
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HCCICIOBaHUsIMU, 0COOCHHO B obOnacTh JAbIXaTCIBbHBIX HYTeﬁ, BCPXHHX oTaciaax

NUIIEBAPUTENBHOIO TPAKTa, AJIs NpenoTBpanieHus pa3sutus AO.

Kommenmapuu: mpueMm mnpenapaToB Ais AOJITOCPOYHONH TPODUIAKTUKA HE OTMEHSET
HEO0OXOAMMOCTH Ha3HAYEHUs KPaTKOCpOYHOM npodunaktuku. HAO He MOXeT paccMaTpUBaThCS
CTOMATOJIOTMYECKOMY/TUarHOCTHYECKOMY/ONEPaTUBHOMY

KakKk IMIPOTHUBOIIOKA3aHUEC K

BMCIIATCIILCTBY, BAKIIUHALIUU. AO, CBS3aHHLIC C JaHHBIMU IIPpOLCAYypaMH, 0OBLIYHO BO3HHMKAIOT B

TeucHue 48 4acoB OT MOMCHTA IMMPOBCACHU MAaHUITYJIALUH.

Taouauna 6. [Ipenapartel, HazHayaemble nauueHTam ¢ HAO I u II Tunos nust

KPATKOCPOYHOM NPOPUIAKTUKH.

(TOJIBKO MpU OTCYTCTBUH
uarunouTopa Cl-acTepass
YEJIOBEKA)

IIpenapar B3pocible Hern
Wuruburop Cl-3cTepassl 1000 ME B/B C 2-x ner:
YeloBeKa 15-30 ME/kr maccel Tena B/B
CaexezamopokeHHas iazma | 400 mit B/B 10 Mur/KT Macchl Tena

Hanazon

2,5-10 Mr/kr Maccel Tena 3a 5
IHEH 10 U 2-3 [Hd mocie

(makcumanbHas 103a 600 mr).

Ecnu manueHT yxe nomyyaer
JOJITOCPOYHYTO
NPOUIAKTUKY JTaHA30JI0M,

J1aHa30J1 TOJIBKO TP
OTCYTCTBHH JIPYTHX
npenaparos: 2,5-10 Mr/kr
Macchl TejIa 3a 5 QHeH 10 U 2-
3 nHs nocie (MakcuMasbHast
no3a 600 mr)

1032 IOJDKHA OBITH
yBeaneHa BIIBOC

[Tarmentam ¢ HAO I u Il TumoB nepen mpoBeeHUEM CPOYHBIX U TIJIAHOBBIX OMEPATUBHBIX

BMEIIATENIBCTB (B TOM 4YHCJE MajblX, U CTOMATOJOTMYECKMX MAaHUMYJSALUN), MHBa3UBHBIX
MEAMIMHCKUX HCCIEIOBAaHUI B KAueCTBE INPEMEIUKALUU PEKOMEHIYETCS BHYTPUBEHHOE
BBeZIcHHE: mpernapara uHruouropa Cl-screpas3sl yenoBeka JUIs CHUKEHUs pucka pa3Butus AO
MOCJI€ TAHHBIX MHTEPBEHIINH (I03UPOBKH CMOTPH B TabiuIie 6).
Kommenmapuu: npenapatr uarubutopa Cl-3cTepasbl ueigoBeka sIBISETCS IMpernapaToM BblOopa
JUI KpaTKoCpo4HOM npodunaktuku. Ero npuMenenue Hambosnee 3(pPEeKTUBHO CHUKAET PUCK
pasButust AO mocie MeAUIIMHCKUX TPOIeAyp B CPAaBHEHUU C APYTUMHU TpenaparaMu. MHruoutop
Cl-acrepa3pl yenoBeKa MOJKEH MPUMEHSTHCS ISl MPOQPHIAKTUYECKON NpeMeauKaluu Kak
MOXHO OJIDKE K Hadaly Mpoleaypsl (ONTUMAIBbHBIA Meproa 3a 1-6 YacoB 10 MaHUITYJISIUH)
(TO3UPOBKU CMOTPH B TabIHIIE 6).

[Maumentam ¢ HAO 1 u Il TunoB uisi NOATOTOBKM K IUIAHOBBIM OMNEPATHUBHBIM

BMCIIATCIBCTBaAM (B TOM 4YHUCIC MaJIbIM, TaKHMM KaK CTOMAaTOJOIMYCCKHC MaHI/IHyJIHI_II/II/I),
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WHBAa3WBHBIM MEIMIIMHCKUM HCCIICIOBAaHMUSIM B Cilydae OTCYTCTBHS mHruOuTopa Cl-acrepasbl
YelloBeKa PEKOMEHIYeTCs HadaTh MpUeM JaHa3oya (JIO3UPOBKH CMOTpU B Tabiuie 6) win
YBEJIMYUTH 103y JaHa30Jia B 2 pa3a OT UCXOJHOH (€C/I MAIlUeHT MoJydaeT 0a3uCHYIO Teparuio
mpenaparoM JaHaszoj) 3a 5-7 gHed 1m0 muiaHupyemor maHumnynsnuu. Yepes 3-4 gHS mocie
ONEPaTUBHOTO BMEMIATEILCTBA/HHBA3UBHOTO MCCIIEOBAHUS PEKOMEHIYETCS OTMEHUTH JTaHA30JT HITH
BEPHYTHCS K UCXOJIHOM J103¢ 0a3UCHON Tepamnuu.

Kommenmapuu: y nerel naHa3oil MOXKET OBITh HCIOJIB30BaH B KadeCTBE METO/A
KPaTKOCPOYHOH MPOPUIAKTHKHI TOIBKO €CIM OTCYTCTBYeT HHruoutop Cl-3crepassl yenoBeka.

[Tammmentam ¢ HAO 1 u Il TMNoB jy1si MOATOTOBKY K CPOYHBIM M TIJIAHOBBIM ONEPATHBHBIM
BMEIIaTeNbCTBAM (B TOM YHCJIE MaJbIM, TaKUMH KaK CTOMAaTOJOTHYECKHE MAaHHITYJISIINN),
WHBA3WBHBIM MEIMIIMHCKAM HCCIIEIOBAaHUSM B ciydae OTcyTcTBHS mHrHOMTOpa Cl-3cTepasbl u
JlaHa30J1a PEKOMEHIyeTCSI BBOAUTH CBEKE3aMOPOXKEHHYIO TIa3My (JO3MPOBKH CMOTpPHU B TaOIuIIE 6).

ITarmmmentam ¢ HAO I u 1l THIOB ¢ I1€NIBIO TIOATOTOBKH K JIFOOBIM MHBA3UBHBIM M€EIUIIMHCKUM
BMeEIIaTeILCTBAM He pekomeHayercs BBoauTh cI'KC © aHTHUrHcTaMWHHBIE Mpenaparsl st
CHUCTEMHOTO TIPUMEHEHUS JIJIs MPO(IIIAaKTUKH pa3BuTus cumrnromoB HAO.

Bcem manmenram ¢ HAO I u Il TunoB (Bkiro4as marieHTOB HA JOKJIMHUYECKOW CTaWH),
MPOXOMASIINUX JII0Oble WHBA3UBHBIC MEIUITMHCKHE BMEIIATEILCTBA, PEKOMEHIYETCS O0ECIeYUTh
nperapaTaM I KyMUpOBaHUS HE MeHee 2-X aTak: mkatuOaHT wim wmHruoutop Cl-sctepasbl
YyeJIoBeKa.

Kommenmapuu: Jlrobas mnpodumakThdeckas TMPEeMEIUKaIlds HE WCKIIOYAcT Pa3BUTHS
«TPOPBIBHBIX» MPHUCTYTIOB, MO3TOMY TMAIMEHTHI JOJDKHBI OCTABATHCS TOJ HAOIIOICHUEM, TIPH 3TOM
JIOJDKHO OBITh JOCTYITHO MPOBEACHUE Tepallii, HANPABJICHHON HA KyITUPOBaHUE MPUCTYTIA.

JlokazaTenbHOM 6a3bl 0 HEOOXOAMMOCTH U 3(H(HEKTUBHOCTH KPATKOCPOUHON MPOPUIAKTHKH Y

nanuenToB ¢ HAO ¢ nopmansubim ypoBHeM C1-UHI wer.

