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lnasa 1

AunarHocTtunyeckui nogxop,

K pacrno3HaBaHUIO FrEHEeTU4YECKMU
DeTepMNUHUPOBAHHbIX CUHAPOMOB
M HacneacTBeHHbIX 3a0oneBaHun

1.1. COOp cemeliHOro aHaMmHe3a

BeraBnsiercs cnepymoas MHPOpMaLMs:

® IIpPUYMHBI CMEPTU YIEHOB CEMbl, B IIEPBYI0 OdYepesb
POZACTBEHHUKOB IIePBOJT IMHUY POLCTBA;

e Hamuyue 3ab0/eBaHMIT, IIepefaBaeMbIX 110 HACNECTBY,
U BbIABJIEHME TUIIA HACJAEHOBaHMUA II0 POJOCTIOBHOI
(MO>XHO MCTIONB30BaTh ee rpaduyeckoe N300pakeHne);
STHUYECKAs IIPUHAJ|IeKHOCTD;

CTpaHa IPOUCXOXKAEH;

YYUTBIBATD, YTO IPUYMHON HAC/IEAYEMBIX OOIe3Heil sB-
JIAIOTCA TIOJIOMBI HOPMAJIbHBIX I'€HOB ITOJIOBBIX KJIETOK
ponuTeel, IpeBpalaonXcs B e eKTHbIe TeHbI;

e yKasaHHbIe TeHBI, IlepefiaBaeMble JeTsAM, IEPEHOCAT Ha-
CJIE[ICTBEHHYI0 [IaTOJIOTMIO, IIOBTOPSIOLIYIOCS B ITOKOJIe-
HIAX (TeHO3aBUCUMBbIe 3a00/IeBaHMA);

® XapaKTep CKJIOHHOCTM K IIaTOJIOTMM, IlepefjlaBaeMoil 10
HAC/Ie[ICTBY, OIpefie/IseTCs TpeMsi OCHOBHBIMU (akTo-
pamu:

— TeH IIPefpacIlONOKeHHOCTM K 3a00TeBaHMUI0 OJHO-
BpeMeHHO cny>XuT HLA-anTurenom;

— accoumanus MeXJy FeHOM IpefpaclonoXeHHOCTI
n HLA-aaTuresom;

— HLA-anTuren-mMapkep acCouMmupoBaH UM HEPABHO-
MEpHO CIIeI/IeH C aHTUTeHOM, KOTOPBIil B CBOIO O4e-
penb CLelIeH C TeHOM IIpeJpacoNoXKeHHOCTH.
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1.2. OTAn4YmnTeNbHbIE NPU3HAKU TUMNOB
HacJsiegoBaHUaA

1

2

. AyTOCOMHO-ZOMVHAHTHBII TUII HaC/Ie[JOBAH VA
601e3HD (CMHAPOM, MTOPOK PA3BUTHSI) MPOCIEKMUBAETCS
B TpeX MOKONeHMAX (Y POACTBEHHMKOB IIEPBOI TMHUYU
poxIcTBa);
411C/I0 OOIBHBIX CPefM IIOTOMKOB JIOJDKHO OBITH He Me-
Hee 50%;

Iepefiaya IaTOJOTMYECKOTO IpPU3HAKa WJeT OT OTLa
K CBIHY;

OTCYTCTBYET IIPeUMYIeCTBEHHOE II0PaskeHe OffHOTO U3
IIO7IOB.

. AyTOCOMHO-pelleCCUBHBII TUIL:
poXx/ieH1e 60IBHOTO pebeHKa y 37[0pPOBBIX PORUTEIEIT;
puCK 3ab60meBaHMs cUOCOB 6ONTBHOTO pebeHKa COCTaBIIA-
eT 25%;
meTu 6OIBHOTO POXKAAIOTCS 3[OPOBBIMIL, HO IPU O/IM3KO-
POJICTBEHHOII CBSI3U POJMTETIEN PelieCCUBHBII r'eH Oy/er
y BYX 4JIEHOB CEMbIL.

. PetteccuBHBINN X-CLIEII/IEHHBIN TUII HAC/IEOBAHMA:
60IbHOIL OTel| IepefiaeT IATONIOTMYECKUII I'€H TONIbKO
[oYepsiM, OCTAIIMMCS (PeHOTUIINYIECKN 3J0POBBIMII;
JKEHIIVHA-HOCUTEND TlepefaeT feTsAM reH 50% cBOuX JieTelt;
60/IbHOII MY)XUMHA IOJTy4aeT aTOIOTNYeCKIIT TeH TOMb-
KO OT MaTepy (TaK KaK I'eH JIOKa/IM30BaH B XpoMocoMe X);
JKEHIIVTHA-HOCKUTE/Ib [ie(DeKTHOrO reHa MOXKET HONMY4YNUTh
ero KaK OT Marepy, Tak ¥ OT OTLa;

JKEHII[VIHA 1 ee CbIHOBbS OOJIbHBI, €C/IV ITaTONOrMYeCKUil
TeH HOJIy4eH el 0T 000MX pOAUTeIelt, HO JOYepy OCTATCS
37I0pOBBIMM, CTAHOBSICH F'€TEPOSUTOTHBIMI HOCUTEIAMIL

