Knmanueckue PEKOMCH Al

JIpyrue HapymeHusi HakomjaeHusi JunuaoB (dedumur
JIM30COMOIi KMCJIOH JIUNA3bI)

Konuposanue no MexayHapoaHon
CTaTUCTUYECKOM Kilaccu(UKaIUu
OoJie3HEH 1 MpoOIIeM, CBSI3aHHBIX

co 3aopoBbeM: E75.5

Boszpactuas rpynna:  Jleru/B3pocibie
Ton yreepxaenus: 202

Pa3paboTunk KIMHUYECKOW PEKOMEHIalluu:
e Acconuainys MEIUIUHCKUX T€HETUKOB
e (Coro3 neauarpoB Poccun
e Poccuiickas raCTpOOHTEpOJIOrMYECKas acCouanus

L4 O6mepOCCHﬁCKaH O6IJ.[CCTBCHH3.}I opraHu3alus TPAaHCIUIAHTOJIOIOB «Poccuiickoe
TPAHCIINIAHTOJIOTHYCCKOC 06H.[€CTBO>)



OraBienue

(03117 (610 Q0] N T2 011 (5351 1, SO PP PSP PPPPRP 5
TEPMUHBI H OTIPCIICIICHUIS ... vvveesteeesstessssseesssessssesssseesssseesssseesssseesssseesssseesssseesnsseessseesnssessnsnessnsns 6

1. Kparkas wundopmanus mno 3a00J€BaHHI0 WIM COCTOSHMIO (Tpymnmne 3a0ojieBaHUN WM

(e Te (03 15 1717 ) T TP PP RO UPR PP 7
1.1 Omnpenencnuie 3a00JI€BaHUS TN COCTOSTHUS (TPYIITBI 3200JICBAaHUIN HITH COCTOSTHHM) ............. 7

1.2 DTHonorus u naroreses 3a00IeBaHMsI WM COCTOSTHUS (TPYIIIBI 32a00JI€BAaHUIN UITU COCTOSIHUM )

1.3 Dnuaemuonorus 3a60eBaHus UITU COCTOSHUS (TPYMIBI 3a00€BaHUI UITH COCTOSIHUH) ........ 8

1.4 OcoGeHHocTH KOAUpOBaHUsI 3a00JIeBaHUS WM COCTOSHUS (TPYMIbI 3a00J€BaHUN WM
COCTOSIHUK) O MEXIyHapOJAHON CTaTUCTHUYECKOW Kiaccudukamuu Ooje3Hedl W mpodiem,
cBs13aHHBIX CO 30POBBEM (MKDB-10) .....eiiiiiiiiiiciiecie et 8

1.5 Knaccuduxarus 3ab6oneBanust U COCTOSIHUS (TPYIIbI 3200J€BaHUI HIIK COCTOSIHUM).......... 8

1.6 Knuanueckas kapTHHA 3a00JI€BaHUS WM COCTOSHUS (TPYIIBI 32a00JI€BaHUN MITH COCTOSTHUM 8

1.6.1 Knununueckas kaptuHa npu uHpanTribHoi popme JJIKII (601e3uu BonbMmana) ........ 8
1.6.2 Knununueckas kapTuHa npu 00s1e3HU HakorieHus 3¢gupos xonectepuna (bBHOX)........ 9
1.6.3 3aboneBanusi co cxonuoi ¢ JJIKJT KIMHUUECKON KAPTUHOM ..o..vvveevvieeiiieeiiee e 11

2. JlmarHoctuka 3a0o0JIeBaHMSI WM COCTOSHMS (Tpynmbl 3a00J€BaHUl WM  COCTOSIHMIA),

MEAUIIMHCKHIE MOKa3aHUs U TPOTUBOMOKA3aHUS K IPUMEHEHUIO METOJIOB TUATHOCTHKH ............ 11
AR, (G0 (0 10] 8 @ 02 5 020 05 (= NPT TR 11
2.2 OUBUKATBEHOE OOCIIEIMOBAHIIE vvvvueseeeesierretaissssessesssstaasssseestesssstsssssssssessstssssssessessssrinrsseeeses 12

2.2.1 ®usukanpHOE oOcnenoBanue npu uHpanTwibHON popme IJIKJI (6one3nn Bonpmana)

2.3.1 JlaGopaTopHble IHAarHOCTUYECKHE HMCCIeN0BaHus NMpH UHPaHTUIbHON dopme JJIKII

(OOIIE3HH BOIIBMAHA) ...vvieuvieiiiietie ettt ettt et e sttt ettt e sttt esse e et e e s be e et e e saeeebeeabeeabeesanaenns 12

2.3.2 JlaGopaTopHbIEe JHATHOCTUYECKUE WCCIICAOBAHUS TP OO0JIE3HU HAKOIUICHHUS 3(UPOB

XOJIECTEPUHA (BHDX) ...iiiiiiiiiii e 15

2.4 IHCTpyMEHTAJIbHBIE TUATHOCTUYECKUE UCCIHEMOBAHMS «...vvvvvressnrreeessnrrreessnsneeesssnnnneessnnnneesns 18



2.4.1 NHcTpyMeHTaIbHBIC JMArHOCTHYECKHE WCCIICIOBAHUS TpH WH(AHTHIBHOW ¢dopme

JUTKJT (OOTE3HU BOITBMAHA) ... ..ceieiiiieiiiieiie sttt sttt sttt st e et e et eenbe e seneebeesnee s 18

2.4.2 WHcTpyMeHTalIbHBbIE JMArHOCTUYECKUE HCCIEOBAaHUS TpU OO0JIE3HU HAKOIUICHUS

3¢upoB xonectepuHa (BHIX), ¢ 7e0F0TOM B BO3PACTE CTAPIIE 6 MECSIIEB ...vevvvvvverrvrrernenennnes 18
2.5 HHBIE TUATHOCTUUECKUE FCCIHEMOBAHIS ..uuusererrunserersasseressansesessnsesessnssesessiseesesnseessrineeessonnees 20

2.5.1 VHble quarHOCTHYECKUE HccienoBanus npu uHdantuwibHoi popme JJIKIT (6oneznn

B0 005 1 ) IO RUPPUPR 20

2.5.2 UMHple JAMArHOCTUYECKHE WCCIEAOBAaHUSA TIpU OOJE3HHM HAKOIJIEHUS 3PUpoB

XONMECTEPUHA (BHDX) ..o 21

3. Jleuenue, BKJIIOYAs MEIUKAMEHTO3HYIO M HEMEIMKAMEHTO3HYIO TEpanuH, TUETOTEPAIUIo,
00e3001MBaHNe, MEIUIMHCKHE IOKa3aHUS W MPOTHBOINOKA3aHMWA K NPUMEHEHHIO METOJIOB

B (S (<) ¢ 0 6 PP 22

3.3 XUPYPTHUCCKOE JICUCHHE ...uuvveerureressreeessseesssseeessseesssseessssessassesssssesssssesssssessassessnssesanssessnseeesnes 26
3.3.1 Xupyprudeckoe yieuenue npu uHpanTIIbHON Gopme JIJIKII (6oneznn Boibmana) ..26

3.2.2 Xupyprudeckoe JieueHrue npu 0osie3Hu HakoruieHus 3¢gupos xonectepuHa (BHIX), ¢

JI€OIOTOM B BO3PACTE CTAPIIE 6 MECSIICB .....vvevvivritiesrisieesieesesseesbeenesiee b st s e sneesne e sneene s 27
3.4 TTATITAATHBHAS TIOMOLLID ....eeuuteteutneesuteeassseeaasseeesssesaassessassessasseeaasseeaasbeeaasseesbbeeaanneeannreeanneeeanes 27
3.5 VTHOG JIEUEHHEC ......eviiiiiiiiii it bbb e s nre s 27

4. MeaunuHckasi peabuInuTanus 1 CaHaTOPHO-KYpOPTHOE JIeUeHHEe, MEIUIIMHCKHIE MTOKa3aHus U
MPOTUBOMNOKA3aHUsI K MNPUMEHEHUI0O METOJOB MEAMIIMHCKOW peabWIuTaluy, B TOM YHUCIE

OCHOBAHHBIX Ha UCTOJIb30BAHUU MPHUPOTHBIX JICUCOHBIX (PAKTOPOB ....vivverriireriiesrisieesieesresinenneas 27



5. IlpodurakTuka u nUCITaHcepHOE HAOI0ICHUE, MEAUITUHCKHIE TTOKAa3aHUsI ¥ POTUBOIIOKA3aHUS

K IPUMEHEHUIO METOOB TIPOMIITAKTIIKH ... .vveuvevretiessesseesseassesssesseessesssssseasessnesseessessnssseessesssessens 28
5.1 TIPOMUITAKTIIKA ...ttt b etk b e b e bt bt ab e e b e nnenne s 28
5.2 JIACTIAHCEPHOE HAOITEOMIECHIIE «......veeseveenteesueeastessuseassessasesssesssseasseessseassesanseeasseansesssnssnsesssnesnsessns 28
5.2.1 IucnancepHoe HaOMIOIEHUE Y MATMEHTOB € BB . ..o, 28
5.2.2 qucnancepHoe HabmoneHne y maieHTOB ¢ BHOX ..o, 30
6. Oprauu3anusi OKa3aHUs METALTMHCKON TIOMOIITH ....coe.vveeeureeessreesssreessreesssseesasseesssneesnsseesseeesnes 34

7. JononautensHas nHGopmanus (B TOM drciie (PakToOpsl, BIUSIOMINE HA KCXO0/1 3a00ICBaHUS WITH

COCTOSHIS ) e veeuteeeueeesseessee e e sse e e e sse e e e es et e st e n R e e e e e R et e s e e AR e e e e e R e e e st e nR e e n e e e s et e n e e nmn e e neenrneenne e e 36
Kputepun o1ieHKH KaueCTBA MEIULIMHCKOM TIOMOLIIH «.....vvvveessereeesannreeeessnsnneesssnsseeesssnnnesessnnnnneenas 37
(03307 (¢10) Q) 1 1<) 01 ) o) F TP P PP 39

[Tpunoxxenue Al. CoctaB paOouell rpynmbl 1Mo pa3paboTKe U IMEPECMOTPY KIMHUYECKUX

LS O (533 01 =1 1 1 SO TP PRSPPI 44
[Tpunoxxenue A2. MeTtogonorust pa3paboTKH KIMHUYECKUX PEKOMEHIAIMHT ...ocvvveeveaieerieeaneenne 48

ITpunoxxenne A3. CripaBo4HbIE MaTEpUabl, BKIKOYas COOTBETCTBUE NTOKA3aHNUN K IPUMEHEHHIO
U TIPOTUBOIOKA3aHMM, CIOCOOOB MPUMEHEHUS U 103 JIEKAPCTBEHHBIX MPENapaToB, MHCTPYKIIMU

M0 IPUMEHEHHIO JIEKAPCTBEHHOTO TIPETIAPATA. +...vvereesereesreessreasreessneasneessnessneessnsaneesnnesnesssnsenseses 50
A3.1 OCHOBHBIE HOPMATHUBHO-TIPABOBBIE AKTBI ......ccveiiurieriiiirieisesssrisssessssssiesssnesssesssnssssassnesssenas 50

A3.2 CpaBHenue npossieHuii nHpanTmibHoi ¢opmel JJIKJI (Oone3nu Bonbpmana) u 60ne3Hu

HakoruieHus 3¢upoB xoaecTepruHa (BHDOX) ... 51
A3.3 Iudpdepenunansrast nuarnoctuka HAXBIT u JITKIT ..o 52
A3.4 3a00p 6uomMaTepuana sl JUarHOCTUKU B MATHAX KPOBHU ...eeuveererrnreerieesreesseeaneesnnesneesnneas 52
A3.5 PekoMeHI0BaHHBIE 00bEMBI BBEACHUS CEOCMUIIA3hl allbPa™ ™ ........ccoiviiiiiiiiiicic e 54

A3.6 JlnarHocTHYECKUN aITOPUTM MpPU MHGAHTUIBHON (opme neHIMTa JIN30COMHONU KUCION
TUTNA3bI (OOTEZHU BOBMAHA) ... cciuiiiiieiiiiiiieitie ettt e e snee s 55

A3.7 JIlnarHOCTHYECKUH aaropuTM MpH 0oJe3HN HakomieHus 3¢pupoB xonecrepuna (bHIX)...56
[Tpunoxenue b. ATTOPUTMBI TEHCTBHI BPAUA ...vvveiuvvveiieeessireessieeesireesssseesssseessssesssssessnssessnseessnes 57
[Tpunoxenre B. THPOPMAIIHS ITIT TIAITHCHTA .....vvveiuvreeiieeessieeessreeessseesssseessssesssssesssssessnssessnssessnes 58

[Tpunoxenue I'l-I'N. Illkanel OleHKH, BONPOCHUKH W JPYru€ OLEHOYHBIE HHCTPYMEHTHI

COCTOSAHUA MMallUCHTA, MIPUBCACHHBIC B KIIMHUYCCKUX PCKOMCHIAIMAX. «..uvvviiiiiiiininnnnineaans 62



Cnucox coxkpameHui

AJIT — ananmHaMuHOTpaHCcepasza

ACT — acnmapratamuHoTpaHcdepasa

AnoB — anosunonporeun B

AUYTB — akTUBUPOBAaHHOE YaCTUYHOE TPOMOOIIIIACTUHOBOE BpEMsI
BHDX — 601e3ub HakoTUIeHUs UPOB XOJIeCTepUHA

I'MI'-KoA — ruapoKCUMETHIIIYTapUiI-KOSH3UM A

JUIKJT — nedunut TM30COMHOM KUCIIOH JTUTIa3bI

KM — xoMIUiekC HHTHMA Meaua

JIKJI — nm3ocomHas Kucias aumnasa

JIITHIT — nunonpoTenHbl HU3KOUW MIIOTHOCTH

JIIIBIT — numonpoTenHbl BBICOKOW MIOTHOCTH

JIIIOHII — nunonpoTenHsl O4e€Hb HU3KOM TIOTHOCTH

MHO — mexxayHapo1HO€ HOpMATM30BAaHHOE OTHOIICHUE
MP-crieKTpOCKOIHS — MarHUTHO-PE30HAHCHASI CIIEKTPOCKOIMS
MPT — MarauTHO-pe30HAHCHAsE TOMOTpadus

HAJXKXBII — HeankoronpHast sKk|UpoBasi 00JI€3Hb MTEYEHN

HACT — HeankoroiabpHbIil cTearorenaTuT

OHMK - ocTpoe HapyIiieHue MO3TOBOT0 KPOBOOOPAIIEHUS

IT1OJI — nepexkncHOE OKUCIEHUE JTUITUIO0B

IITU — npoTpOMOMHOBBIN UHIEKC

CPOCB — cTepuHOBBIN PEryIsITOPHBIN JIEMEHT CBSI3bIBAaHUS OEIIKOB
TI" — Tpurnunepubt

TI'CK — TpaHcnnaHTanus reMorno3TUYECKUX CTBOJIOBBIX KJIETOK
YIAXK — ypcone3okcuxoiieBast KUCIOTa

VY3 ynabTpa3zByKoBas gomniuieporpadpus

V31 — ynpTpa3ByKOBOE UCCIEA0BAHNE

@3T — pepmeHTHAs 3aMeCTUTENIbHAS Tepanus

OI'JIC — 330¢aroracTpoayo eHOCKOMHS

OKI' — snekTpokapauorpamMmma

39X — a¢upsl xonecTepuHa

9XO-KI'- sxokapauorpadus

CAP-pexxum (Controlled Attenuation Parameter) — MeTo[ KOHTPOJIUPYEMOTO 3aTyXaHHs
yIBTpa3ByKa

MP-PDFF (Magnetic Resonance Imaging - Proton Density Fat Fraction) — MPT-dpakuus
KHUpa 10 IPOTOHHOM INIOTHOCTHU



TepMuHBI U onpeeIeHUs

JIuzocomHble 00/Ie3HH HAKOILUIEHHs] — TpyNNa HacCIeICTBEHHbIX MOHOTCHHBIX
3a00JIeBaHUH, CBSI3aHHBIX C HAPYIIEHUEM (PYHKIIMH JTU30COM.
depMeHTHAs 3aMeCcTUTeJIbHAsI Tepanmusi — JICUEHUE, 3aKIII0Yarolieecs BO BBEICHUU

bepMeHTOB (B TOM 4YHCIC W PEKOMOHMHAHTHBIX) MAMEHTaM C HACJCACTBCHHBIM Je(heKToM
MeTadom3Ma.



1. Kparkas undgopmauus no 3a00/1eBAaHUI0 UJIH COCTOSIHUIO (TpyIne 3a001eBaHui
HUJIH COCTOSIHUI)

1.1 Onpenesienue 3a001eBaHUA WIH COCTOSIHUSA (TPyNNbI 3200/1€BaHU HJIH
COCTOSIHMIA)

Hedunut muzocomuoii kucnoit nunassl (JIKJI) — mporpeccupyioriee HacaeICTBEHHOE
3a0oneBanne, B OCHOBE KoToporo JexuT paedekr reHa LIPA, komupyromero ¢depMeHT
an3ocoMuyro kuciyto sunaszy (JIKJI), mpuBomsmuii k HakorieHHo 3(QUPOB XOJeCTepuHa U
TPUTJIHMIIEPUIOB B OpraHax u Tkausx [1-3].

1.2 9Trosiorus U narorexes 3a00J1eBaHUsl WIH COCTOSIHUSA (TPYIIIbI 3200/1eBaHU

HUJIH COCTOSIHUI)

JUIKJI Hacnemyercs MO ayTOCOMHO-PEIECCHBHOMY THIY. 3a00lieBaHHE CBS3aHO C
mytauusamu rera LIPA, kotoperit kaptuposan Ha 10 xpomocome (10g23.31). B mexnynapoaHoi
0a3e JaHHBIX [0 MYTAIUAM YeJoBeka onucano okojo 100 myranuii B rere LIPA, npuBogsmux
Hapymenuo @ynkuuu ¢pepmenta. [lpu JIJIKJI HOHCeHC-MyTanuu, KpylnHbIE EPECTPOIKU T'eHa,
MYTalli¥ CO CABHIOM PAaMKH CYHTBHIBAHHUS, B TOMO3UTOTHOM HIIM KOMIAYH/I-T€TEPO3UTOTHOM
COCTOSIHMHM, KaK TPaBWJIO, BBIABJISIIOT MPU TsDKENbIX (Gopmax 3aboneBanus [1,3,4]. Hauboiee
pacnpoCTpaHEHHBI MATOTCHHBIM aJJIelb — CHHOHMMHWYHAs 3aMEHA, Hapyllarolmas CauT
crutaiicutra B 3k30He 8 €.894G> A (E8SIM-1G> A), sBiseTcs NpUYMHOM 3a00s1eBaHus B OoJiee
YeM MOJIOBMHE OMYOJIMKOBAHHBIX cilydaeB. Hanmuuue naHHOro BapraHTa B TOMO3ZUTOTHOM HITH
KOMITAyH/I-T€TEePO3UTOTHOM COCTOsTHUU coxpanseT 3—5% ocrtarounoit akrusHoctu JIKJI [1 — 3].

B HopMme mnonaBmmue B JIHM30COMYy MYyTEM pPELENTOP-ONOCPEIOBAHHOIO 3SHAOIMTO3a
HEUTpanbHbIe KUPBI (A(GUPBI XOJIECTEPUHA W, B MEHBIICH CTCICHH, TPHUTIUIEPUIBI) IO
Bozneiictuem JIKJI pacmieruisitoress 10 CBOOOTHOTO XOJIECTEPUHA W JKUPHBIX KHUCIOT. OTH
JUMAIBl U WX OKHCICHHBIE TPOW3BOAHBIE BCTYNMAOT BO B3aUMOCHCTBHE C (pakTOpaMu
TPAHCKPUILIUN (CTEPUHOBBIM PETYJISTOPHBIM 3JIEMEHTOM CBs3bIBaHUsI OenkoB — CPOCB),
KOTOpPBIE HEMOCPEICTBEHHO MOAYJIMPYIOT SKCIIPECCUIO TEHOB, BOBJICYCHHBIX B CHHTE3 M 3aXBaT
XOJleCTeprHa, a Takke Jumnorenes. [lpu orcyrcTBun wnu cHukeHUH akTUBHOCTH JIKJI adupsl
XONIeCTepUHa, TPUTIUIEPUIBl HE paclajgaloTcs W HAKaIUIMBAIOTCS B JIM30COMaX.
CooTBeTCTBYIOIIMN HEIOCTaTOK CBOOOJHOrO XosecTepuHa B kieTke npuBogur k CPOCh-
OMOCPEIOBAaHHOM  CTUMYJISIMM  DHJOTEHHOTO CHHTE3a XOJECTepuHa, HWHTUOMPOBAHUIO
ruapokcumeTriryrapui-kosHsuM A (I'MI-KoA) peaykra3oif u 3HIOLMTO3a TOCPEACTBOM
penieniropoB JITTHII. ITapannenbHO ¢ 3TUM yBeIMUMBaeTCs CUHTE3 anojunonporentHa B (AnmoB) u
3HAYHUTEBHO MOBBIMIAETCS 00pa30BaHKE XOJIECTEPUHA JIUITONPOTEHHOB OYEHb HU3KOW TNTIOTHOCTH
(JITTOHIT). YBenuuenue sxcnpeccun ' MI'-KoA penykTassl SBIsSeTCS MEPBUYHBIM PE3YIbTATOM
CPOCb-2-omocpe1oBaHHOTO  BHYTPHUKJIETOYHOTO YMEHBIICHUs XOJEeCTepHHA, NPUBOAS K
YBEIIMYCHUIO YPOBHS CBOOOTHOTO XoyiecTepuHa [1, 2].

Takum 006pazom, HaKOIUIeHHE d(PUPOB XOJIECTepUHA U TPUTIUIICPUIOB B OPraHaxX U TKaHIX
COIIPOBOKIAETCS TUCIUIUIEMHUEH. B CBIBOPOTKE KPOBU OIPEEIISETCs MOBBIIIEHHBIH YPOBEHb
xonectepuna, JIIIHII, yposens JIIIBII cooTBeTCTBYET HOpME WIIM CHUKEH. Y YacTH MAlMEHTOB
PETUCTPUPYETCA TUIEPTPUTIULEPUIIEMUs, Yy APYTUX MAIUEHTOB YPOBEHb TPUTIIHLEPHUIOB
COOTBETCTBYET HOpME.

[Tpu Hanbonee Tsxenon, maagaeHueckoi popme JIJIKJI — 6one3nn BombmaHa akTHBHOCTh
depmenta cocraBiger MeHee 1% OT HOpPMBI, YTO MPHUBOAMT K OBICTPOMY MACCHBHOMY
HAKOIUICHHUIO 3(DUPOB XOJIECTEPUHA U TPUTIIHIIEPUIOB B TU30COMAaX MHOTHX OpraHax W TKaHsX, B
NEPBYIO OYepe/b B MIEYCHHU, CelIe3eHKE, HaIOYEUHNKaX, BOPCUHAX KUIIEYHHKA, KOCTHOM MO3T€,



auM(paTHYECKNX y371ax, B Makpodarax peTHKYI0-3HI0TEIHAIBHON CUCTEMBI, YTO 00yCIIaBIMBACT
MOJIMCUCTEMHBIE MTPOSIBICHUS OOJIC3HH.

IIpu Oone3nn Hakomnenus 3¢gupoB xonecrepuna (BHDX) — d¢enorune JJIKII,
XapakTepusyromeMcs 60ee MeIJICHHBIM IPOTPECCHPOBAHNEM U BaprUaOETbHOCTHIO KITHHUYECKHX
nposIBICHUH — IN VItro ompenensiercs ocraroyHas aktuBHocTh JIKJI B amanazone 1-12% ot
MEIMaHHOTO 3HAYCHHs aKTUBHOCTH JIMIa3bl B KOHTpoue [1-4].

1.3 DnuaeMuoJiorusi 3a00J1eBaHNsI MM COCTOSTHUS (TPYNIbI 3200J1€eBAHUI WIH

COCTOSIHMIA)

Pacmipoctpanennocts JIJIKJI BapuabenbHa B 3aBUCUMOCTH OT (PAKTOPOB ITHHYECKOM
MPUHAJJIKHOCTH U reorpaduueckoro nonoxenus. Cuuraercs, uto yactota JJJIKJI cocraBnser B
cpeaaem 1:40000-1:300000 »xuBbIX HOBOpOkAeHHBIX [3]. Yacrora MiaaeHYECKOH (GOPMBI
3aboneBanus B 2-2,5 paza Hmwke u coctaBimsger 1 Ha 100 000-500 000 KUBOPOKICHHBIX
HOBOPOXIEHHBIX [5-7]. MccnenoBanus mo u3ydeHuo yactotel Bcrpedaemoctu JJJIKJI B Poccun
poBoAMIINCH B I'. Mocksa. JlanHbli noka3atenb coctaBuil npuMepHo 1:70 000 HOBOPOXKIEHHBIX
[8].

1.4 Ocob0eHHOCTH KOAMPOBAHMSA 3200/1eBaHUS WM COCTOSIHUSA (TPYIIbI
3a00JieBaHMI WM COCTOSIHMI) 110 MeKTyHAPOIHOM CTATHCTHYECKOMH
KJaaccupukanuu 60j1e3Hel H mpoodieM, cBA3aHHBIX co 310poBbeM (MKB-10)

CornacHo MKB-10, 3a0oneBanue otHocuTcst K kiaccy [V, 0one3HAM 3HIOKPUHHOMN
CHUCTEMBI, PaCCTPOMCTBY MHUTAHUSI U HapyHIeHUI0 oOMeHa BemiecTB, E75.5 Jlpyrue napymenus
HAKOIUICHUS JIUIH]IOB.

1.5 Knaccndukanus 3a001¢BaHusI HIIH COCTOSIHUS (TPYNIIbI 3200 1€BAHUI HJTH

COCTOSTHM )

Beigenstor ase ocHoBHbIe popmbl JJTKIT (mpusoxkenue A3):

- nH(anTUIbHAs (Oone3Hb Bonbmana) — ¢ MaHudecTanyeil B nepBble 6 MecsALEB KU3HU

- Oone3Hp HakoruteHus 3upoB xonectepuna (BHOX), ¢ nebrorom B Bo3pacrte crapiie 6
MecsitieB (Hanbosee gacto B 2—5 ner) [3,46].

Crnenyer ormeruts, uto JJIKJI — 3TO cmnekTp KIMHUYECKHUX (DEHOTUIOB C pa3HBIM
XapaKTepoOM TEUCHHUs U MPOTHO30M OoJe3Hu [3].

1.6 Kiimnnyeckas kapTuHa 3a00J1eBaHUs WM COCTOSHMA (TPynnbl 3a00/1eBaHui

WJIH COCTOSIHUM

JUIKJI mpexacraBnsier co0oil pa3nuuHbie (EHOTUIBI OT OBICTPO MPOTpeccUpyromeit
JeTaNbHOM MialeHdecko (OpMBI W TSDKENBIX JETCKUX BapHaHTOB C CEpPhE3HBIMU
OCJIOKHEHUSIMHU, HaAlpUMep, LUPPO30M M IMEYEHOUYHOM HEIOCTATOUYHOCTHIO B MOJPOCTKOBOM
BO3pACTe, 70 CYOKIMHUYIECKUX, MATKUX (OpM, MPOSABIISIOMUXCS B Oosiee crapinem Bospacte [3].
1.6.1 Knunuueckaa kapmuna npu unganmunvrnoii gpopme IJIKJI (60one3nu Borvmana)

Wndantunsaas ¢opma JJIKJI (Oonesnr Bombmana, BB) — penkoe ObicTpo
nporpeccupytoiee 3aboeBaHue, MPOSBISIONIEECS C MEPBBIX MECSIEB JKU3HHU, MPUBOJSAIIEE K
Pa3BHUTHIO MEYEHOYHOM HEIOCTATOYHOCTH U JIETAILHOMY MCXO/Y B Bo3pacte a0 1 roaa [9].

Hanbonee xapaktepHbIMH Tpu3HaKaMu bB  SBISAIOTCS  TracTpOMHTECTHHAILHBIC
MPOSIBIICHUS, BKIIIOYAIOUINE PBOTY, TUAPEI0 W/WIM cTearopero. YacTo BBISBISETCS yBEIUYCHHE
00BEMa KMBOTA 3a CUET B3AYTHUS KUIIEYHUKA, FeaTOMerailuy W/WIKN renarociuieHoOMerainy, a
TaKXKe TOTeps Beca C PAa3BUTUEM THIOTPOPHH M, B TSKEIBIX CIIydasX, KaXeKcuu. Takxke
XapakTepHBI 3ajiepKKa pocTa U (pusmueckoro pa3putus. Kpome Toro, Ijst 3THX MalMEHTOB



XapakTepHa HHTCPMHUTTUPYIOIIAs IMXOPaKa, BAJIOCTh, acTeHus U runeppedurekcus [2, 9,10]. V
NAIMEeHTOB Pa3BUBACTCS aHEMHUSI U TPOMOOIIUTONICHHUS.

Ocob6ennocteio BB sBusercs yBenuueHne W KaldbUU(UKALUS HAIMOYCUHUKOB,
BCTpeyaromasicss npumepHo B 50% ciyuae [2]. lo gaHHBIM BH3YaJIM3HPYIOUIMX METOOB,
YBEJIMYECHHBIC HAJIOYCUHUKN COXPAHSIOT CBOIO MOJIYJYHHYIO WIH MUPAMUAATIBHYIO GOopMy, TIO
BCCH IMapeHXUME WX OIPEACNIIIOTCA TodeuHble ouard Kaimbiupukanuu [11]. OrtcyrcTBHE
KanbU(UKATOB HAATOYEYHNUKOB HE HUCKIIFOUAET TUArHO3.

s nmanuentoB ¢ BB XxapakTepHa HeBpoJjormueckas CHUMIITOMAaTHKa, OOYCIOBIECHHAs
MeYCHOYHOH dHIE(haTONaTHEH.

[Ipu BB Bo3HUKaeT CHHIPOM MallbaOCOPOIMH, CBS3aHHBIA C HEJOCTATKOM IKHPHBIX
KHCIIOT, TIOBPEXKJICHUEM CITH3UCTON 000JIOUKHN KUIIICYHUKA U TIPOSIBIISIONINIICS pa3HON CTETICHBIO
BBIPQKEHHOCTH JHMAPEH, CTEaToped, CHHIpOMAa H30BITOYHOTO OaKTepHAIbHOTO poOCTa |
meteopusma [3, 9].

MaxkpocKONUYecKd TI€YeHb 3HAYUTENBHO YyBEIWYEHA, MKEJITOT0 I[BeTa C JKUPHOU
MOBEpXHOCThIO cpe3a. ['emarorutel u kieTtku Kymdepa BO Bcex 30HAX MOJNBKH COAEpKAT
JUNHUAHBIE BAaKyOJIH, YTO MHUKPOCKOIHUYECKH COOTBETCTBYET MEJIKOKAMNeIbHON >KHUPOBOI
muctpoduu. B 3aMOpoKeHHBIX 00pasliax IpHU OKpacke CyJaHOM YEPHBIM OOHApYKMBArOTCS
JIMIHIHBIE BaKyOJIM, KOTOPBIE MIPU OLIEHKE B MOJSPU30BAaHHOM CBETE UMEIOT BUJ KPAaCHOBATBIX
kpuctayioB. [lopranpHbli W NEPUNOPTAIBHBIA ~ GUOPO3  YACTO  MPOTPECCHPYET B
MUKPOHOYJISIPHBIN LIMPPO3 NEYEHHU.

[Ipy ynbTPaCTPyKTYpHOM HCCIEAOBAaHMM B JIM30COMax BBISBJSIOT HAKOIUICHUS
cyOCTpaToB, UMEIOUINX TI00YISAPHBINA U KPUCTAIUIMYECKUNA BUJL.

Jns TOYHOM MOpQOIOruyeckoi AMAarHOCTMKM B HacTosllee Bpems pa3zpaboTaHa
UMMYHOTHCTOXHWYECKass maHenb aHTuTen. OOHapyxkeHue kaTternicuHa D UM skcmpeccus
MEMOpaHHBIX JIM30COMAJbHBIX MapKepoB, TaKUX Kak JHM30COMaJIbHO-aCCOLIMMPOBAHHBIE
meMmOpanHnble 6enku 1 u 2 (LAMP 1 u 2) u ntu30coManbHbIi HHTErpaibHBI MEMOPaHHBINA Oeok
2 (LIMP 2) BOKpYr JUIHUAHBIX BaKyoJied, MOATBEPKAAET BHYTPHIN30COMAILHOE HAKOIJICHHUE
mununoB. KpoMe Toro, K ricTOI0rH4€CKMM 0COOEHHOCTSIM OTHOCAT TaKKe HAKOIJIEHUE 1Iepouia
B Makpogarax [3,10 ].

Ornucannl cydan bB ¢ manudecranueld BO BHyTpHyTpOOHOM MEPHOJIE B BHJIE HEKPO3a
Ha/INOYEYHUKOB, TOJUTUAPOAMHHOHA, HAKOIUIEHHs 3(pHUpoB xojectepuHa (DX) B opraHax u
TKaHAX W MHKpPOBE3UKYJISpHOro crtearo3a mneyeHn [12]. BB wmoxer ObITh nNpHUMHON
BHYTpUYTpoOHOW rubenu miuoga. Ilpm ayromcum Ha 17-f Hexene OepeMEHHOCTH
IPOIEMOHCTPUPOBAHO HAKOIJICHHE JIMITUIOB B TENATOUTAX U CHHIMTHOTPO(doOIacTaX, a TakKe
HEKpO3 B HA/IMOYCYHUKOBOH skerne3e mioaa [9].

VY namuentoB ¢ BB ompenensercs remaroMeranusi WM TeNaTOCIUIEHOMETalInsl, ObICTPO
pa3BUBaeTCs MEUYEHOYHAas HEJIOCTaTOYHOCTh C MCXOJOM B IHUPpPO3 MedeHu. B Gnmoxummueckom
aHaJIM3€e KPOBU — BBIPAKEHHOE IOBBIIIEHNE YPOBHS TpaHCAaMHHA3, 3HAYUTENIbHOE YBEIHMYEHUE
OunmupyOuHa, CHHIPOM XoJiecTaza. YacTo BcTpeuarommMces J1abopaTopHbIM Npu3HakoM npu bB
SBJISICTCS TTOBBILICHUE YPOBHEW JIAKTATIETUPOTreHa3bl U CBIBOPOTOYHOTO (peppUTHHA HApsLy CO
CHIDKEHHEM T'eMOTJI00MHA, a TaKKe MPU3HAKH TMIIOKOAT YIS,

1.6.2 Knunuueckasa kapmuna npu 601e31u Hakonjaenus rgpupoe xonecmepuna (bHI3X)
3aboneBanue neO0TUpYyeT B Bo3pacte crapiie 6 mecsueB. BHOX xapakrepusyercs Ooinee

MEJUICHHBIM  IIPOTPECCUPOBAHMEM M, KaK IPaBHIO, OTCYTCTBHEM  HEBPOJIOTMYECKOU
cumnromatuku. JUJIKJI siBisieTcst MyJabTUCUCTEMHBIM 3a00JI€eBaHHEM, CUMIITOMBI MOTYT OBITh



00yCIIOBJIEHBI TIOPAXKEHUEM PA3JIUYHBIX OpraHoB. OCHOBHBIMH OpraHaMHU-MHILEHSMU SBISIOTCS
neueHnb, ceneseHka, KKT, mouku, cocynpl. Menuana mMNOSIBJICHUS TEPBBIX KIMHUYECKUX
CHUMIITOMOB 3a00JICBaHMS COCTaBJSIET 5 JIET, HO BO3MOXKHa MaHHU(eEcCTaluss U BO B3pPOCIOM
Bo3pacte [13].