4.2 JloJarocpoyHas npoduJIaKTHKA

https://raaci.ru/dat/pdf/project NAO.pdf

OcHoBHas 3agada JOJATOCPOYHOW TNPOPHUIAKTUKH — YMEHBUICHWE 4YacTOThl U
UHTEHCUBHOCTH aTak HAO 1 MUHUMH3AIMS BIUSHAS 3200JI€BaHNsI Ha IOBCETHEBHYIO aKTUBHOCTD
narnuenTa. Tepanuio peKOMEHIYeTCsl MHINBUAYAIN3UPOBATh B 3aBUCHMOCTH OT OCOOEHHOCTEH
TCUCHUA, HAIUYUA HpOTHBOHOKaBaHHﬁ, TEXHUYECKUX BO3MOKHOCTEH AJIL TIOJTY4YCHU A TOU WU
WHOU Tepanuu. YeTslpe Tpymmsl IpenaparoB peKOMEHI0BAaHO UCIIONIb30BATh ISl JOJITOCPOYHOU
npodunaktukn HAO I, Il tuma (tabnuma 7): nananenymad, nuaruoutop Cl-3cTepassl uyeaoBeka

AJIs1 BHYTPUBCHHOI'O BBECACHU A, 1aHA30J1, TPaHCKCaMOBas KHCJIOTaA, ITPOreCTarcHoul.
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Taouauna 7. [Ipenapartbl, Ha3Havyaemble naunueHTam ¢ HAO I u II THnOB AJ151 10JT0CPOYHOM

NPOPUIAKTUKH.
IIpenapar B3pocabie Hern
Jlananenymab 300 mr 1 pa3 B 2 vegenu (mo3a | C 12 mer: 300 mr 1 pa3 B 2
MOXKET OBITh CHWXKEHa 10 | | Hemenmu (7032 MOXKET OBITh
paza B 4 Hezenn) cHmxkeHa 10 1 paza B 4
HEJIEIN )
Wuruburop Cl-screpassl | 60 ME/kr maccel tena aBa | C 12 mer: 60 ME/kr maccel

YeloBeKa IS TIOJKOXKHOTO | pa3a B Henmemto (Kakaeie 3-4 | Tenma 1Ba pasa B HEACIIO
BBEIECHUA TTHS). (xaxapie 3-4 aHs).
Nurn6utop Cl-sctepaszer s | 500-3000 ME B/B 2 paza B | C 2-x net: 20 ME/kr macchr

BHYTPUBEHHOTO BBEJICHUS HEJIeIIo Tena 2 pasa B HEJIENIO
JHanazon 100 mr wepe3 1 genp — 600 | Tompko meTsim, mocturmmm V
MI/CyTKH CTaJUH TIOJIOBOTO CO3PEBAHUS
no TanHepy 2,5 MI/KI' Macchbl
Tena (MakcuMampHas
omHOKpaTHas j03a 200mr)
TpanekcamoBas KuciaoTa 30-50 wmr/kr wmaccel Tena, | Crapme 3-x snet: 20-40 mr/kr
pa3zieneHHbIX Ha 4 TMpHeMa | MaccChl Teja, pa3JesieHHbIX Ha
(1o 6 1) 4 npuema
IIporecrarensr Tosbko JU1sL keHIVH | He npumenstores

JETOPOIHOTO BO3pacTa.
ComtacHO  MHCTPYKUIHMH K
KOHKPETHOMY TIpernapary

Pemenne o Ha3HAUYCHUN AONTOCPOYHOI MPO(MITAKTUKY IPHHUMAIOT HA OCHOBAaHHUH aHAJIM3a
WHIMBHyalbHBIX IapaMETPOB TIIAallMEHTAa: OLEHKH YacTOThl M Tsbkectn AQO, Hamm4us
KOMOPOUIHOM MaToJIoruM, Ipu HexocTaTouHoM 3¢ddexre mpenaparos mia Kynupoanus AO, B
cllydasix OrpaHHYEHHOTrO JIOCTyNa K cpeiacTBaM KymnupoBaHuss AQO, ¢ y4eToM NpeArnouTeHHM
NalMeHTa U €ro HaBbIKOB MPUMEHEHHS JICKapCTBEHHBIX IpenapaTtos /i gedenus HAO.

JIOTIONMHUTENbHBIM HMHCTPYMEHTOM OIICHKHM IOTPEOHOCTH TAIMeHTa B MPOBEICHUHU
JIOTOCPOYHOM MPOQHMIAKTHKHY SBISACTCS aHAJIH3 YPOBHS KauecTBA KU3HMU.

Beibop  mpemapata g JOATOCPOYHOM — MPOMUIAKTHKH — JOJDKEH  OBIThH
NEepCOHN(UITMPOBAHHBIM, OCHOBAaThCS HAa WHAMBUIYAIbHOH S(PQPEKTUBHOCTH M JOCTYHHOCTH
KOHKPETHOTO JIEKapCTBEHHOTO TmpenapaTta. Ilpum BeIOOpe mpemapara CieayeT YYHUTHIBATbh
OCOOEHHOCTH TanueHTa (BO3pacT, TMOJ, IS JKCHIIUH — (aKTop KOPMIICHHS, HAIHYHUE

OepeMEeHHOCTH ).
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VY nanMeHToB, MOJYYarOIIMX IIOCTOSHHO Mpenaparbl JOJITOCPOYHON HPOQUIAKTUKY,
HE00XOIMMO PETYJISIPHO OIIEHHUBATh 3(pPEeKTUBHOCTH U 0€30MaCHOCTh TepartH, M0 MOKA3aHUIM —
nepecMaTpuBaTh A03y W/UIM WHTEPBAIIbI JICUEHHUS B COOTBETCTBUU C KIMHUYECKUM OTBETOM.

Bce manumenTtsl, mosyyarolmiue I0JITOCPOYHYHO NPO(UIAKTHKY, TaKKe OJDKHBI HUMETh
JIOCTYT K JIEKapcTBaMm i KynupoBanus AQ.

Kpurtepun HazHa4eHHUs1 10JT0CPOYHON NPOGUIAKTHKH y AeTel M B3POCIbIX.

OcHosnble (U151 HA3HAUYECHUS JTOJITOCPOYHON MPOPHUIAKTUKU JOCTATOYHO HAJIMYUE OIHOTO
KpUTEpHs).

. Hannyue 3HauuTenpbHOro oTeka B 00JacTH JMIA-IIEH, OCOOEHHO C HapylICHHEM

MPOXOUMOCTH ABIXaTeIbHBIX MyTeH (2 1 OoJiee B TeUECHUE TIOCIEIHUX 3-X MECSIIEB).
. Hannuune abnoMuHaabHbIX aTak (2 ¥ 00siee B TCUCHHE IMOCACAHUX 3-X MECSIICB).

. Hanuune coderanusi pa3lInyHbIX TUIIOB )XKU3HEYTPOXKAIOIIUX aTak (HAalpuUMep, JIUIO-IIes

1 a0IOMUHANIbHBIE aTakn) (2 1 OoJiee B TeYCHUE TIOCICTHUX 3-X MECSIIEB).

. Hanuumne BpIpakeHHBIX NepUPEPUUECKUX OTEKOB, MEMIAOIIMX OOBIYHOW >KHU3HEHHON

AKTUBHOCTH WM TepU(PEpUUIEeCKUX OTEKOB C BBIPAKCHHBIM OO0JIeBBIM cHUHApPOM (2 u Oomee

€XKEMECSYHO Ha MPOTSHKEHUHU HE MEHEe 3-X MECALIEB WK HE MeHee 6-TH 3a MOCIIeIHUE 3 MecsIa).
Jlononnumensnule (115 Ha3HAUEHUS 1OJITOCPOYHON MPOPUITAKTUKU TOCTATOUHO HATUYUE

OJIHOTO KPUTEPHUSI).

. OtcyTcTBHME OTBETAa W/WIM HAIWYMe TMOOOYHBIX d(PPEKTOoB OT mpemnaparoB It

KyIMUPOBaHUA, HC TO3BOJIAIONINEC UCITIOJIB30BATh UX JJIS KYIIMPOBAHUA OCTPLIX aTaK.

. Hanuume B TedeHuwe roja rocnUTAIM3alMU IO SKCTPEHHBIM IOKAa3aHUSIM B CBSI3U C
aTakaMy, HECMOTpS Ha HCMOJb30BAaHHE IIPENapaTOB HEOTIOKHOW TMOMOIIM B JOMAIIHUX
YCIIOBUSX.

Pexomennyercs Bcem mamumentam ¢ HAO I u Il TumoB oreHuBaTh HEOOXOIUMOCTH
HA3HAYCHUS MPENapaToB JAJs JOJITOCPOUYHON MPOPHIAKTHKY HAa KaKJOM BU3UTE.

Kommenmapuu.: B kauecTBe OMOTHUTEIBHOTO MHCTPYMEHTA ISl OLICHKH CTENIEHU TAKECTH
TeUeHUs1 3a00JICBaHUSI Y B3POCIBIX MOTYT OBITh HMCIOJB30BaHBI OMPOCHUKH aKTHBHOCTH
anrnootekoB (AAS28, AECT), a Ttakxe ompocHHUK Mo KauyecTBY ku3HH AEQoL B HEKOTOPBIX
CIy4asix MOXeT OBITh IelnecooOpa3HO Ha3HAYCHHE TMPEenapaTroB s  JOJITOCPOYHOMN
PO UITAKTUKH Ha KOPOTKUE MEPUOIBI BO3IEHCTBHS TPUTTEPHOTO (DaKTOpa, KOTOPOE yXYAIIAeT

TeueHue 3adoeBaHus (ceccus, mepees, HHPEKIMOHHBIC 3a00IeBaHNU).
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B3pocneim mammentam u nmetsm crapiie 12 ger ¢ HAO I u 11 tumoB mpu HEOOXOAMMOCTH
IPOBEACHUS JIONTOCPOYHON TPODUIAKTHKH PEKOMEHIyeTCs Ha3Ha4eHWe JaHaaeirymada Juis
npo¢unaktuku AO.