1.3. OTnnuymMTenbHble NPU3HAKKN TUNa
KOHCTUTYLUUN

OTnnunTenbHbIC IPU3HAKY TUIIA KOHCTUTYIMM (KOHCTHUTY-
L[MIOHAJIBHO-MOP(OJIOrMYECKOTO THUIIA TeNOCTOXKeHN A, PeHOTH-
Ia, COMATOTHUIIA), OTPAKAIOIIErO MHUBMUAYATbHO-TUIIONOTH-
4ecKue OCOOEHHOCTV Ue/IoBeKa, OIPENe/IsAIOTCS TeHeTHYecK

mere

PMUHVPOBAHHBIMI M1 OHTOT€HETNYIECKMMMN ITIOACUCTEMAMI:
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® KOHCTUTYLMOHAIbHBIA THN (coMaToTui, Qusnyeckoe
pasBUTHUE 4YellOBeKa) OIpefie/iieTCs COfep>KaHMeM >KU-
POBOI1, KOCTHOJ, MBIILIEYHOI TKAaHEN ¥ POCTOM Ye/I0OBEKa
C BBIfIe/IEHVeM TpeX TUIIOB:
— 9KTOMOPQHBI (BBICOKUII U XY01);
— Me30MOpQHBII (MYCKYIUCTBIN CPeTHETO POCTA);
— 3HAOMOPQHBII (HEBBICOKMII C IPU3HAKAMM TYYHOCTH);
® B K/IMHMYECKOJ IPAKTUKe TUIIBI TEIOCIOXKEHUs OTpa-
JKEHBI B TepPMUHAX:
— ACTEeHNYeCKUI COMaTOTUII;
— HOPMOCTEHWYECKUIT TUII TeTOCTIOKEHN;
— IuUnepcTeHndYecKnil (MMKHOMOPQHBIN) TUI KOHCTU-
TYLIN;
® aHIPOMOP(HBI, Me30MOPQHBIN U TI'MHEKOMOP(HBII
TUIBI OOYC/IOBJIEHBI IIOJIOBBIM JUCMOP(U3MOM, OTpa-
Kasl BIMsHME COMAaTMYeCcKoil 1monoBoit guddepeHna-
LMY B IIpOIlecce pasBUTHSA YelOBeKa;
® MaKpoO-Me30-MUKpocoMus Hambosee KOPPUTHUPYETCs
C TOPMOHA/IbHBIM IIpo¢uIeM MHANBI/A, OTpaXkas CTe-
HeHb IPALMONTHOCTI ¥ aT/IeTOUIHOCTY;
® TUI KOHCTUTYLMY OINpeJe/sieTcsl BU3YaJbHO U C IOMO-
IbI0 AHTPOIIOMETPUIL.
1) OmnuuumenvHvle NPUHAKU HOPMOCMEHUHECKO2O MUNA
MenoCIONEeHU:
® yeperl CpefiHero ob’beMa U JAJINHBL;
e penbedHOE MNLO C PasBUTBIMU HaJOPOBHBIMM JyTaMu,
CKYJIOBBIMU KOCTSIMU Y HIDKHEI Ye/TI0CThIO;
PasBUTBIN IJIEYEBOI MOSAC;
TY/IOBHIIIE B BUJIC YCEYEHHOT'O KOHYCa;
MBIIIIBI peTbe(HBI, XOPOLIO Pa3BUTDI;
KOXXa 9/IaCTUYHas.
2) OmnauuumenvHole NPUSHAKY NUKHUHECKO2O MENOCTIONHe-
HUS:

Yeper KPYIHBII, INPOKUIL;
urest KOpOTKasl, C )KMPOBBIMU OTIOXKEHUAMI Ha CEIbMOM
LIEITHOM II03BOHKE;

e TpygHas KJIeTKa IMpoKas (OKPY>KHOCTb I'PYAN YBeIM-
4eHa), KOPOTKasl, paclINPSIOLAsACs KHU3Y;
SKMBOT OO'bEMHDIIL;
JKMPOBOIJI CJIO Pa3BUT;
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3)

MBIIIIBI CPEIHEN CUJIbI, MATKO KOHCUCTEHII U

KOXKa MsTKasi, cobupaercsi B CKIQJKM B MeCTaX >KUPO-
OT/IOKEHIS;

KUCTU U CTOIIbl YKOPOYEHBI, X IIONEPEYHblil pasmep
yBe/IMYeH.

Omauvumenvrvle NPUHAKU ACMEHUHECKO20 MUNA me-

JIOCTIONCEHUA:

4)

ponuxoledanus (yskas ronosa ¢ yAJIMHEHMEM CaruT-
Ta/IbHBIX Pa3MePOB);

TOHKasl Ies C BBICTYNAIUIVM IIMTOBUJHBIM XPSAIIOM
u VII mieitHbIM IO3BOHKOM;

PYKM TOHKOMBIIIEYHbIE, TOHKOKOCTHBIE C yJJIMHEHHbI-
MU KUCTSIMIA;

cmaboe pa3BuUTHE TOAKOXHOI KIeTYaTKM (BeC Teaa OT-
CTaeT OT POCTa);

Ha/mM4ye Majablx aHoMmanuit passutus (MAP): uckpus-
JleHre HOCOBOIT IePEropoiKM, MIOCKAs VI BOPOHKO-
obpasHas TIpyAHas K/eTKa, CKOJIMO3, IJIOCKOCTOIINE,
TOHKas KOXa;

covyeTaHIe C KOMOPOWIHON MaToNorMel: CaaboCThio,
CHVDKEHVEM BBIHOC/IMBOCTH, TUIIOTPOUEIT, IePBUYHBIM
[IOpa)keHNeM CTY/IeHUCTOrO s7pa TO3BOHOYHIKA I IP.
Omnuuumenvrvie NPpUsHAxy OUCNAACMUYECKUX MUNOE