3aboneBaHue MPOSABISAETCS TenaToMeranueld (Ooiple 3a CueT MPaBoil J0NM TEYCHH),
CBsI3aHHOM ¢ HakoIIieHneM DX B renaTouurtax u kietkax Kyndepa, koropas onpenensercs y 99%
nanueHTtoB [2], cHHApOMOM HHMTONM3a, muchaunuaemMuei. [lo Mepe mporpeccupoBaHHs
3a0oneBanusi (Gopmupyerca GuOpo3 W IMUPPO3 TMEUEHH C Pa3BUTHEM IIEUECHOUYHOM
HEJOCTATOYHOCTH.

VBenn4yeHne Ccele3eHKH OOYyCIOBICHO OTiIokeHneM OX B Makpodarax U
MPOTPECCUPOBAHUEM IMpPpO3a MEYeHH ¢ (HOPMHUPOBAHWMEM TMOPTAILHON TUNEPTEH3HH, YTO
CONPOBOXKAAETCA  HApacTaHWEM [PU3HAKOB  TUIEpCIUIEHM3Ma (aHeMHusl, JIEWKOIIEeHuS,
tpomOorutonenus ). CruieHoMeranus onpezaessercs y 74% mnaunuenros [2, 13].

JlucnunuaemMusi TPOSIBISETCS TOBBIIIEHHEM B CHIBOPOTKE KPOBHU YPOBHS 0OILEro
XO0JIECTEpUHA, XOJIECTEPUHA JHUIONPOTEMHOB HHU3KOM IUJIOTHOCTH U TPUINIMLEPUIIOB IPU
HOPMQJIbHOM MJIAK HHM3KOM YPOBHE XOJECTEpHHA JIMIONPOTEHMHOB BBICOKOM IUIOTHOCTH
(runepnunonporenHeMuss IIb Tuma), 4To MOXET NPUBOAUTH K YCKOPEHHOMY Pa3BUTHUIO
atepockiepo3a [1-4]. T'umepxosnecrepunemust ompenensercs y 81% mnamuentor ¢ BHDX,
yBemueHue KoHueHtpauuu xosecrepuna JIITHII — y Bcex mamumenTtoB. Jlaxke mpu Tepanuu
TUTIOJIUTTHIEMUYECKIMHU  CPEACTBAMU THUIIEPXOJECTEPUHEMHUSI COXPAHSIETCSl y YETBEPTH, a
BbIcOkMM ypoBeHb JIITHII — y nonoBunbl 60abHBIX. [Ipy aHann3e anoaunonpoTenHorpaMmsl y
OOJBIIMHCTBA MAIIMEHTOB BBHISBIISIOT MOBBIIIEHUE YPOBHS OCHOBHOTO anonumnonporenHa JITTHIT
— anoB [2].

Cunapom nuronusza — ysenudenue ypoBHs ACT u AJIT — Habnroaercst MpakTUYECKH Y
BCEX MaI[MEHTOB U YaCTO CIY>KUT OJTHUM M3 MEPBbIX MPOSBICHHI 3a007IeBaHUs. AKTUBHOCTD ITHX
(dbepMEeHTOB B KPOBU BapbHUpYyeT B IIMPOKOM JAHarazoHe (OT 2—5 HOPM 0 MPEBBIIICHUS JaHHBIX
nokasareneii B 10-20 pa3) [2].

N3-3a BOBIIeUEHUs B MATOJIOTHYECKUN TMPOIECC KHUIIEUYHUKA Y YACTH OOJIbHBIX MOXKET
HAOJIIOaThCS  CHHAPOM MabadbcopOIuu  (HeIO0CTaTOYHOCTh TMHTAHHS, Juapes, crearopes,
HapyIIEHNEe BCACHIBAHUS )KUPOPACTBOPUMBIX HYTPUEHTOR).

I[Ipu mnporpeccupoBanuu Ooyie3HH pasBuBaeTcs (uOpo3 ©  HUPPO3  TEYCHH,
MPOSIBISIONIMICS FeNaTOCINIEHOMETANINEH, JKENTYX0M, aCHUTOM, BAPUKO3HBIM PACIIMPEHUEM BEH
nuiesona [2, 10]. Mmerotcs cBeneHus o 2 cilydasx pa3BHTHS TeATOICILTFOIIPHON KapIIMHOMBI
Ha pone BHOX [14].

Kanpuudukanms HaAMoOYeYHUKOB, OnMucaHa Jumb y 5% manuentoB ¢ BHOX [2, 13].
BcenencTeue pannero pasBuTHs aTepockiiepo3a dacto Haomonatorces MbC, aneBpu3ma aopTsl u
OHMK B M0510/10M BO3pacTe.

[Ipy Hamuuuy y manweHTa MPU3HAKOB CTE€ATO3a MEYCHH, OTPUIIATEIIEHOM alIKOTOJIBHOM
aHaMHE3€ M OTCYTCTBUM CTUTM XPOHHUYECKOW aJIKOTOJIbHOM WHTOKCUKAIUU (yBEIHMYECHHE
OKOJIOYIITHBIX ~ JKele3, KOHTpakTypa JliomiouTpeHa ©  Jp.) HEOOXOJUMO TMPOBOJIUTH
muddepentmanbayto ruarnoctuky HAXBIT u JIUJIKJT (BH3X). Couetanue cuHIpOMa HUTONIH3A,
cTearo3a IeYeHH, aucaunuaeMuu Tuma 1D, cruileHoMeranwu y neTeid W MOJNOABIX JIMI[ C
HOPMAaJbHOM MAacCOM Teja MOKET yKa3biBaTh Ha Hamure bHIX.

Takum o6pazom, BHOX crenyeT 3amogo3puth y MOJIOABIX MAIUEHTOB C TEIaTOMETaJIHEH,
yBenuuenrueM AJIT, ACT B CBIBOpOTKE KPOBH, Y KOTOPBIX TAKKE MOYKET HIMETh MECTO MOBBILICHHE
YpOBHSI OOIIEr0 XOJEeCcTepUuHA U XOJeCTepHHa JIMIONPOTEUA0B HU3KOM IJIOTHOCTH BMECTE C
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HEOOJIBIIIMM WJIM YMEPEHHBIM CHW)KCHHEM YPOBHS XOJIECTEpUHA JIMTIOMPOTEHIIOB BBICOKOM
WIOTHOCTH U runeprpuriaunepuaemueii. ([Ipunoxenne A3) [2, 13].
1.6.3 3ab0nesanusn co cxoonoii ¢ /I/IKJI knunuueckou Kapmunou

Hubdepenumanbuas auarnoctuka JJIKJI mpoBomutcss ¢ ApyrMMH  JTM30COMHBIMH
Oone3HaMU HakomeHuss — Oose3npio Humanna-Iluka tin A, B, C, Oonesnpro [omre,
TaHTJINO3UI03aMH, a TaK)Ke HAPYIICHUSMHU OOMEHA TIMKOTCHA, YXUPHBIX KHUCJOT, KEITYHBIX
KUCIIOT, Oosie3Hpio Bunibcona-KoHnoBanioBa, ceMeifHOW rumnepxosiecTepuHeMueii, HeaaIKoroJbHON
xupoBoii Oonesnpto neuenu [1, 13]. [Maumentsr ¢ JJIKJI moryr miurtensHO HaOMIOIATHCS C
TaKUMU TUarHO03aMH, KaK KPUIITOTEHHBIN IUPPO3 MMEUYCHHU, IeNaTUT HessiCHOU strosiorud [1, 2,13],
uHpexius, o0ycIoBIeHHass BUPYCOM DUHIITEHH—bapa, XpOHUYECKH MaHKPETUT, JUCKUHE3US
YKEITYEBBIBOISAIINX MyTEH.

2. IlmarnocTuka 3a00/1eBaHUA WM COCTOSIHUSA (TPyNIbI 3200/1€BAHNH WM
COCTOSIHMIi), MEITMIIMHCKHE MOKA3AHUS U MPOTHUBONOKA3AHNUS K IPUMEHEHH IO
METO/I0B JUATHOCTUKH

Obpawaem 6HUMaHUe, 4YMO, CO2NACHO MPeOOBAHUAM K pazpabomke KIUHUYECKUX
PeKOMEeHOayutl, K KaxicOOMY me3Ucy-peKomeHoayuy HeobXooumo yKazvleamy CUy peKOMeHOayull
u ookazamenvHylo 0asy 8 COOMEEMCMEUU CO WKAIAMU OYEHKU YPOBHA O0CMOBEPHOCU
ookazamenvcms (YI[/]) u yposns yoeoumenvnocmu pexomenoayuti (YVP). s mrocux me3ucog
YVP u V]I 6yoem Huzkum no npuuume OmMCymcmeusi NOCEAUEHHbIX UM KIUHUYECKUX
uccnedosanuil  8vblcoko2o ousauna. Heesupas na smo, onu AGNAOMCA  HEOOXOOUMbBIMU
nemeHmamu 06¢c1e008anus NayueHma 01 yCmaHos1eHus OUA2HO3a U 8b100Pa MAKMUKU JIeYeHUS.

Kputepun ycraHoBJ/IeHUsI IMATHO32 U COCTOSIHHSA.

Huarno3 JIJIKJI ycranaBnuBaeTcss Ha OCHOBAaHWU COBOKYITHOCTH aHAMHECTUYECKUX W
KIIMHUYECKUX TaHHBIX, PEe3yJIbTaTOB Ja0OPATOPHBIX, MHCTPYMEHTAIBHBIX, MOP(OIOTHUIECKUX
MeToqI0B uccrnenaoBanuii. Ompenenenne akTuBHOocTH JIKJI B cyXwX MsATHaX KpOBU SBISETCS
«30JIOTBIM CTaHJIAPTOMY» AMATHOCTHKH 3TOTO 3a00sieBaHMs. BhIsBIeHNE CHU)KEHHOW aKTHBHOCTH
JIKJI no3BOJII€T MOATBEPAUTH AUATHO3.

B nmpunoxennn A3 mpeacTaBieHbl TUATHOCTHYECKHE aJITOPUTMBI NMPU WHQPAHTHILHOM
dopme JJIKJT (6oneznu Bonbmana) u npu 60s1e30u HakorieHUs 3gupoB xonecrepuna (BHIX).

2.1 ’Kano0b1 M aHaMHe3

[Ipu cOope anamue3a u xkanod HEOOXOAUMO OOPATUTH BHUMAaHUE Ha CIEAYIOIINE KanoObl
Y aHAMHECTUYECKHE COOBITHS:

— OTATOILIEHHBIM CeMEHHBI aHaMHe3 (CXOJHBIE CHUMIITOMBI Y POIHBIX OpaTheB U
cectep npobana, OJIM3KOPOICTBEHHBIN OpaK);

— Clly4ad BHE3AIHOM JIETCKON CMEpPTHU B CEMbE;

— 3ajiepKa (PU3NMUECKOro pa3BUTHS;

— ¢51aboCTh, OBBIIIEHHAS YTOMIISIEMOCTb;

— TenaTOMEeTaJHs WU TeNaTOCIIICHOMET IS,

— jauapesi, 60MM B KHBOTE, cTearopesi (MPU BOBJICUYEHHOCTH B MATOJIOTHYECKHIA
MPOIIECC KUIICYHUKA);

— HOCOBBIE KPOBOTECUECHHUS;

— SKENTYUIHOCTh KOXHBIX IIOKPOBOB, CKJIEP, CIU3UCTHIX 000JI0YEK;

— HEYCTOWYUBBIU CTYIL;
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—  acClHuT;
— BapUKO3HOE paCUIMPEHHUE BEH MUIIEBOAA (IIPU pa3BUTUU LUPPO3a MEUCHH).
KanoObl u aHaMHe3 TaKKe OMUCAHBI B Pa3Jieiie «KIMHUYECKash KapTHHAY.
2.2 duszukajabHoe 00cae10BaHue

2.2.1 @u3zukanvhoe oocnedosanue npu ungpanmunvhoi popme /JJIKJI (6onesnu Borvmana)

[Ipu ocMoTpe He0OX0IMMO OOPATUTh BHUMAHUE Ha CIEAYIOLINE OCHOBHbIE KIMHUYECKUE

MPOSIBIICHUSI:

- YBEIMYEHUE Pa3MEpPOB IEUECHHU;

- YBEJIMYEHUE Pa3MEPOB CEJIE3EHKU,

- YBEJIMYEHUE pPa3MepOB KUBOTA;

- CHHJPOM MasibabcopOuuu;

- TUNOTPOQUs, BIUIOTH 10 TPyOOii 3aJIepKKH (PH3MUECKOTO PA3BUTHSA;

- Mporpeccupymolas 3ajaepxka ICUXOMOTOPHOTO pa3BUTHUS, TUnieppedIekcus;

- JKEJITYIIHOCTh KOXKHBIX IOKPOBOB U CKJIEP, CIIM3UCTHIX 000JIOYUEK;

- MPU3HAKH IEYEHOYHOU HEJOCTATOYHOCTH.
2.2.2 Qu3ukanvHnoe odcneoosanue npu 601e3Hu Hakonaenus Ipupoe xonecmepuna (bHIX),
¢ 0edromom 6 eo3pacme cmapuie 6 mecayes

IIpu ocMoTpe HeoOXO0OUMO OOpaTUTh BHHUMAaHHWE HaA CICAYIOUIME KIMHHYECKHE
MPOSIBIICHUSI:
- yBEJIHMYEHHUE pa3MepOB IECUCHHU;
- yYBEIIMYEHHUE Pa3MEPOB CEIIC3CHKH.
- HEyCTOWYUBBIN CTYJI.
[Togpo6HO nanHbIE (U3MKATHLHOTO OOCJIEIOBAHHS OMHMCAHBI B pa3feie «KIMHUYECKAst
KapTHHA.
2.3 JIabopaTopHble TUATHOCTHYECKHE MCCIIeI0BAHUS

2.3.1 J/labopamopnuvie ouaznocmuueckue ucciedosanus npu ungpanmuavnoii gpopme JJIKJT
(6one3nu Boavmana)

. PexomMenayercsi BceM MalMeHTaM C MOJ03peHUEM Ha WH(PaHTWIbHYIO (opmy JJIKII
(6one3nb BonbMana) 1 BepuUKaIMK TMarHo3a onpeaesieHie akTHBHOCTH JIM30COMHOM KUCIIOM
JIMIIa3bl B IIATHAX BBICYIICHHOW KPOBU HMJIM JISHKOLUTAX nepudepudeckoit kposu [17,18].
YpoBeHb yoenuTeJIbHOCTH pekoMeHAanun B (ypoBeHb 10CTOBEPHOCTH I0KA3aTeIbCTB — 3).
Kommenrapuii: Onpeoenenue axmuenocmu JIKJI 6 cyxux namuax Kpoeu no360.15em
noomeepoums unu onpogepenyms ouazcrnoz JJIKJI u saensiemcs «3010mbiM CManoapmom»
ouazHocmuxu 3mozo 3abonesanus. Ilpasuna 3abopa Kposu Ha Kapmouky-guibmp npueeoensl 8
Ipunoxcenuu A3.

. Pexomenayercst BCEM MallMEHTaM, Y KOTOPBIX BBISIBJIEHO PE3KOE CHM)KEHUE aKTUBHOCTU
JIKJI B KpoBH ompejiejeHre BapUaHTOB T'€HOB B 00pasiie OMOJOrHYecKOro Matepuana (apyrom
WM HEYTOYHEHHOM HEKJIAaCCU(PUIIMPOBAHHBIX B IPYTUX PYOPUKAX METOJIOM CEKBEHUPOBAHUS IO
Cenrepy (03.5199.18.999.039)), mpoBeneHne MOJEKYISAPHO-TCHETHIECKOTO HCCIICAOBAHUS T'eHa
LIPA (uccnenoBanue rena LIPA B pamkax cekBeHUPOBaHHUs MTaHEIN T'€HOB WM CEKBEHUPOBAHUS
IIOJIHOTO DK30Ma, B HOMEHKJAType MEIMULMHCKHUX YCIYyI: OIpENE]IeHHE BapUaHTOB I'€HOB B
o0pa3ie OMOJIOTHYECKOro MaTephaia JPyroM WIM HEYTOYHEHHOM, HeKJIacCU(UIIMPOBAHHBIC B
JIpyrux pyOpuKax, METOJOM TapreTHOTO BBICOKOIPOU3BOAUTEIBHOTO CEKBEHHPOBaHHS /[
OTpeieIeHNe BApUAHTOB I'€HOB, IPUBO/SIIMX K Pa3BUTHUIO MOHOTCHHBIX 3a00JIeBaHUil, B 00pasie
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OHMOJIOTHYECKOr0 MaTepuana JIpyroM WIM HEYTOUYHEHHOM, HEeKJIacCU(PHUIMPOBAHHOE B APYTUX
pyOpHKax, METOJOM TIOJHOK30MHOTO  BBICOKOIPOU3BOJIUTEIBHOTO CCKBCHUpOBaHMs /[
OlpeNeieHne BapUaHTOB TE€HOB B o0pasle OMOJIOTMYECKOro MarepHuaja JpyroM MU
HEYTOYHEHHOM, HEKJIaCCH(PUITMPOBAHHBIC B IPYTHX pyOpuKax, METOJIOM
BBICOKOTIPOU3BOAUTEIBHOTO cekBeHHpoBanus (03.5199.18.998.041, 03.5199.18.999.041) ¢ nenbio
HOATBEPIKACHHS MAarH03a Ha MOJICKYJIIPHO-TeHETHYeCKOM ypoBHe [3,15].

YpoBenb yoeauTeabHoCTH pekomMeHaanun C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB— 5).
KommenTapuu: ona onpedenenus maxmuxu JJHK-Ouaenocmuku, a maxoce KoppeKmHou
uHmepnpemayuy NOJNYYEHHbIX OAHHLIX obsA3ameseH npuem (ocmMomp, KOHCYIbmayus) epayd-
2eHemUKa NepeuyHblll U NOoGMOpHsIU. Y OONbIIMHCTBA nayuenmog ¢ JJIKJI eviseisiom
NamozeHHvle UIU BEPOAMHO-NAMOSEHHbIE BAPUAHMbL 6 2OMO3USOMHOM UAU  KOMNAYHO-
2emepo3ucOmHOM COCMOSIHUU 8 Kooupytowel oonacmu 2ena LIPA. Buecme ¢ mem, onucamnwi
UHMPOHHbBIE BAPUANHMbBL U NPOMSANCEHHblE Oelleyuu 2eHd, He GblAassemble Npu NpoeedeHul
CMAHOAPMHO20 2eHemu4ecko2o ucciedosanus. IllamocenHocmb — BblIAGNIEHHBIX  B8APUAHMOS
HeU38eCmMHO20 KIUHUYECKO20 3HaAYeHUs: mpebyem 0ONOIHUMENbHbIX 00KA3AMelbCma.
MonexynapHo-eeHemuueckas OUASHOCMUKA BO3MONCHA MemoOdaMU MACCO8020 NAPALIENbHO2O
CEeKBEHUPOBAHUSL (CeKBEHUPOBAHIUE NAHENU 2eHO8, KIUHUYECKO20 UNU NOJIHO20 CEeK8EHUPOBAHUSL
axzoma, (03.499.18.998.041, 03.599.18.999.041) noano2o eemoma). HMoemmugpuxayus
OuanenbHblX 8apUAHMO8 HEONPEeOeNeHHO20 KIUHUYEeCKO20 3HAYeHUs, UIU MOAbKO O0O0HO20
eapuanma 8 2eHe He noomeepicoaem OuazHo3. Bce eapuanmol, 0OHapysceHHble Memooamu
MACco8020 NAPANNENIbHO20 CEKBEHUPOBAHUS, HEO0OX00UMO NOOMEEPHCOams peghepeHcHbuIMU
Memoodamu  (Hanpumep, Ol OOHOHYKICOMUOHBIX BAPUAHMOE HEe0OX00UMO onpeodelieHue
8apUAHMO8 2eHO08 6 o0bpaszye OUONI02UYECKO20 Mamepuaia OpyeoM UlU HeYMOYHEeHHOM,
HeKnaccupuyuposanHvle 8 Opyeux pyopuxax, memooom cexgenupogarus no Ceneepy). Yuumoigas
AYyMOCOMHO-peYeCcCUBHbII MUN HACIe008aHUs, OJisl 8APUAHMOE OOJIHCHO ObiMb NOOMEEPIHCOEHO
MPAHC-NONI0NCEHUE.

Ilockonvky 6 Hacmoswee epems 2eHO-heHOMmUNUYecKas KoOppeasyus yCmanoeieHa moavko Ha
ypoeue kaunuyeckou gopmol JJIKJI (BB, inu6o BHIX), Ho He npocaedxcusaemcs 0isi OMOeNbHbIX
GerHomunuyeckux npusHaAKos, MOJEKVIAPHO-2eHEeMU4ecKoe Ucciedosanue npumensemcs: Ojis
noomeepoicoenus, a ne ycmanogienus ouazrnoza /{JIKJI. Buvisgnenue cemetiHot mMymayuu 2eHa
LIPA oenaem 803MOJCHbIM 00C1€008aHUe POOCMBEHHUKO8 NPOOAHOA, A Makdice NposedeHue
NPEeHamanbHOU U NPEeUMNIAHMAYUOHHOU OUASHOCIUKUL.

. PexomMeHnayeTcsi BceM MalMeHTaM C MOJ03peHUEM Ha WHpaHTWIBHYIO (opmy JAJIKII
(6one3np BonmbMana) mpoBeaeHune o01Iero (KIMHUYECKOr0) aHallM3a KPOBH PAa3BEPHYTOTO IS
BBISIBIICHHS aHEMUH, JICHKOTICHUH, TpoMOoruTonennu [9,13,15].

YpoBeHb yoenuTeabHOCTH pekoMeHaanun C (YpoBeHb JOCTOBEPHOCTH I0KA3aTeIbCTB— 5).
Kommentapum: B pavkax obwezo (K1uHU4eckoeo) ananuza Kposu paseepHymozo HeobXooumo:
uccnedosanue YposHs 00uje2o 2emMo2100UHad, IPUMpPOYUmMos, 1eUKoyumos, mpomoboyumos 8
Kpo8uU, Oup@epenyuposannviii noocuem aetkoyumos (leukoyumapuas opmyna), npocmomp
MasKka Kpogu 0Jisl GHANU3A AHOMANUL MOPGHOTI02UU IPUMPOYUNOE, MPOMOOYUMOS U NeLKOYUMOS,
onpeoeneHue  Y8emogo20  NOKA3AmMes, onpeoejieHue  pasmepos  IPUMPOYUMOS,
uccnedosanue  ckopocmu — oceoanus  spumpoyumos. Ilamozenemuueckue — MexaHuzMul
Gopmuposanus anemuu U mpomoOOyumMoneHuu He 00 Kowya usyyervl. OOHUM U3 BO3ZMONCHBIX
MEXAHU3MO8 AGIAEMC HAKONIeHUue 3Qupos XonecmepuHa U mpueiuyepuoos 8 Kiemrax
MakpoghazaneHo-monoyumapnot  cucmemsl. Kpome mozo, amemus  mooxcem  HOCUumb
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AMUMEHMAaPHBII OeUYUMHDBLIL Xapakmep, Max U sIAmbCsa Cle0CmseueM UnepCnieHusMa npu
@opmuposanuu nopmanvrou eunepmenzuu. Credcmeuem eunepcnieHusmMa AGNAemcs makice
mpomboyumonenus. Onucausl ciy4au 8MOopudHO20 2eMopazoyumapHo2o IUmMpoucmuoyumo3sa.
Yyumuieas kpatinioro peoxocmo BB, pannuii cmapm, no30H1010 OUAZHOCMUKY U 00bIYHO MAdCeN0e
meyeHue 00CMOBEPHbIX OAHHLIX O He0OXOOUMOU Hacmome NPOBeOeHUs UCCIeO08AHUS HeMm.
Yacmoma uccrnedosanusi obujeco (KIUHUYECKO20) AHAAU3A KPOBU DA3BEPHYMO20 OUKMYemCsl
cocmosinuem nayuenma.

. PexoMeH/10BaHO TIpOBEJCHHE aHATW3a KPOBU (MCCIIEIOBAaHHE YPOBHS XOJECTEPHHA,
XOJIECTEPUHA JIMIIONPOTEHHOB BBICOKOW IUIOTHOCTH, XOJISCTEPHHA JIMIIONPOTECHHOB HU3KOH
IUIOTHOCTH, TPUTIHUIEPUIOB, oOmero Oenka, anpOymuHa, oOmiero OwnmpyOuHa, OminpyOuHa
CBS3aHHOTO  (KOHBIOTUPOBAHHOT0), OwiMpyOmHa CBOOOAHOTO  (HEKOHBIOTHPOBAHHOTO),
oTpesicliecHue aKTUBHOCTH acrmapraTaMuHOTpaHcdepasbl, amaHMHaAMHHOTpaHcdepasbl, ramma-
rIroTaMuITpancdepassl), menodHoi pocharaspl, GeppuTHHA U HKUPOPACTBOPUMBIX BUTAMHHOB
(ButamuuoB A, D, E u K: uccnenoanue ypoBusa 25-OH Buramuna /[ B KpoBHU, HCCIIEIOBAaHUE
YPOBHsI BATaMUHA A B KPOBH, UCCIICIOBAaHKHE YPOBHS BUTaMUHA E B KpOBHU, IPOTPOMUHOBOE BpEeMs
KaK KOCBEHHBII Mapkep BUTamuHa K (ompezneneHne mpoTpoMOMHOBOTO (TPOMOOILIACTHHOBOTO)
BpeMeHd B KpoBu miH B miaa3me) ) [50, 55] mpu amarnoctuke BceM marmentam ¢ BB s
onpeaeneHuss (PYHKIMOHAIBHOTO COCTOSIHHS IEYCHH, KOTOpas SIBJISICTCS OJHUM W3 OPTraHOB-
muinenei npu BB [15,16, 56].

YpoBeHb yoenureqabHocTH pekoMeraanuu C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB— 5)

Kommenrapum: oz nayuenmos ¢ bB xapaxkmepno 3nauumenvHoe NOGblUUEHUEe AKMUBHOCTU
mpancamunaz (AJT, ACT), y uacmu nayueHmos ommeuaniocb nNoOGblUeHUEe WeNl0YHOU
gocpamasul, 2unepxoiecmepuHemusl, eunepounupyouremus, BO3MONCHA
eunepmpuenuyepudemus, yseaudenue xonyenmpayuu JIITHII, y MHO2UX nayuenmos CHUNCEHO
koauvyecmeo JIIIBII 6 «posu. Ilpu ananuze anoaunonpomeuHocpammvl y OOIbUUHCIEA
NAYueHmos GulAGIAIOM  NOGblULEHUE YPOBHS OCHO8HO20  anonaunonpomeuna JIITHIT -
anoaunonpomeuta B.

Yuumuwieas xpaiinioro peokocme 6cmpeuyaemocmu bB, pannuil debiom, no30n010 OUazHOCMuKy u
msaxcenoe meuenue 001e3HU 00CMOBEPHBIX OAHHBIX O He0OX00UMOU yacmome NpoeedeHUs.
uccneoosanusi  wem.  Yacmoma — ucciedoamus  aHaIU3A  Kposu  OUOXUMUYECKO2O
0bwemepanesmu4ecko2co OUKmMyemcs: cocmosanuem nayuenma. Ilpu ouaenocmuxe npogsooumcs
onpeodeneHue  AKMUBHOCMU  ANAHUHAMUHOMPAHCHepasvl,  aACNApMaAmamuHompancgepassi,
2aMMa-2IIomMamMuimpancgepasvl 6 Kposu, UCCIe008aHue YpPOosHs 00weeo Ounupyouna,
ounupyoOUHa Ccea3aHH020 (KOHBIOSUPOBAHHO20), XOJIeCMEPUHA, XOAeCMePUHA JTUNONPOMeUHos8
HU3KOU NIOMHOCMU, XOJNeCmepuHa IUNONPOMEUHO8 6blCOKOU NIOMHOCMU, MPUIUYEPUOOS 8
kposu. Ilpu ouacnocmuxe BB wacmo nabnooaromes 8vicokue 3Havenus peppumuna u oeghuyum
ACUPOPACNBOPUMBIX 8UMAMUHO8 (6umamunos A, D, E u K). B ounamuke nposoosm onpeoenenue
aKmueHoCmu ANAHUHAMUHOMPAHCPepasbl, acnapmamamuHompancgepazvl, eamma-
nOMamMuimpancgepaszvl 8 Kposu, weiouHou gocpamasvl, ucciedosarue yYposHs 00ue2o
ounupyouna, OUIUPYOUHA CBA3AHHO20 (KOHBIOSUPOBAHHO20), XOAeCMepuHd, XoaecmepuHa
JIUNONPOMEUHO8 HUZKOU NIOMHOCMU, XOIeCmepuHd JIUNONPOMEUHO8 BbICOKOU NIOMHOCMU,
mpueauyepuoos 8 kposu (ne menee I paza 6 mecay).

) PexoMennyercst BceM marueHTam ¢ npuzHakamMu bB mpu auarHocTtuke HccienoBaHuE
YPOBHSI AJIEKTPOJIMTOB B KPOBH (MCCIIEIOBAHUE YPOBHS HATPUS B KPOBH, UCCIICAOBAHUE YPOBHS
KaJIusi B KPOBH, HCCIIEIOBAHUE YPOBHS OOIIETO KAJBIIHS B KPOBH) C IENIbI0 KOMIUIEKCHOW OLIEHKH
HYTpUTHBHOTO cTaryca [15].

YpoBeHnb yoenurenasHoctu pekoMenanuu C (YpoBeHb T0CTOBEPHOCTH J0KA3aTEIbCTB — 5)
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o Pexomenayercsi BceM nanuentam ¢ bB npu auarsoctuke rcciae1oBaHne KoaryJorpaMMel
(OpHEHTHPOBOYHOIO MCCIIEJOBAHUS CHCTEMbl I'€MOCTa3a), ONpEeNIeHHe IMPOTPOMOUHOBOIO
(TpOMOOILIIACTHHOBOI0) BPEMEHH B KPOBU WIIM B ILIa3Me, MEXKIyHAPOIHOTO HOPMAIN30BaHHOTO
orHomienuss (MHO), nporpomOunoBoro wunzaekca (IITH), axkTuBMpOBaHHOIO YacCTHUYHOTO
TpomboruiacTuHoBoro BpemeHu (AUTB) ¢ menbio CBOEBPEMEHHOTIO BBISBICHUS HapyLIICHUN
remoctasa[l10, 37, 45].

YpoBeHnb yoenurenbsHocTu pekoMenanuu C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KommenTapuii: npu neobxooumocmu max dice onpeoensirtom mpomMOUHOB80e 8peMsi 8 KpPOBU,
uccneooganue ypoehs hubpurnozena 6 Kposu. /lannvie nokazamenu n03601510m KOHMPOIUPOBANb
CUHMEMUYEcKyl0  (QYHKYuio  neyeuu,  GulAGIAMb  CUHOPOM  NEYEeHOYHO-KIEemOYHOU
He0OCMAamoyHOCMU U C80€8PEMEHHO NPEOYNPeNCcOaAmsb OCIONCHEHUS, C6A3AHNbIE C HapyuleHuem
eemocmasa [49].

e PexomennoBano nauuentam ¢ bB npoBoauTh uccienoBaHue ypoBHsS 00IEro KOpTu3ona B
KPOBH, MCCIIEJJOBAHUE AJPEHOKOPTUKOTPOIIHOTO I'OPMOHA B KPOBU C IIE€JbI0 CBOEBPEMEHHOMN
JIMarHOCTUKYU HAJIIOYEYHUKOBON HEJJOCTATOYHOCTH M Ha3HAUYEHUS 3aMeCTUTENbHOU Tepanuu [15,
35].

YpoBeHb yoenutenabHocTu pekoMmenanuu C (YypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommeHnTapumn: npu guiasienuu npusHakKo8 HAONOYEeYHUKOBOU HeOOCMAamoOYHOCMU HOKA3AHO
uccneooeanue ypoeHs 00we2o Kopmusond, a0peHOKOPMUKOMPONHO20 20PMOHA, 2NI0KO3bl 6
Kposu, onpeodeieHue peHuHOo80l aKmueHOCMU NiA3Mbl KPOGU, UCCIe008aHUe YPOBHA HAMPUs,
Kanus, 8 Kpogu.

e PexomennoBano mnamuentaM ¢ bB mpoBoaute uccnenoBanue ypoBHs (epputuHa, C-
PEaKTUBHOTO OeJKa, MPOKAJIBIUTOHMHOBOIO TecTa, Jakrataeruaporexassl (JIJII') B xpoBu ams
UCKITFOUCHHUS BTOPUYHOT0 reMogarorurapHoro cuaapoma (I'dC) [6].

YposeHb yoenureabHocTH pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenrapum: ona unganmunvroii popmor b xapaxmepno pazeumue smopuunozo I'@C. Ilpu
bB naxonnenue sgupos xonecmepumna 6 maxpogazax npugooum K ux npo8OCHAIUMENbHOU
akmueayuu u seisemcs mpuceepom paseumus emopuunozco I'®@C, komopulii enociedcmeuu
MOdHCEM NOOOEPHCUBAMBCS NPOOYKYUel YUMOKUHO8 U heppumuna Makpogazamu.

2.3.2 J/labopamopnsie ouaznocmuueckue uccied06anus npu 601e3Hu HAKONJaeHus IPupos
xonecmepuna (bH3X)

. Pexomennyerest BceM manueHTaM ¢ nogospenuemM Ha BHOX s Bepudukarm nuarnosa
ompejieieHue aKTUBHOCTH JTU30COMHOM KHUCIION IWMAa3bl B MSATHAX BBICYIIEHHOW KPOBU WIIH
JeikonuTax nepudepudecko kposu [17, 18].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB— 3).
KommenTapmii: Onpeodenenue axmusnocmu JIKJI 6 cyxux nsamuax Kposu no3eojisiem
noomeepoums unu onpogepenyms ouacrnoz JJIKJI u saensiemcs «3010mbiM CmManoapmom»
ouazHocmuku 3mozo 3abonesanus. Ilpasuna 3a6opa Kpou Ha Kapmouky-@uibmp npuseoeHvl 6
Tpunoscenuu A3.

HononnumenvHoiMu OUOXUMUYECKUMU MAPKepamMu Mo2ym Oblmb NoGvluieHue KOHYEeHMpayuu
oKCUCMepon06 8 niazme kposu (7-kemoxoaecmepur u xonecman-3f3,5a,6-mpuon) [57].

. Pexomenayercss mamueHTaMm, y KOTOPBIX BBISIBICHO CHUKeHHE akTuBHOCTH JIKJI,
OTpesicfiecHue BApUAHTOB TEHOB B o0Opaslle OWOJOTMYECKOro Marepuaia (IpyroM WIH
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HEYTOYHEHHOM HEKJIACCU(PUIUPOBAHHBIX B JIPYrHMX pyOpHKax METOJIOM CEKBEHHUPOBAHHUS IO
Cenrepy (03.5199.18.999.039)), npoBeneHHE MOJEKYJISIPHO-TEHETUUECKOTO HCCIIEIOBAHUS IeHa
LIPA (uccnenoBanue rena LIPA B pamkax cekBeHUPOBaHHUs MMaHEIN T'€HOB WIM CEKBEHUPOBAHUS
MOJIHOTO DK30Ma, B HOMEHKJIATYpPEe MEIUIMHCKHX YCIYT: OINpPEIeJICHHEe BapUaHTOB T'CHOB B
oOpa3siie OMOJIOTMYECKOT0 MaTepuajia IPYyroM HIIM HEYTOYHEHHOM, HEKIacCU(DUIIMPOBAHHBIC B
JIpyrux pyOpHKax, METOJOM TapreTHOrO BBICOKOIPOU3BOAUTEIBHOTO CEKBEHUPOBaHHS /[
orpeziesieHue BapUaHTOB F€HOB, IPUBOISIINX K Pa3BUTHIO MOHOTEHHBIX 3a00JIeBaHMiA, B 00pasie
OMOJIOTHYECKOr0 MaTepuala JIPyroM MHIM HEYTOYHEHHOM, HEKJIacCU(UIUPOBAHHOE B JIPYTHX
pyOpHKax, METOJOM IOJHOIK30MHOTO  BBICOKOINPOU3BOIUTEIBHOTO CEKBEHUpOBaHHS /|
Olpe/ieieHne BapUaHTOB TE€HOB B o0pasle OMOJIOTMYECKOro Marepuaia JpyroM HIu
HEYTOYHEHHOM, HEKJIaCCH(PUITMPOBAHHBIC B IPYTHX pyOpuKax, METOJIOM
BBICOKOIIPOU3BOAUTEIBHOTO cekBeHHpoBaHu:a(03.5199.18.998.041, 03.5199.18.999.041)) ¢ nenbio
MOJITBEPKICHHUS THArHO3a Ha MOJICKYJIIPHO TeHeTHueckoM yposae [3,15].