Kommenmapuu: pexomeHayemas HadaiabHas go3a coctaBiasier 300 mr 1 pas3/2 Hen.
[MaruenTam, y KOTOpbIX Ha (OHE Tepamuu CTa0WIBHO OTCYTCTBYIOT TIPUCTYIBI, 1032
nTaHazenymaba MoxkeT ObITh cHipkeHa 10 300 mr 1 pa3/4 vex. Pexxum BBeneHus naHaaemymada
MOJKET OBITh IEPECMOTPEH B CTOPOHY YMEHBIICHHUS MTOCIE TOCTHKEHUS CTaOUIIBHOTO COCTOSHUA.
VYuuteiBass BeICOKHI Mpoduiab 3PPekTHBHOCTH/O0€30MaCHOCTH, TOIKOKHBINH CIIOCO0 BBEICHHS
mpernapara, JaHajaenymad - mpenapar nepBoi JIMHUM IS Tepanuy MalueHToB crapiie 12 net mpu
Tskénom teuenun HAO.

Hetsm ctapmie 12 et ¢ HAO 1 u Il TumoB mpu HEOOXOAUMOCTH MPOBEACHUS TOJATOCPOUHOM
npoUIaKTUKA pEeKOMEHJyeTcss HazHaueHue wuHruoutopa Cl-screpa3bl uyenoBeka AJis
MOJIKOKHOTO BBeCHUS 11 poduiiakTuku AQO.

B3pociapiM manmeHTaM W AETSM CTapiie IBYX JIET MPU HEOOXOAMMOCTH IPOBEICHUS
JIOJITOCPOYHOM TPOPHUIAKTUKH PEKOMEHIyeTcsi HazHaueHue uHruomtopa Cl-screpassl aiis
BHYTPUBEHHOTO BBeeHU 1iis1 Tpodunaktuku AO (Ttabnuia 6).

Kommenmapuu: nns  nocTikeHHs  kernaemMoro s@dexra 03y peKOMEHAyeTcs
aJanTUPOBATh K MHAUBUIyaJIbHBIM MOTpEOHOCTAM nanuenTa. [Ipenmapat HeoOX01MMO BBOIUTH HE
pexe, 4eM 2 pasa B HEJIEINI0, TaK KaK IEpUO/ MOJIyBbIBEIEHUS COCTaBIsAET 48 4acoB.

Herssm crapme 12 mer ¢ HAO I u II TumoB npu HE0OXOAWMOCTH IPOBEIACHHUS
JOJNTOCPOYHON MPO(PUIAKTUKH PEKOMEHAYEeTCsl Ha3HAu€HHWE IMpenapaToB s IOJKOMXHOIO
BBeneHMs (maHamenymada miau uaruoutopa Cl-screpassl uenoBeka) s npodunaktuka AO B
KaueCcTBE MPEnapaToB NepBOM JIMHUU.

B3pocneim marnmentam u gersim ¢ I w Il Tuma mpu HE0OXOIMMOCTH MPOBEACHUS
JOJNTOCPOYHON MPOPUIAKTUKH PEKOMEHAYETCS Ha3HAaYeHHE TPAHEKCAaMOBOW KHUCIIOTHI IS
npoduiaktuku pa3putus AO (03UPOBKK CMOTpH B Tabuiie 7).

Kommenmapuu: TpaHekcaMoBasi KUCJIOTa UMeeT Oojiee BBICOKUI mpoduib 6e30macHOCTH
[0 CPaBHEHHIO C JIaHA30JI0M, OJHAKO B KayecTBe JoirocpouHoi mnpodunaktuku HAO
3¢ (PeKTUBHBI TOJBKO Yy HEOONBIIOrO YHCIAa NAIMeHTOB. YUHUTHIBas BO3MOXKHOE BIIHMSHUE
aHTU(PUOPUHONMTHYECKUX CPEACTB (TpaHEKCcaMoOBas KHCIIOTa) Ha CBEPTHIBAIONIYIO CHCTEMY
KPOBHM, BCEM TMAIMEHTaM, I[OIYYalolIMM aHTUPUOPUHOIUTUIECKIE CPEICTBA B KadecTBE
JOJATOCPOYHON  NMPOPUIAKTHKH, PEKOMEHAYeTCs TNPOUTH OOClIeOBaHME Ha  HaIU4He

MPOTUBOMNOKAa3aHUI K MpUeMy JTaHHOM rPyIIIbI IPETapaToB.
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[TarimenTkam B Bo3pacte oT 18 mo 45 ner ¢ HAO I u Il tunoB npu HEOOXOIUMOCTH
IPOBEICHUS JOJTOCPOYHON MPO(PUIAKTHKH PEKOMEHIYETCsI Ha3HAYeHHWE IPOTeCTareHOB IS
nonrocpouHoi npopunakTiuku AO (J03MPOBKH CMOTPH B TabiuIE 7).

Kommenmapuu: Ha3HauYCHHE IPOreCTareéHOB BO3MOXKHO TOJIBKO MOCJE KOHCYJIbTAallUU
Bpaua-ruHekosora. IlporectareHsl OKa3bIBAalOT TOJOXKUTENBHBIA A(PQGEKT Ha TeueHHe
3a007eBaHMs BIUIOTH 1O TNOJHOTO OTcyTcTBUA AQO 06e3 HeoOXOOMMOCTH NpuemMa Jpyrux
npenapatoB 0Oojee, ueM B 60% ciydaeB (a mpH IMpHEME MPOTeCTareHOB C BBIPAKECHHBIM
AHTUTOHAAO0TPONHBIM 3 dexToM — 6onee yeM B 80% ciyuaes). [Ipenaparamu BeiOOpa SBISIOTCS
IIPOrecTareHsl B BUAE MOHOIIPENApaToB (Tak Kak MPHEM IPENnaparoB, COAEPKAIIUX ICTPOTEHbI
narueHTam ¢ HAO 3ampemen). HeobxonuMo nuHaMmudeckoe HaOIOIEHHE THHEKOJIOTa Ha BECh
NEpUOJ POBEICHNUS JIEUEHUS IIPOreCTareHaMHu.

B3pocneim mammentam ¢ HAO 1 u Il TumoB mnpu HEOOXOAUMOCTH MPOBEACHUS
JOJTOCPOYHON MPOPUIAKTUKM PEKOMEHJYETCsl Ha3HadeHHE JaHa3zosla (JO3MPOBKM CMOTPH B
tabmuie 7) ans npodunakTuky pazButus AO.

Kommenmapuu: naHa3osl Ha3HaudaroT B cTaproBoi nose 200-600 mr B CyTku, a 3aTeM
IIOCTENIEHHO CHIDKAIOT /103y O MHUHHMMAIbHOM HEOOXOAMMOM Uil OTCYTCTBHSI KIMHMYECKUX
posiBICHUH 3a0oseBanus. Bo3MokHa anbTepHATHBHAS CXE€Ma: HA4YaJIO TEPAIHMH ¢ HEOOJBIION
JI03bI TIperapara C MOCTENEeHHbIM yBeTHMueHHeM. B moboM ciyyae HEOOXOIMMO BBIBUTH H
IPUMEHATh HAUMEHBIIYIO 3P PEKTUBHYIO 103y, YTO MO3BOJISIET CHU3UTh PUCK PA3BUTHUS TOOOYHBIX
s¢¢exroB. [laHa3onm He cieqyeT Ha3HadaTh B KadyecTBE IpeHapaTa MEPBOM JIMHUU JKCHIIMHAM
JeTOPOTHOTO BO3pacTa.

[TanenTam, MmosrydaroliMM JaHa30Jl B KauecTBE JOJITOCPOYHON MPOGMIAKTUKHU, Mepen
HAuaJoM TepalnMM M Ha MNPOTSHKEHUM BCEro IEpHoAa IMpHeMa Ipernapara peKOMEHIyeTcs
IIPOBE/ICHUE PETyJIPHBIX 00CIIEIOBAaHUH JUIsl OLIEHKH HAJIMYMs IPOTHBOINOKA3aHUHA U KOHTPOJIS
00OYHBIX (P (HEKTOB.