MmenocnoHeHus, BKarUarnujux:

aCTeHNYeCKM-eBHYXOUTHBIIL:

— aCTEHMYECKOE TeIOC/IOKEHIE;

— POCT BBILIIE CPEIHETO;

— Horyu mmHHbIe (0071ee IMOIOBMHBI [JIMHbI TeJIa);

— Y3Kue IIOKaTble IJIeql;

— BBICOKAS TaJINs;

— IIMPOKUI IJIOCKUI Tas;

— BO3MOXHBI [MCTaJbHblE NUCIIA3UM KOHEYHOCTEN
(mIockocTomnme, MOMUXONaKTUIA);

HU3KOPOCIBIN aT/IETUKO-IUCII/IACTIIECKIIL:

— POCT HVKE CPefHero;

— aTJIETOMIHOE TETOCIOKEHE;

— IUIEPTPUXO3;

— «IUIOCKMII» Yeperr;

— BapyCHOe VCKPUBJIEHE HOT;

— yBe/lM4eHue JUCTATbHBIX OT/EN0B KOHEYHOCTEI;
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e yHQpAHTWILHO-TPAla/IbHBIII MUKPOCOMUYECKII THUIL:
— ACTEHNYeCKUI COMaTOTUII;
— PpOCT HUXe CPEe[IHEer0;
— CmaboBbIpakeHHAas IIOKOXXHA s KJIeTYaTKa;
— MeJIKUe YePTHI TULA;
— TUIOTPUXO3;
— IUIOCKas IpyjHas K/IeTKa;
— He6osblINe KICTHU PYK.
5) Amnemuueckuii mun — 2unepnaACMU4ecKuti 8apuanim
HOPMOCIEHUHECK020 MENOCTIONEHUS.
6) Cmewannvle munvl KOHCMUMyyuy (8 4acmMHoOCMu, NuK-
HUKO-AMIemMOUOHbLil, HOPMOCINEHUKO-ACTNeHUMeCKUTi U 0p.).

AHTpomnoornyeckue MeTO/bI B OLleHKe TIUIIa KOHCTUTYLUN:

e u3MepeHMe JINHBI Tena (0T MoJIa 0 BepXYLIeYHO! TOY-
K11, OIIpe[esIeMOil OI0KEeHEM T'OJIOBBI B TTTA3HUYIHO-
YILIHOI TOPU30HTAIIN);

e ompepeneHue Beca Tena (¢ To4HOCTbIO o 200 T, y fe-
teit — 1o 100 1), 3aBUCSIIETO OT COfEPXKAHMS KOCTHOIA,
JKMPOBOI ¥ MBIIIEYHOI TKAHEIT;

e [ofcueT MHeKca Macchl Tena (mHpmekc Kerre) mo or-
HOLIEHVI0 MacChl Tela K II0Ka3aTe0 pocTa (B M), BO3-
BEJICHHOTO B KBafIpaT, C MCIIONb30BaHMEM (DOPMYIIbL:

macca Tesia (Bec), Kr
(pocT, M)? ’

NMT =

® pacdyer MfeasbHOI MAcChl Tesa o PopMyIam:

— wunpgekc bpoka (mpum pocre 155-170 cm): poct (B cM)
muHyc 100;

— uHpekc bpeittmana: poct (cM), yMHOXKXeHHbIT Ha 0,7,
BBIYMTAHUEM U3 IIOy4eHHOrO IToKa3aTesns 4ncia 50;

— uHpekc bopurapara: poct (cM) YMHOXWUTH Ha
OKPY>XHOCTb TPYAHOI K/IeTKM (B €M), a IIOJTy4eHHOe
YUCI0 pasmenuTb Ha 240; yKa3aHHBIN MHEKC MOX-
HO OIIpefie/IUTDb II0 HOMOI'PaMMe C MICIIO/Ib30BaHIeM
IIOKas3aTeseil JANHbI TeJla M OKPY>KHOCTU TPyJHOI
KJIETKI;

— ynpouleHHas (opMya [ ONpefeneHNUs MAeanb-
HOJI Macchl Tesa y My»4nH: 48 (kr) + poct (cm) — 150;
y SKeHIMH: 45 KT + pocT (cMm) — 150;
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POCTO-BECOBOE COOTHOIIeHMe (MHIEKC MAacChl Tesa)

OIIpefiesieT:

— THUII TENOCTOXKeHUsI (MMKHUYECKUIT, HOPMOCTEHIIe-
CKUI1, aCTEHMYEeCKIil);

— Ha/IM4ye OXKMPEHU, ero CTeleHb W geduinuT mMac-
cbl Tena (runorpodus);

VIMT He ucnonb3yercs:

— Y AeTeil C He3aKOHYEHHBIM II€PMOJIOM POCTa;

— CIIOPTCMEHOB U IUI] C Pa3BUTON MYCKYJIaTypOIli;

— GepeMeHHBIX JKEHIIH U JIUI] CTapIie 65 JIeT.