YposeHb yoenureabHocTH pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB— D).
KommenTapuu: ona onpeodenenus maxmuxu JHK-Oouacnocmuku, a maxoce KOppeKmMHOU
uHmepnpemayuy NOJNYYEeHHbIX OAHHLIX o0bsA3ameneH npuem (0cMomp, KOHCYIbmayus) epaya-
2eHemuKa nepeuyHvlll U NnosmopHuli. Y oOonvuwuncmea nayuenmog c JJIKJI eviasnsarom
NamozeHHvle UIU BEePOAMHO-NAMOLEHHbIE BAPUAHMbL 6 2OMO3USOMHOM UMU  KOMAAYHO-
2emepo3ucOmHOM COCMOAHUU 8 Kooupyiowel oonacmu eena LIPA. Bmecme ¢ mem, onucaHvl
UHMPOHHbBIE SAPUAHMbBL U NPOMSANCEHHble Oelleyul 2eHd, He GblAssemble Npu NpoeedeHul
CMAHOapmHO20 2eHemu4ecko2o ucciedosanus. llamozenHocms — 8bIAGNEHHLIX BAPUAHINOE
HeU38eCMH020 KIUHUYECKO20 3HaAYeHUsi mpedyem OONOTHUMENbHBIX 00KA3AMenbCme.
MonexynapHo-eeHemuueckas OUASHOCMUKA BO3MONCHA MemoOdaMU MACCO8020 NAPALLENbHO2O
CEeKBEHUPOBAHUSL (CeKBEHUPOBAHIUE NAHENU 2eHO8, KIUHUYECKO20 UNU NOJHO20 CEeK8EHUPOBAHUSL
okzoma, (03.5199.18.998.041, 03.499.18.999.041) noanoco eenoma). Hoenmugpuxayus
OUQNIeNbHBIX BAPUAHMOE HEONPEeOeNleHHO020 KIUHUYeCK020 3HAYeHUs, UIU MOAbKO O0O0HO20
sapuanma 8 2eHe He noomeepicoaem OuazsHo3. Bce eapuanmovl, 0OHapydCeHHbIE MEemMOOaMu
MACco8020 NAPANNENbHO20 CEKBEHUPOBAHUS, HEOOX00UMO noOmeepHcoams peghepencHulMU
Memooamu  (Hanpumep, ONsL  OOHOHYKIEOMUOHLIX BAPUAHMOE HEe0OX00UMO onpeodeieHue
8apuUanHmos 2eHo8 6 obpaszye OUONO2UYECKO20 Mamepuara OpyeoM UIU HeYMOYHEHHOM,
Hekaaccuguyuposanmvie 8 Opyaux pyopuxax, memooom ceksenuposanus no Ceneepy). Yuumuoieasn
AYyMOCOMHO-peYeCcCUBHbII MUN HACIe008aHUs, OJisl BAPUAHMOB OOJHCHO ObIMb NOOMEEPIHCOEHO
MPAHC-NONI0CEHUE.

Ilockonvky 6 Hacmosiee 8pems 2eHO-eHOMUNUYECKAsl KOPPENAYUs YCMAaHO08IeHad MObKO Ha
ypoeue kaunuueckou gopmol JJIKJI (BB, iubo BH3X), o He npociedcusaemcst 05k OmMOeIbHbIX
GeHomunuyeckux npusHaKos, MOJIEKVIAPHO-2eHemu4ecKkoe Uucciedosanue npumensemcs OJisl
noomeepoicoenuss, a He ycmauogienus ouaernoza JJIKJI. Buvisenenue cemetinoi mymayuu 2eHa
LIPA oOenaem 603modicHbIM 00CNe008anUe POOCMBEHHUKO8 NpoOAHOa, a makice nposeodeHue
NPEHAmManbHOU U NPEUMNIAHMAYUOHHOU OUACHOCIUKU.

. Pexomenayercsi mpoBesieHHE OOIIETro (KIMHUYECKOTO) aHajiu3a KPOBU, Pa3BEPHYTOTO
BCEM MareHTam ¢ nogo3pennem Ha BHOX u nanee B nunamuke, B cpeHem, He pexke 1 pa3a B 6
MECSIIEB C IEJIbIO BBISBJICHUSI aHEMUH, JICHKONIeHnH, TpoMmboruronenuu [9,13,15].

YpoBeHb yoenuTelbHOCTH pekoMeHaanun C (YpoBeHb JOCTOBEPHOCTH I0KA3aTeIbCTB— 5).
KommenTapum: B pavkax obwezo (KIuHU4eckoeo) anaiuza Kposu paseepHymozo HeobXooumo:
uccneoo8anue ypoeHs oo6uje2o 2eMo2i00uHa, IpUmpoyumos, JNetuKoyumos, mpomooyumos 6
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Kpo8uU, Oup@epenyuposannviii noocuem aetkoyumos (leukoyumapuas opmyia), npocmomp
Ma3Ka Kpogu 01 AHAAU3A AHOMATUL MOPGOL02UU S3PUMPOYUMOE, MPOMOOYUOE U TeUKOYUMOS,
onpeoeneHue  Y8emogo20  NOKA3AMENs, onpedeieHue  pasmepos  IPUMpPOYUMOs,
ucciredosanue  ckopocmu — oceoanusi  spumpoyumos. llamozenemuueckue — MexaHusMul
Gopmuposanus anemuu U mpomoOOyumoneHuu He 00 Kowya usyyervl. OOHUM U3 BO3ZMOINCHBIX
Mexaumu3smMos8 s61semcs HaKonieHue 3¢@upos XoniecmepuHa U MmMpueiuyepuoo8 8 KiemKax
MaxkpogazanvHo-monoyumapHou cucmemvl. Kpome mozco, awemus mooicem umemsv Kax
AnUMEHMAapHull  Oepuyumuslil Xapakmep, mMax U AGIAMbCA C1e0CmeueM 2unepCcnieHusMd.
Tpomboyumonenus s6nraemcs creocmeuem 2UnepcnieHusmMa npu GopmuposaHuy nOpmaibHOU
cunepmensuy, Hapsaoy ¢ OMuM  ONUCAHbL  CAVYAU  BMOPUYHO20  2eMOPazoyumapHoco
aumghocucmuoyumosa.

o Pexomenayercsi MpoBeIcHUE aHANIM3a KPOBU OMOXMMHUYECKOTO OOIIeTepaneBTHIECKOro
(uccnenoBaHuE YPOBHSI XOJIECTEPUHA, XOJIECTEPHHA JIMIIONPOTEUHOB BBICOKOM IJIOTHOCTH,
X0JIECTEpUHA JIMITONIPOTEMHOB HU3KOM TUIOTHOCTH, TPUTJIULIEPUIIOB, O0IIero Oenka, anp0yMuHa,
obmiero ommupyorHa, OnrpyOrHA CBSI3aHHOTO (KOHBIOTHPOBAHHOTO), OMIIUPYOHHA CBOOOTHOTO
(HEKOHBIOTUPOBAHHOI0), olpeziesieHue aKTUBHOCTH acrnapTaTaMMHOTpaHchepassbl,
allaHUHaMUHOTpaHchepassl, raMMa-TJIIoTaMIIITpanchepassl, MIETIOYHOH docdoTassl,
KpeaTHHUHA), (eppUTHHA M KUPOPACTBOPUMBIX BUTaMHHOB (BuTamuHoB A, D, E u K:
uccienoanue ypoBHs 25-OH Butamuna /] B KpoBH, UcciieI0OBaHUE YPOBHS BUTAMHHA A B KPOBH,
WCCIIEIOBaHNE YPOBHA BUTaMHHA E B KpoBH, MPOTPOMOMHOBOE BpeMsi KaKk KOCBEHHBIH MapKep
ButamuHa K (ompenenenue npoTpoMOMHOBOrO (TPOMOOILIACTUHOBOI0) BPEMEHH B KPOBU WJIM B
wiaszme)) [50] npu amarHocTuke IS ompeneieHus (YHKIHOHAIBHOIO COCTOSHHS IE€YCHH,
KOTOpast ABJISICTCSA OJHUM U3 opranoB-muiieneit mpu JJJIKJI [15, 16, 38, 56].

YposBeHnb yoenurenbHocTn pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB— 5)
KommenTapuu: y 6orvwuncmea nayuenmos ¢ BHOX eviaensiom nosviuienue akmusHoOCmu
mpancamunaz (AJIT, ACT), eunepxonecmepunemuro, Unepmpueiuyepuoemuro, yeeiuueHue
konyenmpayuu JIIIHII, y mnocux nayuenmos cnudxceno xoauvecmeo JIIIBII ¢ kposu. Ilpu ananusze
AnoIUNONPOMeUHOSPAMMbL 8bIABAIOM NOBbIULEHUE YPOBHS OCHOBHO20 anoaunonpomeuna JIITHIT
- anoaunonpomeuna B.

o Pexomenayercst Mcciie10BaHAE YPOBHSI MOUEBHHBI B KDOBH, UCCIIEIOBAaHUE KpEaTUHUHA B
KPOBH, ONpeAeTIeHUEe CKOPOCTH KIyOOUKOBOH (MIbTpalMu IO YpPOBHIO KpPEaTWHUHA KPOBHU
pacyeTHBIM MeTo/0M BceM mnamuveHtam ¢ BHOX mnpu auarHoctuke 3abojeBaHus € ILEJbIO
KOHTPOJIS (PYHKIIMH ITOYEK U CBOEBPEMEHHOM TMAarHOCTUKU ee HapyiieHus [38].

YpoBenb yoeauTeabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB— D)
. Pexomenayercss Bcem mnamueHtaM ¢ BHOX mnpu  guarHoctuke ucciegoBaHUE
KOaryJjaorpaMmbl  (OpHEHTUPOBOYHOIO HCCIEIOBaHMS CUCTEMbl TIeMOCTa3a), OIpejeeHHe
IPOTPOMOMHOBOTO (TPOMOOILIACTUHOBOTO) BPEMEHH B KPOBH MJIM B IUIa3Me, MEXKIYHAPOIHOTO
HopManu3oBaHHoro otHomenus (MHO), nporpomOunoBoro unaekca (II'TH), axtuBupoBanHoro
4acTUYHOro TpomborutactuHoBoro BpemeHu (AUYTB) c menpio cBOEBpEMEHHOTO BBISBIICHUS
HapymieHuit remocrasa [10, 38, 49].

YposBenb yoenurenasnoctn pekoMmenaanuu C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB— 5)
KomMeHTapuu: npu neobOxooumocmu max dce onpeoensitom mpomMOUHOB0e 6peMs 6 Kpo8u,
uccneoosanue ypoens pubpurozena 6 Kposu. /lannvie nokazamenu no3601310mM KOHMPOIUPOBAb
CUHmMemuyecKylo  (YVHKyulo  neyeHu,  GulAGIAMb  CUHOPOM  NEYEeHOYHO-KIemOYHOU
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HeOOCMAMOYHOCIU U C80EBPEMEHHO NPEOYNPEHCOAMb OCLONCHEHUS, C6A3AHNbIE C HAPYULCHUEM
eemocmasa [49].
2.4 IHCTpyMEHTAJIbHbIE THATHOCTHYECKHE HCCIeT0BAHUS

2.4.1 Hucmpymenmanvhsle OuazHOCmMuYecKue uccile008anus npu UHGaHmuibHou gopme
JUIKJI (bone3nu Boavmana)

o Pexomennyercss BceM mamueHtaMm ¢ mopo3penueM Ha BB u mocnme maGopatopHoro
MOJNTBEPXKIICHUST JHarHo3a IMPOBEJEHUE YIbTpa3BykoBoro wuccienoBanus (Y3U) OpromrHoM
nojoctd  (yJIbTPa3ByKOBOE HCCIICAOBAHHUE OPIraHOB OPIOMIHON IMOJIOCTH (KOMIUIEKCHOE)) U
3a0pIOIIMHHOTO MPOCTPAHCTBA (B T.4., YABTPa3BYKOBOE HCCIEAOBAHNE HAATIOYEUHUKOB), a TAKKE
IYTMJIEKCHOE CKaHHUPOBAHUE COCY/AOB IenaTOOMIMApHON 30HBI, YIBTPa3BYKOBOE HCCIEIOBAaHUE
CEJIC3CHOYHBIX aPTEPUU U BEHBI C IIETbI0 KOHTPOJISI COCTOSIHUSI BHYTPEHHUX opraHos [2, 9, 13, 15].

YposeHnb yoenurenabnocTn pekoMmenanuu C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB— 5).
KommenTapuu: Y34 oprownoii nonocmu nozeonsaom onpedeiums pazmepvl Ne4eHu U Cene3eHKuU,
onpeoenums ouamemp 80POMHOU U CENe3eHOYHOU 8eH, HATUYUe Cmeamosd, NPUIHAKU Yyupposa
neyeHu, Kanbyuguramos Haono4eyHuKos.

. Pexomenayercst nanuestaM ¢ bB npu Hanuuuy npu3HAKOB MOPTaIbHOW THIIEPTEH3HH,
nposeaenue 330¢paroractpoayoaerockonuu (OIJIC) ¢ 1eabio OLEHKH COCTOSHUS BEH MUIIEBO/IA
u xenyka [15].

YpoBeHb yoenureabHocTH pekoMeraanuu C (YypoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB— D).
KommenTapuu: nposeoenue I J[C y nayuenmos ¢ pubpozom neuenu, npuzHaxamu nopmanrbHou
eunepmeHnsuu Heobxoo0umMo OJisl OYeHKU CMeneHu 6apuKO3H020 PACWUPEHUsl 8eH NUUe8o0a U
V2po3bl KpO8OmMeyeHuUs

. He pexomenmoBaHo mpoBejacHUE Ouoricuu medeHu (dpeckoxkHas Ouoricus rnedeHu/
OHOIICHs IEYEHH 0T KOHTPOJIEM yIbTPa3ByKOBOT'O UCCIEAOBAHNS/OMONICHUS TIEYSHU TTPU MTOMOIIU
JamapoCKONKH; TAaTOJOr0-aHATOMUYECKOE HCCIIEJOBaHHEe OUONCHUITHOTO (OMepalliOHHOIO)
MaTepuaia MyHKIIMOHHON OMOICHU MEeUYeHH, MMaToI0r0-aHaTOMHYECKOe HCCIeIoBaHue Ouomnrara
MICYCHU C TIPUMEHEHUEM HMMYHOTHCTOXUMHUYECKHX METO/IOB) B KAYECTBE PYTHHHOTO METOA JIIsI
noaTBepxkaeHus quarnos3a bB [15, 19].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB— 4).
KomMmeHnTapuu: moowcem npogooumucs ¢ yenvto OyenKu COCMOoAHUL MKAHU NedeHU, onpeoeieHust
HATUYUSL U BbIPANCEHHOCMU CMeamo3d, cmaouu pubposa.

Maxpockonuuecku neueHv umeem APKULL IHCENMO-OPAHIHCEBBI YBem, 2UCONO0SUYECKAS.
KapmuHa Xapaxkmepuszyemcs Haauduem MUKpOBe3UuKyIApHO20 Cmeamosd, «NeHUCmbvIXy KIemKu
Kynghepa, npusnaxos ¢pubposa u yupposa neuenu [13, 19].

IIpeonoumumenvHo Ucno1b308aHue HEUHBA3UBHBIX MEMOOUK, HANPUMED, INACMOMEMPUU
neueHu, MasHUMHO-PE30HAHCHOU momozpaguu opearnos opiowrHoi norocmu [39].

2.4.2 Hucmpymenmainvhsle OUAZHOCMUYECKUE UCC1008AHUA NPU 001€3HU HAKONIeHUS
agpupoe xonecmepuna (bHIX), c 0ebromom 6 so3pacme cmapute 6 mecaues

) Pexomenayerca BceM nanMeHTaM ¢ nojgo3penneM Ha BHOX  mpoBenenue
yabTpa3BykoBoro uccienoBanus (Y3UW) OpromiHoi mojoctd (yJabTpa3ByKOBOE HCCIICIOBAHUE
OpraHOB OpIOMIHON TOJOCTH (KOMIUIEKCHOE)) M 3a0pIOIMIMHHOTO MPOCTPAHCTBA, a TaKkKe
TYTJIEKCHOE CKaHMPOBAHUE COCYNIOB T'eMaTOOMIMAPHON 30HBI, YIBTPa3BYKOBOE HCCIIEIOBAHUE
CEJIe3CHOYHBIX apTepUU U BEHBI C LENbI0 JUHAMUYECKOTO KOHTPOJIS COCTOSIHUS BHYTPEHHUX

opranos [2, 9, 13, 15].
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YpoBenb yoeauTeabHOCTH pekomMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeILCTB— D).
Kommenrtapun: V3U neuenu u cenezenku noseonsiom 6blsA6UmMb YGeIudeHUe NeueHu U pexice
cene3enKu, Hanudue cmeamosa yupposa nevenu. Y3H 3abprowunnozo npocmpancmea, 6 m.u.,
Y3U naonoueunuxos modicem 8visa8ums Kaibyuguxamol HaonoueyHukos (y nayuenmos ¢ bHOX
— Kpatine pedko, He 6onee 5%).
. Pexomenayercsi manueHTaM ¢ KiuHHYeckumu npusHakamu BHOX nposenenue
MarHUTHO-pe3oHaHCHOU Tomorpaduu (MPT) opraHoB OpIONIHOW TOJOCTH H 3IACTOMETPUU
MIEYCHU C METBI0 KOHTPOJS AUHAMHUKHU (UOpo3a M MPOIEHTA COACPIKAHUS JKUPa B MEYCHH TPH
nposeaenun O3T [21 — 26, 38].
YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb JO0CTOBEPHOCTH I0KA3aTeIbCTB— 5).
KomMenTapum: ons oyenku dcupa 6 neuenu ucnoavsyemcss MP-cnekmpockonus (npomonnast
Macnumno-pesonancras cnekmpockonus) u MP-PDFF npu oocmynnocmu memooa. Memoo
KoHmpoaupyemoeo 3amyxanus yavmpaszeyka (CAP-pescum), pabomarowuii 00HOBpPEMEHHO ¢
anacmomempueil, bonee oocmynusiii, wem MP-PDFF, MP-cnexkmpockonus. Ilposedenue oyenku
cmenenu  8blpadiceHHocmu  Jcuposol  oucmpoguu  neuenu (no MPT) neobxooumo 07
nocaedyiowezo konmpons sppexmusnocmu DP3T. Yacmoma uccrnedosanuti 8 cpeonem: MPT
0p2an06 OPIOWHOLU NOIOCMU — RO NOKA3AHUAM, daacmocpaguu nevenu — 1p/6 mec.

. Pexomennyercss manmentam ¢ BHDX mnpoBenenue 330(haroractpomryoaeHOCKONTNT
(OI'/IC) ¢ 1enbto OLIEHKH COCTOSHUS BEH MUIEBOIA U Kemyka [15].
YpoBeHnb yoenurenabHocTH pekoMenaanuu C (ypoBeHb J10CTOBEPHOCTH 0KA3aTeIbCTB— 5).
KommenTapuu: nposedenue I J/[C y nayuenmos ¢ ¢hubpozom nevenu, npusHaxamu nOpmanibHol
eunepmeHnsuu Heobxo0umMo OJisl OYeHKU CMeneHu BaApUKO3HO020 PACWUPEHUsl 8eH NUUesood u
Vepo3bl Kpo8OmeyeHuUs
. Pexomenayercs nammentam ¢ BHOX perucrparius a1eKTpokapAuorpaMmbl, IPOBEACHUE
9XOKapaAnOrpauu sk OLIEHKH COCTOSIHUS CEPCYHO-COCYIUCTOM crcTeMsl [2, 38].
YposeHb yoenureabHocTn pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB— D).
KommenTapwmii:
Ilpu Hanuuuu apummuu  HeoOX00umMo nposederue XoameposcKo20 MOHUMOPUPOBAHUSL
cepoeuno2o  pumma, N0 NOKA3AHUAM  —  NpOGeOeHue  Ccmpecc-3xoxkapouocpaguu
MPAHCMOPAKANbHOU ¢ 003UPOBAHHOU  (PU3UYEeCKOU  HA2PY3KOU 8  COOMEEemCmeuu ¢
DPEKOMEHOAUUAMU NO 8e0eHUI0 NAYUEHMO8 C AMepOoCKIePO30M U apummuel.
o Pexomenayercsi BceM MalMeHTaM C YCTaHOBIEHHBIM auarHo3om BHOX mposeneHue
yIBTPa3ByKOBOTO JOMILIEPOrpadUyecKoro aHajan3a COCYI0B TOJIOBBI U IIeH: YIbTPa3ByKOBOE
HCCJIEIOBaHNE BHEUEPEIHOro oT/Aena OpaxuolnedanbHbIX BEH, YJIbTPa3BYKOBOE HCCIEIOBAaHUE
BHEUYEpENHOro oTAena OpaxuouedanbHbIX apTepuii, YIbTpa3ByKOBOE HCCIIEOBaHUE
BHEUYEPEITHOT0 OT/Iesia OpaxuonedanbHbIX apTepuil ¢ (YHKIIMOHAIBHBIMU MPoOaMu (OIIEHKA MX
JTUaMeTpa, CTEHOK, CKOPOCTH KPOBOTOKA, HAWYHSI/OTCYTCTBUS UX CTCHO3HPOBAHUS, TOJIIIMHBI
komruiekca uHTHM-Menua (KMM)) mist AMarHOCTHKHM aTepoCKIepo3a M OICHKH CTEIEHU ero
BeIpaskeHHocTH [13, 15, 20, 38, 40, 41].
YpoBenb yoeauTeabHOCTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB— D)
KommenTapmii:
JlononnumenvHo Mmoocem Ovimb HpoGeOeHO oOnpeodeneHue N00bIHCEUHO-NIEeYe8020 UHOEKCd,
uccnedosana kanvyupurayus koponapolx apmepuu [38].
. Pexomenayercsi B3pocisiM narmeHtaM ¢ BHOX mpoBenenne mpu HEOOXOAUMOCTH, TIO
3aKJTFOYCHUI0 Bpaya-KapauoJiora, B COOTBETCTBUU C OONIMMH TPUHIMIAMH TOIXOJa K
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JIMAarHOCTHUKE  aTepoCKIepo3a, KOMIBIOTEpHO-TOMOrpadudeckas aHTHOTpagus  COCYIOB
TOJIOBHOTO MO3Ta H LICH ISl OLIEHKU COCTOSHUS CePACYHO-COCYAUCTON cucTeMbl [38].

YpoBeHb yoenuTeabHOCTH pekoMeHanun C (YpoBeHb 10CTOBEPHOCTH JJ0KA3aTeJILCTB—5)

. He pexomeHI0BaHO mpOBeICHHEC OHOINCHHM MEUeHH (UPECKOXKHast Oworcus mnedeHu/
OMOIICHS TICYCHH 10T KOHTPOJIEM YIbTPa3BYKOBOI'O HCCIIC0OBAHMUS/OUOIICHS TICUYCHH TTPU TTOMOIIN
JAMapoCKONHMK; TaTOJOr0-aHATOMUYECKOE HCCIICIOBAaHHE OWOINCHIHOrO  (ONeparMoHHOTO)
Matepualia MyHKIIMOHHON OMOIICHH TEYSHH, ITaTOJIOr0-aHATOMHYECKOE HCCIIeJIOBaHNE OMOIITaTa
MICYCHHU C TIPUMEHCHUEM HMMYHOTUCTOXUMHUYECKHX METO/IOB) B KAYECTBE PYTHHHOIO METO/A JIsI
noaTBepkaeHus quarno3a BHOX [15, 19].

YpoBeHb yoenuTeabHOCTH pekoMeHaanun C (YpoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB— 5).
KoMMeHTapum: mooicem npogooumscsi ¢ yenvio OYeHKU COCMOSHUSL MKAHU NeYeHU, OnpeoeneHus.
HAIUYUA U BbIPANCEHHOCMU CMeamo3d, cmaouu guopo3sa.

Makpockonuuecku neuensb umeem Heamo-opamHHcesblil Ysen, UCMON0SULeCKAsl KAPMUHA

Xapakmepuszyemcs Hanuuuem MUKpoSesuKyIsapHO20 Cmeamosda, «neHucmolxy kiemxku Kyngepa,
npusnaxkos gubposa u yupposa nevernu [13, 19].
Ilpeonoumumenvho  UCNONB308AHUE  HEUHBA3UBHBIX ~ MEMOOUK,  HAnpumep, NpOBeOeHue
VAbMPA38YKOBO2O0 UCCAEO08AHUSI NeUeHU, IIACMOMempulu NeYyeHu, MAaHUMHO-Pe30HAHCHOU
momozpaguu opearos oprownou norocmu [39].

2.5 NHble AMarHOCTHYECKHE HCCJIET0BAHNUS

. PexoMenayercsl y OTACIbHBIX MAllMEHTOB C 3a00JE€BaHUSIMH TIEYCHH, BKItouas bB wnu
BHOX, mo pemienuto jedamiero Bpavya B CIOXKHBIX CIy4asX JJIs PEIICHUs] BOMPOCA O TAKTUKE
00CIIeTOBaHUS U JICUECHHSI PACCMOTPETh IIPUMEHEHHE TEIEMETUIIMHCKUX TeXHOoIoTHi [58].
YposeHb yoenureqabHocTn pekoMenaanuu C (YypoBeHb T0CTOBEPHOCTH 10KA3aTeIbCTB— 4)

2.5.1 Hnote ouaznocmuyeckue uccieoosanusn npu unpanmunvrnoit popme /IJIKJI (60n1e3nu
Bonvmana)

o Pexomennyercsi Bcem mnanueHtam ¢ bB ydactue B JMarHocTuke W JieUECHUE
MYIbTUANCIUILTMHAPHON KOMaHAbl CIENHATUCTOB B BHUAY TOTrO, 4YTO 3a0oJeBaHUE
XapaKTepU3yeTCs MOPAKEHUEM MHOTHUX OPTaHOB M CHCTEM, TPeOyeT KOMITJICKCHOUW Tepanuu, 94To
JTUKTYEeT HEOOXOIMMOCTh COBMECTHOTO BEACHMS TMAIlUCHTA CIHCIHATUCTAMH Pa3HBIX Mpoduiieit
(ycnyru nepeumciieHbl B kommeHTapun) [39, 42, 15].

YpoBenb yoeauteabHocTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB— D)
Kommenrapuii: BceMm nayuenmam ¢ BB npogoosmcs npuemsi (0cMompbul, KOHCYIbMAayuu) 8pava-
2acmpoIHmMePoN02a U/ Uy 8pava-neouamp nepeutnblil npu OuacHocmuKe u oanee ne pexce I paza
6 Mecay, a makce npuem (0CMomp, KOHCYIbMayus) 6pava-2eHemuKa nepeutHblil U NOSMopHble.
Heobxooum npuem (ocmomp, Kowcyrbmayus) epaya-ouemono2a NepeuyHblil U NOGMOpHble ¢
Yenblo HA3HAYEHUs. HUSKONICUPOBOLU OUembl, KOPPeKyuu maibabcopoyuu (npexpawerue epyoHoco
BCKAPMAUBAHUS, NOOOOD CHEYUANUSUPOBAHHOU OUembl C O02PAHUYEHUEM IHCUBOMHBIX IHCUPOS,
npumeHeHue 0emcKol CMecu ¢ QOpMYNOL MPUSIUYEePUo08 co cpeouell ONUHOU yenu noooop
CReyuanu3upoBaHHol Ouemvl ¢ O02PaHUYEeHUEeM IHCUBOMHBIX JHCUPO8, d 8 psde CUumyayuti u
napenmepanvro2o numanus) [2,15], npuem (ocmomp, Koucyremayus) epauda- 0emcKo2o
Kapouonoza NepeuyHbvlil U NOBMOPHbIE C UYelbl0 OYEHKU HAPYUIEeHUL CepOeyHO-cOCYOUCMOl
cucmemut u mepanuu [2,13,15,20,26], npuem (ocmomp, xoncynemayus) épaua - Hesponoca
nepeuuHblL U NOBMOPHBLE C YEbl0 OYEHKU HApYUeHUli HepeHot cucmemsl [14], npuem (ocmomp,
KOHCYIbMAYUsL) — 6pava-  Xupypea/spaia-oemckozo xupypeda —(CReyuaruzupyrouje2ocs Ha
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MPAHCRAAHMOI02UY) NPU HATUYUYU NOKA3AHUL Ol NPOBEOeHUs. MPAHCHAAHMAYuu nevyeHu. B
HCUBHEYSPOHCAIOWUX COCMOAHUAX HEOOXO0UMO Yyuacmue 8paya-anecme3non02a-peaHumamonoza
(ocmomp (koncynvmayus) pauwom-anecmesuoI020M-peaHuMamono2om nepeuynblil). Ilepeuunvie
U NOBMOPHbBLE KOHCYIbMAYUU 8pAYell UHbIX CNeYUaIbHOCmel, d makdce npuem (mecmupoganue,
KOHCYTbMayus) MeOUYUHCKO20 NCUX0102a NEPEUYHbBIL U NOGMOPHblE NOKA3aHbL nayuenmam ¢ bB,
uUMerwuUM HapyueHus QyHKYul Opyeux opeaios u CUCmenm.

° Pexomenayercs naureHTaM ¢ yCTaHOBIICHHBIM IMAarHO30M bB u HanuuueM U3MEHEHUN B
HAJIIOYEYHUKAX MpueM (KOHCYJIbTAlMsl) Bpada-IE€TCKOr0 3HAOKPUHOJOra C ILEJbI0 OLICHKU
GyHKIIMM HAAMOYEYHUKOB UM CBOEBPEMEHHOT'O HA3HAYEHHS] TOPMOHO3aMECTUTEIBHOW Tepamnuu
[15].

YpoBenb yoeauteabHocTH pekoMenaanun C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB— D)
2.5.2 Huvte ouaznocmuyeckue uccied06anus npu 00ae3Hu HaKOnaeHus Iupos
xonecmepuna (bHJX)

. Pexomennyercst Bcem mnamumentam ¢ BHDOX ywactue B nuMarHocTuke M JieUeHUE
MYJIbTHIUCIUIUIMHAPHON KOMaHIbl CHEIHAJINCTOB B BHUJAY TOro, 4Yro 3a0oiieBaHHE
XapaKTepU3yeTcsi MOPaKEHUEM MHOTHX OPTaHOB M CUCTEM, TPEOyeT KOMILJICKCHON Tepanuu, YTo
JTUKTYEeT HEOOXOAMMOCTh COBMECTHOTO BEJICHUS MAallMeHTa CHEIUAIMCTaMU Pa3HbIX Mpodumeii B
BUJy TOTO, YTO 3a00JIeBaHNE XapaKTEPU3yeTCsl OPAKEHUEM MHOTUX OPTaHOB M CUCTEM, TPEOyeT
KOMIUIEKCHOW Tepamuu, 4YTO JUKTYeT HEOOXOAMMOCTh COBMECTHOTO BEJEHHUS MalMeHTa
CreUaTCTaMK Pa3HbIX poduiei (yeayru nepednciieHbl B komMmeHTapun) [15, 38, 39, 42].
YposeHnb yoenurenbHocTn pekoMmenanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB— 5)
KommenTapmii: nayuenmam ¢ BHOX neobxooumvr npuem (ocmomp, xoucyremayus) epada-
2acmposIHmMeposio2a, NepeUdHbll U NOBMOPHbIE 6paAva-mepanesma/spada obuerti NpaKxmuku
(cemetinoco epaua)/ epaua-neduampa NepeUdHbIL U NOBMOPHblE, A MAKM#Ce npuem (ocmomp,
KOHCYIbMayus) 6paia-2eHemuxka Nnepeudnblii U No8mopHvlie, HeoOX00uM npuem (ocmomp,
KOHCYTbMayus) 8pada-ouemono2a nepeudtslil U NOSMopHbsle C Yelblio HA3HAYUEHUs HUSKONCUPOBOT
Oouemvl (N00OOP CNEYUATUZUPOBAHHOU Ouembvl C O0SPAHUYEHUeM HCUBOMHBIX dHcupos)[2, 15],
npuem (ocmomp, KOHCYIbmMayus) 6pava-kapouoio2a/8paia-0emcKoeo Kapouoioea 0emcKoz2o ¢
Yenvio OYeHKU HAPYUWEeHUL cepOeyHO-COCYOUCMOU cucmemsl U mepanuu (OYyeHKa cocyoucmozo
PUCKA, HA3HAYEeHUe JleYeHUsl, NePBUYHO U 8 nocaedyroujem Kaxcovle 6 mecayes) [2, 13, 15, 20, 26],
npuem (KoHcynbmayus) epada- Xupypea/épaua-0emcKoeo Xupypaa (Cneyuanusupyrouecocs Ha
MPAHCRAAHMONI02UL) NPU HATUYUY NOKA3AHUU OISl MPAHCNIAHMAYUU neyeHu, npuem (ocmomp,
KOHCYTbMayus) 8paya-Heeposio2a NepeuyHblll U NOSMOPHble NPU HAIUYUU NOKA3AHUL, Npuem
(ocmomp,  KoHcynemayus) — 6paua-dHOOKPUHONO2A — NEPeUUMbIll U NoémopHvle. B
HCUZHEYSPOACAIOWUX COCMOAHUAX HEOOXO0UMO yuacmue 8paia-anecme3uon02a-peanumamonoca
(Ocmomp (koHcyrbmayust) 8paiom-anecmesuoi020M-peanumMamono2om nepeuttblii).

L4 PeKOMeHI[yeTCﬂ KOHCYJIbTalUU APYIrux CHCHHUAIMCTOB MallUCHTaM C IMMOAO3PCHUECM Ha

BHDX nnu ¢ ycTaHOBJICHHBIM JMArHO30M I10 MoKa3zaHusm [15].
YpoBeHnb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB— D)
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3. JleueHue, BKJIIOYASA MeAUKAMEHTO3HYI0 1 HEMeIUKAMEHTO3HYI0 TepaIuu,
AHETOTEPANUI0, 00300/ 1MBaAHHE, METUIIUHCKHE TOKA3aHUA U NPOTHBONOKA3AHMS K
NPUMEHEHHUI0 METO/I0B JIeYeHH s

Jleuenue /[JIKJI exnrouaem xax namozenemuyeckyro mepanuio - Haznadenue @37, mak u
nposedeHue cumnmomamuyeckolr mepanuu. Bedenue nayuenmos c JIJIKJI npeononacaem
MYTOMUOUCYUNTUHAPHBIN NOOX00 € O00A3AMENbHbIM Yyiacmuem 6padeli-2acmpodHmepoiozos,
8paueli-neduampos/8payeli-mepaneemos, 8paveli-eeHemuKos, 8payeli-Ouemono2os, epaell-
Kapouono2o8 u epadell Opyeux CneyuaibHoCmell, UMEowWUx Onvlim 8 Je4eHUuu 3Mmo2o peoKo2o
3a001€6aHUSL.