Bceem mammentam ¢ HAO I u II Ttuma pexomenayercss oneHuBath 3(QeKTHBHOCTDH
o00paHHOM Tepanuu Ha KaKJ0oM BU3HUTE He pexe 1 pasza B 3 Mecsina i1l ONTUMU3ALUK Tepaiy
JUTSL KOPPEKITUH 10361 U/WJIU MHTEPBAIa BBEACHUS TIpernapara v JUisl OlIEHKH OO0YHBIX 3P HEeKTOB
OT TEpaIuH.

Bceem nanuentam ¢ HAO I u I Tuna He pekoMeHayeTcs NpepblBaTh IPUEM IIPEnapaToB
JUI OJTOCPOYHOIN NMPO(UIAKTUKY Ha BpeMsl BBEIEHUS IpernapaTtoB A KynupoBaHus AO u
KpPaTKOCPOYHOM NPOPHIAKTUKU U JOCTHXKEHHS JIydlIero KOHTPOJIA HaJ aKTUBHOCTBIO
3a00JIeBaHMUA.

[Tarmentam ¢ HAO ¢ HopmanibHbIM ypoBHeM C1-MHI' pekoMeHayeTcsi MCIONb30BaHHE

TPaHEKCAMOBOW KUCJIOTHI JIJIsl JOJATOCPOUHON TTpodrtakTuku pa3Butust AO.
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Kommenmapuu: y nauuentoB ¢ HAO ¢ HopmansHbiM ypoBHeM C1-UHI™ TpanekcamoBas
kuciota 6onee 3pdexruBna, yem y nanrenToB ¢ HAO [ u Il Tuna. Pekomenayemast 103MpoBKa OT
1,5 no 4 r/cyTku.

Kpurepun oueHku kayecTBa MeIUIIUHCKOA MOMOIIH

HIkajna oneHKH HIkaja oneHKH
YPOBHe YPOBHei
Ne Kpurtepun xauecrBa JA0CTOBEPHOCTH yoenuTeJbHOCTH
JA0Ka3aTeJIbCTB peKoMeHIauuii
yan) (YYP)
1 | [MTammenTam ¢ HAO ¢ HOpMalbHBIM YPOBHEM 4 C
C1-MHI' pexomeHayeTcsl HCHOIb30BaHUE
JaHaznerymada TUIS JOJITOCPOYHOI
npodmIakTUKU pa3Butusi AO
2 | Iarmmentam ¢ HAO ¢ HOpMaJIbHBIM YPOBHEM 4 C

C1-UHI' pexkomeHayeTcsl HCHOIb30BaHUE
uaruouTopa Cl-3cTepa3sl dYenmoBeKa s
JIOATOCPOYHOM podusIakTHKH pa3BuTH AO
3 | Mammmentam ¢ HAO ¢ HOpMaJIbHBIM YPOBHEM 4 C
C1-UHI' pexomeHayeTcsl MCHOIb30BaHUE
JTAHA30J1 I AOJITOCPOYHON MPOPHIAKTUKI
paszButus AO

4 | IlarmenTkaMm B Bo3pacTe oT 18 mo 45 ner ¢ 4 C
HAO c¢ nopmansabeiM ypoBHem CIl-MHIT
pEKOMEHTyeTCs HCIIOJIb30BaHUE
MPOreCcTarecHOB JUISt npoQUTaAKTUKA
pazButusi AO
5 | IHammmenram ¢ HAO | u Il Tuma 1 nanuentam 4 C
¢ HAO c nopmanbabeim ypoBaem C1-UHI He
pEKOMEHIyeTCs HCIIOJIb30BaHHUEC
AHTHTHCTaMHHHBIX npenaparoB TUIST

cuctreMHoro mnpumeHenuss u cl'KC mgus
JIOJITOCPOYHOMN PO HITAKTHKH

5. TaKmuKa Jie4eHUuA Ha CmauuOHaApHOM YypO6HE:
https://raaci.ru/dat/pdf/project NAO.pdf

5.1 Iloka3aHud K NJAHOBOM FOCIUTAJN3AINA

[Tpu HEdPHEKTUBHOCTH MPOBOAMMOM TEpaAINH, MAIIMEHTaM ¢ TsoKenbIM TeueHrneM HAO nmokazana
rOCINUTAIM3aUs B CTAlMOHAp [UIl KOPPEKUHMH TAKTUKU JICYEHUS W OINPEICICHUS
VHJIUBUYaIbHOMN JO3BbI.

5.2 TIloka3aHus K DKCTPEHHON roCIUTAJIN3ANNT

1) Hannumne npu3HaKoB KOMIIPECCUM JIbIXATENbHBIX ITyTEH;
2) Tspkenast abJOMUHANIBHAS aTaKa;
3) OTcyTcTBHE WM HEOCTATOUHBIHN 3 dekT amOymatopHoro JeueHus npu Tsokeaom AO i AO

YKU3HEYTPOKAIOLIEH JIOKAIN3aLUH.
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5.3 Iloxa3aHus K BLINMCKE MAIMEHTA U3 CTAIlTHOHAPA

1) KynupoBanue AO;

2) Ilox6op anexBaTHOM 3P (HEKTUBHON TEpaIHH.

Kpurepun oneHkun kayecTBa MeIUIIUHCKOH MOMOIIH

Kpurepun oneHky kadecTBa MEPBUYHON MEIUKO-CAHHUTAPHOW MOMOIIN B3POCIBIM U JIETSIM IPU

HacJieIcTBeHHOM anruooteke (koapl mo MKbB - 10: D84.1):

Ne Kpurepun oneHKH KayecTBa OuneHkKa BbINOJTHEHUS
n/n
1 | Bommonnen mnpueMm (OCMOTp, KOHCYJBTAIMs) Bpada- Ha/Her

aJuIeprojora-uMMYyHOJIOTa IIEPBUYHBIA IAallMEHTA C
nono3penneM Ha HAO ¢ o06s3aTebHBIM Ha3HAUYCHHUEM
KOMIUIEKCA IS JUArHOCTHKU  HACJIENCTBEHHOIO
AQHTMOHEBPOTHYECKOTO OTeKa (IeEeKTOB CUCTEMeE

KOMILJIEMEHTA)

2 | Bemonnen mpuem (OCMOTp, KOHCYJbTaIlusl) Bpaya- Ha/Her
aHECTE3MOJIOTa-peaHMaToNora MEepBUYHBIA  W/HUIU
OCMOTpP BpauOM CKOPOM MEIUUMHCKOM MOMOILHU
(BpauoM-CIIeIMaINCTOM) TPU  OKa3aHUU  CKOPOMt
MEIMIMHCKOM  momomy  (Mpu  OTE€Ke  BEPXHUX

JBIXaTeJIbHBIX ITyTEH)

3 | BemonHen npuem (OCMOTp, KOHCYJBTAIMs) Bpada- Ha/Her
XHpypra/Bpada-IeTcKoro XHUpypra Mpu BBIPpaKEHHON
a0IOMUHAIBLHOM aTake W OTCYTCTBHH dddexTa oT
UCTIONB30BAaHMS TIPETapaToB sl KYNUPOBAHUS arak

npu HAO

4 | IlpoBeneHa Tepanus UKaTHOAHTOM M/HITH HHTUOUTOPOM Ha/Her
Cl-actepa3pl 4eloBEKa WM CBEXKE3aMOPOKEHHOU
1a3Moi (MPU OTCYTCTBUU JTaHHBIX MPENapaToB U MpU
OTCYTCTBUM  MEIUIIMHCKUX  MPOTHUBOIOKA3aHUM)
NalMeHTy ycTaHoBJIeHHbIM aAuarnozoM HAO mpu AO,
CrOCOOHOM TPUBECTH K ac(hUKCHH, a0JOMHHATHHOU
atake u mnepudepudeckoM AQO, CONPSHKEHHBIMU C

PHUCKOM pa3BUTHS OCIOKHEHUI
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Hasnagena KpPaTKOCPOYHAS npoduIaKTUKa
UHTUOUTOPOM Cl-3crepassl 4eJloBeKa WIIn
CBEKE3aMOPOXKCHHOM IIJIa3MOM, WM JaHa30JIoM (Tpu
HaciencTBeHHoM aHTHoTeke | u |l TumoB (B Tom yucie
HA JIOKJIMHHUYCEKON CTaguu), TpH XUPYPTUIECKOM
BMEIIIATEIHCTBE WIJIM MHBIX WHBA3UBHBIX MEIUIIMHCKHUX
BMEIIATENbCTBAX M MPH OTCYTCTBUU MEIULUHCKUX
NPOTUBONOKA3aHUI)  MAllMEHTy  YCTAHOBJIEHHBIM

nuarao3zoM HAO

Ha/Her

[Tamment ¢ HAO (B ToM 4wmclie Ha JOKIMHHUYECKOMN
ctaguu) Obul  oOecredyeH — mpernaparamMu  JUIs
KyIUpOBaHUS HE MEHee, YeM JBYyX aTakK: MKaTHuOaHT

u/wm uarudutop Cl-screpasbl yenoBeka

Ha/Her

[ManuenTtka ¢ HAO Ha mepuoa 6epeMeHHOCTH B POJIOB
Obta  obecriedeHa  mHruomTopom  Cl-acTepassl