1.4. AnarHocTn4yeckoe 3Ha4eHune
N3MepuTesibHbIX aHTPOMNOMETPUYEeCKUX
NPU3HaKOB B onpegeneHum comatoTmna

ITpaBuna nusmepeHmii:

IpoBelleHNe M3MEPeHMil OT CTPOr0 OIPAHMYEHHBIX

Yy4YacTKOB Tela (AHTPOIONOTMYECKMX TOYEK, HaXOmsd-

IIUXCSI HAa KOCTHBIX 00pa3oBaHMAX (IIEPOXOBATOCTH,

BBICTYIIBI, OTPOCTKI), ¥ yYaCTKOB Ha KOXKHOI IIOBEPXHO-

cTi (COCKU, MYIIOK));

U3MepeHNUsA IPOBOAUTD TIIATE/IbHO BHIBEPEHHBIMY MH-

CTPYMEHTaMU;

LyroBble pa3Mepbl (M3MepeHMe OKpPY>KHOCTell, «0b6XBa-

TOB») OIIPeNeNATb C IIOMOIIBIO MeTa/INYeCKNUX JIEHT C

HaHECEHHBIM) CAHTUMETPOBBIMM U MMJUIMMETPOBBIMMU

Ie/IeHNAMIY, B YaCTHOCTIH:

— 00XBaT TPyAM C HaJOXEHNeM JIeHTBl C3afyl IIOf
HIDKHJMMI YITIaMU JIONIATOK, CIIepefy IO COCKaMU
(y my>x4nH) w110 IV pe6py (y >KeHIINH); TOYHOCTD
M3MEPEHNSA 5 MM;

— 06xBaT (OKPY>XHOCTD) Ta/lIUY OIpPeLe/IseTCs B MONO0-
JKEHUM CTOSI Ha CepefiliHe PACCTOSHUS MEXIY Bep-
LIMHOJ I'PpeOHs MOJB3OIIHOI KOCTU U HIDKHUM 60-
KOBBIM KpaeM pebep; OKpY>XHOCTD Tayu 6oree 94 cM
y My>xuuH 1 6o7ee 80 cM y KeHIIVH — IIPOsIBICHIE
a6 OMMHA/IbHOTO TUIIA OKVPEHNS;

— o6xBaT (OKPY>KHOCTD) Oefipa: U3MepeHNe IPOBOLUT-
Csl Ha YpOBHe 0OJIBIIOro BepTena OefpeHHOM KOCTU
(mop;, ATORMYHOIL CKITa/IKOTL) C TOYHOCTBIO I3MEPEH N
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Io 3 MM; B HOpMe OTHOIIEHJe OKPY>KHOCTU Talnmu
K OKPY>KHOCTU Oeflep Y MY>KUMH MeHee eIVMHULBI, Y
>KeHIIMH — MeHee (,85;

— 00XxBaT I/IeYa OIpefie/IAeTCs [0 MeCTY HanOo/IbIIero
PasBUTHUA ABYITIABOI MBILIIIBI TPY OMYILIIEHHOI 1 CO-
THYTOI B IOKT€BOM CYCTaBe PyKe;

— 00xBaT (OKPY>KHOCTD) TO/IEH: JIEHTa IIPOBOJMUTCS 110
MeCTY HaMOOJIbIIErO PasBUTHA MKPOHOXHOI MBIII-
Ibl; YKa3aHHBII pasMep U OKPY>XHOCTb ABYITIaBON
MBIIIIIBI OIIEHMBAIOT MBIIIEYHYI0 KOMIIOHEHTY Tera;

— 00xBaT (OKPY>XHOCTbH) 3aIACTbS U OKPYXXHOCTH JIO-
IBDKKM OIIeHMBAIOT KOCTHYIO KOMIIOHEHTY TeIa;

® IIMPOTHBIE MPOEKIMOHHbIE Pa3Mepbl U3MEPSIOT C TIOMO-
IbIO Ta30Mepa:

— IIMpuHA IIed (PacCTOSHME MEX/Y IUIeYeBbIMU TOY-
KaMJ; TOYHOCTb M3MEPEHM 2 MM);

— mMpuHa Tasza (paccTosHME MEXAY OCTUCTO-Tpeder-
KOBBIMI TOYKaMI; TOYHOCTDb U3MePeHNUA 1 MM);

® IIPONONbHBIN AMAMETP TPYAHON KIETKN: OT CePEVHbI
TPYAMHBI Ha YPOBHE CPeIHETPYAHOI TOYKM CTPOTO I'O-
PM30HTA/IbHO; TOYHOCTD M3MepeHuA 1 Mm;

® IIONEPEYHbIl pasMep TPYAHOI KIETKM ONPEMIeNsAeTCsa Ha
ypoBHe IV Mexxpebepbs IO CpeHEK/IIOYMYHBIM JIVHN-
AM;

® OleHKa TUIIa KOHCTUTYUUM 10 nHaeKkcy Puca-Aiisenka:
poct (cM) x 100 (momepedHbIl pasMep IPYLHON KJeT-
k). [Toxasarenu st MyX4mH: < 97 — NUKHUYECKUI],
97-105 — HOpMOCTeHMYeCcKNI1, > 105 — acTeHM4ecKnii.
I sxkeHIUH: < 96 — NMKHUYecKuit, 96-106 — HopMo-
cTeHmyeckuit, > 106 — acTeHMYECKNII;