3.1 IlaToreHern4yeckoe Jie4eHue
3.1.1 Ilamozenemuueckoe neuenue npu unpanmunvnoii popme /IJIKJI (6one3nu Bonvmana)

. PexomennoBano mnposeneHue (epMeHTHOH 3amectutenbHol Tepanuu (P3T) Bcem
MarUeHTaM C YCTaHOBIIGHHBIM JuarHo3oM bB ¢ 1enbro 3aMeieHHus TpOTPEeCCHpPOBAHUS
3a00JIeBaHNs, YMEHBIICHUS DPa3MEpPOB IEYEHH W CEJE3CHKH, perpecca WM CTaOWIn3anuu
¢ubpo3a nmeueHun, yCcTpaHeHUs TUCIUTUICMIH, YMEHBIIICHHS HAKOTUICHUS YPUPOB XOJIECTEPUHA
B OpraHax u Tkausx [21-25].

YpoBeHb yoeIUTEJILHOCTH peKoMeH1aiuu B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB— 2).

Kommenrapuu: Illpenapamom ona D3T saensemcsa Cebenunaza anvgpa™*. B 1 mn
pacmeopa codepacumcs  cebenunazvl  arv@a** 2 me. Omo pexombunanmuas popma
4en06euecKoll IU30COMHOU KUCIOU UNA3bl, NPOU3BOOUMAs C UCNONb308AHUEM MEXHOL02UU
pexomounanmuou J[HK 6 xnemounoti xynemype kypunoeo suya. DP3T npeoumasnauena 0ns
B0CCMAHOBNICHUSL YPOBHS OIHIUMAMUYECKOU AKMUBHOCMY, OO0CMAMOYHO20 OJisl 2UOPOIU3A
HAKONJIeHHbIX 3PUPO8 Xonecmepuna u 0Jisl NpedOmsepaujenus ux oanvbHetiuie2o nakonnenus. Ilocne
86edeHuUs cebenunasa anbga™* o6vicmpo 6b1600UMCA U3 CUCEMHO20 KPOBOMOKA U NO2NOWAENCSL
KI1emKamu, NOCMynas 8 ux Ju30comvl uepes ManHo30-6-gpocchamuule peyenmopuol.

Beeoenue npenapama ocywecmensemcs napeHmepanbHo 8 8Uude 6HYMPUBCHHBIX UHDY3UIL.
Beeoenue ocywecmensemcs uepez nepugepuyeckuii  8eHO3Hull Kamemep — (Kamemep
nepughepuveckuil) —unu  uepe3  nopm-cucmemy  (nopm  UHQY3UOHHBIN/UHDEKYUOHHDBL,
umMnIaumupyemvlii ***), komopwvie ycmanagusaromcs Co2iacHO MemooudecKum pyKo8ooCmeam
«Benosmnwiti oocmyn, 2019 (https://msestra.ru/download/file.php?id=4763) c¢ ucnonvsosanuem
HeobX00uMblX  JleKapcmeenHvlx — cpedcms.  Ilopm-cucmembl  yCmMaHagIu8aOmMcs,  CO2NACHO
Pacnopsiocenuro Ilpasumenvcmea Poccutickou @edepayuu om 31.12.2018 Ne 3053-p «0O6
YmeepicoeHuy nepeuns MeOUYUHCKUX U30enull, UMNIAHMUPYEeMbIX 68 Op2aHUu3M 4YeloeeKka npu
OKA3aHUU MEOUYUHCKOU NOMOWU 8 pPAMKAX NpOcpaMMblL  20CYOAPCMEEHHbIX —2apAHMULL
becniamno2o oKa3amus 2paxcoanam MeOUYUHCKOU NOMOWU, a Makice nepedHs MeOUyYuHCKux
u30enuti, OMnycKaemvlx no peyenmam Ha MeOUuyuHcKue uzoeius npu npedocmasieHuu Habopa
COYUANBHBIX YCTLY2H.

Pexomenoosannvii pesxcum oozuposanus 3asucum om gospacma. /Jemam 0o 6 mecaues
peKkomeHOyemas HauyalvbHas 0o03a cocmasensem Ime/ke, 6 nociedyiouem, 8 ciayyae
Hedocmamouno2o 3pgexma nocie nposedeHus, KAk MuHUMym, 4 ungy3ui, credyem
paccmompemn ygeauuerue 003vl 00 3 me/ke enympusenno 1 paz 6 neoenio [Hucmpykyus no
MeOUYUHCKOMY NpUMeHeHUl0 npenapama cebenunasa aivpa™*]. Janvueiiwee ygenuuenue 003wl
00 5 me/ke 1 pas 6 nedenro credyem paccmompems 8 Ciyyae He0OCMAamoyHo20 omeema nocie
npogedeHusl, Kaxk MuHuMym, 4 oonoarnumenvHvlx un@ysuti. Ilocrnedyrouue Koppexkyuu 003vl
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MOJICHO NPOBOOUMb UHOUBUOYAILHO 6 3A6UCUMOCHU OM  OOCMUNCEHUSL U NOOOEPHCAHUS
mepanesmu4eckux yeuel, 803MON}CHO npumeneHue 00 7,5 me/ke (bonee 6vicoKue 003bl — He
usyvanuce) [21, 43, https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=1eaa9c5e-
20c6-4a75-a48c-44f5271fcfad].

Heobxooumvlii 0bvem npenapama meoneHHO paz8o0sm 8 HYICHOM 0Obeme pacmeopa
Hampus xaopuda** coenacrno eecy (npunooicenue A3). Becb HeobXooumbvlil 06veM pacmeopa
0oaicer Oblmb 86e0eH He MeHee yem 6 medenue 2 4acos.

Crnedyem obpawamev 6HUMAHUE HA COONIOOEHUE UHMEPBAN08 MeNCOY UHDY3usMuU U
HEOONYCMUMOCMb NEPEPLIBO8 8 MEPANnUU, M.K. HAPYULEHUE PEeNCUMA eYeHUs CONPOBONCOAEM Sl
HOMEHYUANLHLIM PUCKOM YXYOULEHUSI COCMOAHUS NAYUEHMA U NPOSPECCUPOBAHUS CUMNINOMO8
bB.

Heobxo0um monumopune OCHOBHLIX napamemposg meueHus 3a001e8aHUs; OYeHKd
OKDYIUCHOCIMU CpeOHell yacmu nieyd, onpeoejieHue aKmueHOCmuU alaHUHAMUHOMPAHCchepasol,
acnapmamamuHompancgepasvl 8 Kposu, UCCiedo8aHue YposHs @eppumuHa 8 Kposu,
uccnedosanue ypogus C-peakmusHozo Oeika 8 CblBOPOMKe KpOBU, KOA2Yy102paMMa
(opueHmuposouHoe ucciedo8anue CUCmeMbl 2eMOCmAdsa), CMOUKAs Ul yXyouanuasncs
opeanomezanus, dacmvle UHMEPKYPPEHMHble UHQeKyuu u Ccmoukoe yxyouienue Opyeux
CUMNMOMO8 (nanpumep, co CMOpOHbI HCENYOOUHO-KUUEUHO2O
mpaxma)[https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=1eaa9c5e-20c6-4a75-
a48c-44f5271fcf4d]..

. PexomennoBano mnanueHtam ¢ bB mpoBeaeHne MeauKaMEHTO3HOW MpeMeTuKaluu
AHTUTUCTAMUHHBIMU  CpPEJCTBAMH  CHCTEMHOTO  JEHCTBUS  W/WIM  HECTEPOUIHBIMH
MPOTUBOBOCTIATTUTENILHBIMA U MPOTUBOPEBMATUYECKUMU TIperaparaMu/mpenaparaMu TPYIIIbI
JIpyTHe aHAIBIEeTUKU M aHTUITUPETUKH COTJIACHO MHCTPYKIUU MO MPUMEHEHHIO JIEKapCTBEHHBIX
MpernapaToB MpH MOSBICHUHM MOOOYHBIX peakuuid c mocienyromeid uHby3uel cebeaumnassl
anpa** [21-25, 47, 48].

YpoBenb yoenuTeabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 4)

KommenTapuu: y nayuenmos ¢ bB, nonyuarowux @3T, kak u npu 6/6 6eedenuu 1106020 0py2020
0enKo8oeo mpenapama, Mo2ym pazeumuvcs noOOuHble peakyuu (Iuxopaoka, 03HoO, peoma,
KpanusHuya,  msaxcenvle  peaxkyuti  2Unepyy8CmeUmenbHOCmy  dllepeuieckoeo  muna),
npoucxooawjue 80 8pemMs UH@Y3uU uiu 6 meueHue OHA nocie nposedenus ungyzuu. Ilpu
NOAGNIEHUU NOOOYHLIX peaKyull 808peMs/nocie UHQDY3UU PEeKOMEeHOYemcs coomeemcmeyouee
Jleuenue, npu Komopom HeodX00UMo cied08ams CO8PEMEHHbIM PEKOMEHOAYUAM.

3.1.2 Ilamozenemuueckoe neuenue npu 6o1e3nu Haxkonaenus Igpupos xorecmepuna (bH3X),
6 6o3pacme cmapuie 6 mecayes

. PexomengoBano nposenenne GpepMeHTHOM 3amectutenbHoi Tepanuu (O3T) manuentam
C ycTaHOBJIEHHBIM nuarHo3oM BHDX ¢ menbio 3ameieHus mporpeccupoBaHus 3a00JeBaHus,
YMEHBIIEHUSI Pa3MEpOB IEUEHH U CeNIe3€HKH, perpecca wiu crabuwimzanuu Guoposa meyeHw,
yCTpaHEHUS JUCIUIUIEMIH, YMEHBIIICHHSI HAKOTUIEHUS (DUPOB XOJIECTEPHHA B OpraHaX U TKaHIX
[21-25].
YpoBeHb yoeIuTeJIbHOCTH peKOMeHanun B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB— 2).
Kommenrtapuu: [lpenapamom ona @3T ssensiemces cebenunaza anvgha™**. B 1 ma pacmeopa
cooepaxcumes  cebenunasvl arv@a** 2 me. Omo pexomOunammuas Gopma uenoseuecKkou
JIUB0COMHOU KUCTOU UNA3bL, NPOU3BOOUMAS C UCNOTIL30BAHUEM MEXHONO0SUU PEKOMOUHAHMHOU
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JIHK 6 knemounoii xyremype kypunozo sauya. 3T npednaznauena 051 60CCMAHOBNIEHUS YPOBHS
IHIUMAMUYECKOU — AKMUBHOCMU, OOCMAMOYHO20 OJil  2UOPOIU3A  HAKONIEHHBIX  3Pupos
XonecmepuHa u 05 npedomapaweHus ux oanvretiue2o Hakonienus. [locne sgedenus cebenunasa
anvgha™* dbicmpo 8bI600UMCA U3 CUCMEMHO20 KPOBOMOKA U NO2IOWAEMCS KIIeMKAMU, NOCMYNAs
8 UX IU30COMbL Yepe3 MaHH030-6-chocghammuvbie peyenmopui.

Bseoenue npenapama ocywecmensemcs napenmepaivbHo 8 8U0e BHYMPUBEHHBIX UHDY3ULL.
Bseoenue ocywecmensemces uepez nepugepuueckuil  8eHO3HbIL  Kamemep  (Kamemep
nepugpepuveckuii) Ui uyepez  nopm-cucmemy — (nopm  UHQY3UOHHBIU/ UHDEKYUOHHDII,
umnianmupyemvlii ***), xomopwvie ycmanagusaromcs Co2iacCHO MemooudeckKum pyKo8ooCmeam
«Benosuviii docmyn, 2019 (https://msestra.ru/download/file.php?id=4763) ¢ ucnonvzosanuem
HeoOX00UMbIX — 1eKApCMBEeHHbIX cpedcme. [lopm-cucmemsvl  yCmManasiu8aomes  CO2iACHO
Pacnopsiocenuro Ilpasumenvcmea Poccutickou @edepayuu om 31.12.2018 Ne 3053-p «0O6
YmMEepoHcOeHUuU nepeuts MeOUYUHCKUX U30enull, UMNIAHMUPYEeMbIX 8 OP2aHU3M 4Yelo8eKd Npu
OKA3aHUU MEOUYUHCKOU NOMOWU 6 pPAMKAX NpOcpaAMMbL  20CYOAPCMEEHHbIX — 2ApAHMULL
Oecniamno20 OKA3auusl 2pa)coOaHam MeOUYUHCKOU NOMOWU, A MAKdiCe NnepedHs MeOUYUHCKUX
uz0enull, OMNYCKAemblx N0 peyenmam Ha MeOUYyuHcKue u3oeius npu npedocmaesieHuu Habopa
COYUATILHBIX YCIYN.

Jemam cmapuie 6 mecayes u 63pocavim npenapam 6600sm u3 paciema I me/xe kaxcovle
2 nedenu. Paspeweno ysenuuenue 003vl 00 3 me/ke 1 paz 6 2 nedenu ucxoos u3 KIUHUYECKO20
omeema. Heobxooumvlii 06vem npenapama mMeoeHHO Ppa3600sm 8 HYHCHOM 0Obeme pacmeopa
Hampusi xnopuoa** coenacno eecy (npunoxcenue A3). Becb neobxooumwili o6vem pacmeopa
cnedyem 8600umv NpubIU3UMenIvHo 6 meveHue 2 yacos. Ilpu xopoweil nepeHocumocmu
npenapama nayueHmom, Modxicem Oblmb pACCMOMPEH Nepexo0 HA npogedeHue uxgysuu 6
meyenuu 1 uaca. B ciyuae nosviuienus 003bl OTUMENbHOCIb UHDY3UL MOJICEm OblMb YEeTUUEeHA.

Cnedyem obpawamv eHumManue Ha coOn0O0eHUe UHMEPBANO8 MedcOy UHQDY3UAMU U
HeOonyCmumocms nepepuléos 8 mepanuu, m.K. HapyueHue pexlcuma ie4eHusi COnpo8ONCOAemcs.
NOMEHYUATLHBIM PUCKOM YXYOULeHUS COCIMOSAHUSA NAYUEHMA U NPOSPECCUpPO8anus CUMNIMOMO8
FHOX.

Heobxo0um monumopune oCHOBHbIX napamempos meyeHust 3a001e8aHUSL.

Heoonycmumuvl ygenuuenue unmepeanos mexicoy uHGy3uamu u nepepuleos 8 J1eyeHul.

Ilpu obcnedosanuu cubauneoe (bpamves u cecmep npodoaHoda) mMocym Ovimb GblsEIEHbL
oemu c JJJIKJI, ne umerowue Kiunudeckux nposigieHuu. Taxkue nayuenmvl HYHCOAIOMCS 8
obcnedosanuu U HAOMOOEHUU, HAYUHAMb UX JedyeHUe HeoOXOOUMO NpU NOAGLEHUU Nepebix
KAUHUYECKUX UTU 1aDOPAMOPHBIX CUMNIOMOS O0NIe3HU.

Ilpu evipasicennou eunepxonecmepunemuu Ha gone P3T nayuenmam ¢ BHOX moocem Ovimo
PACCMOMPEHO HA3HAYeHUue 93emumuda, OCHOBbIBAACL HA NAMOPDUUONOSULECKOM 000CHOBAHUU U
OAHHLIX O02PAHUYEHHBIX ONUCAHUL KIUHUYeCKUX caydaes. Jlunudocuudicaowuti npenapam
93eMUMUO CHUICAEm 8CACbIBaHUe X0NeCePUHa 8 KUUeyHUuKe, UHSUOUPY MPaHCROPmMHbLLL OeNIoK
NPCILI, obuapyscennblii 6 KUuleuHvlXx Mukpogopcunkax. Hccnedosanus na mwvluwax c
oepuyumom JIKJI nokazanu, umo 33emumub cHudcaem o00vem neueHu, KOHYEHMPAayuro
XonecmepuHa 8 neyeHu U ypoeeHs Cbleopomounvlx mpancamunas [50]. Beudy peokocmu BHOX
KOHmMponupyemvle  ucciedoganus omcymcemeywom. Pewenue o0 naznavenuu mpebyem
UHOUBUOYATILHO20 N0OX00a U 0bcyxHcoenus ¢ nayuenmom [53, 54].
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° PexomengoBano nanuentam ¢ BHOX npoBenenne mMennkaMeHTO3HOM MpeMeTuKaiiuu
AQHTUTUCTAMUHHBIMU  CPEJCTBAMH  CHCTEMHOTO  JIGHCTBUSL  W/WIM  HECTEPOUJHBIMU
MPOTUBOBOCTIATIUTENIbHBIMM U MPOTUBOPEBMATUYECKUMU TIperapaTaMu/mpenaparaMu TPYIIIbI
JIpyrue aHAIbIEeTUKU M aHTUIUPETUKH COTJIACHO MHCTPYKIUU MO MPUMEHEHHIO JIEKapCTBEHHBIX
IpenapaToB MPH TMOSBICHUU MOOOYHBIX AIJICPIrHYECKHX PEaKUUil C rmocieayromeil nHdy3uen
ceOenumnasel anbda** [21-25, 47, 48].

YpoBensb yoenuteabHocTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)
KommenTapuu: y nayuenmos ¢ BHOX, nonyuarowux @3T, kax u npu 6/8 eésedenuu 06020
0py2oco 0enKo8oeo npenapamda, MO2ym pazeumsbcsi NoOOUHble peakyuu (1Uxopaokd, O03HOO,
psoma, KpanusHuya, msioicenvle peakyuu Unepyy8cmeumeibHOCmMu allepeuyeckoco0 muna),
npoucxooswue 80 8pemMs UH@Y3uU ulu 8 meyeHue OHs nposedeHuss ungysuu. Ilpu nosenrenuu
HOOOYHBIX pearkyuii 60 8pems/ nocie uH@y3uu pexomendyemcs coomeemcemayoujee iedenue, npu
KOMOPOM HeoOX00UMO C1e008amb COBPEMEHHBIM PEKOMEHOAYUSIM.

3. 2 CumMnToMaTn4yecKoe jJedeHne

Bxkmrouaer Ha3zHaueHHE IUETHI C OI'PaHUYCHHBIM COACPIKAHHUCM JKHUPOB, JICUCHHUC
COHYTCTBYI-OH_[eﬁ I1aTOJIOI'HH.

3.2.1 Cumnmomamuueckoe nevyenue npu ungpanmuavhou gpopme [JVIKJI (60ne3nu
Bonvmana)

. PexomennoBano nanuentam ¢ bB Ha3HaueHHe BUTAMUHOB B CBSI3U C HEJOCTATOYHBIM MX
YCBOECHHEM M3 MUIIH, 00YCIOBICHHBIM HAPYIIICHHEM KUIIIEYHOTO BCACHIBAHUS Y YACTH MAIIIEHTOB
¢ bB ¢ nenbro BocnonHeHus ux aeduimra (yCIyrd Bpauei nepedrciieHbl B kommeHTapun) [15].
YposeHnb yoenureabHocTi pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB— D)
KommenTapuu: 0ns OuacHocmuku — 2unogUmMAmMuHo3a U  pPACCMOMPEHUsi 80NpOCaA O
He0bX00UMOCMU HA3HAYeHUsT mepanuu HeoOXo0um npuem (0CMOmMp, KOHCYIbmMAayus) epada-
9HOOKPUHON02a/8pata-0emcK020 IHOOKPUHONI02A U/UNU 8PAYA-2ACMPOIHMEPON02A U/UTU 8paAYa-
Oouemonoza nepgudnble U NOGMOPHbIE.

. PexomennoBano nanventam ¢ bB 1 HaANMO4YEUHUKOBOW HEOCTATOYHOCTHIO MTPOBEICHHE
3aMECTUTENbHON Tepamuy MpernapaTaMu TPYIINbl KOPTUKOCTEPOUIBI CHUCTEMHOTO JEHCTBUS
(MMHEPATOKOPTUKOUTBI u/unu TITFOKOKOPTHKOU/IBI ) COTJIaCHO COOTBETCTBYIOIIUM
PEKOMEH/IAIUSAM C EJIbI0 KOPPEKITUH HAAMOUYCYHUKOBOM HE0CTaTOuHOCTH [15].

YpoBeHnb yoenuteabHoCTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbLCTB— D)
. PexomMeHI0BaH pallMoH MUTAaHUS CO CHUKEHHBIM COJIEpKAHUEM KUpa nanuenTam ¢ bB ¢
ENBI0 KoppeKiuu auciaunuaemun [2,15, 50].

YpoBeHnb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB— D)
Kommenrapum: [pu /[JIKJI pexomendyemcs nHuzkoxcuposas ouema. [100xo0wi k ouemomepanuu
npu paccmampueaemvlx popmax JJIKJI pazusames.

BB y mnadenyes uacmo conpogodxcoaemcsi nospexcoeHuem KuuledHuKa u3-3a HAaKONIeHUs
JUNUO0B 800JIb COOCMBEHHOU NAACMUHKU CIUBUCIOU 000I0YKU, YMO NPUBOOUN K MATbAOCOpOYUU
U 8vlpadiceHHoU 3adepaicke pocma. B pezynbmame nogpesicoenus KuueyHuka y O0abUUHCEA
MIa0eHyes pazeueaemcs HenepeHocuMocms Oeika. B omom ciyyae Oemam Heo6X00UMO
HA3HAYUMb dJIeMeHmHYI0 cMecb. B ceasu ¢ Hamuuuem manvabcopdoyuu. nomepei 6enxa, e2o
nompeobieHue OO0JICHO Ccocmagiams 4e/ke/0env 6 6uode c80000HbIX amunokuciom. Ilpu
npocpeccuposanuy 3a001e6aHus, GoOpMUposanuU Ne4eHouYHol HeOOCmMamoYHOCmuU HeoOX00uM
UHOUBUOYANILHDLILL NOOX00 K 003uposanuto benxa 6 payuoune nayuenma ¢ bB noo xoumponem
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nokazamenet amMmonus. B kauecmee yene60008 MONCHO UCNOIBL308AMb NOIUMEPDL 2NHOKO3bL, UX
KOUYeCmaeo ciedyem nocmenenHo yseauuusams 00 20% om obueti nompedHocmu 8 sHepuu uiu
8 3a8UCUMOCMU OM nepeHocumocmu. B Huskoocuposoii oueme y oemeii ¢ BB oonocrno dOvims
obecneyeHo pekomeHoyemoe nompeodeHue He3AMEHUMBIX HCUPHBIX KUCTOM U OTUHHOYENOYEYHbIX
NONUHEHACBIWEHHBIX JHCUPHBIX KUCTIOM, a 0 0becneveHusi dHepeuel ciedyem UCHOIb308amb
cpeoneyenoueynvlie mpueauyepuowt (0o 1 e/ke/oenv) [50]. Haznauenue macna MCT 6yoem 6yoem
nonesnvim u3 pacuema 1 ma/ke. Ilomumo mMakpoHympuenmos, 8axicHo obecneuums a0eK8amHoe
nocmynjienue 1eKmpoaumos, GUMAMUHOE (HCUPOPACIBOPUMBIX U  B8000PACMBOPUMBIX) U
AHCUOKOCMU, NOOOOPAHHOU C YYemoM 803pacma u nompebHocmell KOHKpemHo2o nayuenma. B
9MOM CIyHae MONCHO UCHONb306AMb NONUSUMAMUHHbIE, MUHEPAbHbIE U MUKPOJIeMEHMHbIe
npenapamul. Koauuecmeo dcuokocmu, UOHO8 U SUMAMUHOE HEOOXOOUMO KOpPUSUPOBAMb 8
coomeemcmeauu ¢ nompeobrHocmamu nayuenma [50]. [Ipu napacmanuu opeanomezanuu credyem
paccmompems 60npoc 0 NUMAHUU Yepe3 30HO C 88e0eHUeM MeOJIeHHbIM 68e0eHUeM CMECHU.

3.2.2 Cumnmomamuueckoe jieyeHue npu 00,1€3Hu HAKONJIEeHUs IPupoe xonecmepuna
(bHJX)

o PexoMeH10BaH pPalMOH NMUTaHHUSI CO CHUIKEHHBIM COJAEP)KaHUEM KHMpa MalUeHTaM C
BHOX ¢ nenbro koppekuuu auciaunuaemun [2,15].

YpoBeHnb yoenurenbHocTn pekoMenanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB— 5)
Kommenrapuu: B P® npunamer memoouueckue pexomenoayuu MP 2.3.1.0253-21Hopmoi
@uszuonocuueckux nompebHocmel 6 dHepauU U NUUEBbIX Beujecmseax O pA3IUYHbIX 2PYAN
nacenenus Poccuiickoti @edepayuu. Ilpu BHOX donyckaemcs oepanuuenue 8 payuone H#upos 0o
30% om sHepcemuueckol YEHHOCMU CYMOYHO20 PAyuoHa. Jlonu HACLIYEHHbIX, MOHO- U
HONUHACHIUWEHHBIX JHCUPOB OOJIHCHBL Oblmb pasHuiMu. MakcumanbHo 0onycmumoe KOIUu4ecmeo
xonecmepuna - 300 me/cym, 603moducHo e2o cHudicerue 0o 200 me/cym. Yposenw 6enxa dondicen
coOmeemcmeosamys QU3UOIOSULECKOL HOpMe NOmpedNeHUs 8 3a8UCUMOCIU OMm 803paAcma C
yeenuuenuem 00aU pacmumenvbHulX Oenkos. Pexomendyemoe coomuouieHue pacmumenbHblX U
HCUBOMHBIX Oenkos coomeemcmeyem 1:1. W3 owcusomuvix 0Oenkos ciedyem omoasams
npeonoumenue puloe. Heobxooumo ozpanuuenue ne2Koyceosemvlx y2neeo008 U yeeiuyeHue
CNIOJICHBIX  Y2Nle60008 U  PACMUMENbHOU KlemyamKku. B yenom, 00ns yeneeo0o6 00idicHa
cocmasnams 50-60% om snepeemuueckou yennocmu payuona. M3z nux 7-10% - na oonwo
J1e2K0) CBOSIeMBIX.

. PexomenoBano nanuerram ¢ BHOX naznauenue BuramuaoB (A11BA: moJuBUTaMIHBI)
B CBS3M C HENOCTaTOYHBIM HMX YCBOCHHMEM, OOYCIOBJICHHBIM HAapYIIEHUEM KHUIIEYHOTO
BCAChIBaHUs, C LIE€IbI0 KOPPEKIMU UX AepunuTa (ycayru Bpadel nepeyrcieHbl B KOMMEHTApHH)
[15].

YpoBeHb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB— D)
KommenTapuu: o0ns Ouacnocmuku  2unoUmMAamMuHo3a U pAcCMOMPEHUsi 80Npocd O
He0OX00UMOCMU HA3HAYeHUsT mepanuu HeoOXooum npuem (0CMOMp, KOHCYIbMAayus) epavd-
9HOOKPUHON02A U/UNU  8PAYA-2ACMPOIHMEPONIO2a U/UNU  8pAYA-OUemono2a NnepsuyHvle U
noemopbvie.

3.3 Xupypruveckoe JjieueHue
3.3.1 Xupypzuueckoe neuenue npu unpanmunvnoii popme JIVIKJI (6one3nu Borvmana)

) Pexomenayercsa marmuentam ¢ bB Ha cTaguu 1eKOMIIEHCUPOBAHHOIO LUPPO3a MEYEHHU,
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IpU HEBO3MOXKHOCTH WM HEIP(HEKTUBHOCTH TMPOBEIACHHS IaTOT€HETHYECKOW Tepanuu
(mporpeccupoBaHue 3a00JEBaHUS) PACCMOTPETH BOIIPOC O MPOBEICHUN TPAHCIUIAHTAIIMH TICYCHU
[15].

YpoBeHb yoenuTelbHOCTH pekoMeHanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB 5)
KommenrTapun: Tpanucnianmayus nevyenu makdice accoyuuposana ¢ 6blCOKUM PUCKOM
OCNIOJICHEHULl U He OKasvleaem GIUAHUS HA CUCMEMHble NposAeleHUs  3a00J1e8aHUA.
Tpancnnanmayus nevenu e ocmanasnusaem npozpeccuto bB u nopasicenue opyaux opeanos-
Mmuwereti. Kpome mozo, Henb3s UCKIIOUUMb PUCK NOBPEHCOeHUs MPAHCNIAHMUPOBAHHOU NeYeHl,
mak xkax ypoeerwv JIKJI no-npesicrnemy ocmaemcs HUBKUM.

° He pexomenmoBano mnamnueHtam ¢ bB nposenenue TI'CK B kadecTBe mepBOM JTUHUU
tepanuu [44].

YpoBens yoeauTeabHOCTH pekoMeHaannu C, ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB— 5
Kommenrtapuii: Hebonbuioe uucio KIMHUYECKUX clydaesd, OOCMYNHbIX O/ AHAIU3d, He
no3eoJsiem coenams 00HO3HAYHO20 6bl800a 00 3¢hghekmusnocmu u 6Oe30nacHocmu OAHHOLU
mepanuu. Kpome moeo, npoyedypa TI'CK accoyuuposéana c¢ 6blCOKUM PUCKOM PaA36UmMus
OCI0JCHEHUU, MAKUX, Hanpumep, KaKk OmmopiceHue mpaHcnianmama, peakyus « mpancniaumam
npomue8 Xo3auHa» u opyeue nocmonepayuoHuwvie ocnodcHenus. B ceasu ¢ omum TI'CK ne
PEKOMEHO08AHA KAK PYMUHHASL mepanesmudeckas onyus 0s nayuenmos ¢ bB [33 - 36].

3.2.2 Xupypeuueckoe eyenue npu 001e31u Hakonaenus 3gpupos xonrecmepuna (bHI3X), ¢
0edrmom 6 éo3pacme cmapuie 6 mecayee

o Pexomennyertcst mannentam ¢ BHOX Ha ctaanu 1eKoMIeHCUpOBaHHOTO IIUPPO3a NMEUYCHH,
IpH  HEBO3MOXXHOCTH WM HEIPPEKTUBHOCTH TPOBEACHHS MMATOTCHETHYECKOH Tepanmuu
(mporpeccupoBanue 3a00Je€BaHKs) PACCMOTPEThH BOIIPOC O MPOBEICHUH TPAHCIUIAHTAIINN TICUCHH
[15, 29, 38].
YposeHb yoenureabHocTu pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)
Kommenrtapuu: Tpaucnianmayus neuyeHu makdice accoyuupos8ana ¢ 6blCOKUM PUCKOM
OCNIOJICHEHULl U He OoKasvleaem GIUAHUS HA CUCMEMHble NposeleHUs 3a00]1e8aHUs.
Tpancnnanmayus neuenu He ocmarnasiusaem npozpeccuro BHOX u nopasicenue opyaux opeanos-
muweneti. Kpome mozo, Henb3s UCKIIOUUNb PUCK NOBPEHCOeHU MPAHCHAAHMUPOBAHHOU NeYeHl,
maxk kax yposerv JIKJI no-npexcnemy ocmaemcs nuskum [30 — 32, 38].

3.4 lTanauaTuBHAS OMOLIb

[TannuatuBHas nomouls namuentam ¢ JIJIKJI oka3piBaeTcs Ha OCHOBAaHUHM COOTBETCTBYIOLIMX
HOPMAaTUBHBIX TOKyMeHTOB (cM. [Ipuiioskenue A3).
3.5 NHoe J1eueHne

. PexoMeHayeTcsi y OT/ICIBbHBIX MAIMEHTOB C 3a00JI€BaHUSAMH TI€UeHH, BKIouas bB nmn
BHDX, no pemienuto jgeyamero Bpaya B CIOXKHBIX CIydasx Il PEIIeHUs BOIpPOca O TaKTHKE
o0crenoBaHus U IEYCHUSI PACCMOTPETh MPUMEHEHHE TEeIEMEIUIIMHCKUX TeXHOIoTuH [58].
YpoBenb yoenutelbHOCTH pekoMenaanun C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeJIbCTB— 4)

4. MeqnuuHCKas peadMIuTAIUA U CAHATOPHO-KYPOPTHOE JieYeHue, MeJULMHCKH e
NMOKA3aHMA M MPOTHBONOKA3AHNUS K IPMMEHEHUIO MeTOA0B MeIUIIHHCKO W
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peaduJIMTAllMU, B TOM YHCJIe OCHOBAHHBIX HA MCII0J1b30BAHUHU MPHPOIHBIX
JieyeOHbIX (PaKTOpPOB

Hayuenmam ¢ [JIKJI (BB, BPHOX) u wunenam ux cemeli He0OX0OUMbI KOHCYIbMAYUU
NCUXON02A/MEOUYUHCKO20 NCUXO0N02d, NOCKOIbKY 3a00/e6anue HOCUM  NpOSPecCcupyrouull
Xapakmep, HYJ#CHO NOMOYb NAYUEHM) «NPUHAMDb» OUACHO3, AOANMUPOBAmMb €20 K JHCUSHU OJisl
MAKCUMANbHOU peanu3ayuu e2o0 CnocoOHOCMU K O00YYeHUl0 U CaMOCMOSAMENbHOU JHCUSHU 8
oanvretiuem [15].
5. lIpodunakTUKa U JTUCTIAHCEPHOE HADIIOIeHHEe, MeTHIMHCKIE TOKA3AHUS U
NPOTHBOMOKA3AHUS K MPUMEHEHHI0 MEeTO10B MPOPUIAKTHKH

5.1 IlpopnaakTuxa

. Pexomennyercss mammentam ¢ JJIKJI (BB, BHDX) wmm ero odunuansHbiM
IPEJCTaBUTEISIM ITpHUEM (OCMOTp, KOHCYJIBTAIMS ) Bpaya-TeHETHKA MIOCJIE YCTAHOBJICHUS AUAarH03a
JUTSE TIOTy4YeHHs] ”HGOPMAIUU O TeHETHYECKOM PUCKE, 00CYKIEHUS BOZMOXKHOCTEH IpeHaTanbHON
U IPEUMILIAHTAIIMOHHON TuarHocTuku [15].
YposeHnb yoenureqabHocTH pexoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB— D).
KommenTtapuii: Cemvav ¢ demvmu c JJIKJI (BB u BHJX) pexomenoyemcsi meouxo-
2eHemuyeckoe KOHCYIbMUPOBAHUE C Yelblo ONnpeodeieHus 2eHemuieckoeo pucka. Kax u npu
opyaux aymocomHo-peyeccusnvlx 3abonesanusx, npu JJIKJI (BB, BHJ3X) ons «kascooiu
bepemennocmu puck pooicoenusi pebenxka cocmasisiem 25%. B cemwsx, 20e ecmv pebenox ¢
JIKJI, 603M031cHO nposedeHue npeHamanbHoU U NPeuUMHIaHMAYUOHHOU OUACHOCMUKY. [{ns
9mo2o pooumenell HeoOXO0UMO HANPABUMb 6 CReYUAIUUPOBAHHbIE OUACHOCMUYECKUE
nabopamopuu U MeOUYUHCKUe YeHmpbi.
o Pexomennayercst mpoBeieHHE TPEHATATBHONW TUATHOCTUKU JUIS JIFOOOW IMOCTEeNyroIeit
OepeMEeHHOCTH B CEMbsIX, OTATOLIEHHBIX XOTs Obl onHuM ciydaem JUJIKJI (BB, BHOX), Ho B
ciydae Jierkux (opM Oose3HH, pEelIeHHe O €€ MPOBEIEHHM JOJDKHO OBITh MPUHATO MOCHEe
OAPOOHOT0 00CYKICHHUS C ceMbeil Bcex puckos [15].
YposeHb yoenureabHocTn pexoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB— D).
KommenTapuii: npenamanvuas ouacHocmuxka npo8OOUMCs MOJLEKYIAPHO-2eHeMUYeCKUMU
memoodamu, nymem ucciredosanusi /JJHK, evioenennou uz o6uonmama eopcun xopuona na 9-11
Hedelle DepeMeHHOCIU U/UlU KIemoK AMHUOMUYECKOU HCUOKOCMU, NA0OHOU Kpoeu Ha 20-22
Heoelle bepeMeHHOCmU.