YCI0BCKa

Ha/Her

[MTaumenty ¢ HAO, mnonyuaromeMmy — Teparnuio
uaruOuTopamu  AIID, aHTOrOHWCTaMH PELETNTOPOB
anruorensuna ll, sacrporen-conepkammmMu BBITIOJTHEHA

OTMEHA ATHX TpenapaToB

Ha/Her

[Manment ¢ AO B obnacTu ropTaHd MpU HapacTaHUU
oréka Wi Hed(P(HEKTHBHOCTU IMPOBOIUMOMN TEpaIruu
TOCMUTAIN3UPOBaH B OTAeNeHUE
OTOPUHOJIAPUHTOJIOTUU Wi peaHuMaIOHHOE

OTACJIICHUC

Ha/Her

10

[TaneHTy BBITOTHEHO OMPENEICHNE OCHOBHBIX TPYIII
kpoBu 1o cucreme ABO u ompenenenue antureHa D

cucreMsl Pesyc (pesyc-¢hakrop) (Ipu 1MarHoCTHUKE)

Ha/Het

Kputepuu onenkn kadecTBa CIENHUATN3UPOBAHHON MEIUIIMHCKON MOMOIIX B3POCIBIM U JETIM

npu HacleAcTBeHHOM aHruooteke (ko mo MKD - 10: D84.1)

Ne

n/n

Kpurepun oueHKkH KayecTBa

O1neHKa BLINOJHEHU S
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Brimonuen mpueM (0CMOTp, KOHCYJIbTAllMsl) Bpadva-

aJuIeproora-uMMyHOJIOTa IIEPBUYHBII

Ha/Het

Beimonmaen npueM  (OCMOTp, KOHCY/IBTAIMs) Bpadva-
OTOPUHOJNIAPUHTOJIOTa WM Bpava-aHeCTE3HOoJIora-
p€aHnumMarojiora (HpI/I OTCKC BCPXHUX AbIXATCIIbHBIX

yTen)

Ha/Het

Brimonmaen npueM (OCMOTp, KOHCYJIBTAIMs) Bpadva-
XUpypra/Bpada-IeTcKkoro xupypra (Ipu BbIpaKEHHOMH

abIOMUHATTFHOM aTake)

Ha/Het

[IpoBenena Tepanusi UKaTHOAHTOM H/WUITM HHTHOUTOPOM
Cl-actepa3pl 4eloOBeKa WM CBEXKE3aMOPOKEHHOU
1asMoi (IpU OTCYTCTBUM JAHHBIX IpPENapaToB) HE
nozagHee 30 MHMH OT MOMEHTa TOCHUTAIU3aLUU
nanueHTa (B 3aBUCUMOCTH OT MEIUITUHCKUX TTOKa3aHUI

U TIPYU OTCYTCTBUHM METUIIMHCKUX MPOTUBOMOKA3aHUI)

Ha/Het

Brinonnena KOHUKOTOMMSI WIH HaJIOXEHNE
TPaxeoCTOMBbl ~ WJIM  HUHTyOalust  Tpaxeu  IpHU
YIPOXKAIOIIEH HKU3HU KOMIIPECCUH JbIXaTENIbHBIX Ty TEH

1 ipu Hed(PPEKTUBHOCTH JICKAPCTBEHHOM Tepanuu

Ha/Het

[IpoBenena KpaTKOCpOYHast npoduIaKTHKa
UHTUOUTOPOM Cl-3crepassl 4eJloBeKa WIIn
CBEXKE3aMOPOKEHHOM MUIa3MON WJIM JaHA30JI0M Tepe.
XUPYPTHUYECKAM  BMEIIATETLCTBOM  WJIU  HWHOM
WHBAa3UBHOM MEIUIIMHCKOM BMEIIATENLCTBE (MIPHU
HacjencTBeHHoM aHruoreke | u |l TunmoB B ToM umciie

MalyeHTaM Ha JTOKJIUHUYCEKOW CTaIUN)

Ha/Het

[Tamenty ¢ HAO, nonywaromemy  Tepanuio
uaruOutopamu  AllD, aHTaroHucramMu peHENnTOPOB
anruorensuna ll, scrporen-conepxammmu BbIIOJIHEHA

OTMEHA ATHX TpenapaToB

Ha/Het

[Iposeneno VY3U w/mmu KT opranoB OpromrHoi
MOJIOCTH TAIMeHTy TMpH a0JOMHUHAIBLHOM arake |
OoTCyTCTBUM 3(]dexTa OT MNPOBOAUMON Tepanuu

npenaparaMmu JUisi KylIipOBaHUs OTEKOB.

Ha/Het
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HAIIMOHAJBHBIA KIUMHUYECKHUK MPOTOKO.I
MEJUIAHCKUX BMEHMIATEJIbCTB 11O
HO30JIOI'UN «<HACIEACTBEHHBIU AHI' MOOTEK»

41



2. BBEJIEHHE

HacaeacrBennblid aurnootéxk (HAQ)

B nacrosiemM nporokose, npegHa3HaY€HHOM JJIsl CIEUATUCTOB, OKa3bIBAIOIIMX MTOMOIIh
6ombHBIM ¢ HAO, mipuBeieHBI AOCTYIHBIE K HACTOSIIEMY JTHIO KIMHUYECKHE JOKA3aTelIbCTBa,
MOMEHTBI Ha/JIeXkKAIEH MPaKTUKH, a TaKyKe MHEHHS SKCIEepToB. bpljia mpoBeneHa amantanus K
MECTHBIM YCJIOBUSIM, OBLIA YYTEHBI OCOOCHHOCTH JOCTYMHOCTH JIEKAPCTBEHHBIX MPENapaToB K

npuMeHeHuto y 6oabpHbIX ¢ HAO.

OcHOBHBIM TpeOOBaHHEM TIpU pa3pabOTKe MPOTOKOIA, BKIIOYMBIIETO JaHHBIE,
OCHOBaHHBIC Ha IIy4llleM MHPOBOM OIBITE, OBUIO HCIONH30BAHUE MATEPHUATIOB JYUIIHX
PYKOBOJICTB IO JaHHOW TeMe, a TaKKe METOIOJOTHU CTPOro OTOOpa HAYYHBIX JAHHBIX MPHU
dbopMHpOBaHNKM PEKOMEHIANMK Kak Poccuiickas accoruanus ajjaeproyioroB M KIMHUYECKHUX
nmmyHosioroB (PAAKHN), benopycckast accomuarius ajieproyioroB M KIIMHUYECKUX KMMYHOJIOTOB
(BPAAKA), EBpomneiickass akajgeMus aJJieprojioroB M kinHHYecKux uMmmyHonoroB (EAACI),

Bcemupnas annepronorudeckas opranuzanus (WAO).

Omnpenenenne
AHrnooTéxk (AQ) — 10KaTU30BaHHBIN, OCTPO BO3ZHUKAIOIINUM, TPAH3UTOPHBIN, CKIIOHHBIN

K PEeLMIMBUPOBAHUIO OTEK KOXKHM WM CIU3UCTBIX 00o0jouek. OOBIYHO JJIUTCS OT HECKOJIbKHX
YacoOB JI0 HECKOJBKHUX JTHEH U MPOXOJUT CAMOCTOSITENBHO.

Hacnencreennsnii anrnoorék (HAO) — penkoe, MOTEHIMATBHO IKU3HEYTPONKAIOIICE
TeHETHYECKH JeTEPMUHUPOBAHHOE 3aboseBaHue, Mpospisomeecs B Buge AO KoxH H
CIIM3UCTHIX/TIOJICTU3UCTHIX 000JI0YEK, BOZHUKAIOIINX 1101 Bo3aelicTBrueM OpanukuauHa (BK).

XapaktepubiMu ocobeHHocTsIMA AO nipu HAO sBISIFOTCS OTCYTCTBHE 3y/a, TUTIEPEMUHN
KOXKH, COIMYTCTBYIONIEH KpanmuBHUIBI, a Takke OTCYyTCTBUE »dddeKkra OT JeueHus
KOpTUKOcTepouiaMu Jisi cuctemMHoro npumeHeHus (cI'KC) u anTurucTaMuHHBIME MpernapaTaMu
st cucteMHoro mnpuMmeHeHus. HAO oTHocuTcs K TNEpBUYHBIM HMMMyHoJeduuuTam 0e3
MH(EKIMOHHBIX MPOSIBICHUN.