® OIleHKa TUIIA TeIOCIOXKEHNA 110 NHAEKCY TanHepa: 3 x
X IUIeYeBOll pasMep (CM) MUHYC Ta30BbII pasMep (cM);
uHpekc > 93,5 — angpomop¢HblL; 93,5-87 — Me30-
MOp®HBII; < 87 — TMHEKOMOPQHBII TUI TEITOCTIOXKe-
HUS;

e OlleHKa IPOIOPIVIOHAJIBHOCTU MEXY POCTOM 1 00'b-
eMOM T'PYAHOI KaeTKu: pocT (cMm) X 100 u pasgenutsb
Ha 06'beM I'pyfHOI KIeTKU (cM); B HopMe 50-55, < 50
OL[EHMBAETCA KaK Y3KOTPYMOCTb, > 55 — IIUPOKOIpy-
TOCTb;
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OLleHKa MPOTIOPIIIOHATBHOCTY MEXAY POCTOM, BECOM
U OKPY>XHOCTBIO TPYAHON K/IETKM 10 MHZAEKCY [InHbe:
poct (cM) — [0O6bem rpypHOIT KiteTKM (CM) + Macca Tefa
(x1)]; B HOpMe 20-22; ecru MHJEKC Gombime 22, TO JVC-
[POTIOPIINS HAOMIONAETCsI B CTOPOHY POCTa, €CIY MEHb-
Ile, TO B CTOPOHY Beca U OKPY)XHOCTHU IPYAHOI KIIETKI;
OIpefie/ieHNe YITIOBBIX Pa3MepoOB IMPOBOZMUTCS B TIpa-
Lycax C IOMOIIBI0 KOMOMHUPOBAHHOTO LMPKY/IS IS
OLleHKM 13TMOOB NO3BOHOYHMKA, yI/IA HAaKJIOHa Tasa,
TPYAUHBI (YIIIOMep C LIAPHUPOM OIIpefesieT YIIbl fBNU-
JKEHUII B CyCTaBax).

1.5. AnarHoctnyecku noaxon K BbiIaBNIEHUIO
dbeHoTUNMYEeCcKnX MapKepoB NnpeHaTasibHOro
AU3OHTOreHesa

OcHOBaH Ha BBISIBJIEHUI:

pernoHapHbIX Mopdonorndeckux pucrnasmit (PM]I) —

Ccy0- MMM CyNpaHOPMA/bHBIX JieBMALMil B CTPOEHUU

Tena (He MeHee Tpex rpymni PMJI pasHoit mokanusannun);

Manbix anomanuit passutusi (MAP) — ot 5 1o 7 Menkux

Mop¢OAMCIIIA3KIL, OfiHA 3 KOTOPBIX AB/IAETCS IOPOKOM

pasBuTHA (B YaCTHOCTH, TUApoLedanus, CHHIAK TN,

KOJI060Ma pafy>kKKu 1 Jp.);

[PY YYUTBIBAHUY TOTO, YTO:

— MHOrI7|a ofjHa BeIpakeHHass PM]] mmeer guarHoctu-
4eCKYI0 IleHHOCTD;

— HecKkonbKo PMJI MOIyT ABIATbCA TONBKO IPU3HAKA-
MU KOHCTUTYLMOHAIbHO-MOP(OIOrNYecKoil u3MeH-
YMBOCTY, a He ObITh IIPOsIB/IEHIIEM N30HTOTeHe3a;

— Tpu BrlpakeHHbIX MAP, ofiHa 13 KOTOPBIX ABIAETCA
[IOPOKOM pa3BUTHUs, — OCHOBAaHME J/Is BbISABIEHNS
BHYTPeHHMX (PeHOTUINYECKUX IPU3HAKOB [VU3OH-
TOTeHe3a C IOMOIbI0 MHCTPYMEHTAIbHBIX METO/0B
AMArHOCTUKI;

[IOMHUTD, 4TO OlileHKa MopdodeHoTua (comaroTnmna)

CrIocobCcTByeT:

— OODEKTUBHOII OLieHKe BCeil VIMEIOIEeNCs KapTHUHBI
6oresH;
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— KJIMHUYECKOMY MBIIIJIEHNI0 — OCHOBHOMY MHCTPY-
MEHTY JJMaTHOCTUKM B YC/IOBMSX TeXHMU3ALMU U Ha-
paMHCTpyMeHTaIu3Ma B MeAUIIIHe, OPUEHTHPOBAH-
HBIX Ha allllapaTHOe 3aK/II0YeHNe;

— o0rbexTUBU3aLMM TAO0PATOPHBIX Y MHCTPYMEHTAIb-
HBIX METOJIOB JVarHOCTUKM IPM UX PacCMOTPEHUU
yepe3 KOHCTUTYLVIO YelOBeKa, ero COMaToTHUINYe-
CKYe IPONIOPLIMY Y Y4eT OOIIVIX Y PErMOHAPHBIX JVIC-
TJ1a3UIL;

— UCK/IIOYEHMIO JielePCOHANMN3alUM B CUcTeMe 6O0Jb-
HOII-BpPad, YTO HeM30EXHO B CUCTEME Y3KOJI CIlelu-
ann3anyy B MeJUIIHe.



lhaBa 2

OnddepeHumnanbHbii ANarHo3
Aucnna3vm coeauHUTEsSIbHOWN TKaHU

CrenyeT IOMHUTD, 4TO:

mucnasus coeguaurenbaoil Tkauu (ICT) He apnsgercs

HO30/7I0TMYECKOI eNVHUIIEN;

cucreMHocTp nopaxkenus npu JJCT obycrmosnena pac-

IIpOCTpaHeHNeM B OpTaH3Me COeJMHITEIbHOV TKaHU;