5.2 IlucniancepHoe Ha0JII0eHUe

5.2.1 /lucnancepnoe naontooenue y nayuenmos c bB

o PexomeHnmoBaH aHanu3 KpoBH (HCCIIEIOBAaHHE YPOBHS XOJECTEPHHA JIMIIOIMPOTECHHOB
BBICOKOM  TIJIOTHOCTH, anbOymwiHa, oOmero OwnupyOuHa, OuimupyOnMHA  CBSI3AHHOTO
(KOHBIOTUPOBAHHOTO0), OMIMpyOMHA CBOOOAHOTrO (HEKOHBIOTHPOBAHHOTO), TPUIIULEPUIOB,
XOJIECTEPHUHA, XOJEeCTepPUHA JIMIONPOTEMHOB HU3KOW IUIOTHOCTH B KPOBH, OIpEeNeHHE
AKTUBHOCTH aclapTaTaMUHOTpaHc(hepasbl, alaHWHAMUHOTpaHCeEpa3bl B KPOBH, Tramma-
rroTaMunTpancdepasbl B KPOBH, JIAKTATIETHIPOTeHa3a, OIICHUBAIOT METa0ONIM3M JKeje3a
(uccnemoBaHue YpPOBHSI JKeJle3a CHIBOPOTKU KPOBH, MCCIEIOBAHUE YPOBHs (PeppUTHHA B KPOBH,
HCCJIEIOBaHUE YPOBHSI TpaHC(hepprHa CHIBOPOTKH KPOBH, MCCIIEJOBAHHE KEJI€30CBI3bIBAIOIICH
CIOCOOHOCTH CHIBOPOTKH) U KHpopacTBopuMbie BuTaMuusbl (A, D, E, K: ucciemoBanue ypoBHs
25-OH Butamuna [l B KpOBH, UCCIIETOBAHKNE YPOBHSI BUTAMUHA A B KPOBH, UCCJICOBAHUE YPOBHS
BUTaMMHa E B KpoBH, TPOTPOMOMHOBOE BpeMs KaKk KOCBEHHBIM Mapkep BuUTamMuHa K
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(ompeencHre MPOTPOMOMHOBOTO (TPOMOOIIACTHHOBOIO) BPEMEHH B KPOBH WM B ILIa3Me))
nanueHTam ¢ bB B mporecce fMHaMUYECKOTr0 HAOTIOACHHMS TSl OnpeieieHus (PyHKIIMOHAIEHOTO
COCTOSIHMS TICUCHH, KOTOpast SIBIISICTCS] O/IHUM U3 OpraHoB-mulieHei npu bB [15,16].

YpoBeHb yoenuTebHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH JJ0KA3aTeILCTB— D)

Kommenrapum: ozs nayuenmos ¢ bB xapaxkmepno 3nauumenvHoe NoGvlueHUEe AKMUBHOCIU
mpancamunaz (AJIT, ACT), eunepxonecmepunemus, unepourupyoOuHemusl, B03MOIICHA
eunepmpuenuyepuoemuss, ygeiuvenue xouyenmpayuu JIITHII, y mMHO2uX nayueHmos CHUMNCEHO
koauvyecmeo JIIIBII 6 «posu. Ilpu ananuze anoaunonpomeuHocpammovl y OOIbUUHCINGA
NAyueHmos BblAGNAIOM  NOGblLUIEHUE YPOBHA OCHO8HO20 anoaunonpomeuna JIIIHII -
anonunonpomeuna B.

Yyumuisas kpatiniorw peokocmv ecmpeuaemocmu BB, pannuii 0ebrom, no30H00 OUAZHOCMUKY U
msaxcenoe meuenue 001e3HU 00CMOBEPHBIX OAHHLIX O He0OXO0OUMOU Yacmome npoeeoeHUs.
uccredosanusi Hem. Yacmoma uccned0o08anus aHanusa KPosu OUKMyemcs COCmMoaHuemM nayueHma.
B Ounamuxe  npogoosam  onpedenreHue  AKMUSBHOCMU  AIAHUHAMUHOMPAHCHeEPA3bL,
acnapmamamuHompancgepasvi 8 Kposu, UCcle008aHnue YposHs 0ouie2o ounupyouna, ounupyoura
CB8A3AHHO20  (KOHBIOUPOBAHHO20), XOJNeCmepuHd, XolecmepuHa JIUNONPOMeEeUHO8 HUZKOU
NJIOMHOCMU, XOJleCeputad JTUNONPOMeEUHO8 8bICOKOU NIOMHOCMU, MPUSIUYEPUO08 8 KposuU (He
menee 1 paza 6 mecsy).

o Pexomenayercst BceM mnamueHtam ¢ bB B guHamuke mpoBedeHHE KOAryjaorpaMMbl
(OPHEHTUPOBOYHOTO HCCIEIOBAaHUS CHCTEMBbl T'€MOCTa3a), OIpeleleHHe MNPOTPOMOUHOBOTO
(TpoMOOTMIIaCTHHOBOI0) BPEMEHHU B KPOBHU WJIH B IUIa3Me, MEXIYHAPOIHOTO HOPMAITU30BAHHOTO
otHourenus: (MHQO), akTHBUPOBaHHOTO YaCTUYHOTO TpomOoruiacTHHOBOro Bpemenu (AUTB) ¢
1eJIbI0 CBOCBPEMEHHOTO BBISIBIICHUS HapyIeHuid remoctasa [10, 37, 45].

YpoBenb yoenuTeabHOCTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuii: npu neobxooumocmu max dice onpeoensitom mpomMOUHOB0e 6pemMs 6 Kposu,
uccnedosanue yposHs (hubpurocena 6 Kposu. Jlanuvie nokazamenu no36801510M KOHMPOIUPOBAMb
CUHMemuyecKyro  (YHKYuro  neyeHu,  GulAGIAMb  CUHOPOM  NEYeHOUHO-KIemOYHOU
HeO0CMamoyHOCMU U C80EBPEMEHHO NPedynpedcOamys OCONCHEHUS, C8A3AHHblE C HapYUeHUeM
ecemocmasa [49].

. PexomenoBaHo TpoBeseHHE YIbTpa3ByKoBoro wucciefoBanus (Y3M) OpromrHoit
nonoctu (YIbTPa3ByKOBOE HCCIIEIOBAHUE OPraHOB OpIOMIHOW TOJOCTH (KOMIUIEKCHOE)) |
3a0pIOIIMHHOTO IPOCTPAHCTBA (B T.4., YIBTPA3BYKOBOE UCCIICIOBAHKE HAAMIOYEUHHUKOB), & TAKXKE
JlyniinekcHOe CKaHWPOBAaHHE COCYAOB I'eMaTOOMIMApHOW 30HBI, YIbTPa3BYKOBOE HCCIEIOBAaHUE
CENIE3€HOYHBIX apTepHil W BEHbI BCEM ManveHTaM ¢ bB ¢ 1enbro KOHTPOJISI COCTOSTHUS
BHYTPEHHHX opraHos [2, 9, 13, 15].

YpoBeHnb yoenuTeabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB— D).
Kommenrapum: V3U oprownoii nonocmu no3gonsirom onpeoenums pasmepsbl Ne4eHU U cele3eHKU,
onpedenums ouamemp 60POMHOU U CeNe3eHOYHOU 6€H, HANUYUe Cmeamosd, NPUHAKU Yyuppo3a
neyeHu, Kanbyuguramos Haono4eyHuKos.

Yacmoma npoeedenusi yiompazgyKko8020 UCCIe008AHUS OP2AHO8 OPIOWHOLU NOI0CMU
(KOMNIEKCHO20) U 3A0PIOWUHHO20 NPOCMPAHCMBA (68 mM.Y., YIbMPA38YKOBO20 UCCIe008AHUE
HAONOYEYHUKOB) OUKMYEmCsl COCMOSIHUEeM NAyueHma, Ho yacmoma He menee 1 pasa 8 3 mecsaya)
) PexomMennoBaHo manrieHTam ¢ bB npu Hanu4ny npu3HAKoOB CHHAPOMA MaTbaOCOPOITUHU U
MOPTAJILHON THUIIEPTEH3UH TMpoBeAcHue 330daroracrpoayoaeHockonuu (DI JIC) mns oueHku
COCTOSIHUS BEH MHUIIIEBO/IA U kenynka [15].

29



YpoBenb yoeauTeabHOCTH pekomMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeILCTB— D).
KommenTapuu: nposedenue I J/[C y nayuenmos ¢ hubpozom nevenu, npusHaKamu HOpmaibHol
eunepmensuu HeooOxXooumMo 01 OYeHKU CMeneHu 6apUKO3HO20 PACWUPEHUs 8eH NUuesood U
yepo3vl kpogomeuenus. Haxonnenue 1unuoo8 8 KUUEYHOU CIeHKe MOXCem Npusooums K Makpo-
U MUKPOCKONUYECKUM usMeHeHusm. Makpockonuuecku causucmas o0onouka nocmoyibOapHvlx
0mMOeNo8 YMEPeHHO OMEUHA, BGOPCUHYAMBIU CNOU NPOCAEHCUBAETCS, BOPCUHKU HECKOIbKO
VMONUEHbl, €  JICeTMOBAMbIM — OMMEHKOM, NpPU  HPOBEOeHUU  NAMOMOPPOL02UYECKO2O
UCCe008AHUSL OMMeEYAeM s UHDUALMPAYUS MAKPOPA208 8 COOCMBEHHOU NAACIUHKE CIUZUCMOU
000710YKU MOHKO20 KUWEHYHUKA: MAaKpogazu KpynHvle, «NEHUCbLEY, COOepIHCAm ZPAHYIbl C
LIHK-nozumuenvim eewgecmsom [51].

. Pexomenayercsi BceM mnanmeHTaM ¢ bB yuactie B [IMAarHOCTHKE U JICYCHHH
MYJIbTUANCIMIUIMHAPHON  KOMaHIbl  CICHMAIUCTOB B BHUJIY TOro, 4Yro 3a00JeBaHUE
XapaKTepHU3yeTcs MOPaKEHUEM MHOTHX OPraHOB M CUCTEM, TPeOYeT KOMIUICKCHOM TepaIuu, 4To
JMKTYET HEOOXOJMMOCTh COBMECTHOTO BEJCHHUS MAIMEHTa CHCHUAIUCTaMH Pa3HBIX MPOQuUIIeH
(ycnyru nepeurcieHsl B kommenTapun) [39, 42, 15].

YpoBens yoenureabHocTH pekomenaanun C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbCTB— 5)

KommenTapmii:

nayuenmam ¢ BB Heobxooumvl npuem (ocmomp, KOHCynbmayus) epaia-2acmpodHmeponozd
oucnancepuwvlll u/unu epava-neouampa oucnanceprolii (He pesce 1 paza 6 mecsay), Heobxooum
npuem (ocmomp, KOHCYIbMAyus) 6pada-ouemonoza nNepeuyHvlll U MNOGMOPHbIE C YElblo
HA3HAYeHUs HUBKOICUPOBOU Ouembvl, KOppeKyuu mMaibabcopoyuu (noobop cneyuanrusuposastou
Oouemvl ¢ 02panuUyeHuemM HCUBOMHBIX JHCUPOB, A 8 psde CUMYayull U NapeHmepaIbHo20 NUMAaHuUs.)
[2,15], npuem (ocmomp, KOHCyIbMAYUs KOHCYIbMAYUS) 6payda- O0emcKoeo Kapouonoea
NEePBUUHbIL U NOGMOPHbIE C UYENbl0 OYEHKU HApYyUleHUll cepOedHO-COCYOUCOL CUCTeMbl U
mepanuu [2,13,15,20,26], npuem (ocmomp, Koucyibmayus) eépaia — He8poiocd NepeUutHblll U
NOBMOPHbIE C Yelbl0 OYEeHKU HapyuleHull HepeHol cucmemsl [14], npuem (koncyrsmayus) epada-
Xupypea/epaua-0emcko20 Xxupypea, Cheyuarusupyoue2ocs Ha mpaHcnianmonio2uu npu Haaiuduu
NOKA3aHull 0711 Npo8edeHUs MPAHCHIIAHMAYUY NeYyeHU, npuem (0cCMomp, KOHCYIbmayus) epaya-
0emcK020 IHOOKPUHON02A NEePBUYHBLIL U NOBMOPHbBIE C Yelbl0 OYEeHKU HAPYUEeHUL IHOOKPUHHOU
cucmemvl. B dicuzneyepodtcaoumux COCMoaHUsAX HeoOX00UMO yuacmue 6paid-aHecme3uonoca-
peanumamonoea  (ocmomp  (KOHCyIbmayus) — 8pavoM-aHecme3uoio20M-peaHumMamonocom
nepeudHbliL).

5.2.2 lucnancepnoe naonrwoenue y nayuenmoe c BHIX

o Pexomennyercsi mpoBefieHne oO0IIero (KIMHUYECKOTO0) aHain3a KPOBH, Pa3BEpHYTOTO
BceM marumeHTam ¢ bBHOX B aumHammuke, B cpenHeMm, He pexe | paza B 6 MecsIeB C IENbIO
BBISIBIICHUS aHEMHH, JIEUKOTIEHHH, Tpomboruronenuu [9,13,15].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB— D).
KommenTapuu: B paukax obwezo (KiuHu4ecko2o) anaiuza Kposu paszeepHymozo HeooXxoo0umo:
uccneoo8anue YpoeHs o0ue2o 2eMo2ioOuHa, 3pUmpoyumos, JetuKoyumos, mpomooyumos 6
Kposu, ouggepeHyuposantuvlil noocuem JetKoyumos (leukoyumapuas @opmyna), npocmomp
Ma3Kka Kposu 01 AHAAU3A AHOMANUL MOPGOL02UU S3PUMPOYUMOE, MPOMOOYUMOE U TeUKOYUMOS,
onpedeneHue  Y8emogo20  NOKA3AMmMes, onpedenenHue  pamepos  IPUMPOYUMOS,
uccneooganue  CKOpocmu  0oceoanusi  spumpoyumos. Ilamocenemuueckue  Mexanuzmul
Gopmuposanusn anemuu u mpomoOOYumMoneHuy He 00 Koumya usyyenvl. OOHUM U3 BO3ZMOINCHBIX
MEXAHUBMO8 SAGIAEMCl HAKONIeHUue 3pupos XonecmepuHa u mpueiuyepuoos 6 KiemKax
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MaxkpogazanvHo-moHoyumapHou cucmemvl. Kpome mozo, amemus mooicem umemsv Kax
AnUMEeHmMapHulll  0euyummubIll Xapakmep, MaxK u sAGIAMbCA Cledcmeuem 2unepcniieHusMda.
Tpomboyumonenus s61aemcs cie0cmeuem 2UnepcnieHu3ma npu Gopmuposanuy nopmanibHou
cunepmensuy, Hapsaoy ¢ OMuM  ONUCAHbL  CAVYAU  BMOPUYHO20 — 2eMOPazoyumapHo2o
auMgbocucmuoyumosa.

. PexomennoBan ananu3 kpoBu BceM namueHtam ¢ BHOX B mporecce quHamMuueckoro
HaOJIOIeHUs, B CPEIHEM, Kaxple 3-6 mec. ais omnpenesieHuss (GyHKIMOHATBHOTO COCTOSHUS
MIEYEHH, KOTOpas SABIAECTCS OOHUM W3 opraHoB-muiueHed npu JIKJI. ITpoBoasaT onpeneneHue
AKTUBHOCTHU allaHMHaMUHOTpaHchepassbl, acnapraTaMHUHOTpaHc(epasbl, ramma-
rmoTaMunTpancdepasbl B KpoBH, IIENOYHOM ¢ocdara3sl B KPOBH, JaKTaTACTUAPOTeHa3a,
WCCJICIOBAaHKE YpOBHS  o0Omiero OwiaupyOwmHa B KpOBHM, OWiIMpyOMHA  CBSI3aHHOTO
(KOHBIOTUPOBAHHOTO), OMIIMPYOHHA CBOOOTHOTO (HEKOHBIOTUPOBAHHOTO), XOJIECTEpUHA B KPOBH,
XOJIECTEpUHA JIMIONPOTENHOB BBICOKOM IIJIOTHOCTH, XOJIECTEPUHA JIMIIONPOTEMHOB HU3KOMU
IUIOTHOCTH, TPUIJIMIEPUIOB B KpOBHU, o0miero Oenka, anbOyMHHOB B KPOBH, OLIEHUBAIOT
MeTa0oIM3M jKeJe3a (MCCIIeOBaHNe YPOBHS jKejle3a CHIBOPOTKH KPOBH, MCCIICIOBAHUE YPOBHS
deppuTHA B KPOBH, MCCIIEOBAHUE YPOBHS TpaHC(hEppUHA CHIBOPOTKH KPOBHU, MCCIEIOBAHUE
JKEJIC30CBS3BIBAIOIICH CIIOCOOHOCTH CHIBOPOTKH) M JKupopacTBopumbie Butamunsl ( A, D, E, K:
uccienoanue ypoBHs 25-OH Butamuna /| B KpoBH, UcciieI0BaHUE YPOBHS BUTAMHHA A B KPOBH,
HCCJIEIOBaHUE YPOBHA BUTaMHHA E B KpoBH, MPOTPOMOMHOBOE BpeMsi KaK KOCBEHHBIA MapKep
ButamuHa K (ompeznenenue nporpoMOMHOBOTO (TPOMOOILIACTUHOBOTO) BPEMEHU B KPOBU WU B
wiasme)) [15, 16, 38, 50].

YposBeHnb yoenurenabHocTn pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB— 5)
KommenTapuu: y 6orvuuncmea nayuenmos ¢ BHOX eviaensiom nosviuienue axmusHoCmu
mpancamunaz (AJIT, ACT), eunepxonecmepunemuio, eunepmpueiuyepudemuro,; yeeiudeHue
konyenmpayuu JIIIHII, y mroeux nayuenmos cuudxcero konuvecmeo JIIBII ¢ kposu. [lpu ananuze
AnoIUNONPOMeUHOSPAMMbL 8bIABAION NOBbIULEHUE YPOBHS OCHOBHO20 anonunonpomeuna JIITHIT
- anoaunonpomeuna B.

o Pexomennayercst ricciieioBaHiE YPOBHSI MOUEBHHBI B KPOBH, UCCIIEJOBAaHUE KpEaTHHUHA B
KpPOBH, OMNpeAeNieHue CKOPOCTH KIYOOYKOBOW (UIBTPAllMU IO YPOBHIO KpEaTHHHHA KPOBU
pacueTHbIM METOJ0M BceM manueHtaM ¢ BHOX mpu nuHamuyeckoMm HaOIIOJCHHUH, B CpEIHEM
Kaxple 6-12 MecsleB ¢ 1eIbl0 KOHTPOJIST (PYHKIIMH MOYEeK M CBOCBPEMEHHOW TUATHOCTHKHU €€
HapyueHus [38].

YpoBenb yoeauTeabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB— D)

o PexomennoBano Bcem manuentam ¢ bHOX B mpoliecce qTuHaAMHYECKOro HAOIIOACHMS,
©XKErOZHO, TPOBEJICHHE KOaryJorpaMMbl (OPHEHTHPOBOYHOTO HCCIICAOBAHHS ~ CHCTEMBI
reMoCTa3a): ONpeAesieHre MPOTPOMOMHOBOTO (TPOMOOTUTACTUHOBOTO) BPEMEHU B KPOBH WIH B
wiasMe M MeXKIyHapOJHOro HopManu3oBanHoro otHomreHus (MHO), akTHBHpOBaHHOTO
4acTUYHOro TpomborutactuHoBoro BpemeHu (AUYTB) c menpio cBOEBpEMEHHOTO BBISBIICHUS
HapymeHuii remocrtasa [10, 38, 49].

YpoBeHb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuii: npu neobxooumocmu mak dice onpeoensirom mpomMOUHO8oe 8pemMsi 8 KpO8i,
uccneoosanue ypoens pubpurozena 6 Kposu. /lannvie nokazamenu N03601510M KOHMPOIUPOBANNb
CuHmemuyeckyro  (OYHKYuro — neueHu,  GulAGNAMb  CUHOPOM  NEeYeHOYHO-KIemOo4HOU
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HeOdoCMamoyHOCMU U C80E8PEMEHHO NPeOYNPe’cOamb OCIONCHEHUS, C8A3AHHbLE C HaAPYUEHUeM
eemocmasa [49].

. PexoMeH10BaHO TIpOBEICHHE YibTpa3BykoBoro wuccieaoBanus (Y3U) OpromrHoi
nosioctd  (YIbTpa3ByKOBOE HCCIICIOBAHWE OPraHOB OpPIOMIHON IMOJOCTH (KOMIUIEKCHOE)) |
3a0pIOLIMHHOIO MPOCTPAHCTBA, & TAKXKE NYIUIEKCHOE CKAHUPOBAHUE COCYJIOB renaToOMInapHon
30HBI, YJIbTPa3ByKOBOE HCCJIEI0BAHUE CEJIE3EHOUYHBIX apTepuil U BeHbl BceM nanuentam ¢ BHOX
C LIEJIBIO IMHAMUYECKOTO KOHTPOJISl COCTOSIHUSI BHYTPEHHHX opraHos [2, 9, 13, 15].

YpoBeHnb yoenurensHocTu pekoMenanuu C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenrTapuu: V33U neuenu u cenezenxu nosgonsiom eviseumv yeeaudenue neueHu u pedice
Celle3eHKU, Haauyue cmeamosd, NPpUsHaKu yupposa nevenu. Y3HU sabprowunnozo npocmpancmaa,
6 m.4., Y3U naonoueunuxos mooicem @olsi8UmMsb KalbyupuKkamsl HAONOYEYHUKOS (Y NaAYUueHmos ¢
BbHDX — kpaiine peoro, He 6onee 5%).

. PexomennoBano nanuentam ¢ BHOX npoBenenne MarHuTHO-pe30HAHCHON ToMorpaduu
(MPT) opranoB OprOIIHOW IMOJIOCTH M 3JIACTOMETPUH TEUEHU C LEIbI0 KOHTPOJSI COCTOSIHHS
neuenu npu nposeneaun 3T [21 — 26, 38].

YpoBeHb yoenuteabHocTH pekoMeHaanuu C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 5)

KommenTapuu: oz oyenku scupa 6 nevenu ucnoavzyemcs MP-cnekmpockonus (npomonHas
MasnumHo-pe3onancuas cnekmpockonusi) u MP-PDFF npu oocmynnocmu memooa. Memoo
Kowmpoaupyemoco 3amyxanus yavmpaszeyka (CAP-pescum), pabomarowuti 00HO8pemeHHO ¢
anacmomempuet, 6onee docmynuuiti, yem MP-PDFF, MP-cnekmpockonusa. Oyenka cmeneHu
8bIpadiceHHOCMU dcuposoll oucmpoguu nevenu (no MPT) neobxoouma 011 nociedyrouje2o
koumpons s¢pgpexmusnocmu P3T. Yacmoma uccnedosanuii 6 cpeonem: MPT opeanos bprownoti
nonocmu — Ip/200, anacmozpaghuu neuvenu — 1p/6 mec.

. PexomennoBano mnamuentam ¢ BHOX mpoBenenue 330¢aroractponyoeHOCKONNN
(OI'’IC) npu HaNIM4YMKM TPU3HAKOB MOPTAJIbHON THIEPTEH3HMH, *ajlo0 Ha OOJIM B JKUBOTE HIIU
HaJIMYMEe COMYTCTBYIOIIEH racTPOIHTEPOJIOTMUYECKON MATOJOTMM C IIENBI0 OLEHKH COCTOSHUS
BepxHux otaesnos JKKT [15].

YposeHb yoenureabHocTH pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: nposeoenue I J[C y nayuenmos ¢ pubpozom neuenu, npuzHaxamu nopmanrbHou
eunepmeHnsuu Heobxoo0umMo OJisl OYeHKU CMeneHu 6apuKO3H020 PACWUPEHUSl 8eH NUUe8o0a U
V2po3bl Kpo8OmMeyeHuUs

. PexomennoBano mnamuentam ¢ BHOX peructpanus snexrpokapauorpapuu (OKI),
nposeneHue sxokapauorpapun (B3XOKI) st OHEHKH COCTOSHUS CEeplIeYHO-COCYAMCTOM
CHCTEeMBI, B cpeliHeM, kKaxpie 1-2 rona [2, 38].

YpoBenb yoeauTeabHocTH pekoMenaanun C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — D)

KommenTapwmii:
Ipu nanuuuu apummuu HeOOXOOUMO NPOGeOeHUE XONMEPOBCKO20 MOHUMOPUPOBAHUS CEPOEUHO20
pumma, nO NOKA3AHUAM — NpOGeOeHUue Cmpecc-3XoKapouozpaguu mpaHcmopaxaibHol ¢

003UPOBAHHOU  PU3UYECKOU HASPY3KOU 6 COOMEEMCMEUU C PEKOMEHOAYUAMU NHO GEOEHUIO
NayueHmos ¢ amepockaiepo3oM U apummue.

. Pexomennyercst Bcem nanmentaM ¢ bBHOX yuacTue B 1MarHoCTHKE U JIeUEHHE
MYJIbTUIUCIUIUITMHAPHON KOMaH bl CIICIIMATIMCTOB B BH]Ly TOTO, YTO 3a00JICBaHHE
XapakTepu3yeTcs: MOpaKeHHEeM MHOTHX OPTaHOB U CHCTEM, TpeOyeT KOMIUIEKCHOM Teparuu, 4To
JUKTYeT He0OOXOAMMOCTh COBMECTHOI'O BE/IEHUS MalMEHTa CIELUAINCTaMU Pa3HbIX poduiiei
(ycmyru ykaszansl B KommeHnTapun) [15, 38, 39, 42].
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YpoBenb yoeauTeabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — D)
KommenTapmii: nayuenmam ¢ BHOX neobxooum npuem (ocmomp, Koucyibmayus) epaya-
2aCcmposIHmMeposioea OUCNAHCEPHBIU, 8paya-mepanesma/spaia oowel npakmuxu (cemeiuHoeo
epaua)/epava-neduampa OucnancepHulil He pedce 1 paza 6 3 mecsaya, a npu HeOOCMYRHOCHU-
npuem (ocmomp, KOHCyIbmayus) epaia oowel npakmuxu (cemetino2o epaia) OUCNancepHvlll Ojis
Ha3HayeHusi 00CNed08anus U Jle4yeHUs, npuem (OcMomp, KOHCYIbmayus) epaia-ceHemurd
NepeUUHbIL U NOBMOPHbIE, HEOOX00UM npuem  (ocMomp, KOHCYIbmMAayus) 8pava-ouemonoa
NepeuuHblL U  NOGMOPHbIE C Yelbl0 HABHAYEHUS HUBKOJICUPOBOU  Ouemvl  (N00OOp
CNeYUanu3UpOBAHHOU Ouemvl ¢ 02PAHUYEHUEeM HCUBOMHBIX dcupos) [2, 15], npuem (ocmomp,
KOHCYIbMAayus) 8paua-Kapouonio2a/épaia-0emckKo20 Kapouono2a nepeutnblll U NoMmopHule ¢
Yenvblo OYeHKU HAPYUIeHUU CepOedyHO-COCYOUCTOL CUCmeMbl U mepanuu (OYyeHKa cocyoucmozo
PUCKA, HA3HAYEeHUe JleyeHUsl, NePBUYHO U 8 nocaedyroujem Kaxcovle 6 mecayes) [2, 13, 15, 20, 26],
npuem (ocmomp, KOHCYIbMAYUs) 6paua- Xupypea/spaua-0emckoz2o Xupypea NepeuuHblil U
HOBMOpHbIE (Cheyuanrusupyrowe2ocs 6 0ob1acmu mpaHcnianmono2uu) npyu HaIuyuu noKa3aHutl
ons mpancnianmayuu nevenu. Ilpu Hanuuuu He8polo2UHeCKUX HApYWEeHUU: npuem (ocmomp,
KOHCYIbMayus) 8paya-Heapoio2a (Nepeuttas nepeuyHblil U N08MopHbsle odjiee exce200H0), npuem
(ocmomp,  KOHCynbmayus) 8paya-sHOOKpuHono2d. B ocusneyepooicarowux  cocmosHusx
HeobX00uMo yuacmue 8pava-aHecme3uonoca-peaHumamonoea (ocmomp  (KOHCyIbmayus)
8DAUOM-AHECNE3UONIO20M-DEAHUMAMONI020M — nepsuynblll).  Ilepsuunvle u  noeémopHvle
KOHCYTbMayuu 8pavell UHblX CneyuaibHoCmet, a maxoce npuem (mecmupogaie, KOHCY1bmayus)
MEOUYUHCKO20 NCUXONI02a NEPEUYHbLU, Nnpuem (KOHCYIbmayus) MeOuyuHcKo2o HNCuxono2a
nokasauuvl nayuenmam ¢ BB, umerowum napyuenus Qynkyutl Opyeux opeaHos u Cucmem.
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6. Opranuszauus oka3aHusi MeIUIIMHCKOH MOMOIIH

IHoka3anus 15 MJIAHOBOW rOCIUTAJIU3ANMH:

— TPOBEICHHE TUATHOCTHKH U JICYCHHUS, TPEOYIOIUX KPYIIIOCYTOYHOTO MEIUIIMHCKOTO
HaOII0ICHUS;

— COCTOSIHHE, TpeOyIoIlee aKTUBHOIO JICYCHUS U KPYIJIOCYTOUHOT'O MEIUIIMHCKOTO
HaOII0ICHUS;

— cocrosiHue, TpeOyroliee MPoBeIeHUSI BBICOKOTEXHOJIOTMYHBIX METOJIOB JICUCHHUS;

— otrcyTcTBHE BO3MOKHOCTH oOecnieueHuss @3T B amMOynaToOpHBIX U CTAIlIOHAD
3aMEeUIAl0IINX YCIOBHSIX;

—  HEOO0XOIUMOCTh MPOBEJCHUS PAa3IUMIHBIX BHJIOB KCIIEPTU3 WM 0OCIICIOBAHNUS B
MEAMIIMHCKOW OpTaHU3aIlK IPU HEBO3MOXXHOCTHU MPOBEACHUS UX B aMOyJIaTOPHBIX
YCIIOBUSX, TPEOYIOMIMX AMHAMUYECKOTO HAOII0AeHHS (B TOM yucie 0hopMIICHHE
3aKioueHus (eaepaibHOro KOHCUIMYMA).

IMoxa3zaHus 11 IKCTPEHHOIH rOCIUTAIN3ANUM:

— ocTpble 3a00JIeBaHUs;

— 000CTpeHuss XpOHUYECKHUX OO0JIe3HEH;

— OTpAaBJICHHS W TPaBMBI, COCTOSIHUS, TPEOYIOIMEe MHTEHCUBHOM Tepanuu W TepeBoa B
peaHUMAIIMOHHbIE OTIEICHUS WJIM OTIEJCHUS MHTCHCUBHOW Tepanuu (B TOM YHCIIE
noOOYHBIC PEAKIUHU, MPOUCXOJIINE B Mporecce HHPY3UH WM B TEUCHUE CYTOK
npoBeneHus nHQy3un O3T, u 1pyrue yrpoKarolnue KU3HU OCTPHIC COCTOSIHUS ), & TAKKE
KPYTJIIOCYTOYHOTO MEIUIIMHCKOTO HAaOMIOACHUM M TPOBEACHHUS CIEHUANbHBIX BHJIOB
o0crenoBaHus U ICUCHHUS.

IMoka3anus K BbINKUCKE MAIHEHTA U3 MeIMIIUHCKOI OpraHu3anuu:
- OTCYTCTBHE yIpO3bI )KU3HH MAIUEHTA,
- OTCYTCTBHUE YIPO3bI pa3BUTHUSI OCIOKHEHUM, TPEOYIOIINUX HEOTIIOKHOTO JICUCHUS;
- crabwiu3anusi COCTOSHMSI M OCHOBHBIX  KIMHUKO-JTA0OpAaTOPHBIX  IOKa3aTeseit
MaTOJIOTHYECKOTO Tpoliecca 0 OCHOBHOMY 3a00JIEBAHHMIO;
- OTCYTCTBHE HEOOXOJIMMOCTH B IOCTOSIHHOM Bpau€OHOM U KPYTJIOCYTOYHOM METUITMHCKOM
HaOII0/IEHUH TI0 OCHOBHOMY 3a00JI€BaHUIO;
- HEoOXOJMMOCTH IMEePeBo/ia MAIMEHTA B IPYTYIO OOJIBHUILY WIH YUPEXKIESHUE COITHAIBHOTO
obecrieyeHus.
IIpuHIUNBI OPraHu3anuy MeIMUMHCKON noMomu nanuearam ¢ JJIKJI

[TocTanoBka nquarnosa JJJIKJI ctaBUT MHOrO BOIIpOCOB NE€pet POICTBEHHUKAMH MTAIIMEHTA
U Tepe]] CeHAINCTaMH, pa0OTAIONMMU C TAKUMH TTallMeHTaMi. MHOTOYHCIIEHHBIE TPOOJIEMBI,
BO3HHKAIOIINE TIPU OOHAPYKEHUU W PA3BUTHH 3a00JEBaHUs, ISl PEUICHUS KOTOPHIX TpeOyeTcs
rpaMOTHAsI OpPTaHM3AIMs MPOIecca MOMOIIU NPH YYACTHH MYJIbTHUIUCIUTIIMHAPHOW KOMAaHJIbI
CIEINAIIMCTOB W COOIIOICHIE OCHOBHBIX MPUHITUIIOB U TIOJIXOJIOB K €€ OKa3aHUIO.
JlaHHbBIE TPUHIUIBI JOJHKHBI COONIOIATHCS HA JIFOOOM dTarne OKa3aHUs METUIIMHCKOMN MOMOIIH,
KaK B MOMEHT MIOCTaHOBKH JIMarHO3a, TaK U Ha JIF0OOM dTarie HaOII0JeHH MallleHTa.
1) [TarueHT ¥ €ro MpeICTaBUTENN JODKHBI TTONyYaTh MOTHYI0 HHPOPMAITUIO O 3a00JIeBaHHH,
€ro TeYeHUH, NaToreHe3e, MPOrHo3ax, OCI0KHEHUSIX U METOJJaX BO3MOXKHOU Teparuu.
2) Hwnarnos JJTKJT MOJpa3yMeBaeT BO3MOXHOCTb OKa3aHUs MEPBUYHOM,
CHeraln3upoBaHHON U MAJUTMATUBHON MOMOIIIM Ha BCEX ATarnax 3a00jeBaHusl.
3) [Ipu mocranoBke muarHosza JIJIKJI cempsi mopkHa OBITH HampamieHa K CIICIUAIUCTY,
MMEIOIIEMY OIBIT PaboThl C MAaMEHTaMHU C 3TUM 3a00JieBaHHEM, 00JIaaloNeMy COBPEMEHHON
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uH(popMaliel 0 TeueHUU 3a00JIeBaHUs U BO3MOXKHOCTU Y4acTUsl B KIMHHUYECKUX HCHBITAHUSIX
(HOBBIX JIGKAPCTBEHHBIX NPENApaTOB W/UIM TEXHHYECKUX YCTPOUCTB). TakKe BaKHBIM SBIISCTCS
UH(POPMHUPOBAHUE CEMEH O CYIIECTBYIOIUX OOIIECTBEHHBIX OPraHU3aLUsAX, PA0OTAIOIINX C ATON
TPYIIION NAlMEHTOB.

4) Ilpu mocTaHOBKE JUAarHO3a CeMbs JOJDKHA OBITh HAIpPaBJiICHA K CHEIHATUCTY-TICUXOJIOTY IS
OKa3aHUs HEOOXOUMON MCUXOJIOTHYECKON TOMOIIIH.