Havano wcropuu HacneICTBEHHOTO aHTHOOTEKA IMOJOXWJI HEMEIKH Bpad-TEepareBT H
XUPYPT, aBTOp OOJIBIIOrO YKCca OTKPHITHI U HOBIIECTB B 00JacTH MeaunuHb [ enpux Mpeneyc
Ksunke (Hem. Heinrich Irenacus Quincke;). B Te Bpemena 6one3np nmeHoBanmu Otékom KBuHKeE.
B mepBbix onucaHusx 3abosieBaHue Ha3bIBalOT enlé HaciencTBeHHBIM aHTMOHEBPOTHYECKUM
orékoM. B HacTosIee BpeMs 0oie3Hb N3BECTHA, Kak Hacie1cBeHHbII aHTHOOTEK.

4.3 AaropuTmbl J1elicTBUII Bpaua

https://raaci.ru/dat/pdf/project NAO.pdf
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Aaroput™m guarHocTukd HAO I n Il THNOB y poACTBeHHHKOB NMALMEHTA.

VY obcnemyemMoro ecTh pOACTBEHHHUK C
TTOATBEP K ICHHBIM

muarHo3oM HAO ¢ nedpunurom Cl-uaruduropa c

HeT ITamment aa
crapiie
y
O6caenoBanue 1 n3
Tlouck myTtamun METOJIOB:
POIICTBCHHUKA B « TokCK MyTaIHH
POJICTBEHHHUKA B TCHE
SERPING1
JlnarHo3 monreepkieH 1 U3 METO/IOB:
* BeisiBiena MmyTtanuu <
poactBennunka B reie SERPING1
V manuenTa
HeT Aa

€CTh

Knunnnueckue

A

y

HAO1I II
HAO I nin II Tuma O I piu II Tuna




AJITOPUTM KYNIMPOBAHUSI ATAKM Y NAINMEHTA C YCTAHOBJIEHHBIM Auaraozom HAO

V mammenTa oTEK,
CIOCOOHEIHA MPHEECTH K
acGHKCHA HTTH ERIpAXeHHAT
a0JOMHHATEHAR aTaKa HIH
TAAEBIH NepHe pHIecKHR

TTaumenT 0OyueH

TeXHHEe
CaMOCTOATEIEHOTG,
BEeIeHHA

3CTePasEl YETOBSKA

CamocroaremmHoe
BBeeHue | J03H
HEATHOaHTA HITH
mETHORTOpPa Cl-

3CTepassl 4ell0BeKa

HET

ITeproe mm
MOETOpHOE
BBEJeHHE
HEATHOAHTa HIH
mETAHORTOPa C1-
SCTepaskl 9el0Bea

Aa

Beegenne C3I1

'

Koncymeramus
JIOP-epawa a1 IManmenT HyAZaeTCA
OLIeHEH CTeNeHH B oDecneueHMH
KOMITpEeCCHH MPOXOTHMOCTH
ABIXATeEHEIX ABIXATEIBHEIX Ty TEH )
nyTeR

JuHavmgecKoe

HaOmogenne

OGecnegnTs MpoxoaImMOC
ABIXATEIBHBIX Iy TeH
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AJITOPUTM KPATKOCPOYHOH NPOPUIAKTUKY Y NANUEHTOB € YCTAHOBJIEHHBIM IMATHO30M

HAO I viau II Tunos

[lanmenty nnarupyeTca NpoBeJeHHE
OMepaTHEHOI0/CTOMATOIOr HYECKOr0/ JHAr HOCTHYE CKOTO MEJHITHECKOTO BMEIIATeThCTEA

OobecmeuuTs:
*  BO3MOXHOCTb MPOBE/EHHA PeaHNMALHOHHLIX MepONpHATHIL;
*  JOCTYN K NpenaparaM A/A KynupoBaHNA 0TEKOB

Henomssosats uHrHOHTOP
Cl-actepass! 9en0Beka 214
KPaTKOCPOTHOH
npoHIAKTHKH

B HATHYHH TH
unruouTop Cl-
3CTepasbl
qeI0BeKa’

Hcnonszorats C3I1 a1a
MeguunHCKOS

KpaTKOCPOTHOH
BMEIIATETECTRO
npo(HIAKTHKH p
CpoTHOE”
HeT
Hcnoms3soears nanason ana
KPaTKOCPOYHOH aa
npodHIAKTHKH
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HAIIMOHAJIbHBIN KJIMHUYECKHHW MPOTOKO.I IO
INPOPUJIAKTUKE U PEABUJIMTAIIAN I1O
HO30JIOIT'UN «<HACIEACTBEHHBIN AHI' MOOTEK»
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Peadonauranus .

https://www.who.int/ru/news-room/fact-sheets/detail/rehabilitation

Peabwnuranust ompenensieTcss Kak «KOMIUIEKC MEPONPHSTHI, HAMpaBICHHBIX Ha
BOCCTAHOBJIEHHE (PYHKIIMOHATIbHBIX BO3MOKHOCTEH UeJI0BeKa U CHUKEHHUE YPOBHS HHBAJIUTHOCTHU
y JIMI[ C HAPYIIEHUSMU 37J0OPOBBS C YUETOM YCIOBHM UX MPOKUBAHUSD.

Jlpyrumu cioBaMu, peaOuWIMTAIUs HAMpaBICHA HA TO, YTOOBI MOMOYB JETSM, B3POCIBIM
WUTH TIOXKHJTBIM JTFOJISIM OBITH KaK MOKHO 00Jiee aBTOHOMHBIMHU B TIOBCETHEBHOM JKU3HU U 1aTh UM
BO3MOXXKHOCTh MOJIy4aTh oOpa3zoBaHHe, padOTaTh W 3aHUMAThCS JTIOCYTOM, a TaKKe BBITOJIHATH
Ba)KHbIE COIMAJIbHbIE (YHKIMH, TaKHe Kak 3a00Ta 0 ceMbe. B 3THX LensX ¢ 4elIOBEKOM U €ro
CeMbEil TMPOBOIUTCSA paboTa MO JIEYCHHIO COMYTCTBYIONIMX 3a00JIEBaHUN W YCTPAHCHHIO HX
CUMITOMOB, HW3MCHECHHMIO YCIIOBUU TMPOXWUBaHUs MJisi OoJiee IMOITHOTO YIOBIETBOPEHHUS WX
NOTPEOHOCTEl C MCIONBb30BAHMEM ACCUCTHUBHBIX TEXHOJIOTWH, OOydeHHs HaBbIKaM OKa3aHUs
CaMOIIOMOIIM M aJalTalliM 3a1a4, ¢ TEM YTOOBI OHHM MOIUIM BBIIIOJHATECS Oosiee 6e30macHo U 0e3
MOCTOPOHHEH MOMOIIN. ITH CTPATETUH, OCYIIECTBIIIEMbIE B KOMILJIEKCE, MOTYT IOMOYb YEJIOBEKY
MPEOAOIETh TPYIHOCTH, CBSI3aHHBIE C KOTHUTUBHBIMU HAPYIICHUSIMH, PACCTPONCTBAMH 3PSHUS U
cllyXa, TPYAHOCTSAMU B KOMMYHHKAIIUH, IPHEME MULIN UK TepeaBUKECHUU.

Ha TomM wunu wHOM »3Tame >KH3HU YCIYyrd MO peadWIuTaly MOTYT OKa3aTbes
HEOOXOUMBIMU JIFOOOMY YEJIOBEKY B PE3yJIbTaTe TPaBMBI, XUPYPIHUECKOTO BMEIIATEIIbCTBA,
3a00JIeBaHUs WM WHBIX HAPYIICHWH 3J0pPOBbS, a TaKKe B CHIy BO3PACTHOTO CHUKCHHUS
(GYHKIIMOHATBHBIX ~ BO3MOXHOCTEH. YCIyrn 1o peaOuiuTaud B BBICOKOM  CTENEHU
WHAUBUAYaAIbHbBI, U 3TO 03HAYAET, YTO BHIOOP Mep BMELIATENIbCTBA JOJIKEH OCYIIECTBISTHCS C
y4eTOM IeJIeH U MPEANOYTCHUN NalleHTa. Y CIyTH M0 PeaduINTaliy MOTYT MIPEIOCTABIIATHCS B
CaMBIX Pa3HBIX YCJIOBHUSIX — B CTallMOHAPHOM YUPEKICHUH, MOJUKIMHUKE, NMPU MPOBEICHUU
aMOyJIaTopHON (U3MOTEpanu U TPYAOTEpaNnU, a TaKKe B OOLIECTBEHHBIX MECTax, Ha JIOMY, B
HIKOJIaX UJIU 110 MECTY pabOTHI.