XapaKTep IOpakeHNUs TKaHell M OPraHOB 00YCIOBIIEH MX

COOCTBEHHOI MapeHXMMATO3HO-CTPOMAIbHOM U TKaHe-

BOJ JIOKa/IM3aInen, a MMEHHO:

— KoJtareH | Tuma coep>XmuTca B KOXe, CYXOXKVINAX,
porosuiie, CTEK/IOBUTHOM TeJle, CTPOMe BHYTPEHHUX
OPraHOB, B YaCTHOCTU B a/IbBEOJIaX, ApTEPUAX;

— xojutareH II Tuma BXoguT B COCTaB TMaIMHOBBIX XPsi-
1I1eiT, COeP>KUTCS B TKAHAX I7Ia3a, KIalaHOB Cephla,
Tpaxee, OpoHXaX;

— komtareH Il Tuma BXOAUT B cOCTaB KOXMI, apTepuii,
AOPTBI, BEH, COJIEP>KUTCS B JIETKUX, IIeYE€HN, Ce/Ie3eH-
Ke, TIOYKaX U CTEHKE KUIIEeYHIKA;

— kojtared IV Tuma comepxmurcsi B 6a3ajpHON MeM-
OpaHe KyOOYKOB II0YEK ¥ BXOJIUT B COCTAB K/I€TOY-
HBIX MeMOpaH;

— KojutareH V Tuma — B MeMOpaHax KJIETOK, BXOJUT
B COCTaB K/IAIIAHOB CEPALA;

¢dopmuposanue JCT npeT B 9MOPUOHAIBHOM U IIOCTHA-

TaJIbHOM MepHojax, HO ee (PeHOTUIMYECKMe MPU3HAKI

MOTYT OTCYTCTBOBATDb IIPU POXKAECHUU U MPOSBIATLCA B

TedeHIe XU3HN, OT/INYAACh IPOTPEAVIeHTHBIM TeUeHIEeM;

monomHUTeNbHO B AuarHocTuke [JICT ncnonbayoTcs Me-

TOJIBL:

— Ouoxummdeckye (oIpeyieneHne OKCUIIPOINHA B CYTOY-
HOIT ModYe, PMOPOHEKTIHA B CBIBOPOTKE KPOBM 1 IP.);
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UMMYHOJIOTM4YecKue (ompefenenye MeTabonnsma
kojutareta Il pagoMMMyHHBIM METOZIOM 1 JIp.);
TeHeTUYEeCKOr0 TeCTHPOBAHUS;

e BHyTpeHHMe QeHoTUIMYecKue npusHaky [ICT uame
BBIAB/IAIOTCA IIPYU MAPAKINHNYECKOM (MHCTPYMEHTa/Ib-
HOM) METOJIe VICC/IeJOBAH S,

e wmapkepsl (cturmer) [JCT:

HOpajkeHNe OMIOPHO-IBUTATENBHOTO aImapaTa (CuH-
IPOM TUIIEPMOOVIBHOCTH CYCTaBOB, IJIOCKOCTOIINE,
CKOJINO3);

HapylIeHle OITUYecKol pedpakium (MUOINSA, TU-
[ePMETPOINs, ACTUTMATU3M, IPUCOENUHEHNE OT-
CJIOVIKY CEeTYATKN);

CepleYHO-COCYUCTbIe AaHOMANINM — IIPOJIAIIC MU-
TPaJIPHOTO KJIAallaHa, aHOMAaJIbHO PacIIONO>KEeHHbIE
XOpAbI, aHeBpu3Ma (JleeKT) MeXXIpecepiHoll Iie-
PETOPOAIKY, pacUIMpeHye KOPHs aOpThI, aHEBpM3Ma
AOpTBI M/M/IM JIETOYHOI apTepuy, BapMKO3HOE pac-
LIV peHe BeH, FeMOPPOIl, BapUKOIle/ie;
OpOHXOJIErOYHbIe IIPOSBIEHNS — IOIMKNICTO3, Iep-
BMYHasA SMQuseMa JIerkuX, TPaXeollylIbMOHa/lIbHAs
IBVCKVMHEe3MT;

001acTb XMBOTa (M/MWIN OpraHbl OpPIOLIHOI IIOJIO-
CTM) — AMACTa3 IPSAMBIX MBIIIL] XMBOTA, BEHTPaJIb-
Hble TpbDKY (ITyIOYHAs ¥ IaX0Basi), CIVTAHXHOIITO3;
HedponTos;

e JICT — ¢oHoBas maTomorns:

apTepManbHON IUIEPTOHNI;

VIBC, B mepBy10 04epefb OCTIOKHEHMI IIpy MH(papKTe
MMOKapAa;

JIETKMX, 0COO@HHOCTeiT TedeHn 3aboneBanHmis;
IOYeK, MOYEBBIBONALINX NyTeil (XpOHMYECKMI
nuenoHePpuT u gp.);

xenygouHo-kumeynoro tpakta (OKKB, wapymre-
HJIS1 MOTOPHO-9BaKyaTOPHOI (PyHKIMM KUIIEYHMKA
u Ip.);

OCTEOXOH/IPO3a M OCTe0apTpO3a y JIMI, MOJIOLOTO
BO3pacTa;