Oco0eHHOCTH OpraHu3aluy MeIMIUHCKON MOMOIIU MAalMeHTaM ¢ HH(PAHTHWIbHOH GopMoii
JJKJI (boae3nbio BoibMana)

YuuteiBas ObICTpBIN XapakTep nporpeccupoBanus bB, Bce geTu ¢ JaHHBIM JUArHo30M

HYX/AIOTCS. B CTAllMOHAPHOM HAONIONEHUM, MpH HEOOXOAMMOCTH - C TMEPEeBOIOM B
pEaHMMALIMOHHOE OTJIEJEHHE, B KOTOPOM IPOBOJUTCS JICUEHHUE TSDKEJIOW IPOrpeccUpyroliei
MIEYEHOYHON HEI0CTATOYHOCTH COIJIACHO COOTBETCTBYIOIIUM KIMHUYECKUM PEKOMEHIAIHSIM.
- IIpu BB manueHToB HAOMIOAAET BPAY-TACTPOIHTEPOIIOT (M/WIIH Bpad-TIeANATP), a TAKKE
Bpau-TeHETUK, HEOOXOoJMMa KOHCYJIbTAallMs Bpada-IUeTojiora ¢ IeNbl0  Ha3HAYCHUS
HU3KOXKUPOBOHM JMETHI, a B psfe CUTyallMil U mapeHTepaibHoro nurtanus.) [2,15]. IlokazaHsl
KOHCYJIbTAIlMs Bpada-KapAuojora (Bpaua-KapIuoJiora JIETCKOTr0) C LEIbI0 OIEHKU HapYLICHHM
CEp/IEYHO-COCYAUCTON CUCTEMBI U Ha3HaueHus jeuveHus [2,13,15,20,26], koHCynpTanus Bpayda-
SHJIOKPUHOJIOTA C EJNbI0 OLUEHKM (DYHKIMH HaJNOYEUYHHUKOB M CBOCBPEMEHHOTO Ha3HAUYCHUS
FOPMOHO3aMECTUTENIBHON Tepanuy, Bpaya-HEBPOJIOTa C LENIbI0 OLEHKH HAPYLIEHUIN CO CTOPOHbI
HEpBHOM CUCTEMBI, KOHCYJIbTaIUs Bpaua- XHpypra/Bpada-1eTCKOro Xupypra
(criennanu3upyOUIerocss Ha TPAHCIIAHTOJIOTMM )IIPH HAJTMYUK TIOKa3aHUM JUIsl TpaHCIIaHTalluK
nedeHu. B KM3HEyrpoXkammuX COCTOSHHUSAX HEOOXOAMMO YydacThe Bpauya-aHecTe3HoJora-
pEaHMMaToJIOrA.

Oco0eHHOCTH OpraHu3anuy MeIMIMHCKON oMoy naquedtam ¢ BHIX
IIpn BHOX nanueHToB Ha0I0aeT Bpauy-racTpO’HTEPOIIOr, Bpau-TepaneBT (W/Wid, B AETCKOM
MIPAaKTHKE, Bpay-TieJIMaTp) Wi Bpad oO1Iel MpakTUKK (CeMelHbIN Bpau) B cpeaHeM, 1 pa3 B 6-12
Mec. (B COOTBETCTBUM C TSDKECTbIO COCTOSIHMSI) IOKa3aHO KOMIUIEKCHOE 00cieaoBaHue
amMOyJIaTOpHO, B YCJIIOBUSX JHEBHOI'O CTallMOHApa U B MHOTONPO(MIBHBIX CTal[MOHApaX.

A Taxke Bpay-reHETHK, HE0OXOAMMa KOHCYJIbTAllMsl Bpada-IUeTOoJora C LEIbl0 Ha3HAUEeHUS
HU3KOKUPOBOM JHeThl (MOA00p CHEeNHaTU3UPOBAHHON AMETHl C OTPaHMYEHUEM >KMBOTHBIX
XKUpoB) [2,15], KOHCYNbTalMs Bpaua-Kapauoiora (Bpada-Kapauoyiora eTCKOro) ¢ eIblo OLEHKH
HapyLIEHUH CepAeUHO-COCYJUCTON CUCTEMBI U TEPAINU (OLIEHKa COCYIUCTOTO PUCKA, HA3HAUEHHE
neuenus) [2,13,15,20,26], KoHCymbTalMs ~ Bpaya-  XHpypra/Bpada-IeTCKOro  XHpypra
(cienuamM3uPYIONIErocss Ha TPAHCILIAHTOJIOTHH ))IPY HAIWMYMH TMOKa3aHUN sl TPaHCIUTAHTAlluN
Me4YeHu. B JKU3HEyrpoKaloluX COCTOSHUSX HEOOXOAMMO YdacTue Bpaya-aHecTe3Hojora-
peaHumarosora.

Jlpyrue creuuaiucTbl JOJKHBI TPUBJIEKAThCS IO MeEpe BO3HUKHOBEHHS CHEHU(pUYECKHX
pooJeM.

Ycaosust nposenenus @3T u Tpe6oBaHNs K BBITOJIHSIONIEMY €r0 YUPeKIeHUI0

- B Teuennn nepBbIX Tpex MmecsueB — nposeaeHue @3T B ycnoBHAX cTalMoHapa Hpu
Hanmuuu OPUT, nanee — B ycnoBHUAX THEBHOTO CTallMOHApa U/WIIM aMOYJIaTOPHO, B 3aBUCUMOCTHU
OT BO3MOXHOCTEN KOHKPETHOT'O PErHOHA.
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7. JonmoanuTteabHast vHGpopManus (B TOM yucjie (paKTOPbI, BIUSIOLIME HA HCXOJ
3a00/1eBaHUSl WJIN COCTOSITHMS)

[Tpornos mpu BHOX 3aBucut oT Bo3pacta MaHu(ecTaIuu 3a00JICBaHMs U BHIPAKEHHOCTH
KJIMHUYECKUX NposBiIeHUH. CBOEBpPEMEHHAsl AUArHOCTHKAa W Ha3HAYEHUE IaTOre€HETHYECKOM
Tepanuyu Ha PaHHUX CTaAMsIX 3a00JeBaHUS ONpeesseT OJaronpUsTHBIN MPOTHO3 U YIydYIlaeT
KauecTBoO ku3HU Aetel ¢ BHOX, npenorspaias pazBurue quppo3a NeueHu.

[pu undanTunsoit Gopme JAJIKJI (6onesnn Bonbmana) 6e3 nposenenuss ®3T nmporuos
HEOJIaronpHUsTHBINA (JIETATBHBIN UCXOJ B BO3PACTE 10 6 MECSIICR).
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Kpurepun oueHKH KayecTBa MeIUIIMHCKOH MOMOIIH

IIPU OKA3aHHUHU CIIELMAIN3UPOBAHHON MEIULIIMHCKON IIOMOIIU

Kpurepun xauecrsa npu bB

Ne

Kpurepun kavyecra

Ouenka
BBINIOJIHEHUSA

BrimonHeHo onpezenenne akTHUBHOCTH JTM30COMHOM KHUCIIOH JTUMa3bI
B IISITHAX BBICYHICHHOW KPOBH HJIM JICMKOLIUTAX MEepUPEpUIECKO
KPOBHU W/WJIN MOJIEKYJISIPHO-TE€HETHUECKOE UCCIIETOBAaHHE
(BeisiBIeHME MyTanuii B rene LIPA) (mpu nmoctaHoBKe [uarHosa)

Jla/ Her

Hasnauena ¢epMeHTHAs 3aMECTUTEIIbHAS TEPAIHS MIPEIapaToOM
cebenunasza anbpa** nmpu OTCYTCTBUM MPOTUBONOKA3aHUIN

Ha/ Het

BreinmonneHo YJIBTPA3BYKOBOC HCCIICAOBAHNA OPTraHOB 6pIOH_IHOI71
IIOJIOCTH (KOMHJ’ICKCHOG) " JYIUICKCHOC CKaHUPOBAHUC COCYIOB
INCYCHU

Ha/ Het

Boinonneno ynbrpa3BykoBoe uccienoBanue (Y3U) OpromHoi
noJ0cTU (YIbTPa3ByKOBOE MCCIICIOBAHUE OPTaHOB OPIOIIHOM
MOJIOCTH (KOMILJIEKCHOE)) M 3a0pIOIIMHHOTO MPOCTPaHCTBA (B T.4.,
yABTPa3BYKOBOE MCCIICOBAHNE HAAMOYCUHHKOB)

Jla/ Her

BrimonHeH npuem (0cMOTp, KOHCYIbTaIMsl) Bpaya-reHeTHKa

Ha/ Het

Brimonaen npuem (0cMOTp, KOHCYIBTAIHS ) Bpada-TacTPOIHTEPOIIora
JUCIIAaHCEPHBIN, TpUeM (0CMOTp, KOHCYJIbTAIIMS) Bpaya-
neMaTpa/Bpada-TeparneBTa IMCIIaHCEePHBIH, IPU HEJOCTYITHOCTH -
npueM (OCMOTp, KOHCYJIbTAlMs1) Bpada O0Iel MpaKkTHKHU (CeMEeHHOro
Bpaua) JUCIIaHCEPHBIN /7151 Ha3HaYeHUs 00CIIE€JOBAaHUS U JICUCHUS

Ja/ Het

BrimonHeH aHanu3 KpoBU

(MccnenoBaHue YPOBHS XOJIECTEPUHA, XOJIECTEPHHA JTUTONPOTEHHOB
BBICOKOH TUTOTHOCTH, XOJIECTEPHUHA JIMITOMTPOTEHHOB HU3KOM
MJIOTHOCTH, TPUTIIUIIEPUIOB, 001Iero 6enka, ap0ymMuHa, o01ero
OounnpyOuHa, OmIMpyOrHa CBSI3aHHOTO (KOHBIOTMPOBAHHOIO),
OmnrpyorHa CBOOOAHOTO (HEKOHBIOTHPOBAHHOTO), OTIPE/ICTICHUE
AKTUBHOCTH acrapTaTaMUHOTpaHC(hepassbl,
aTaHMHAMUHOTpaHc(epas3bl, TaMMa-TII0TaMUNITpaHchepassbl,
nenouHoi GocdoTasbl Mpu AUArHOCTUKE U B TIPOIIECCe
JTUCTIAHCEPHOTO HAOTIOACHUS

Ha/ Het

Kpurepun xkayecrsa npu BHIX

Kpurtepun xauecrsa

Ouenka
BBINOJIHEHU S

BrimonHeHo onpesenenrne akTHBHOCTH TM30COMHOM KUCIIOM
JIMITa3bl B MATHAX BHICYIIEHHON KPOBH HITH JICHKOIIATAX
nepudepuIecKoil KPOBU U/WUITH MOJIEKYIISIPHO-TEHETHIECKOE
uccienoBanue (BolsBlieHHe MmyTaiuid B reHe LIPA,) (mpu
MMOCTAaHOBKE JTMarHo3a)

Ja/ Het
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Ha3nauena gepmMeHTHas 3aMeCTUTENIbHAS Tepanus IpenapaToMm
cebenumasa anbda pyu OTCYTCTBUH ITPOTUBOIOKA3aHUI

Ja/ Her

BeinonHena peructpanus anekrpokapaunorpammbl (OKI) kaxapie
1-2 roma

Jla/ Het

Beimonaeno nposeaenue sxokapaunorpadun (3XO-KI') kaxmpie 1-
2 roxma

a/ Het

Boinonneno nposeneHue yiabTpa3BykoBoro uccienoanus (Y3U1)
OproIHOM 1moJIocTH (YIbTPa3BYKOBOE UCCIICIOBAHUE OPTaHOB
OPIOIIHOM MOJIOCTH (KOMIUIEKCHOE)) U 3a0pIOIIIMHHOTO
IPOCTPAHCTBA, TYIUIEKCHOTO CKAHUPOBAHUS COCY/IOB MICUCHH
(myrJIeKCHOE CKaHUPOBaHHE COCYIOB IeMaTOOUINAPHOM 30HBI),
JYTUIEKCHOTO CKaHHMPOBaHUSI COCY/IOB CEJIE3CHKU

Jla/ Her

Boinonnen npueM (0cMOTp, KOHCYJbTAllKs) Bpaua-reHeTUKa

Jla/ Her

Boinonnen npueM (0cMOTp, KOHCYNbTAlKSA) Bpaya-
racTpO3HTEPOJIOTra IUCIIAHCEPHBIH, TPUEM (OCMOTp, KOHCYJIbTALH)
Bpaua-neauaTpa/Bpada-TepaneBra AMCIaHCEepHbIH, Ipu
HEJIOCTYIHOCTU-TIpHUEM (OCMOTp, KOHCYJIbTallKsA) Bpaya o01en
IPaKTUKU (CeMEeIHOro Bpaya) AMCHaHCEPHBIH Ul Ha3HAuYeHUs
o0cIieZI0BaHus U JICUCHUS

Jla/ Her

BeinosineH ananus KpoBu

(uccnenoBaHue YpOBHS XOJECTEPHHA, XOJIECTEPHHA
JIMIIONPOTENHOB BBICOKOM IIIOTHOCTH, XOJIECTEpUHA
JUIMONPOTENHOB HU3KOH MIIOTHOCTH, TPUTIULIEPUIOB, OOIIETO
6enka, anpOymMHHa, 061ero OmnupyorHa, OnIMpyOorHa CBA3aHHOTO
(KOHBIOTHPOBAHHOI'0), OMIUpPYyOHHA CBOOOAHOTO
(HEKOHBIOTUPOBAHHOT0), OIpe/Ie/IeHNEe aKTUBHOCTH
acrnapTaTaMUHOTpaHcdepasbl, alaHHHaMUHOTpaHcpepassl, ramma-
LI TaMIITpaHcdepasbl, MET0YHON (pochOoTazbl) MPH AUATHOCTHKE
U B IIPOLIECCE AUCIIAaHCEPHOTO HAOIIOACHUS, B CPETHEM, KX Ible 3-
6 mecses

Jla/ Her

BrinonHen o0muit (KITMHUYECKUi) aHaTTN3 KPOBU pa3BEPHYTHIN
(ecu HEe IPOBOAMIICS B MIPEIIIECTBYIOLINE 6 MECALIEB)

Ja/ Het

38




10.

11.

12.

13.

14.

Cnucok gureparypbl

Valayannopoulos V., Mengel E., Brassier A., Grabowski G. Lysosomal acid lipase
deficiency: Expanding differential diagnosis. Mol Genet Metab. 2017;120(1-2):62-66. doi:
10.1016/j.ymgme.2016.11.002

Bernstein D.L., Hiilkova H., Bialer M.G., Desnick R.J. Cholesteryl ester storage disease:
review of the findings in 135 reported patients with an underdiagnosed disease. J Hepatol.
2013;58(6):1230-1243. doi: 10.1016/j.jhep.2013.02.014

Grabowski G.A., Charnas L., Du H. Lysosomal acid lipase deficiencies: the Wolman
disease/cholesteryl ester storage disease spectrum. In: Scriver Valle D., Beaudet A.L.,
Vogelstein B., Kinzler K.W., Antonarakis S.E, Ballabio A.editors. Metabolic and
molecular bases of inherited disease — OMMBID. New York: McGraw-Hill; 2014
Fouchier S.W., Defesche J.C. Lysosomal acid lipase A and the hypercholesterolaemic
phenotype. Curr Opin Lipidol. 2013;24(4):332-338. d0i:10.1097/MOL.0b013e328361f6c6
Pericleous M., Kelly C., Wang T., Livingstone C., Ala A. Wolman's disease and cholesteryl
ester storage disorder: the phenotypic spectrum of lysosomal acid lipase deficiency. Lancet
Gastroenterol Hepatol. 2017;2(9):670-679. doi:10.1016/S2468-1253(17)30052-3

Santos Silva E., Klaudel-Dreszler M., Bakuta A. et al. Early onset lysosomal acid lipase
deficiency presenting as secondary hemophagocytic lymphohistiocytosis: Two infants
treated with sebelipase alfa. Clin Res Hepatol Gastroenterol. 2018;42(5):e77-e82.
doi:10.1016/j.clinre.2018.03.012

Sadhukhan M., Saha A., Vara R., Bhaduri B. Infant case of lysosomal acid lipase
deficiency: Wolman's disease. BMJ Case Rep. 2014;2014:bcr2013202652. Published 2014
May 15. doi:10.1136/bcr-2013-202652

Kamenen E.A., Ileuaraukosa H.JI., Kakaynuna B.C. u np.. ledunut 1M30COMHOMN KUCTOM
JUNa3bl Y POCCHUCKUX OOJBHBIX: MOJEKYISpPHAS XapaKTEPHUCTUKA W DITHIEMHUOJIOTHS.
Menumuackas reaeruka. 2019;18(8):3-16.

Hertspesa A.B., IlyukoBa A.A., XKnanosa C.M., Jlertapes JI.H. bone3ns Bonbmana -
TsDKenas MiajieHdeckas popma neduinta TM30COMHON KUCIOH umnassl // HeonaTomorus:
HOBOCTH, MHeHHUs, o0yueHue. 2019. T. 7. Ne 2. C. 42-51.

Jones S.A., Valayannopoulos V., Schneider E. et al. Rapid progression and mortality of
lysosomal acid lipase deficiency presenting in infants. Genet Med. 2016;18(5):452-458.
doi:10.1038/gim.2015.108

Maesckasa, M. B., UBamkun, B. T., XKapkxoa, M. C. U np. (2016). Peaxue dhopmbl
HEaJKOTOJIbHON JKMPOBOM OO0JIE3HW TIEYCHH: HACIEICTBEHHBIH JCPUIIUT JIM30COMHOMN
KUACHOM mmnassl. [ enamonozus, 3, 41-51.

Desai P.K., Astrin K.H., Thung S.N. et al. Cholesteryl ester storage disease: pathologic
changes in an affected fetuss. Am J Med Genet. 1987;26(3):689-698.
doi:10.1002/ajmg.1320260324

Decarlis S., Agostoni C., Ferrante F. et al. Combined hyperlipidaemia as a presenting sign
of cholesteryl ester storage disease. J Inherit Metab Dis. 2009;32 Suppl 1:S11-S13.
doi:10.1007/s10545-008-1027-2

Riva S., Spada M., Sciveres M.et al. Hepatocarcinoma in a child with cholesterol ester
storage disease. Dig Liver Dis. 2008;40(9):784. doi: 10.1016/j.d1d.2008.01.009

39



15.

16.

17.

18.

19.

20.

21.

22.

23.

24,

25.

26.

27.

28.

Manisha Balwaniand Suresh Vijay. Lysosomal Acid Lipase Deficiency: Initial Posting:
July 30, 2015; Last Update: January 15, 2026. In Adam MP, Bick S, Mirzaa GM, et al.,
editors.GeneReviews® [Internet]. Seattle (WA): University of Washington, Seattle; 1993-
2026.

Quinn A.G., Burton B., Deegan P. et al. Sustained elevations in LDL cholesterol and serum
transaminases from early childhood are common in lysosomal acid lipase deficiency. Mol
Genet Metab 2014;111:S89

Hamilton J., Jones 1., Srivastava R., Galloway P. A new method for the measurement of
lysosomal acid lipase in dried blood spots using the inhibitor Lalistat 2. Clin Chim Acta.
2012;413(15-16):1207-1210. doi: 10.1016/j.cca.2012.03.019

Lukacs Z., Barr M., Hamilton J. Best practice in the measurement and interpretation of
lysosomal acid lipase in dried blood spots using the inhibitor Lalistat 2. Clin Chim Acta.
2017; 471:201-205. doi: 10.1016/j.cca.2017.05.027

Hulkova H., Elleder M. Distinctive histopathological features that support a diagnosis of
cholesterol ester storage disease in liver biopsy specimens. Histopathology.
2012;60(7):1107-1113. doi:10.1111/j.1365-2559.2011.04164 .x

Strebinger G., Miiller E., Feldman A., Aigner E. Lysosomal acid lipase deficiency - early
diagnosis is the key. Hepat Med. 2019;11:79-88. Published 2019 May 23.
d0i:10.2147/HMER.S201630

Jones S.A., Rojas-Caro S., Quinn A.G. et al. Survival in infants treated with sebelipase
Alfa for lysosomal acid lipase deficiency: an open-label, multicenter, dose-escalation
study. Orphanet J Rare Dis. 2017;12(1):25. Published 2017 Feb 8. doi:10.1186/513023-
017-0587-3

Burton B.K., Balwani M., Feillet F. et al. A Phase 3 Trial of Sebelipase Alfa in Lysosomal
Acid  Lipase Deficiency. N Engl J Med. 2015;373(11):1010-1020.
doi:10.1056/NEJMo0a1501365

Abel F., Arnoux J.B., Kostyleva M. et al. Benefit of Sebelipase Alfa in Children and Adults
With Lysosomal Acid Lipase Deficiency Based on Analysis of Efficacy Overall and by
Baseline Alanine Aminotransferase Level // J. of Hepatology. Vol. 64 (2). P.298-299.

Su K., Donaldson E., Sharma R. Novel treatment options for lysosomal acid lipase
deficiency: critical appraisal of sebelipase alfa. Appl Clin Genet. 2016;9:157-167.
Published 2016 Oct 17. d0i:10.2147/TACG.S86760

Valayannopoulos V., Malinova V., Honzik T. et al. Sebelipase alfa over 52 weeks reduces
serum transaminases, liver volume and improves serum lipids in patients with lysosomal
acid lipase deficiency. J Hepatol. 2014;61(5):1135-1142. doi: 10.1016/j.jhep.2014.06.022
Maciejko J.J. Managing Cardiovascular Risk in Lysosomal Acid Lipase Deficiency
[published correction appears in Am J Cardiovasc Drugs. 2017 Jun;17 (3):233]. Am J
Cardiovasc Drugs. 2017;17(3):217-231. doi:10.1007/s40256-017-0216-5

HoBukoB B.E., Kmumkuna E.M.// ®apmakonoruss rematonporekTopos// O03.
kiuH.(papmakon. nek.tep.-2005-T.4- Nel.-c.2-20.

CrpokoBa T.B., baraecea M.D., Marunsa U.A. Jlepunur 1u30COMHON KUCIOW JIMTIA3bI
PMX . 2017. 25(19):1346-1351

40



29.

30.

31.

32.

33.

34.

35.

36.

37.

38.

39.

40.

41.

42.

JlaBpoBa A.E., Konosanosa E.1O., [laBeinoBa JI.A. u np.Jlepuut 1Tu30COMHON KUCTIOM
nunassl y pedenka 5 net Ilenuarpus. XKypnan um. I'.H. Cnepanckoro. 2017. T. 96. Ne 6.
C. 183-186.

Kale A.S., Ferry G.D., Hawkins E.P. End-stage renal disease in a patient with cholesteryl
ester storage disease following successful liver transplantation and cyclosporine
immunosuppression. J Pediatr Gastroenterol Nutr. 1995;20(1):95-97.
doi:10.1097/00005176-199501000-00016

Ambler G.K., Hoare M., Brais R. et al. Orthotopic liver transplantation in an adult with
cholesterol ester storage disease. JIMD Rep. 2013; 8:41-46. doi:10.1007/8904 2012 155
Bernstein D.L., Lobritto S., luga A. et al. Lysosomal acid lipase deficiency allograft
recurrence and liver failure- clinical outcomes of 18 liver transplantation patients. Mol
Genet Metab. 2018;124(1):11-19. doi: 10.1016/j.ymgme.2018.03.010

Gramatges M.M., Dvorak C.C., Regula D.P. et al. Pathological evidence of Wolman's
disease following hematopoietic stem cell transplantation despite correction of lysosomal
acid lipase  activity. Bone  Marrow  Transplant.  2009;44(7):449-450.
d0i:10.1038/bmt.2009.57

Stein J., Garty B.Z., Dror Y. et al. Successful treatment of Wolman disease by unrelated
umbilical cord blood transplantation. Eur J Pediatr. 2007;166(7):663-666.
d0i:10.1007/s00431-006-0298-6

Tolar J., Petryk A., Khan K. et al. Long-term metabolic, endocrine, and neuropsychological
outcome of hematopoietic cell transplantation for Wolman disease. Bone Marrow
Transplant. 2009;43(1):21-27. doi:10.1038/bmt.2008.273

Yanir A., Allatif M.A., Weintraub M., Stepensky P. Unfavorable outcome of
hematopoietic stem cell transplantation in two siblings with Wolman disease due to graft
failure and hepatic complications. Mol Genet Metab. 2013;109(2):224-226. doi:
10.1016/j.ymgme.2013.03.007

Cohen J.L., Burfield J., Valdez-Gonzalez K. et al. Early diagnosis of infantile-onset
lysosomal acid lipase deficiency in the advent of available enzyme replacement therapy.
Orphanet J Rare Dis. 2019;14(1):198. Published 2019 Aug 14. doi:10.1186/s13023-019-
1129-y

Kohli R., Ratziu V., Fiel M.1. et al. Initial assessment and ongoing monitoring of lysosomal
acid lipase deficiency in children and adults: Consensus recommendations from an
international collaborative working group. Mol Genet Metab. 2020;129(2):59-66. doi:
10.1016/j.ymgme.2019.11.004

Harrison S.A. Management of Lysosomal Acid Lipase Deficiency for the
Gastroenterologist and Hepatologist. Gastroenterol Hepatol (N Y). 2016;12(5):331-333.
Dixon D.B. Non-Invasive Techniques in Pediatric Dyslipidemia. In: Feingold KR,
Anawalt B, Boyce A, et al., eds. Endotext. South Dartmouth (MA): MDText.com, Inc.;
September 8, 2020.

Zharkova M., Nekrasova T., Ivashkin V., Maevskaya M., Strokova T. Fatty Liver and
Systemic Atherosclerosis in a Young, Lean Patient: Rule Out Lysosomal Acid Lipase
Deficiency. Case Rep Gastroenterol. 2019;13(3):498-507. Published 2019 Dec 4.
doi:10.1159/000504646

Erwin A.L. The role of sebelipase alfa in the treatment of lysosomal acid lipase deficiency.
Therap Adv Gastroenterol. 2017;10(7):553-562. d0i:10.1177/1756283X17705775

41



43.

44,

45,

46.

471.

48.

49.

50.

51.

52.

53.

54.

55.

56.

Jones S.A., AlSayed M., Broomfield A.A. et al. Management guidelines for infantile onset
lysosomal acid lipase deficiency (LALD). Mol. Genet. Metab. 2018;123(2):S72-S73
Pastores G.M., Hughes D.A. Lysosomal Acid Lipase Deficiency: Therapeutic Options.
Drug Des Devel Ther. 2020;14:591-601. Published 2020 Feb 11.
doi:10.2147/DDDT.S149264

Al Essa M., Nounou R., Sakati N. et al. Wolman's disease: The King Faisal Specialist
Hospital and Research Centre experience. Ann Saudi Med. 1998;18(2):120-124.
d0i:10.5144/0256-4947.1998.120

Witeck C.D.R., Schmitz A.C., de Oliveira J.M.D. et al. Lysosomal acid lipase deficiency
in pediatric patients: a scoping review. J Pediatr (Rio J). 2022 Jan-Feb;98(1):4-14. doi:
10.1016/}.jped.2021.03.003.

Malinova V, Balwani M, Sharma R, et al. Sebelipase alfa for lysosomal acid lipase
deficiency: 5-year treatment experience from a phase 2 open-label extension study. Liver
Int. 2020;40(9):2203-2214. d0i:10.1111/liv.14603

Attachment 2 KANUMA - Sebelipase - Alexion Pharmaceuticals Australia Pty Ltd - PM-
2016-01313-1-3 -Extract from the CER FINAL 14 June 2018

Kinanueckas na60paT0pHa;1 JUAarHoCTHUKa 3a00JIEBaHU [TIEYEHH U KEIYCBBIBOIAIIINX
myTeit: pykoBoacTBo Juisa Bpaueit / AWM. Kapnumenko u ap. mox pea. AWM. Kaprnumienko.
— M.: TDOTAP-Menua, 2020. — 464 ¢

de Las Heras J., Almohalla C., Blasco-Alonso J. et al. Practical Recommendations for the
Diagnosis and Management of Lysosomal Acid Lipase Deficiency with a Focus on
Wolman Disease. Nutrients. 2024 Dec 13;16(24):4309. doi: 10.3390/nu16244309. PMID:
39770929; PMCID: PMC11678757.

Bianco V., Korbelius M., Vujic N. et al. Impact of (intestinal) LAL deficiency on lipid
metabolism and macrophage infiltration. Mol Metab. 2023 Jul;73:101737. doi:
10.1016/j.molmet.2023.101737. Epub 2023 May 12. PMID: 37182562; PMCID:
PMC10209539.

Camarena C., Aldamiz-Echevarria L.J., Polo B. et al. Update on lysosomal acid lipase
deficiency: Diagnosis, treatment and patient management. Med. Clin. 2017;148:429.e1-
429.e10. doi: 10.1016/j.medcli.2016.12.044

Di Rocco M., Pisciotta L., Madeo A., Bertamino M., Bertolini S. Long term substrate
reduction therapy with ezetimibe alone or associated with statins in three adult patients
with lysosomal acid lipase deficiency. Orphanet J Rare Dis. 2018 Jan 27;13(1):24. doi:
10.1186/s13023-018-0768-8. PMID: 29374495; PMCID: PMC5787265.

Tadiboyina V.T., Liu D.M., Miskie B.A., Wang J., Hegele R.A. Treatment of
dyslipidemia with lovastatin and ezetimibe in an adolescent with cholesterol ester storage
disease. Lipids Health Dis. 2005 Oct 28;4:26. doi: 10.1186/1476-511X-4-26. PMID:
16255772; PMCID: PMC1291391.

Heduuut n1M30COMHONW KHMCIOM JIMIA3bl: PYKOBOJACTBO JUIsl Bpadel / mox pen. A.A.
bapanosa, JI.C. Hama3oBoii-bapanosoii; Coro3 neauarpoB Poccun. — M.: Ilenuatpb,
2024. — 44 c. — (bone3nu gerckoro Bo3pacta oT A 1o S; Beim. 28).

Cagenbesa E. B., [Taxomos A. I1., BsinkoBa A. A. u np. Knunanueckuit ciyyait nepumura
JIM30COMHOM KHCIION JIMTa3el — 00JIe3HU HaKOIUICHHUS 3GUPOB Xosnectepuna // Jleuamnuit

Bpau. 2022; 9 (25): 56-60. DOI: 10.51793/0S.2022.25.9.010

42



57. Pajares S., Arias A., Garcia-Villoria J. et alCholestane-3b,5a,6b-triol: High levels in
niemann-pick type c, cerebrotendinous xanthomatosis, and lysosomal acid lipase
deficiency. J. Lipid Res. 2015, 56, 1926-1935.

58. Abedin N., Kilbinger C., Queck A. et al. Telemedicine Hybrid Care Models in
Gastroenterology Outpatient Care: Results from a German Tertiary Center. J Clin Med.
2025 Apr 4;14(7):2471. doi: 10.3390/jcm14072471. PMID: 40217919; PMCID:
PMC11989252.

43



IMpuaoxenne Al. CoctaB padoyeil rpynnbl o pa3padoTke U nepecMoTpy
KJIMHUYECKUX PeKOMEeHIaluii

AnboeroBa Mapuna bedepOueBHa, K.M.H., 3aBeAylollas KOHCYJIbTaTHBHO-
nenquarpudeckuMm otaenenveM otaena llemmarpun OI'BY «HMMUAI akymepcrtsa,
TMHEKOJIOTUH U nepuHaTosioruu uM. Ak. B.M. KynakoBa»

AuucumoBa MHMura BaguMoBHa, K.M.H., 3aBeAylollas OTACIOM OpPraHU3aALUU
MEJULMHCKON nomoIiu-Bpay-reHeTuK @I'BHY «Menuko-reHeTu4ecKkuii Hay4dHbI LICHTP
nM. akagemuka H.I1. BoukoBay, 4jeH Accolraiuy MeIUIIMHCKUX TeHETUKOB.

Anymenko AHTOH OueroBM4, Bpau-racTpOIHTEPOJIOT OTAEIEHUSI TaCTPO3HTEPOJIOTUU
OI'AY "HauvoHanbHBIA MEIUUMHCKUN HMCCIEAOBATEIbCKUNA LIEHTP 370pOBbsi AeTen"
Munzapasa Poccumn

Bbaraea Majanena DJHBepOBHA, K.M.H., CTapliMi HAY4YHbIM COTPYIHUK OTIEICHUS
MEeIMATPUUYECKON TaCTPOIHTEPOJIOTUH, renaroioru U auerorepanuu Kmunuku ®I'BYH
"®UL] nutanus 1 OMOTEXHOJIOTHN"

Baiinaxkosa I'asimna BuktopoBHa, k.0.H., BeqyIUil Hay4yHbI COTPYJHUK JIaOOpaTOPUU
HacJIeICTBEHHBIX 0ose3Heil oOmMena ®I'BHY "Menuko-reHeTuueckuii HayuHbI LIEHTP UM.
axagemuka H.IT.boukosa", uiren Poccuiickoro o0mecTsa MEIUIIMHCKIX TEHETUKOB

BapanoB Ajexcanap AnekcanapoBud, akagemMuk PAH, npodeccop, 1.M.H.; OYEeTHBIN
npe3usieHT Coro3a neauatpoB Poccun, coBetHuk pykooautenss HUM nequatpun u oxpaHsl
3nopoBbsi nereit HKII Ne2 ®I'BHY «PHIX um. akan. b.B.IlerpoBckoroy, mpodeccop
kadeapel neauatpun U nerckoi pesmaronorun KUJ/I3 nm.H.®d.Dunarosa PI'AOY BO
[Tepsbiit MI'MY um. U.M. CeuenoBa Mun3znpaBa Poccun (CeueHOBCKUI YHUBEPCUTET),
TJ1aBHBIA BHEIITATHBIN CIIEUAIUCT neauatp Munsapasa Poccun

Bamaxkman3e Haro I:xym0epoBHa, 1.M.H., pyKOBOJUTEIb OTJeNa opaHHBIX O0se3HeH
U NpOQUIAKTUKY UHBAMAN3UpYytouux 3adonesannii HUU nenuatpun u oxpaHsl 310pOBbs
nereit HKI[ Ne2 ®I'BHY «PHIIX wum. akaxn. B.B.IlerpoBckoroy», mpodeccop kadenpsl
¢akynbTerckoil nenuatpun Muctutyra Mmarepunctsa u nerctsa PI'AOY BO «PHUMY um.
H.M. IluporoBa» MunzapaBa Poccum (Iluporosckuii Yuusepcuret), uieH Corosa
neauarpos Poccuna

Bummnena Esnena AnexkcanapoBHa, 1.M.H., npodeccop PAH, 3amecturens pykoBoauTens
HUN nemmatpum u oxpanbl 310poBbs aere HKI[ Ne2 ®I'GHY «PHIIX wum. akan.
b.B.IletpoBckoro», mpodeccop Kadeapbl dakyiapTeTcKkoM neauatpun HHCTHTYTA
matepuHctBa U nerctBa PI'AOY BO «PHUMY um. H.U. Tluporosay (Iluporockuii
VYuusepcurer) Munsapasa Poccun, unen Coroza neauarpos Poccuu

I'yanodmna Oabra CraHuCIaBOBHA, K.M.H., Bpau-raCTPOdHTEPOJIOr, B.H.C. OTIENa
opbaHHbIX Oone3Hell W NPOQWIAKTUKKA MHBATMAU3UpYIOIUX 3aboneBanuit HUU
neauatpun U oxpasbl 310poBbi aerel HKI[ Ne2 ®I'BHY «PHIX wuMm. axan.
b.B.IlerpoBckoroy», unen Coro3a neauarpos Poccumk

lerrapea AnHa BuaagumupoBHa, A.M.H., mpodeccop, 3aBeayromas OTACIOM
nequatpun, PI'bY «HMMUIL] akymepcTBa, TMHEKOJIOTHH U ITepuHaTosiornu uM. Ak. B.M.
KynakoBay, nmpodeccop kadeaps HeoHaTomorun MacTHTYTa 310p0oBhs neteit PI'AOY BO
"[lepBbiii MOCKOBCKHII TOCYAapCTBEHHBIM MEAUIMHCKUANA YyHUBEpcUTET uM. W.M.
CeuenoBa" Muniznpasa Poccun (CeueHOBCKUI YHUBEPCUTET).
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E:xxoB Mapar BuaagucaaBoBu4Y, a.M.H., mpodeccop, TJIaBHBIM HAy4HBIH COTPYIHHK
otnena npobiem arepockiepo3a HUU knumHmdeckoi kapauonoruu uMm. A.JI. MscHUKOBa
OI'bY «HMULIK» M3 PO

KapxoBa Mapus CepreeBHa, K. M. H., 3aBE€yI0Il1asi OTJEJICHUEM I'€1aTOJOTUN KIMHUKU
NPOTEIEBTUKN BHYTPEHHHUX OOJI€3HEW, TracTpOIHTEpOJOrHH, Tremaronorud um. B.X.
Bacunenko, Yuupepcuterckas Knunuueckas bonpHuma Ne2, ®I'AOY BO «llepsbrit
MI'MYVY um. U.M. CeuenoBa» MunzapaBa Poccun (CeueHOBCKUIT YHUBEPCHUTET)

KyprxoBa Haranus BsiueciaBoBHA, K.M.H., Beaylmuid HayuHblii coTpynnuk HUN
nenuatpur W oxpanbl 310poBba  nerert HKI[ Ne2 ®I'BHY «PHIX wum. akan.
b.B.IlerpoBckoroy», wien Coro3a neauatpoB Poccuu, wieH Acconuanud MEAUIIMHCKHUX
TE€HETUKOB

3axapoBa Exarepuna IOpbeBHa, 1.M.H., 3aBeyr0IIas JabopaTopreil HaCIeICTBEHHBIX
Oonesneit oOMena PI'BHY "Menuko-reHeTHYecKuii HayyHbIH LEHTP HMM. aKaJleMHUKa
H.IT.boukoBa", wunen Poccuiickoro oOImiecTBa MEIUIMUHCKUX TI'E€HETHUKOB, 4YJEH
€BpOIEHCKOro oO0IIecTBa MO M3YYCHHIO HACIEACTBEHHBIX OoJie3He oOMEeHa BEIleCTB
(SSIEM).