B okazanun peaOMIUTAIIMOHHBIX YCIYT YYaCTBYIOT pAOOTHUKH 3/IPAaBOOXPAHEHUSI CAMOTO
pasHoro mpoduis, B TOM 4ucie GU3NOTEPANIEBTHI, CIICIIUATKUCTHI TI0 TPYIOTEPAITHH, JIOTOTECIbI U
ayJIMOJIOTH, OPTOTUCTHI U MPOTE3UCTHI, KIMHUYECKHE IICUXOJIOTH, BPauyUu-peadMIUTONIOTH U
MEAMIMHCKHE CcecTpbl. BaxkHyio poib B peabMIMTaluu MOTYT UrpaTh TakKe€ MHOTUE ApyTue
MEIUIMHCKIE pPa0OTHUKH, TaKHEe Kak Bpaud oOmero npodmis, XUPYprd MU pabOTHHUKH
OOIIECTBEHHOTO 3/[PAaBOOXPAHEHHUSI.

IpoduaakTuka HaCJeICTBEHHbIX AHTHOOTEKOB.

IMpodunakrtuka (mp.-rpeu. prophylaktikos — mnpemoxpaHuUTENbHBI) — KOMILIEKC

Pa3IUYHOTO PO MEPOMPHITHIA, HAMpPaBICHHBIX Ha MPEIYNPEKICHUE KAKOTO-INOO0 SBICHUS

U/WM ycTpaHeHue (hakTopoB pHCKa.
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[Ipodpunaktuueckoe  3mpaBooxpaHeHue  (mpodrutakTHdeckas  MEOUWIIMHA WU
npoduIaKkTUKa) MOApa3yMeBaeT Mol co00i KOMIUIEKC Mep, HAaIIPaBICHHBIX Ha MPeI0TBpaIlcHIE
pa3BuTHs 3200JI€BaHM, B OTJIMYHE OT UX JICUCHHUS OOJIE3HEM.

[Tono6HO TOMy, Kak 3J0pOBbE OXBAaThIBAE€T pa3iMyHble (U3NYECKHE U TICUXUYECKHE
COCTOSIHMSI, TaK M Ha OOJIE3Hh U HETPYIOCIOCOOHOCTh BIHUSAIOT (DaKTOPhI OKPYIKAIOIICH CPEIIbI,
TeHeTUYeCcKasi MpPeApacroiokKeHHOCTh, Bo30yauTenu 3abosneBaHuil 1 o0pa3 >KU3HU. 3710pOBBE,
00J1€3Hb ¥ HETPYJ0CIOCOOHOCTH — 3TO IMHAMHUYECKUE POIIECCHI, KOTOPBIE Pa3BUBAIOTCS €ILIe JI0
TOT0, KaK UHAUBH/IbI IOHUMAIOT, YTO OHHU MOPAKEHBI.

[Ipodunaktuka 3aboneBaHu Oa3WpyeTcs Ha MEPOINPHUATHUAX, KOTOPHIE MOTYT OBITh
KJIacCU(UIIUPOBaHbI KaK MEPBUYHBIC, BTOPUYHBIC U TPETUUHBIE MEPbI MTPO(UITAKTUKH.
IpopuniakTuyeckue MepOoNnpuATHSs  —  BaKHEWIasd COCTaBIIAIOIIAs  CHUCTEMBI
3/[paBOOXpAHEHMs, HampaBlieHHass Ha (GOPMUPOBAHME Yy HAceJIeHUs MEIUKO-COLUaIbHON
AKTUBHOCTH U MOTHBAIIMH Ha 3/I0POBBIA 00pa3 HKHU3HU.

https://raaci.ru/dat/pdf/project NAO.pdf

B 3aBucHMOCTH OT COCTOSHUS 37A0POBBS, HAIHUYUS (PAKTOPOB pUCKA 3a00JEBAHUS WIN
BBIPa)KEHHON MaTOJIOTUU MOXKHO PacCMOTPETh 3 BHJA MPO(PUIAKTHKH.

IlepBuunasi npodguIaKTHKA — CUCTEMa Mep MNPEAYyNPEeKIEeHUS BO3HUKHOBEHHUS U
BO3JICUCTBUS  (paKTOPOB pHCKAa pa3BUTH  3a00ieBaHWUN  (E3MHCEKIMS, BaKIWHAINS,
palMoOHANBHBIA PEXHUM TPYAa U OTAbIXA, pAllMOHAIBHOE KayeCTBEHHOE NMHUTaHUe, (uznyeckas
aKTUBHOCTh, OXpaHa OKpYy>Karowlel cpeapl). Psi mepornipusituii nepBUYHON NPOYUIAKTHKH MOXKET
OCYHIECTBIISAITHCS B MaciTabax rocynapcraa. [Ipegorspaiienue 6one3Hel U co3jaHle XOpOIIero
CaMOYYBCTBHS MPOJIJIEBAET MPOAOHKUTEIBHOCTD HAIlEH KU3HU. MeponpusaTHs M0 YKPEIIEHUIO
3I0pOBbsl HE HAIleJICHbl HAa KOHKPETHOE 3a00JieBaHME WJIM COCTOSIHHE, a CIOCOOCTBYIOT
YKpeIUIeHHI0 3710poBbsi. C Apyroi CTOpOHBI, ocoOasl 3alluTa HaleleHAa Ha TUN WIH TPYIIY
3a00JIeBaHUH U TOMOJHSET LIETU YKPEIJICHUS 30POBbSL.

OcHOBHBIE MPUHIIUIIBI MEPBUYHOMN PO HITAKTHKH: 1) HETPEPHIBHOCTh
npOoQUTAKTHIECKIX MEPONPUITUN (HA TPOTSKCHUH BCEH JKU3HH, HAUMHAS €1I€ B AHTCHATATHBHOM
nepuojne); 2) nudepeHIUpOoBaHHbIM XapakTep MNPO(UIAKTUYECKHX MEpONpHUsATHii; 3)
MaccoBOCTh  mpodwiakTuku; 4) HAYYHOCTh  NPOPHIAKTHKH, 5)  KOMIUIEKCHOCTH
npogUIaKTHIECKUX Mep (ydacThe B MPO(UIIAKTHKE JICUCOHBIX YUPEKICHHH, OpraHOB BJIACTH,
0O0IIeCTBEHHBIX OPraHU3aINil, HACETICHUS)

BropuyHasi npoHIaKTHKA — KOMIUIEKC MEPOIIPUATHH, HAIIPABICHHBIX HA YCTPaHEHUE
BBIpQXEHHBIX (PAKTOPOB PHCKA, KOTOPbIE MPU ONPEIEICHHBIX YCIOBUSX (CTpecc, ociiabieHue

MMMYHHTETA, Ype3MEpPHBIC HATPY3KHU Ha J00bIe Ipyrue GyHKIMOHAIbHBIE CUCTEMbI OPraHnu3Ma)
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MOTYT TPUBECTH K BO3HUKHOBEHHWIO, OOOCTPEHHMIO W peuuauBy 3adojeBanus. HawmOosee
3QQPEKTUBHBIM METOJOM BTOPHUYHOW TNPOPUIAKTHKH SBISETCA JAWCHAHCEpH3alMs —Kak
KOMIUIEKCHBI METOJI pPaHHEro BBISIBICHHUS 3a00JIeBaHUN, JAHMHAMUYECKOTO HAOIIOJACHUS,
HAIPAaBJIEHHOTO JICYEHHUS, PALIMOHAIIBHOTO MOCJEeI0BAaTEIbHOTO 03/10POBICHHUS.

Hekortopele  cnennanucTbl-podUIakTOIOTH  MpeajaraloT  TePMUH  «TpeTH4YHasi
npopWIAKTHKA» KAK KOMIUIEKC MEpONPUATUN MO peaduiauTaii OOJBHBIX, yTPATUBIINX
BO3MOXXHOCTh TIOJIHOIIEHHOW >KU3HENEATEIbHOCTU. TpeTuyHash MpOQIIAKTHKA HWMEET IEIbI0
conanbHy0 (hopmMupoBaHHE YBEPEHHOCTH B COOCTBEHHOH COIMAIBHON MPUTOTHOCTH),
TPYIOBYIO  (BO3MOXHOCTh  BOCCTAaHOBJIEHHS  TPYAOBBIX HABBIKOB), ICUXOJOTHYECKYIO
(BOCCTaHOBIICHHE IOBEIEHYECKON AaKTHBHOCTH) M MEAMLMHCKYIO (BOCCTAaHOBJICHHE (YHKIMN
OpPTraHOB U CHCTEM OpraHU3Ma) peabuIIuTaIIIO
3 Ilpogunaxmuka wu Oucnancepnoe HabIOOEHUE, MEOUYUHCKUE NOKA3AHUA U
HPOMUBONOKA3AHUA K RPUMEHEHUIO MEMOO08 nPoduiakmuku

https://raaci.ru/dat/pdf/project NAO.pdf

Cembsam ¢ HAO I u II Tuna u HAO ¢ HopmanbsbiM ypoBHeM C1-MHI' pekomennyercs

MPOBEJICHNE KOHCYIBTAIUY Bpavya-TeHETHUKA C LEJIbI0 MOyIeHUs HH()OPMALIUU O TUIAHUPOBAHUU
cembH [56,144].
Kommenmapuu: y nartuentoB ¢ HAO I u I Tuma BeposiTHOCTh pokJIeHUsI peOCHKA ¢ TTOJT0OHBIM
3aboneBanueM coctaisier 50% [144]. B cembsax manuentoB ¢ HAO I u II Tuna u HAO 6e3
nepunura C1-MHI' c BbISBIEHHONW NATOreHHOW MyTalUel B OJHOM U3 TE€HOB BO3MOXKHO
IIpOBEJICHNE PEHATATbHON TUATHOCTHKY C LIEJIbIO BBISBICHUS TEHETUYECKOTO JedeKTa MIoaa u
pelieHus Bompoca O TMPOAOKEHWH OEpPeMEHHOCTH, TakXe BO3MOXKHO IPOBEICHHUE
PEUMIUIAaHTAIIMOHHON JHMAarHOCTUKU. MOJEKYIIpPHO-TeHETUYECKUNH TIOMCK —CIenu(pUIECKOM
MYTaIlMM TMPOBOJUTCS BKJIETKAaX M3 oOpaslla BOPCHMH XOpHOHA, B3siTOoro mocine 10-if Hemenu
OEpEeMEHHOCTH WJTH U3 00pa3Iia OKOJIOJIOMHBIX BOJI, Tociie 15 Henenn 6epeMeHHOCTH.