PasBUTHA ayTOMMMYHHBIX M MMMYHOKOMIIIEKCHBIX
3ab0meBaHMIt;
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HCT paspensercs Ha:
— CUcTeMHY0 (HaclefCTBEHHYI0), BK/IIOYAIOLIYIO CHH-
npombl Mapdana, Inepca-Jlannoca;
— Hac/Ie[CTBEHHble 3a00/eBaHysA C BUCIEPaIbHBIMU
HPOsABIIEHUAMI:
¢ IEPBUYHBIN IOPOK MUTpaabHOro knamana (IIMK);
o aHeBpu3Ma (medeKT) MeXIIpeIcepfHOil Iepero-
PORKY;
o aHeBpM3Ma CUHYCOB BajibcabBbl;
o BapMKO3Has 60/Ie3Hb HIDKHUX KOHEYHOCTENS;
o TpaxeoOpOHXMaIbHAS QUCIUIA3KSA (UCKMHE3NsT);
o MUOINS;
HepudepeHIPOBaHHAS JUCIIIA3MA COeAVHUTENbLHON
tkanu (HICT) — reHeTMyecky rereporeHHasi rpyIima,
yalle MMeIoUas MPU3HaKM ayTOCOMHO-JOMIHAHTHOTO
TUIA HAC/efOBAHMSA C PasNMYHBIMU (EHOTUIINYECKU-
MU CUMITOMaMy, OOYCIIOBIEHHBIMM CTEIEHBbI0 BbIpa-
YKEHHOCTY CTPYKTYpPHO-(PYHKIIMOHA/IBHBIX HapyLIeHNUI
TBEPZOI U PHIXJION COEVHUTENBHOM TKAH.

2.1. OTnnunTenbHble NMPU3HaKN
anddepeHunpoBaHHON anucniasnm
COEeAUNHUTESIbHON TKaHU

PasnmyaroT:

U3BECTHbIE TeHHBIE Te(eKThl;

OIIpefie/IeHHbII THUII HaCTIeTOBAHMUS;

Hajn4uyMe 4eTKMX AMATHOCTUYECKUX KPUTEpUeB M

pacIpocTpaHeHHBIX CUHApPOMOB: MapdaHna, Imep-

ca-Jlannoca, nepsuynoro IIMK, MASS-denornmna,

Map¢aHOIOZOOHOI BHEUIHOCTH, CUHPOMA TUIIEPMO-

6M/IBHOCTU CYCTABOB U PefIKO BCTPEYAIOIMXCSA CUH-

npomos Crukiepa, Jlapcena, 6one3uu Yibpuxa, B TOM

quce:

— Tenrckue xputepun ans cungpoma Mapdana, map-
¢anonono6OHoOI BHemHOCTY, MASS-cuHzipoMa;

— BunbdpaHickne Kputepun s CMHApOMa Jepca—
Haumno (nepca-Iaunoca, CON);

CUHJIPOMBI, OOYC/IOB/IEHHbIE HAapyLIeHMEM II€PBUYHOI

3aKJ/IaIKyl OPTaHOB B 9MOpUOreHese;
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TUIIMYHOE COYeTaHMe M3MEHEHNII CO CTOPOHBI CKeJleTa,
I71a3, BHYyTPEHHMX OPIaHOB, COYETAIOIIMXCA C OKTOfEp-
Ma/IbHBIMJ aHOMa/MUAMM (HalpyMep, Ype3MepHO JIIVH-
HBIM M TUIIOIIACTUYHBIM KUIIEYHIKOM).

Mapgparonodobruiii peromun exnouaem:

ACTEHMYECKOe TENOCTIOKEHE;

IOTMXOCTEHOMEIIIO;

APAXHONAKTV/INIO («I1ayIby» TIA/IbIIbL);

[IMK;

pacuinpene KOpHs aopThl (BO3MOXXHO);
[ATOJ/IOTUIO OPraHa 3peHMusI (B YaCTHOCTH, MUOIIIIO).

InepconodoOHbLLL heHomUn NPos6aIemcs:

TUIIEePPACTKIMOCTBIO KOXKI;
TUIIEPMOOVIBHOCTDIO CYCTaBOB.

MASS-gpernomun (Mitral valve, Aorta, Skeleton, Skin) exnto-

yaem:

I[IMK;

TUIIepIIIa3MI0 AOPThI;
AHOMaJIMY CKeJIeTa;
UCTOHYEHIE KOXKIL

CuH()pOM Mapgpana:

MUHMMAaJIbHbIE JUaTHOCTUYECKIe KPUTEPUU: BBICOKUI

POCT, apaxXHOJZAKTWUINA, TUIEPMOOMIBHOCTD CYCTaBOB,

HOJBBIBIX XPYCTaINKa;

ayTOCOMHO-JIOMVHAHTHBII TUII HAC/IeTOBAHNS;

IaTOTHOMOHWYHBI CUMITOM — apaXHONAKTM/INA

(ymIMHeHHDIe HaJbIbl C Y37I0BATBIMY IIPOKCMMAIbHbI-

MU M JUCTAIbHBIMU MexX(alIaHrOBBIMM CyCTaBaMI),

a KOHYMKM IIaJIblleB CBOOOJHO CBUCAIOIIUX PYK HAXO-

IATCSA Ha JIMHUY, IIPOBENCHHON HaJi OCHOBaHMEM HaJ-

KOJICHHUKA;