HNBamkun Baaaumup Tpodumosuy, akagemux PAH, npodeccop, 1.M.H., 3aBeayroniuii
kadenpoll MpoINeneBTUKA BHYTPEHHHX Ooje3HeHd, aupexkrop KimHWKEH mpomeneBTHKH
BHYTpEHHUX OoJie3HeH, ractposHTeposoruu u renarosnoruu um. B.X. Bacunenko ®I'AOY
BO «IlepBeiit MI'MVY um. WU.M. CeuenoBa» MunsapaBa Poccun (CedeHOBCKUI
YHUBEPCUTET)

Kamenen Enena AnatosibeBHA, COTPYIHHUK JIaOOpATOPUU HACIEICTBEHHBIX OOJe3HEH
oomena ®I'BHY "Menauko-reneTnueckuil HaydHblid neHTp uM. akajgemuka H.I1. boukosa",
ynieH Poccuiickoro o0miecTBa METUITUHCKAX T€HETHKOB.

KyueB Cepreii UBanoBu4, akanemuk PAH, a.m.H.,, nupexrop ®I'BHY "Menuxko-
TEeHETUUYECKN Hay4yHbIN 1eHTp uM. akagemuka H.II. boukosa ", Ilpe3unent Acconmanumn
MEIUIIMHCKUX reHeTUKOB (AMI).

JlaBpoBa Ajuia EBreHbeBHa, 1.M.H., JUPEKTOP MHCTUTYTA MEAMATPUH, 3aBENYIOLIUN
neAuaTpuuyeckuM  otaeneHueM N2 YHHBepcUTETCKas KJIMHHKA ®I'bOY BO
«IIpUBOMKCKHUI HCCIEAOBATEIILCKUNA MEAUITUHCKUM yHUBepcuTeT» M3 PO, Huxuuit
Hogropon

Martunsn HpunHa AJslekCaHAPOBHA, K.M.H., HAay4YHbIH COTPYJHUK OTIEICHUS
MEeIMATPUYECKON TaCTPOIHTEPOJIOrUH, renaronorud U auerorepanuu Kmunuku OI'BYH
"®OUII nutanus u buotexHogorun"

Muxaiiiioa Cpersiana BuraabeBHa, A.M.H., 3aBeAywomas otaeneaueM OI'BY
«Poccuiickas Jlerckas Knuauueckast bonpuuia» M3 PO.

Hama3zoBa-bapanoBa Jleiiia CelimypoBHa, akanemuk PAH, mnpodeccop, a.M.H.,
npesugeHt Coroza menuarpoB Poccum; mact-npesunent EPA/UNEPSA; pykoBoauTenb
HUWN nenmatpum u oxpansl 310poBbs aeret HKIL Ne2 ®I'BHY «PHIX wum. akan.
B.B.IletpoBckoroy», 3aBenyromas kKadeapoil Qakynprerckoi mneauatpun HWHcTHTyTa
MarepuHcTBa U erctBa PI'AOY BO «PHUMY um. H.U. TTuporosa» Munzapasa Poccuun
(ITuporoBckuii  YHHBEPCUTET), TJaBHBI BHEIITATHBIA JCTCKUWA CICIHAIUCT 10
npodunakTudeckoi meauimae Munsnpasa Poccun

IHamkoBa HUpuna EBrenbeBHa, K.M.H., 3aBeAylollas MEIUATPUUYECKUM OTIECICHUEM
OI'bY "HMMUIL TUO uwm. ak. B.1. lllymakosa" M3 PO

45



Ierpsiiikuna Enena EdumoBna, n.m.H., npodeccop, nupekrop PJIKDB, 3aBemyromas
kadenpoii sHmokpuHonoruu MHcturyra MarepurctBa u aercrea ®I'AOY BO PHUMY
umenu H.U. ITuporoBa Munsapasa Poccun, riiaBHbI BHEIITATHBIN CIELUATUCT JETCKUN
SHAOKpHHOIOT Mun3apaBa Poccun no LlentpanbHoMmy DenepanbHOMy OKpyry, I naBHbIN
BHEIUTATHBIM CHELUAJIMCT JETCKUM DSHIOKpUHOJIOr /[lemaprameHTa 34paBOOXPaHEHUS
ropojia MockBbl

IlepBynnna Tarbsina MuxaiijioBHA, 1.M.H., TupekTop MHCTUTYTa NMEPUHATOJIOTUU U
neuaTpud, 3aBeayromnias kadeapsl nepuHatosorun u neauarpuu ®I'bY "HMULL um B.A.

Anmazosa" M3 PO,
npoceccop kadenpsl neanaTpun WNucturyTa MEUITHHBI CIIory,
IJIaBHBIN BHEIUTATHBIN crienuaiuct no neauarpuu Komurera no 3apaBooxpaneHuto CaHKT-
[TeTepOypra

ITewatnukoBa Hatauabs JleonnaoBua, Bpau-uesposior, Mopososckas JII'Kb /I3M

IloranoB  Auexkcanap CepreeBu4, 1.M.H., Tmpodeccop, HaYadbHUK  LEHTpA
BOCTIAJIUTENbHBIX 3a00seBanuii kumieuyHuka y aered ®I'AY «HMMUL] 3nopoBbs neteii»
Munszapasa Poccun; npodeccop xadenps! neguaTpuu u aeTckoit pesmaronoruu [lepsoro
MOCKOBCKOT0 TroCyJapCTBEHHOIO MeAuIuHCKoro yHuBepcutera um. W.M. CeueHoBa
(CeueHoBCckU YHUBEPCUTET).

Penunna Cgeriiana AdanacbeBHa, K.M.H., Bpau-renetuk @OI'BHY «Menuko-
T€HEeTUYECKUA HaydHbIM LeHTp uM. akaaemuka H.II. boukoBa», unen Poccuiickoro
oOmiecTBa MEIUIMHCKUX T€HETUKOB, WIEH ACCOLMAINYA MEIUIIMHCKUX T€HETUKOB.

CennmssinoBa JInimsa PoOeproBHa, K.M.H., 3aBeAyIOLIasl OTAEIOM CTaHAAPTU3ALUU U
M3y4EeHUS OCHOB Jl0Ka3aresnbHOM MenuuuHel HUW neguatpum v oxXpaHbl 310pOBbs AETEN
HKI] Ne2 ®I'BHY «PHIIX um. akazn. b.B.IlerpoBckoroy», noueHT kadenpsl neguaTpuu u
nerckoil pesmatonorun ®I'AOY «lepssiit MI'MY um. U.M. CeuenoBa» Munzapasa
Poccun (CeueHoBckuil YHUBEpCUTET), AOLEHT Kadeapsl (akyIbTETCKOH MeauaTpuu
Wucturyra marepurcrBa u nperctBa ®I'AOY BO «PHUMY um. H.U. Tluporosax
Mumnznpasa Poccun (Iluporosckuii YauBepcurer), wieH Coro3a neguatpon Poccun.

CkBopuoBa Tamapa AHapeeBHa, K.M.H., 3aBeaylollas TacTPOIHTEPOIOTHUYECKUM
OTJIEJICHUEM, BEIYIIMI HAYYHBIM COTPYIHHUK HAyYHO-UCCIIEN0BATEIBCKOTO KIMHUYECKOTO
MHCTHUTYTA IEANATPUU U IETCKON Xupypruu umenu akagaemuka O.E. Benstumesa ®I'AOY
BO PHUMY um. H. U. Iluporosa MunzapaBa Poccun (IIuporosckuii YHuBepcurer),
['maBHBIA ~ BHEIUTATHBIM  JETCKAW  CIIELUAIUCT  TacTpodHTepojor JlemaprameHra
3paBOOXpaHeHus . MockBa

CrtpokoBa Tarbsina BukropoBHa, n1.M.H., npodeccop PAH, 3aBenyromas oTaeneHnem
MEeIMATPUYECKON TaCTPOIHTEPOJIOrUH, renaronoru U auerorepanuu Kmunukn OI'BYH
"OULl nurtanus u OuorexHojoruu", 3aBenyromas kadeAapoil TacTpO’IHTEPOJIOTUH U
nuerosioru UHOITP ®I'AOY BO PHUMY um. H.U. [Tuporosa, uneH o0miecTBa JeTCKUX
racTpO3HTEPOJIOroB, IenaTojaoroB M HyTpunuosnaoros Poccun. wien Coro3a neauarpos
Poccun.

Cy060oTnn Imutpuii Muxaiinosuy, Bpau-renetuk @I'bHY «Meauko-renernueckuii
HayuyHbld 1eHTp uM. akaaemuka H.II. boukoBa», uneH Accouwanuu MeEAUIIMHCKHUX
TE€HETUKOB.

CypkoB Anapeii HuxkonaeBuu, n.m.H., npodeccop PAH, 3aBemnyrommii oTaeneHuemMm
TacTPOIHTEPOJIOTUH ISl IETeW CTalMoHapa s JeTel, 3aBEAYIOIUN OTIEIOM Hay4HbIX
OCHOB JIETCKOW TaCTPOIHTEPOJIOTHH, TeMaTOJIOTHH U MeTabonnueckux Hapymenuit HUN
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nenuatpu W oxpanbl 310poBbi  nerert HKI[ Ne2 ®I'BHY «PHIX wum. akan.
B.B.IlerpoBckoro», mpodeccop kadenpsl ¢akynpTeTcKoi mneauarpun MHcTHTYyTa
marepuHcTBa U gerctBa GI'AOY BO PHUMY um. H.U. Iluporoa Munzapasa Poccuu
(ITuporosckuii Yuusepcurer), wieH Coro3a neauatpoB Poccun

TymanoBa Ejaena JleonmaoBHa, a.M.H., mnpodeccop, 3aBenyromas Kapeapoi
MATOJIOTUYECKON aHATOMUH U KIIMHUYECKOM MaTOJIOrM4eCKOi aHaTOMHH JE€TCKOro BO3pacTa
NbIIYnaronoruueckoit anaromun ' bOY BITOPT'AOY BO «PHUMY um. H.H. [Tuporosa
Mun3npaBa Poccun, ri1aBHBIM BHEHITATHBIA CHEHHUAIMCT IO NATOJOTMYECKOW aHAaTOMUU
(merckas ceth) JISM 1. MOCKBBI»

HumbanoBa Exarepuna I'eoprueBHa K.M.H., 3aBEyIOLIasi FaCTPOIHTEPOIOTHUECKUM
otnenenueM PJIKDB, BHemtaTHbli crienuanuct M3 MO-rinaBHbIN IETCKUI raCTPOIHTEPOIIOT
MO, unen Coro3a neauarpoB Poccuu, wien nerckoi rpymnmsl Poccuiickoro odmiectsa mo
nzydyenuio B3K.

IIpeacraBuTe/ M MAHEHTCKUX COOOIIECTB:

IMorocsin Hennu CepreeBHa — rmpeacraButenb Bcepoccuiickoro oOmiectBa opQaHHBIX
3a0oneBaHui

AunekceeBa Ejiena AHaTroibeBHAa — mpelcTaBuTelb Bcepoccuiickoro obmiectBa ophaHHBIX
3a0oneBaHui

ABTOpBI MOATBEPKAAIOT OTCYTCTBUE (PUHAHCOBOM MNOIAEPKKHU/KOH(MIUKTA HUHTEPECOB,
KOTOPBIIl HEOOXOAMMO 0OHAPO0BATh.
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IMpuiaoxenne A2. MeToa0/10rusi pa3padoTky KJIMHUYECKUX PeKOMEHIalM i

Hacrosmue pexomenmanuu npeaHa3HAYeHbl U1l MPUMEHEHHS  MEIUIIMHCKUMU
OpraHU3aUSAMH U YUPEXKICHUIMHU QeepalIbHbIX, TEPPUTOPUATHHBIX U MYHUIIUTIAIBHBIX OPTaHOB
yIpaBiICHUS 3/IPaBOOXPAHEHHEM, CHCTEM O0O0s3aTENbHOTO U JOOPOBOJIBHOIO MEIUIIUHCKOTO
CTPaxOBaHMUsI, APYTUMU METUITUHCKUMHU OPTaHU3AIHUSIMH PA3IMYHBIX OPraHU3aI[MOHHO-TIPABOBBIX
dbopM AeSITeT HOCTH, HAPABICHHON HA OKa3aHHE MEIUITMTHCKOM TOMOIITH.

Hacrosimue pekoMeHIaluy YCTaHABIMBAIOT BUABI, O0BEM M HHIUKATOPHI KadyecTBa
MEUIMHCKON oMot naruentam npu JJIKJIL.

Knunnyeckne pexkomMeHAalnuu CO3JaHbl HAa OCHOBAaHMM CHCTEMaTHYECKOro 0030pa
autepatypsl 1992-2026 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases coOBpeMEHHBIX MEKAYHAPOAHBIX KIMHUYECKHX PEKOMEHAAIMA 110
JTUArHOCTHKE, JICYCHUIO U BEJICHUIO MAIUEHTOB C META00INYECKUMU OOJIE3HIMHU.

JlepunuT TU30COMHON KHUCIIOH JIMMA3bl OTHOCATCS K PEAKAM HACIICJCTBCHHBIM
3a00JICBaHUSIM, YTO HCKIIOYAeT BO3MOXHOCTh IPOBEICHUS OOJBIIMX KOTOPTHBIX U
PaHIOMHU3HPOBAHHBIX KOHTPOJUPOBAHHBIX HCCIICIOBAHUN ¥ JJIS CO3JAaHHUS IPOTOKOJIOB
JTUATHOCTHKU W TEPANUU HUCIHOJB3YIOTCS JIUIIb TEMATHYECKHE WCCIEAOBAHUS JKCIEPTOB,
OITyOJIMKOBAaHHBIE B MOCIICTHUE JIBA JECSTUICTHS.

OneHka KadecTBa JOKa3aTeNIbCTB U CHIIBI PEKOMEHAALUN MPUMEHEHUS MEIUIUHCKUX
TEXHOJIOTHI MPOBOJMIACK B COOTBETCTBUM C YHU(DUIIMPOBAHHOMN MIKaIOW, NMPUBEICHHOW B
Tabaunax 1-3.

IleneBasi ayTuTOpPHs JAHHBIX KIMHHYECKHX PEKOMEHIALIMIA:

Bpauu o01ieit BpaueOHOM NpaKTUKH (CeMeiiHbIe Bpaun);

Bpauu-neauarpsr,
Bpauu-ractposnreposnory;
Bpauu-tepanesTs;
Bpauu-renerukuy;
Bpauu-nabopaTtopHble T€éHETUKH;
Bpauu-xapauoiory;
Bpauu-nerckue kapauosory,

© N s WNRE

Bpauu-nespouory;

[EY
o

. Bpaun-penrrenonoru;

-
[N

. Bpaun ¢pyHKIMOHATBHOM THAarHOCTHKY;

[EY
N

. Bpauu knuHnveckoii 1a00paTopHOI TMAarHOCTHKY;

=
w

. MenuuuHckue TICUXOJIOTH,

[N
s

. Ctynentsl MmenuunHcKkux BY30B;
. OOyyaroruecs B OpJuHaType.

=
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Ta6auna 1. [lIkana orieHkH ypoBHE# q0cTOBEpHOCTH A0Kazarenbets (Y /1) ams MeTo10B

JIMAarHOCTUKY (JIMAarHOCTUYECKUX BMEIIATEIIbCTB)

YA Pacumn¢pposka

1 Cuctematnyeckue 0030pbl UCCIIEJOBAHUI ¢ KOHTPOJIEM pedepEeHCHBIM METO0OM WIIH
cucTeMaTHYecKuii 0030p pPaHAOMHU3UPOBAHHBIX KIMHUYECKMX MCCIENOBaHUN ¢
IPUMEHEHUEM MeTa-aHaIu3a

2 OtnenbHbIE UCCIENI0BaHUS C KOHTPOJEM pPe(EepeHCHBIM METOJOM WM OTIENIbHBIE
PaHIOMU3UPOBAHHBIC KIMHUYECKHE HCCICIOBAHUS M CHCTEMaTHUECKHEe 0030pbI
UCCIIeIOBAaHN  JI000ro  Ju3aiiHa, 3a  WCKIIOYEHHUEM  PaHIOMHU3UPOBAHHBIX
KJIIMHUYECKUX UCCIIEOBAaHUM, C IPUMEHEHUEM METa-aHaIN3a

3 HccnenoBanust 6e3 IOCIENOBATEILHOTO KOHTPOJS pepEepeHCHBIM METOJOM WU
UCCIIEIOBaHUsI C pe(EepeHCHbIM METO/I0M, HeE SBIISIOUIMMCA HE3aBUCHUMBIM OT
HCCIIElyeMOI'0 METO/1a UM HEPaHIOMU3UPOBAaHHbIEC CPAaBHUTEIbHBIE UCCIIEI0OBAHUS, B
TOM YHCJIE€ KOTOPTHBIE UCCIIEI0BAHMS

4 HecpaBHuTenpHbIe Hccie10BaHUS, ONTMCAHUE KIMHUYECKOTO CIIy4ast

5 Nwmeercs s 000CHOBaHHE MEXaHU3Ma JICHCTBUS WM MHEHHE SKCIIEPTOB

Taoauua 2. [1lkana oreHKkr ypoBHEH JOCTOBepHOCTH jJoka3arenbeTs (V1) anst MmetonoB

PO UITAKTUKH, JICUCHHUS U peaduauTanuu (MpoPUIaKTHIECKUX, JICUSOHBIX, PeaOUINTAllMOHHBIX

BMEIIIATEIHCTB)
YA Pacuu¢poska

1 | Cucremaruyeckuii 0630p PKU ¢ npumenennem Meta-aHanuza

2 Otnensapie PKU u cuctematmueckue 0030pbI MCCIENOBAHMM JIOOOTO Tu3aifHa, 3a
uckmouenneM PKU, ¢ mpuMeHeHneM mera-aHannsa

3 | HepannomusupoBaHHblE  CpPaBHUTENbHBIE  HCCIEAOBaHHS, B T.4. KOTOPTHBIE
WCCIIEJOBAHMUS

4 | HecpaBHUTENbHBIE HCCIIEIOBAHUS, ONTMCAHNE KIIMHUYECKOTO CIIy4ast WM CEPUH CITy4aesB,
HCCJIEIOBAHMSI «CITY4aii-KOHTPOJIb)

5 | Umeercs numpb 0OOCHOBAaHME MEXaHU3Ma JIEHCTBUS BMEUIATENbCTBA (JIOKIMHUYECKUE
VICCJIEIOBAHMSI) MJIM MHEHUE DKCIIEPTOB

Ta6auma 3. Illkana omeHku ypoBHeW yOemuTenbHOCTH pexkomeHmanmid (YVYP) mns

MCTOO0B HpO(I)I/IJIaKTI/IKI/I, JUAarHoCTUKH, JICUCHUA H peaGI/IJ'II/ITaI_II/II/I (HpO(i)I/IJIaKTI/I‘-ICCKI/IX,

JTUAarHOCTHYECKUX, JIEYCOHBIX, pEaOMIUTAIIMOHHBIX BMEIIATEIbCTB)

YYP Pacuu¢poska

A CunbHas pekoMeHnanus (Bce paccMarpuBaeMble KpuTepuu 3¢ddekTuBHOCTH

(I/ICXO,Z[BI) SABJIAIOTCA BaXHBIMH, BCC HCCICAOBAHHA HWMCIOT BBICOKOC MU
YAOBJICTBOPUTECIIBHOC METOJOJIOTHYCCKOC Ka4d€CTBO, ux BBIBObI Io
HHTCPCCYIOIIUM UCXOAaM SABJISIFOTCA COT. J'IaCOBaHHLIMI/I)

B VYcnoBHas pekoMeHaIus (He BCe paccMaTpuBaeMble Kputepuu d3PPEeKTHBHOCTH

(I/ICXOI[BI) SABJIAIOTCA BaXHBIMH, HE BCE HCCICAOBAHHUA HMCIOT BBICOKOC HIIHN
YAOBJIECTBOPUTCIIBHOC MECTOHOJOIMYCCKOE KauC€CTBO W/UId Ux BBIBOAbI IIO
HHTCPCCYIOIIUM HUCXOAaM HE ABJIAIOTCA COFJ'IaCOBaHHBIMI/I)
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C Cnabas pexomeHaius (OTCYTCTBUE T0KA3aTeIbCTB HAJIISKAIIETO KauecTBa (Bce
paccMmarpuBaeMbie KpuTepuu 3Q(HEKTUBHOCTH (MCXOJIBI) SIBISIFOTCS HEBAXKHBIMH,
BCE€ HCCIIEOBaHUS UMEIOT HU3KOE METOJI0JIOTHYECKOE KAYECTBO U UX BBIBOJIBI IO
MHTEPECYIOIINM MCX0JIaM He SIBJISIFOTCS] COTIACOBAHHBIMH )

IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHIan.

Mexanu3smM  OOHOBIIEHUS  KJIMHMYECKMX  PEKOMEHJAIMil  mpeaycMaTpuBaeT  UX
CHUCTEMAaTUYECKYIO aKTyaJIM3aLUI0 — HE PEKE YEM OJUH Pa3 B TPU I'0J1A, a TAKXKE IIPU MOSIBICHUU
HOBBIX JIAHHBIX C TO3UIIMM JO0KA3aTEIbHOM MEIUIMHBI MO BOMPOCAM JIMArHOCTUKH, JICUCHUS,
npoQUIAKTUKA U peaduIuTalud KOHKPETHBIX 3a0O0NeBaHUM, HAIMYUU OOOCHOBAHHBIX
JIOTIOJTHEHMI/3aMe"uannii K paHee yrBepkAEHHbIM KP, HO He vaie 1 pa3a B 6 mMecsIies.

PacmmmgpoBka npumedanuni

... — mpemapar BXOAUT B NEPEYEHb KU3HEHHO HEOOXOIMMBIX M BAKHEHIIUX JIEKAPCTBEHHBIX
npenapatoB (Pacnopsokenue IIpaButensctBa PO ot 12.10.2019 Ne 2406-p «O0 yTBep:KIeHUU
MEepeyHs KU3HEHHO HEOOXOAMMBIX M BaXHEWINUX JIEKapCTBEHHBIX mpenapartoB Ha 2020 rox, a
TaK)Ke MepevyHen JIeKapCTBEHHBIX IPENapaToB JJs MEIULUHCKOIO IPUMEHEHUS] U MUHUMaJIbHOIO
ACCOPTUMEHTA JICKAPCTBEHHBIX MPENapaToB, HEOOXOAWMBIX JJIsi OKa3aHUS MEIUIIMHCKON
MIOMOLIH

# - mpumenenue off-label — BHe 3aperucTprpoBaHHBIX B HHCTPYKIMH JICKAPCTBEHHOTO CPEIICTBA
MOKAa3aHUN OCYILECTBISETCS MO PEIICHUI0 BpaueOHOM KOMHCCHH, C paspemieHus JIokanbHOTO
TUYECKOI0 KOMHMTETa MEAMIIMHCKON OopraHu3anuu (IpU HaJM4YMHU), C YCIOBUEM IOANUCAHHOTO
UH(GOPMHUPOBAHHOTO COTJIACUS POAUTENEH (3aKOHHOTO IMPEICTABUTENS) U MallMeHTa B BO3pacTe
crapue 15 ner;

falalel MCIUIUHCKOC U3ACIIUC, UMIUIAHTUPYCMOC B OpraHrU3M YCJIOBCKA ITPU OKa3aHUU

MEAMIIMHCKON MTOMOIIH B paMKax MporpamMMbl TOCYJapCTBEHHBIX rapaHTUI O0eCIIaTHOTO
OKa3aHUus IpaXkJ1aHaM MEAUIMHCKON TOMOIIH.
IIpunoxenne A3. CnpaBo4Hble MaTEePHAJIbI, BKJII0Yasi COOTBETCTBHE MOKA3aHUI K

NPUMCHECHUIO H l'lpOTI/IBOHOKa?.aHI/Iﬁ, cnocodoB NPUMECHCHUSA A 103 JICKAPCTBCHHDBIX
npenmaparoB, HHCTPYKIHUHA 10 IPUMEHEHUIO JIEKAPCTBCHHOT0 Mpenapara.

A3.1 OcHOBHbBIEe HOpPMATHBHO-TIPABOBbIE AKTHI

1. OenepanbHblii 3akoH "OO OCHOBax OXpaHbl 370pOBbs TpakgaH B Poccuiickoit
O®eneparun" (N 323-®3 ot 21.11.2011).

2. ITpuka3 Munsapasa Poccun ot 21.04.2022 N 2741 "OO0 yrBepxaenuu [lopsiaka okazaHus
MEIULIMHCKOW TIOMOIIM MallMeHTaM C BPOXKIACHHBIMU M (WJIM) HacleICTBEHHBIMU
3aboneBaHUAME".

3. [Ipuka3z MunucrTepcTBa 34paBOOXPAHEHHS U COLMANBHOrO pas3Butus PP ot 16 anpens

2012 r. N 3661 "OG0 yrBepxkaenuu Ilopsnka okazaHus neanaTpuyeckoi momouu"

4. ITpuka3 Munucrepctsa 3apaBooxpanenus Poccuiickoit @eneparu ot 12 Hosi6ps 2012 1.
Ne 9061 "OO6 yrBepxknenuun [lopsinka oka3zaHUs METUITMHCKOW TOMOIIM HACEIEHUIO I10
npo¢uto "racTpo’IHTEPOIOTHs"

HNudopmanus o iekapcTBeHHBIX cpeacTBax: https://grls.rosminzdrav.ru/
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OcHOBHbIEe HOPMATHBHO-TIPABOBBIE AKTHI, peryJIHMpyouye oKa3aHue najljiuaTuBHON
MeIMINHCKON MOMOIIH

1. ®enepanpHblil 3akoH "O BHeceHun u3meHneHuii B @enepaibubiii 3aK0H "OO0 ocHOBax
OXpaHbl 3710poBbs rpaksian B Poccuiickoit denepanuu" no Borpocam okazaHus MaTMaTUBHON
MeaunHackoi momonm" ot 06.03.2019 Ne 18-D3.

2. [Tpuka3z Munznpasa Poccuu Ne 3451, Munatpyna Poccun ot 31.05.2019 Ne 3721 «O06
YTBEPKACHUHU MOJIOKEHHUS 00 OpraHu3aluy OKa3aHUs NaJUTMATUBHON MEIULIMHCKON TTOMOIIIH,
BKJIIOUasi OPSOK B3aUMOJICHCTBUS MEAUIIMHCKUX OpraHU3allii, OpraHu3aliii CoIalbHOTO
00cyXKMBaHUS U 00IIECTBEHHBIX 00BEAMHEHNHN, HHBIX HEKOMMEPUECKHUX OpPTaHU3allHi,
OCYIIECTBIISIONIUX CBOIO JICATEIILHOCTH B cpepe OXPaHbI 3T0POBHSI».

3. [Tpuka3 Munzapasa Poccun Ne 3481 ot 31 mast 2019 roga «O06 yTBep»KA€HUU MepeyHs
MEIUIIMHCKUX U3ACIIUN, TPeIHA3HAYCHHBIX IS MOICPKAHUS OPTaHOB U CUCTEM OpraHu3Ma
YeJIOBEKa, MPEIOCTaBISEMbIX JIJISl UCIIOJIB30BAHUS HA JOMY».

4, [Tpuka3z Munzapasa Poccuu Ne 5051 ot 10 urong 2019 roga «O6 yrBepxkaenuu [lopsaka
nepenayd OT MEIUIIMHCKOM OpraHu3alny NaueHTy (ero 3aKOHHOMY MPEICTABUTEINIO)
MEAMIMHCKUX U3JIEHiA, TpeTHA3HAYCHHBIX [Tl MOAIep:KaHus (PYHKIIUN OPTaHOB U CUCTEM
OpraHu3Ma 4ejoBeKa, JUIsl UCIIOIb30BaHMsI Ha JJOMY NPU OKa3aHUM MAJUTMATUBHON MEIULIUHCKON
TTOMOIIIH.

IIpoune HOpMATHBHO-IPABOBBIE JOKYMEHTBI, C Y4YeTOM KOTOPbIX pa3padoTaHbl
KJIMHHYECKHEe PEKOMEHIAI UM

1. ®enepanbHblif 3akoH 0T 21 HOsIOpst 2011 1. Ne 323-D3 «O6 ocHOBaX 0XpaHbI 3/I0POBbSI
rpaxal B Poccuiickoit @enepannn» (CoOpanue 3akoHoaarenbcTBa Poccuiickoit denepanyu,
2011 r., No 48, cT. 6724);

2. MexaynapoaHas kiaccudukaius 00JIe3HeH, TpaBM U COCTOSIHUH, BIUSIONIUX HA
3nopoBbe (MKB — 10);

3. [Tpuka3z M3 P® ot 20 nexabps 2012r. Ne 11831 «OO0 yTBEpK/I€HUN HOMEHKIIATYpHI
JOJKHOCTEN MEIMLIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX paOOTHUKOBY;

4. ITpuka3 Munzapasa Poccun Ne 1031 ot 28.02.2019 1. «O06 yTBep>KA€HUU NMOPAIKA U
CPOKOB pa3pabOTKU KJIMHUYECKUX PEKOMEHIAINN, UX IIepecMOTpa, TUIIOBOM (popMBI
KJIMHUYECKHX PEKOMEHIAlMi U TpeOOBaHUN K UX CTPYKTYpE, COCTaBY M HAyYHOMH
000CHOBaHHOCTH BKJIIOYaeMOW B KIIMHUYECKHE PEKOMEHIAluU HH)OPMALTH.

S. [Tpuka3z Munzapasa Poccuu ot 13.10.2017 N 804H1 "O6 yTBepk/1eHUN HOMEHKJIATYphI
MEIUINHCKUX YCIyr".

6. [Ipuka3z MunucrepcTBa Tpyaa u connanbHoM 3amuThl PO ot 27 aBrycra 2019 r. NeS85H
"O knaccu@UKausax U KpUTEPUSIX, UCTIONb3YEMBIX MTPHU OCYIIECTBIEHUN MEIUKO-COIIHAIbHOMN
IKCHEPTHU3BI TpakJaH (eaeparbHbIMU TOCYIaPCTBEHHBIMU YUPEXKICHUSIMUA MEIUKO-COLIUAIbHON
AKCIEPTU3HI";

A3.2 CpaBHenne nposiBieHuii uHpanTHiIAbHOMH Gopmbl JJIKJI (0os1e3nn Bonbmana)
U 00J1e3HU HaKkonJieHus dpupos xoJecrepuna (bHIX)

NudpanTunbuas popma

BHOX
JJIKJI (boae3ns BoibMmana)

IIposiBiienue

o1



Jlerckuii — B3poCIIbIi
Bo3spacT Hauana / quarHoCcTUKU 0-3 mecsia
BO3pacT
Bo3spacT Ha MOMEHT JI€TaJIbHOTO 10 6 Mecs1EeB .
BapuabenbHbiii
ucxoja (6e3 jeueHus ) (B cpennem 3-4 mec.)
PBorta, nuapes + +/-
I'enatomeranus + +
®ubpo3 / HUppo3 nevyeHu +/- +/+
CruieHoMeranus + +
Kanprudukanusa Haamo4euHuKOB + -
Cunnpom manbadcopOIuu + +
['unorpodus/Kaxekcus + -
HeBponoruueckue nposiBieHus Ha N
MO3HUX CTaIUAX O0JIe3HH
Pannuii arepockiiepos +/- +
A3.3 Iudpdepennnansbuas nuarnoctuxka HAXBII n JJIKJI
[Tpuznak HAXBII BHOX
Bospact  mosiBnenuss  mepBbix | OObIYHO cTapiie 25 et OO0b1uHO MOJIOXKE 25 JeT
CHUMIITOMOB

Caxapnbiit quader 2 Tuma

OOBIYHO €CTh

OOBIYHO HET

Oxupenue

OOBIYHO €CTh

OOBIYHO HET

DddexT ot moxynanus

OOBIYHO €CTh

OO0OBIYHO HET

Crenomeranus 0e3 acluTa Her

V 3%, manueHTOB

Cumnromsl Manbabcopoumu | OOBIYHO HET MoryT ObITH
(crearopesi, nuapesi, OTCTaBaHUE B

pa3BUTUHN)

[IpexneBpemeHHOE pasButue | Her Yacro

aTEpOCKJIEPO3a U €ro OCII0KHEHUN
(UBC, aneBpusma aoptsi, OHMK)

A3.4 3a00p OuomMaTepunasa Ajs JMATHOCTHKH B IATHAX KPOBHU

KpoBb cobupaercs Ha CTaHIAPTHYIO KapTOUKY-
¢unbtp (Ne903), xoTopas mHpUMEHSIeTCS UL
CKpUHHHIAa HOBOPOXICHHBIX B Poccuiickon
®denepali WU aHAJTIOTUYHYIO JUIS MOJTYYECHHUS
Cyxoro msiTHa KpoBU. KpoBb MokeT ObITh, Kak
KanwuigpHas (M3 Tablia,

BeHO3Has. BeHoO3Has KpoBb

MIATKH),
cobupaercs B

TaK H

npoOUpPKY, aKKYpaTHO MEPEMELINBACTCS U 3aTEM
OBICTPO C TOMOIIBIO THUIETKH HAHOCHTCA Ha
¢unbTp 1o 25-50 MK KpPOBH Ha KaXIYyIo

d0006

He crsirivs. ofinscm noorurmen cvnoan M wncms nean 60N AR Akl
*  Kanau A4o/KHbl MONHOCTBIO MPONMUTaTh KPYXKM C 06paTHOM CTOPOHBI
*  He kacaitTeck 0o61acTit, NpoNUTaHHO KPoBbLIO
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BbIJIeNIeHHYI0 00nacte. HeoOxomumo xoporo | Pucynok 1. O6pa3zer npaBMIIbHOTO HAaHECEHUS
MPONUTATh BBIACICHHYIO 00JacTh Ha (PUIBTpPE | KPOBU HA KAPTOUKY-(PHIBTP

(pucynoxk 1). IIpeanmoyrurenbHO COOHpAThH TSN TN 2N TN o
obpasupl nocne eabl uepes 40 muHyT - 1 wac. : HR 1A - : £ )
Bo3MOkHO Takke OCyIiecTBUTH 3a00p KPOBH U R T S A N

903 & 2023-10 000002Q/W001
HATOIIAK. XpaHuT npw 42 - 426 C*

Ha xaprouke-guinbtpe 00s3aTeNbHO JOJKHBI
ObITh 4eTko Yykazanel PUO, kem U OTKyaa

HaIlpaBJICH NAIUCHT, AaTa POXIACHUA U Teﬂe(bOH
Jlevaniero Bpada (pUCyHOK 2). 6 0010608

®HO Naymenra
Beicymiennblii  o0paszeny Cyxux TMST€H KpOBHU
BKJIAJbIBAETCS B YMCTBIH KOHBEPT, JUOO B | |1a powaersms T e, flon
yucteiid (aitnn. Kaprtouka-puibTp HE M0JDKHA

COIIpHUKACaTbCAa C l"pﬂ?»HOﬁ IMOBCPXHOCTBIO MU C

DUO Bpava

nny / ropoa / Aapec

oOpa3uamu Apyrux mnainueHtoB. HeoOxomumo

MPUWIOKUTE K 0Opa3namM HHGOPMHPOBAHHBIE L
-mail paua

corjiaacus IIalfueHTa HIJIN €ro 3aKOHHBIX

o TenedowH spava
MMPpEACTABUTCIICH Ha MMPOBCACHUC HaGOPaTOpHI)IX
1 Tect
HCCICNOBAHIN DOaSpu Dnomne Drome DMﬂCl DLvso-GL 1 Dlvso—GL-S

D CemerHbli CKpUHKMHT, MyTaumm:

Pucynox 2. O6pa3zen kapTouku-QpuiibTpa

AJITOPUTM JeliCTBUH MeIMIMHCKOI0 NMepPCoHAJIA TP B3ITHH 00pa3l0B KPOBH

®  BBIMBITh PYKH (TUTMEHUYECKUN YPOBEHb), HA/IETh NEPUATKY;

e  BBIMBITH PYKH MalMeHTa (MATKY peOeHKa B ciy4ae, eciIi KpoBb OepeTcst U3 MATKH);

® MpoTepeTh 00JIaCTh MPOKAIBbIBAHUS CTEPUIBLHON candeTkoit, cmoueHHOU 70% criupTom,
MIPOMOKHYTbH CYXOU CTEPUIIHLHOM cal(heTKOM; - MPOKOJIOTh CTEPHIIBHBIM OJHOPA30BHIM
CKapu(pUKaTOPOM;

®  CHSTH NIEPBYIO KAIUIIO KPOBU CTEPUIIBHBIM CYXUM TAMIIOHOM,;

e  MSTKO HaJaBUTh JUIS MOITY4YEHUs BTOPOM KaIlIU KPOBU;

®  MPUIOKUTH MEPIEHAUKYIISIPHO TECT-0JIaHK K Karule KPOBH U MPOIUTATh €r0 KPOBbIO HACKBO3b;

®  AHAJOTUYHBIM OOPAa30M HAHECTH Ha TeCT-OJaHK 6-8 Karmesnb, BUJ MATEH KPOBH JOJIKEH OBbITH
OJIMHAKOBBIM C 00EUX CTOPOH.