Pexomennyercs mudopmupoBare manueHToB ¢ HAO o0 BceX BO3MOXHBIX TpPHUITEpax
3a00JIeBaHUs C 1I€TIbI0 MAKCUMAIBHOTO OIPAaHMYCHHS UX BO3JICHCTBUSI.

Bcem manmentaMm ¢ HAO He pekoMeHAyeTcs HCIOJIb30BAHME IPENApaToB W3 TPYIIIBI
uHruouTOpoB AIID M aHTOrOHHWCTOB perenTopoB aHruoTeH3wHa Il ¢ menpro mpegoTBpaeHus
npoBokanun AO. Kommenmapuu: npenapaTbl U3 AaHHBIX TPYIIN HPUBOAAT K HAKOIUJICHHUIO
OpaJuKWHUHA, TIOOTOMY MOTYT CIYKUTh (DAaKTOpaMH, YTSHKENSIONMMHU TeUYeHUEe 3a00JIeBaHUs U

SIBUTBCSL TPUITEPAMH pa3BUTH (paTalbHBIX aTak.
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Bcem nmanmentam ¢ HAO I u I tuna u ¢ HAO ¢ HopmansubiM ypoBHeM CI-MHI' He

PEKOMEHAYETCSl UCIOJIb30BAaHUE IIPENaparoB, COJEP)KALIUX 3CTPOreHbl B CBA3M C PHUCKOM
BO3HUKHOBEHUS kHu3Heyrpoxaromux AO.
Kommenmapuu: Y 80 % namuentox ¢ HAO nabmtomaercs yxyamieHue TeUeHHs 3a00eBaHus Ha
dboHe mpueMa npenapaToB, COAEPKAIMINX ICTPOTEHbI (BKIF0Yas KOMOMHUPOBAHHBIE MPETIapaThi).
Heo6xonuMo 3aMeHMTH TMpemapar, COACpXalluii ACTPOreH, Ha Mpernapar, CoJepKaIHii
IIPOrecTareH.

Bcem manmentam ¢ HAO pekomeHayeTcs MpOBEACHUE BAKIMHAIUA B COOTBETCTBHH C
HammonaneHpiM ~ KajeHZapeM  OpOoQUIAKTUYECKUX  NPUBHBOK Ui IPOQUIAKTUKU
BaKLWHOYMPaBIsIeMbIX HHpekmii [1].

Bceem nmanmentam ¢ HAO pekoMmeHayeTcs NMpoBeeHNE BaKIMHALIMK OT renatuta B i
CHI)KEHHUSI pUCKa 3apa’keHUs STUMH 3a00JIeBaHUSAMH B pe3yJIbTaTe TPAHCMUCCUU ATHX UHPEKINN

C TIpemnapaTaMu KpoBH (B OCOOCHHOCTH CBEXKE3aMOPOKEHHOM Tu1a3mel) [1].

Ipuioxkenne 1. Undgopmanus 1 ManueHTOB
https://raaci.ru/dat/pdf/project NAO.pdf

HacaencrBennbiii anruooorék (HAQO) - penkoe 3aboneBaHue, CBsS3aHHOE CO
CHIW)KCHHEM WM HEJAOCTaTOYHOW (PYHKIMOHAIBHON akTUBHOCTHIO Cl WHTHOUTOpa CHUCTEMBI
KOMIUIEMEHTa 4YeJOBeKa, YTO MPUBOAUT K PA3BUTHIO YAaCThIX AHTMOOTEKOB PA3IMYHBIX YacTel
Tena: pykK, HOT, JIUIa, OPIOIIHOM MOJIOCTH, TOPTaHH.

AHTHOOTEKH OpPraHOB OPIOIIHOM MOJOCTH BBIPAXKAIOTCS CUIBHBIMU OOJSIMU B JKHBOTE,
TOIIHOTOMN, PBOTOM, KUJKUM CTYJIOM M HEPEJIKO OITMO0YHO TPAKTYIOTCS KaK OTPABJIICHUE W KaK
ocTpas XHUpypruueckas IaToJIOTHUSA, YTO NPHUBOJUT K HEOOOCHOBAHHBIM XHUPYPTUYECKUM
BMeniareascTBaM. OTEKM TOpTaHM MOTYT MPHUBECTH K YIYIIbIO, MIOATOMY OHHU IMOTEHIIHUAJIBHO
OTMACHBI JJIs KU3HH, MPU WX PA3BUTHH 00s3aTelbHAs TOCHUTAIM3ANMS B MHOTONPOQUIHHBIN
CTalMOHAap.

HAO - s1o HacneacrBeHHoe 3a0osieBanue. [Ipu oOHapykeHHH 3a00JIeBaHUS Y OJTHOTO U3
YIEHOB CEMbH BCE OCTAJIbHBIC JIOJDKHBI OBITH 0OCTEeNOBaHBL. Y YETBEPTH MALIMEHTOB HET
MPEIIeCTBYIONETO CeMeiHOro aHamHe3a Oone3Hu. Puck HacnemoBanuss HAO pebGenkom
coctasisieT okoso 50%.

[TarueHTH! TOMKHBI OBITH OOECTIEUEHBI MpenapaTaMu Jid KyNMHPOBaHUS aHTHOOTEKOB U
oOydeHbl TeXHHKE MX BBeAeHHUs. IIpemaparsl s KynmUpOBaHUS aHTHOOTEKOB JTOJIKHBI BCETJa
HAXOJIUTHCS MPU MALUEHTE.

[TanmenTtam 3anpermieHo npuMeHeHne, HHruouTopos Alld/6nokatopoB AT-penentopos,

[PEnapaToB, COJEPXKALIUX OCTPOTeHbl (KOHTPAIENTHBOB, 3aMECTUTENIHHOM TOPMOHAILHON
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Tepanum), TaK KaK JaHHbIE IPerapaThl MOI'YT IPUBECTHU K MOSBICHHUIO aHTHOOTEKOB (B TOM YHCIIE
KHU3HEYTPOKAIOIIEH JIOKAIN3ALUH ).

Pexomenayercsi u3berarb MEXaHHYECKOTO BO3JACHCTBHS (IaBieHHe, ymud U T.1.) Ha
MSTKHE TKaHU U CIU3UCTble 000souku. Kareropudecku 3ampelieHsl 3aHATHs, CBA3aHHBIE C
(GU3NYECKUM, MEXaHWYECKUM, IICUXOAMOLMOHAIBHBIM HANpPsDKEHUEM, IEepeOXJIaXKICHUEM.
[IpoTuBomoka3ana paboTa, CONpsHKEHHAs C BBICOKOW (DPM3NYECKOH Harpys3Koi, OMacHOCTHIO
TpaBMaTH3aluu. Bce yka3aHHbIe (GakTOpbl MOTYT NPHBOAUTH K 00OCTpeHHIO 3a0osieBaHUS,
HOSIBJICHUIO aHTMOOTEKOB (B TOM YHCIIE )KU3HEYTPOXKAIOILEH JIOKAIN3ALUH).

CBoeBpeMeHHasi U aJieKBaTHas KOPPEKLUs JII0OOW COMyTCTBYIOIIEH MATOJIOTMU, B TOM 4YHCIE
SHJIOKPUHHBIX, HEBPOJOTHUECKUX HapylIeHWH. PerynspHas caHalus o4yaroB XpOHHYECKOU
uHpekuu. Tak kak oOocTpeHue 000N COMYTCTBYIONIEH IMaTONOTHH MOMET NPHUBECTH K

YTAXKCICHUIO TCUCHHUA OCHOBHOI'O 3a00/1eBaHus.
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