®  BBHICYIIUTH T€CT-OJaHK B TOPU30HTAILHOM MOJOXKEHUU Ha YMUCTOW 00€3KUPEHHOMN MTOBEPXHOCTH
He MeHee 4 u 0e3 MpUMEHEeHMsI TEeIUIOBOM 00pabOTKHU U MONaJaHus IPSAMBIX COJHEUHBIX JIydel;

e  YIaKOBaTh TECT-OJIAHKU B YUCTHIN KOHBEPT TAaKUM 00pa3oM, 4TOOBI MSATHA KPOBH HE
COIIPUKACAIINC.

e He nomyckaercs B3ITHE IYIOBUHHOM KPOBU Y HOBOPOKJICHHBIX !
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Oco0enHocTy pu MHPY3UOHHON Tepanuu

HekoTopsie manueHThl MOTYT MOJIY4aTh HH()Y3NOHHYIO TEPAIUIO, TEPEeIMBaHNE KOMIIOHEHTOB KPOBH,
YTO MOXKET OKa3aTh BIMUSHHUE HA Pe3yIbTaThl TeCTOB. Hampumep, npu nepenBaHuu 11a3Mbl KPOBU
MOTYT OBITH MTOJIYYEHBI JIO)KHOOTPHUIIATETILHBIC PE3YIbTATHI, TAK KaK OmpeaeiseMbie (pepMeHTHI
HAXOJATCS B IUIa3Me U B KJIETKaX KPOBU. PeKOMeH TyeTCst OCYIIIECTBUTH 3a00p KpOBU Jisi epPMEHTHON
u JIHK-nuarnoctuku He 9 paHee yem uepes 6-7 qHel mociie mepeiMBaHus 1ia3Mbl KpoBu U uepes 7-10
JHEH 1mociie nepeauBanrs KOMIOHEHTOB KPOBH
He nonyckaercs 3a00p KpoBu

e cpa3y oclie IPOBEICHUS MAMCHTY UH(DY3NOHHOU TepaInu;

e cpasy II0CJI€ 3aMEHHOT0 IEPEIUBaHUS KPOBH.

XpaHeHue U TPAHCIOPTUPOBKA OMoMaTepuaJia
OO0pa31bl BBICYIICHHBIX MATEH KPOBU MOXKHO XPaHUTh B OOBIYHON KaMepe XonoauiabHuKa npu +4C 1o
otnpaBku. Cpok XpaHEHHsI 0 MOMEHTA OTHPABKH HE JOJHKEH MpeBbIIaTh 7 AHel. Ecnu XpaHuTh
JOJIBIIIE U TIpH OoJiee BBICOKOM TeMIiepaType, ToO aKTUBHOCTh (hepMEHTa Jake B HOPME MOXKET
CHU)KATbCA, YTO MPUBEET K JIOKHOMOJIOKUTEIBHBIM PE3yJIbTaTaM.

A3.5 PexomeH10BaHHbIE 00beMbI BBeleHHs cedetunasbl ajabpa**

Beanunna maccsl Tesia (Kr) OO0umii 00bem uHdy3uu (M)
1-10 10
11-24 25
25-49 50
50-99 100
100-120 250

* O0beM uH(QY3UH AODKEH 0a3upoBaThCcs Ha HA3HAYCHHOW /J03€ U JODKEH OBITh
MIPUTOTOBJIEH JI0 OKOHYATEIHbHON KOHIIEHTpanuu cedenumnassl anbda** 0,1-1,5 mr/mi.
(mo3a 1 mr/kr) (https://grls.rosminzdrav.ru/)
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[50]

A3.6 [InarHocTH4eCKU AJrOPUTM NPU HHPAHTHIBLHOH (opMe AePUIIUTA JIN30COMHON KN CJI0M JTUNA3bI

(00J1e301 BosibmaHa)

H.I'IHHIIIIEEI!HE npoAsneHAa

3a[epHKa pocTa, HegoenaHHe
B3AyTHE HMMEOTA, FENATOCNNEHOMETANWA

. CHMMTOMbI CO CTOPOHBI NMLLEBAPHTENLHON CUCTEMBI:
. Manbabcopbumua

. PeOTA
. CreaTtoped

* TlocTonnHan aunapes
. EMOXMMMUECKHE M3MEHEHMA

. Oucnunuaemua (&MHMN, « ANBM)
. MoebIWEHHE YPOBHA TPAHCAMHMHAS B KPOBH
. HHpopacTEopMMBIE BMTaMKHEI (A, D, E, K)
s | DeppHTUH

HanbUmdMKaLMA HAANOYEUHMKOE

PazeuTHe remodarouMTapHoro AumeorMcTmoumToza

I

CPOMHO OnpepeneHure akTHBHOCTH depmenTa JTIKI B obpasue cyxoM Kannw

DuddepeHnansHan UarHOCTHHA

. TAMENbIA cCHHApPOM Manbabcopdumm

€ OCNOMHEHHAMM CO CTOPOHbI MEYEHK

1 BBICTPbIM TEYUEHWEM
remodarounTanHbIil TMMGOTMCTHOLMTOZ
BONE3HN HaKoNIEHUA MKOTEHA
CemeiHaA rTMnepxonecTepMHeEMUA
BonesHb [owe.

edUUMT KMCNoRA CQHHTOMME'J'IHHESH

EBone3de HUmaHHa-Tvea TMna C
HoeooBpazosaHuA (Hanpumep, NneAkemMuA

NposegeHHe APYIMX AHATHOCTMYECHHMX TECTOB

(Hanpumep, onpegensHHe AaKTHBHOCTH
depmeHTOB NpH aedHLMTe KMCAOH
chuHromuennnaznl, Gonesnn lowe),

KPOEM
«— T
MaTonorMyeckmia B
CexeeHWpoBaHKe rexa LIPA pesyneTaT HopmanbHaa
— AKTHEHOCTB JIKA
MNaToreHHLIE BADMAHTLI B -____""'-—--_-____
LiPA I
> ANKN
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A3.7 InarHocTUYECKUI aJITOPUTM NpH 00J1e3HH HaKoIuieHus 3¢pupoB xoJiectepuna (BHIX)
[50]

MaLMEHT C NBEIM M3 CAESYHILMY MSMEHEHHHA B NEYEHM:

TaUMeHT co CMelliaHHEIM GEHOTHNOM

TMEMIHAKK SMCIUNHAEMMM

TMPMIHEKK SACAUTMSEMMK

* AT Z 1,5 pasa BbilWe BEQXHEN rPEHMLLBI HOPMBI .
*  [enaTomeranya v/unM CIEHoMETaIKMS

nnHN

*  MoBbiweHHsIR ypoBeHs MIMHMN: 24,2 maone/n (2160 mrfan)
24,2 mons/n (2160 mr/an) (espocnsie)

*  [Mobas cTeneHs MUKDCBEIMKYIADHOIC CTEATO3E [N pesyNLTaTam
BroncuKn neweHm) . +MNEN

»  Mwobas crenedb dubposa/umpposa neyexsu (Mo gaHHsIM
MMCTONCMMYECKOrT MCCNSA0BaHUA, BMIVANMEEUMOHHEIX METOA08

WK TDEHIMEHTHOA 3nacTorpadum)

McrnoueHs! K YacTeie . ETpurIMuEEKabl

safionesauna nevexmn?

23,4 mmons/n (2130 mr/gn) (aeTv)

=1,3 mmane/n (250 mr/gn) (seswnHe)
=1 mmone/n (240 mr/gn) (my#tuHsi)
=1,2 mmons/n (245 mr/an) (aeTv)

Mnagwe 8 net: > 1,1 mmone/n (=100 mrfgn)
hJ Crapwe 5 net: = 1,5 mmone/n (= 130 mrfgn)

E Bupyc renatuta B w Bupyc renatura C T
*  Hupcean DoNEIHE NEYEHW
A A A

* AYTOMMMYHHBIA FenaTIT

* Oeduunr al-aHTHTpMACHHE

*  lenuakua
Ll

HoHn4eHb
W YACTBIE MPUYMHBI

TMNEDXONECTEDHHEMMUH ?

= BonesHe BunbcoHa L i

*  Cemeiinas KOMBMHWDOSAHHEA TMNEPAMNHMAEMHA

»  [pyrve nWsocomansHoie sabonesaqma
(Hanpumep, BonesHe fowe, Banesse HumanHa-Tuka,

BEdUUMT KUCNOR ChUHIOMWENHASE)
= Myxosucunnos )

- leTeposuroTHas CEMEHHER MMME| 1= MHEMMA C

FEHETUYECKWUM NOATBEPHAEHHUEM
AYTOCOMHO-DELECCHEHEA TMNEPXONECTEDUHENWS

*  BONEZHW HEKOIWIEHMA [HMKOrEH *  CurocTeponemus

-

[ANA B3pocnblx, 23,4 mmons/n (2130 mrfgn) ana getei
+INEN = 1,3 mmone/n (= 50 mr/gn) (meHwmnss) man s 1
rawion,/n (£ 40 mr/gn) (mysamsen), £ 1,2 mmons/n (£ 45
mr/gn) (getu)

M nioBbIE M3 CNEQYHWLMK M3MEHEHMH B NEYEHM:

Ypoeese ANT B 21,5 pasa BbiWe BEPXHEN rPaHMUEI HOPME!
lenaromeranua M/am CIeHoMEranua
CTEETOS NEYeHM (N0 SAHHBIM BUSYANMSaLIAM)

MuHpoBE3NKYIAPHLIR cTeatos noboi crenenn (Buoncua
neyeHM)

Dubpos/umppos niobol cTeneHy (No 4aHHLIM FHCTONOMHH
WK 3nacTorpadum)

= ‘I:!SI‘E'QLI_IEHIH BeTa-orMCNeEHnA - MoOAMreHHanA TMNENX0AECTEDHHEMKMA
*  Npyrie meTabonWYeckMe paccTpoMCTEa
OA | A _ l _
BrINonHUTL — T m——— M MpoBEaeHUE SOYTHX
Hopmansuan L — e
- OMErHOCTMYECKMX TECTOE,
AHTHBHOCTE
[eHeTHUECKOe MCONEqOEEHWE C NogPoSHEIM
feneTuieckoe uccnesosanne JIKN AKTUBHOCTb NMFOCOMHOM KMCNOM NMNasol 8 onucaHuer reda LIPA: HENPHMEP, M3MEPEHIE
(MBHEenbHOE UMW 3K3OMHOE ([ - ' AKTHBHOCTH GEpMEHTOE
TR MATHAX BLICYLEHHDN KDOBEK now
ceRacHMpoBaiz) *  Cexseruposanuerena LIPA P .
J' - . NGS (naHenbHoe MW 3KS0MHOE Aeduumre KUCNoiR
+ CHUMEHWE aHTHBHOCTH JIK CEHBEHMPOB3HME) w
ANETEpHATHEHBIA
CexseHwmpoBaHue rena LIPA NatoreqHsle
MaroreHHbLIe MarorexHele BAPMAHTEI B BapHanTLl
BapHaHThl B LIPA LirA B [IPYTMX TEHax ¥
»

| Mrwrepuamisnaii guaros |

N ONKN |=
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Mpuaoxenne b. Anropurmsl AeidcTBUH Bpaya

puznaku JIKJI y nanuenTa
(XpOHUYECKUIA TeNaTUT, HAPYILICHUS
JTUTHTHOTIO OOMEHa)

JlabopaTopHasi IHarHOCTHKA
(ompemenenne aKTHBHOCTH
JIM30COMHOI KHCIIOH JTUMas3kbl B
MSITHAX KPOBH)

HuddepennnansHas
JIMarHOCTHKa C IPYTHMU
3a00JICBaHUAMHU

Juaruos
MOATBEPKIACH

HET
Nwmerorcs

MIOKa3aHUs K
o3T

Ja

HCT

3T

Monuropusr
COCTOSIHUS TIAlIMEHTa

Tepanus

¢ peKTHBHA
?

PaccmoTpenne Bo3MOKHOCTEN
JIPYTUX METOJIOB JISUeHHS (B TOM
YHUCJIe TPAHCIIJIAHTAIINS OPTAaHOB)

S7




Ipuaoxenne B. Uudopmanus 1 namueHTa

Ilouemy Bo3HHMKaeT 3a00/1eBaHue?

JUIKJI — nHacnencTBeHHOE 3a00J€BaHNUE M CBSA3aHO C MOJIOMKaMH (MyTalMsMH) B T€HE
LIPA.

['ensl npeacrasisaoT coboil mocnenoatensHocth JJHK u B HUX 3amucaHbl HHCTPYKLIUU
no «mpurotosiaeHuo» OenkoB wimu PHK (pubonyknemnoBas kuciota). ['eHbl HaxomsTcs B
xpoMocoMmax. Y dgermoBeka 23 mapbl XpOMOCOM, OJHY M3 XPOMOCOM C COOTBETCTBYIOIIUM HA00pOM
TeHOB OH HAacleqyeT OT MaTepu, BTOpYIo OT oTma. Cpeau XpoMOcOM emlie ecTh JBe 0CoObIe
XPOMOCOMBI, KOTOPBIE OTPEACIISIOT MO peOSHKAa — Y IEBOYEK JABE X-XPOMOCOMEI, @ Y MATBUYUKOB
oaHa X 1 ofHa ¥Y-XpOMOCOMBI.

I'en LIPA nHaxoautcs Ha 10 xpomocome.

JUIKJI HacnemyeTcsi o ayTOCOMHO-PEIIECCUBHOMY TUITY, YTO O3HAYAET, 4YTO 00a poAUTENs
ABIIIOTCS HOCUTEJSIMA MYTaIliH, HO HEe OO0JICIOT, T.K. Y HUX €CTh BTOpasi KOMUS 3/I0pOBOTO T'€Ha.
Pebenox ¢ JIJIKJI HacnenyeT oAHy KOMUIO “O0JIbHOr0” T€Ha OT OTLA M OJHY— OT MaTepHu.
3aboseBaHue MPOSIBISETCS TOJIBKO B CIydae HAJIMYUS JIBYX KOIMU MOBPEXKIACHHOTO reHa. Puck
poxnaenus pedbenka ¢ JJJIKJI B manHoM cirydae coctaBiusieT 25%. Maabuuku U IEBOYKH OOJICIOT C
OJIMHAKOBOH yactoTol. Hocutens 0oJie3HM HACIEAYeT TOJIBKO OHY KOIHIO JIMOO OT OTIa, TUOO
ot Matepu. OHUM HEe OONCIOT M HUKAKUX MPU3HAKOB OOJIE3HU Y HUX HET.

¢ ¢
OTteu-HocuTeNb I ’ Matb-HoCcuTenbHMUA

l | |
00 00 ©

@] © © @
AN AR AN FEN
L 94 L L 9
3poposble 25% Hocutenu (reteposurotsl) 50% bonbHble 25%

Yro napymaercss B Meradosamsme npu JJIKJII?

ITpu JJIKJI dhepment nuzocomuas kucias nunasa (JIKJI) ve paboraer, 4To NpUBOIUT K
HAKOIUICHHWIO B OCOOBIX KJIETOYHBIX OpTaHelaX, Ha3bIBAEMbIX JIM30COMAaMH, TAaKUX KPYITHBIX
MOJIEKYJT KaK TpUTJIHIEpUIbl U 3(huUpsl XojecTtepuHa. B Hopme Tpuriumnepuabsl U dOUpbI
XO0JIECTepUHA PACHICTUISIIOTCS B JIM30COMaxX, a 00pa3yroIIUecs: KUPHBbIE KUCIOTHI U XOJIECTEPUH
YCBAMBAIOTCA OPTaHU3MOM JJII CTPOMTEIHCTBA HOBBIX KJIETOK WM JIJISI IOMOJHEHUS SHEPruu. Y
nanuentoB ¢ JJIKJI u3-3a Hemocrarka aktuBHOCTH JIKJI KI€TKM HACTONBKO MEPENOTHAIOTCS
HEPACHIETUNIEHHBIMHA MOJIEKYJIAMH, YTO OHU MEPECTAIOT BBHITIOIHATH CBOM (YHKINH. bombiie Bcero
TaKUX HEe()YHKIIMOHUPYIOIIUX KIETOK HAaXOAWUTCS B NIEYCHU, CEIEe3eHKE, CTCHKAX KPOBEHOCHBIX
COCYJIOB, HQJMOYEYHUKAX, HO MOPAKAIOTCS TaKXKe M JApyrue opraHbl U TKaHu. Co BpeMeHeM,
HarpuMep, MeYeHb, 3HAYMTEIIbHO YBEIMYMBACTCA B pa3Mmepax, mepecraeT (yHKIHMOHHUPOBATH,
MOCJIE YEro OpraH 3apacTaeT COCIMHUTEIbHONW TKAaHbIO C MEPEXOJO0M B LIUPPO3. A MOBBIIICHUE
YPOBHSI X0JIECTEpHHA B KPOBH CONPSKEHO C MOBBIIIICHHBIM PUCKOM 3a00JICBaHUH CEep/IIia, a TAKKe
PAIOM IPYTUX 3a00JIeBaHUH, BEI3BAHHBIX HAPYIICHUEM MIPOXOJIUMOCTH apTEPUIA.

Kaxk nposiBasiercsa JJJIKJI?

58



BrnepBeie omucannbie M. BonbMaHoM Kkak OTAenbHble 3a0oyieBaHUsA, WH(pAHTUIbHAS
dopma JIJIKJT (6osie3ns BosbMana) (B 1956 roay) u 0osie3Hb HaKOIJICHUS 3(DUPOB XOJIECTEpUHA
(B 1963 rony), B HacTodIIee BpeMsl pacCMaTpUBaIOTCs Kak KinHudeckue ¢popmsl JIIKIL.

Bospacr Hauana 3a00neBaHMs U TEMIIBI €r0 MPOTPECCHPOBAHNUS B 3HAYUTEIHHON CTEIICHH
BapuabeIbHbl M MOTYT OBITh CBSI3aHBI C IPUPOJIOH, JISKAIIUX B OCHOBE MYTAIIH.

[Ipu wndantunsHoit dopme JJIKJI (Gonesnn Bonbmana) y MIafeHIEB BO3HHKAIOT
ryOOKHe HapylIeHHs pocTa M pa3BuUTUsA, (GUOpPO3 MeueHu, LUPPO3; AETH MOrubaroT OT
MEYEHOYHON HEeI0CTATOYHOCTH B pAaHHEM BO3pacTe.

[Tpu no3aueit hopme JJJIKJI (BHOX) y neteit u B3pociibix Habt01aeTCs COUCTaHNE
qucaunuaeMun (HapylieHue OanaHca JIMIHAOB B OpraHU3ME), renaromMeraiuu (yBelnueHue
IICUCHH), TTOBBILIICHUSI YPOBHS TpaHcamMHHa3 ((pEepMEHTOB, YPOBEHb KOTOPBIX MOBBIMACTCS TPU
3a00JIeBaHUAX IE€YEHH) U MUKPOBE3UKYISIPHOTO CTearo3a (HAKOIUIEHHs >KUPOBBIX Kalellb B
KJIETKaX [EYCHH).

VY npereit u B3pocinbix ¢ JIJIKJI Ha nmporsskeHum 3 neT mociie Hayalla CHMIITOMOB
npubnu3utenbHo B 50 % ciydaeB HabmoaeTcsl mporpeccupoBanue B (GpuOpo3, Uppo3 WiH
BO3HUKAET HEOOXOJUMOCTh B TMPOBEACHUM TPAHCIUIAHTALMK TedyeHu. HaumHas ¢ JeTckoro
BO3pacTa, MOTYT MpPOSBIATHCA HAPYLMIEHUS CO CTOPOHBI CEpPJEYHO-COCYAMCTON CHCTEMBI,
00yCIIOBJIIEHHBIE PAHHUM aT€pPOCKIIEPO30M.

JHuarno3 JIJIKJI moxeT ObITh 3al10JJ03PEH NPU HATMYUU U3MEHEHUN CO CTOPOHBI MEYEHU
(remaToMerajiuy, NOBBILIEHHUS] aKTUBHOCTH TpaHCAMMHA3, MPU3HAKOB CTE€AaT03a) M HapyIlIEHUs
munuaHoro  npoduns. CHOXHOCTh  JMAarHOCTHKM — 3aKJIIOYaeTcss B OTCYTCTBUM — WJIU
HEMHOTOYHCIIEHHOCTH Kajo00 MalMeHTa, HeCMOTpPs Ha IMPOrPEeCCHUpPOBAaHUE MAaTOJIOTHYECKOTrO
mporecca B MEYEHU U Apyrux opraHax. Bo muorux cinywasx JJIKJI Haxomar ciaywaiiHO mpu
OoOHapyKeHHUM WM3MEHEHUIl B aHalu3e KpPOBM OHMOXMMHUYECKOM OOIIEeTepaneBTHUECKOM WU
yIBTPa3BYKOBOM HMCCJIEIOBAHUU MeYeHU. TeM He MeHee, pa3IMyHble OpraHbl, B 00JbIlEH CTENeHN
[eYeHb, TEPAIOT CBOIO (YHKIMOHAIBHOCTh. B CBSI3M C TeM, YTO OpraHM3M MOKET HEKOTOpoe
BpeMsl (YHKIIMOHHUPOBATh Jake ¢ HEOOJBIION YacThIO MEeYeHH, HeKoTophle mauueHTsl ¢ JIJIKJI
Y3HAIOT O CBOEM JMarHo3e, uMMes MOCJIEeIHHE CTaJuu IMppo3a, Korjaa 0ol cTpeccoBoe
COCTOSTHUE MOKET 3aKOHUUTHCS MOJTHON MOoTepel PyHKIMOHUPOBAHUS MEYEHH U JIaXKe CMEPTHIO

MaIyueHTa.
Co CTOPOHEI IICUCHU

*  ®ubpos

* Huppos

* IlopranpHas runepTeH3us
* IleyeHouyHas HEJOCTATOYHOCTH
Co CTOPOHBI CEPACYHO-COCYANCTON CUCTEMBI:

*  VYckopeHHoe (OpMUPOBAaHUE aTEPOCKIEpO3a
* HWmemunueckas 6051€3Hb cepama
* Hucynsr
* UMudapkr Muokapaa
Co CTOPOHBI CENE3EHKHU:

* Amnemus

* TpomOouuroneHus

*  Puck TpaBMaTHueCKOro pa3phiBa CENE3EHKU U/WIN CIIJICHIKTOMHUHU
Co CTOPOHBI KeNyTI0YHO-KUIIEYHOT'O TPAKTa

* bonb B )xuBOTE
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* Hapymenue numieBapeHus
* OrcraBaHue B pocTe

Kaxkue y 3Toro 3a6osieBanusi ObIBAIOT OCJI0KHEHUSI?

ITo mepe nporpeccupoBanus JJIKJI MoxkeT pa3BuBaThCs MEeUYEHOYHAS HEIOCTATOYHOCTb.
B cBsi3u ¢ HapymieHueM oOMeHa KHpPOB M XOJECTEPHHA MOXKET Pa3BUTHCS aTEPOCKIIEPO3, UTO
IPUBOAUT K MH(MAPKTAM U UHCYJIbTaM. AHEMUS U CHIYKCHHE KOJIMYECTBA TPOMOOIIMTOB, a 3HAUUT
U YacThie KpoBoTeUeHHS — 3TO ocnoxkHeHnue JIJIKJI B cBsi3u ¢ HapymieHueM QyHKIHH CEIe3EHKH.

Kak ycranasauBart B j1abopaTtopun guarno3 JJIKJI?

Bpauun Ha OCHOBaHMM KIMHUYECKUX CHUMIITOMOB MOTYT 3aloj03pUTh O0JE€3Hb. 3aTem
MIPOBOJATCS JIAOOPATOPHBIE TECThl W HMHCTpyMEHTaiabHOEe wuccienoBanue. Juarnos JIJIKJI
MOJITBEPK/IAETCSl HA OCHOBAaHUH OOHAPYXEHUS 3HAUUTENBHOTO 1eULIMTa AKTUBHOCTU (PepMEHTA.
AxtuBHocTh JIKJI oneHuBaercs myTeMm ompeeneHHsl aKTUBHOCTU (epMEHTa B CyXUX IMSTHaX
KpoBH Ha (unbTpax. Takoil croco® ompeseneHus MPaKTHUYECKH OJHO3HAYHO yKa3bIBaeT Ha
JUIKJI, Tak kak y nanueHToB akTuBHOCTh JIKJI cHM>KeHa B 1€CATKM U COTHHU pa3, a MHOT 1A, IIpU
TSDKETBIX (hopMax, BOBCE OTCYTCTBYeT. Hem3BecTHO 00JIbIlle HUKAKUX IPYTUX COCTOSHUM, KOTIa
aktuBHOCTh JIKJI HacTonpko Hu3kas. AHanu3 kpoBu Ha JIKJI mMokeT BeicTymarh B KadecTBe
WHCTPYMEHTA B IIPOrpaMMax CKPUHHHIA U KPYIHBIX IMONYJANMOHHBIX nccnenosanusax AJIKJII, a
TaKKe MOKET ObITh aAaNTUPOBAH JUIsi CKpUHIHTA HOBOPOX/ICHHBIX. Ecin akTuBHOCTH (epMeHTa
cHuxkeHa, To npoBoautcs JJHK-nuarnoctuka. B pe3ynpraTte KOTOpOH BBISBISIOT MyTallUU B I€HE
LIPA. IIpu sTom 3a005eBaHUM Yy MAIIMEHTA BBIABIAIOT JABE MyTaluu B reHe. OHU MOTYT OBITH B
TOMO3UTOTHOM COCTOSIHUH (TO €CTb JIB€ OMHAKOBBIE MYTALIMH ) WJIM B KOMIIAyHA-T€TEPO3UTOTHOM
COCTOSIHUU (JIB€ pa3Hble MyTallUH).

Tonpko Ha OCHOBaHMH 1a0OPATOPHOTO TECTUPOBAHUS JUATHO3 MOXKET ObITh YCTAHOBJIEH.

Kaxkoii nporno3 y nanuentos ¢ AJKJI?

be3 nedenust mporno3 HebmaronpusaTHRIN. MnageHisl ¢ nHbanTuabHON dopmont JTJIKIT
(607e3HbI0 BostbMaHa) mornbaroT B TCUECHHE MEPBBIX IIECTH MECSIIEB JKU3HU.

VY 1nonoBUHBI I€TEH U B3pOCIBIX ¢ MEJUIEHHO pa3BUBatoleics popmoit 6ose3nu (0one3Hb
HaKoIJIeHUs 3(UpOB XoJecTepuHa) B TedyeHue 3X JeT mocie nossiaeHus cumnromoB JIJIKJI
HOpa)keHHe MEYEeHU CTAHOBUTCS HACTOJBKO TSDKENBIM, YTO pa3BuBaeTcs (Gpubpo3, 1Uppo3 wiu
TpebyeTcs nepecajka MneyeHu.

Kak neuar nanuenton ¢ JJIKJI?

Jlyig nedeHus: HEaBHO CYUIECTBYET Ipenapar, KOTOPhIi siBiseTcs (epMEeHTOM JIMIMA30H,
HO TOJIKO MOJYYEHHON TNeHHO-WHXKEHEPHBIM IMyTeM. JTo mpenapaT HasbiBaeTcsi «Cebenumnasa
anbha**» u oH yxke 3apeructpupoBad B Poccuu. CyTh JiedeHHs] OY€HBb MPOCTasl — IMAIMCHTY
BBOJST HEAOCTAIOUIMII B opraHusme (epMeHT, B pe3yibTaTe cebenumnaza anbpa™* HaunHaeT
pacuIenIsATh HaKaIUIMBaeMble BEIIECTBA U OCTAHABIMBAET MIPOrPECCUPOBAHUE OOJIE3HH.

Tepanus sABAseTCHd MOKM3HEHHON MM MOXKHO IPONTH HECKOJBKO KYPCOB H
BbLIICYUTDH 00/1€3HBb?

3aMecTuTeNbHAA (epMEHTHAs Tepanus cebenunazoi anbda** sBisercs NOKU3HEHHON U
3HAYUTENIbHO YIIy4dIlIaeT MpOrHo3 3aboseBaHus, ymydmiaeT kadecTBo xwu3Hu jereit ¢ JJIKJI u
MpeloTBpaliaeT pa3BUTHE Iuppo3a medeHu. K coxaneHuto, (epMeHT, KOTOPBIA BBOJSAT
BHYTPUBEHHO <CKHUBET» TOJBKO OIPAaHWYEHHOE BPEMS M €ro HEAOCTATOK HYXHO BCE BpeMs
BOCIIOJIHSITb.

Cebenunasa anbha** HazHauaeTcs 1pa3 B 1BE HEAEIH IETSAM U B3POCIBIM U 1 pa3 B HEZIEIo
miazeHnam. Jlo3a cocraBnsier 1MI/Kr, TO ecTh paccUMThIBaeTcs Mo Becy pedenka. Ilpemapat
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BBOAMTCS BHYTpuBeHHO. Koppekuus [03bl npenapata MNPOBOJUTCS TMPH CHUXKEHUM WIH
YBEIMYEHUH Beca peOeHKa.

Yero cTOUT OnacaThecs NMPH Ha3HAYEHUHU cedeunaspl ajibpa**?

3% mnauuMeHTOB BO BpeEMsl KIMHUYECKUX HCCIIEIOBAaHUI YKas3blBaJd Ha IpPU3HAKU U
CUMITOMBI aHAQUIAKCHH, TO €CTh TSIKENION aineprudeckor peaknuedd. [loatomy wHY3HH
cebenunaspl anbpa** MOMKHBI MPOBOJUTHCS IMOATOTOBICHHBIM MEIULIUHCKUM PaOOTHUKOM,
YMEIOIIHUM OOPOTHCS C TSKEIbIMH aJNIEPTUYeCKUMH peakiusiMu. B ciiydyae pa3BuTust mogo0HbIX
peakiuii, HEOOXOJUMO HE3aMEIJUTENbHO MPEKPaTUTh BBEACHHE Ipenapara U HayaTh
COOTBETCTBYIOIIIEE JICUCHUE.

MokHO JM JIeYuTh 3a0oJieBaHHe JPYIMMH IpenapataMd — KOTOpPble CHHKAKT
YPOBEHb X0/1eCTepHHA MJIH MIOMOTalT padore neyenun?

Ora Tepanus, KOTOpas IPUMEHSUIach JIO MOSBJIEHUS IIpernapara, CIOCOOHOTO
BO3JCIiCTBOBaTh Ha TeueHue OonesHu. K coxkaneHuio, Takoe JI€UEHUE SBISETCS
CUMITOMATUYECKUM, UMEET HECTOMKUN U HEeMPOAOKUTEIbHBIA 2P EKT, He BIUSET Ha UCXO/bI
3aboneBanus. Kpome Toro, mccienoBanuii, moka3pBarOMUX d()PEKTUBHOCTh ITON Tepamuu He
npoBoawioch. OIHAKO HAZO0 OTMETHTb, YTO OAMH M3 MOAXOJOB K TEpamuu COXpPaHSeT
aKTyaJIbHOCTb /IO CUX MOP U yyuliaeT coctosinue nanueHTos ¢ JJJIKJL. 31o Hu3KoXKHpoBas quera.
Opnako 0e3 MPOBEICHUS 3aMECTHUTENBHON (epMEeHTHOW Tepanmuu ee IPPEeKTUBHOCTH OynmeT
HEJI0OCTATOYHOM.

Tabnuna 1. O6cnenoBanue nanuenton ¢ JJIKII

Poct, cm

Bec, Kr

Pa3mepbl neyeHu (NanbnaTopHo), cm

Pasmepbl ceneseHkM (NanbnatopHo), cm

Pasmepbl neyeHuU n ceneseHKu (nanbna'ropHo), (o)}

06wuit aHanu3 Kposu (neiikouutbl), x10*9

06wuit aHanu3 Kposu (3puTpouuTbl), Xx10%12

06wmit aHanu3 KPosu (remornobuH), r/n

HeckonbKo pas B rog,

06wuit aHanus Kposu (TpomboumTbl), Xx10*9

Buoxumunueckuit aHanus Kposu (ANT), ea/n

Buoxumuueckuii aHanus kpoeu (ACT), ea/n

XonecrepuH obwmii, Mmonb/n

Tpuranuepuabl, Mmonb/n

XonecrepuH-/IMHM, mmonb/n

XonecrepuH-/INBIM, mmonb/n

Koarynorpamma (napameTtp )

Y3U 6piolHO NoNocTU (NeyeHb), cm

HecKonbKo pas B rog,

Y3U 6ptoluHOi1 nonocTu (ceneseHKa), cm

Y3U 6ploliHO NoN0CTU (HaZNOYEUHUKK), CM

Kpome TOro, HyHO HpPOXOAUTH KOHTPOJHHOE OOCIEAOBAHHE B KPYTJIOCYTOUYHOM HIIH
JTHEBHOM CTalloHape 2 pasa B TOJ Ui OLleHKU 3PPEKTUBHOCTH COCTOSHUSI.
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Ipuaoxenne I'1-I'N. IIkajbl OeHKH, BOIPOCHUKH U APYyrue OleHOYHbIEe
HHCTPYMEHTBI COCTOSIHNSI MAIUEHTA, IPUBedeHHbIe B KJIMHUYECKUX
PeKOMEeH/IalUsX.

He npumenumo.
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