CKOJIM03, MaKCUMaJIbHO BBIPAXKCHHBIN B IIybepTaTHOM

Hepuofie B COYeTaHNN ¢ feopMaliyell TPyJHOI KIeTKY,

BKJTIOYAIOIIEI:

— BIIYI0 TIpyAb (Ype3MepHOe YIUIOLICHME I'PYLHON
KJIETKM B IlepefjHe3aJHeM HallpaBJICHIN);

— KWIEBUJHYIO («<KypUHYIO») I'PyAb (TpyfHas KiIeTKa
KOPOTKasI C KMJIEBYJHBIM BBIILAYMBAHVEM IPYANHBL);

— BOPOHKOOOpa3HyIo IpyAb (yrinybreHne Mo cpemHeit
JIVHUY TPY[UHBI).
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Cunopom eunepmobunvHocmuy cycmaeos (peOEHOK MOXeT
JOCTaTh IYIOK PYKOI, 3aBEeJeHHON 3a CHMHy) U, PenKo, 2u-
nepMOOUNILHOCHIL CYCNABO8 C PA3BUTNUEM C2UOANENbHBIX KOH-
MPaxKmyp mMeiKux cycmaeos Kucmeii:

e aHeBpM3Ma aopThI (BCIEACTBIE [Ie30PTaHN3ALINY €€ CPei-

Helt 000/I0UKY C IereHepaliyeit 9MacTUIeCKNX BOIOKOH I
pasBUTIEM 04aroB Me[JMOHEKP03a), IPOBIIAIONIAsCS:

CHUCTO/INYECKNM LITYMOM, BBICTYIIMBaeMbIM BO 1T Mexx-

pebepbe cIpaBa OT IPYAUHBI;

CHMIITOMaMI HeJOCTaTOYHOCTM KJIAIaHOB aOPThI

(mynbcanms cOCyZIOB ey, HU3KOe JUACTONNYecKoe

IaBjIeHNe, TMACTOMNYIeCKMIl ITyM CIIpaBa OT TPYAU-

usl B I mexxpebepre u 1p.);

Haubosee YacTBIM IIOpa’KeHJMEeM TPYLHOTO OTHesNa

a0pPThI, aHEBPU3MOII CMHYCOB BabcambBbl;

IIPUCOEMIHEHNEM PACC/IalBaloIell aHeBPU3MbI A0OPThI;

BO3MOXKHBIM Ha/IYMeM aHeBPM3MbI OPIOLIHOIO OT-

fiesta aOPThI ¥ aHEBPU3MBI JIETOUHOI apTepus;

I[IMK, pi7151 KOTOPOTO TUIIMYHO:

e IIPOBNCaHNUe 3aflHE}l CTBOPKYM MUTPATbHOTO KJla-
IaHa;

e BO3MOXKHOE IIPHCOENVHEHNe MHUKCOMAaTO3HOTO
IOpa>keHN A CTBOPOK KJIAIlaHa;

e IIPUCOEVHEHNE BBIPAXXEHHO MUTPAJIbBHON pe-
TypPIUTALINI;

BPO>KJCHHBIMM IOPOKaMIy ceppua (B 1/3 clryyaeB CuH-

fipoma);

IOpa>keHNeM I71a3:

e IIATOTHOMOHMYHO COYeTaHNe JIByCTOPOHHETO
MOBBIBIXA XPYCTa/NKa, HAIIPaB/IeHHOTO BBEPX I
KHapYyXXU ¢ MPUJOKMHE30M ([pO>KaHUEM pamysk-
K11);

e BBICOKasd CTEIIeHb MUOIIN;

o chepodaxusa (maposusHas popma XpycTannka),
yMeHbIIIeHNe eT0 Pa3MepOB;

o TeTepOXPOMU PATYKKI;

o TONyOBIE CKIIEPDL;

e OC/IOXHEHM:: KaTapaKTa, BTOPMYHAsA ITIAyKOMa
IIpM BBIBMXE XPYCTalMKa B IEPEeJHIO KaMepy
I71a3, CIOHTaHHAs OTC/IOMKA CeTYATKH.
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Cunopom Onepca-annoca (CIII) (coueraHme rumepmo-
OMIPHOCTHU CYCTABOB C I'MIIEPPACTXKUMOCTBIO KOXI):

HNaTOTHOMOHWYHBI CUHAPOM — TUIIEPMOOMIBHOCTD
CYCTaBOB, BblAB/IsIeMasA aKTUBHO 110 C/IeAYIOIIUM CUMII-
TOMaM:

pasrubanme musuHna Ha 90° (mo 1 6amny ¢ Kaxoit
CTOPOHBL);

npuBefeHNe OOMbIIOro Manblja Yepes CTOPOHY U Ha-
3aJ] 10 COMPUKOCHOBEHNUs C mpeniiedbeM (o 1 6as-
JIY C KQXKJIOl CTOPOHBI);

nepepasrubaHme T10KTeBOro cycrasa Ha 10° (o 1 6asn-
JIY € KQXKJIOl CTOPOHBI);

KacaHIe JaJOHAMU 10 0e3 crubaHms B KOJIeHHbII
cycraBax (1 6amn) (ouenka tecra: 0-2 6anma — Ba-
PUAHT HOpPMBI, 3-5 6a//IOB — yMepeHHas TUIepMo-
OMIBHOCTD, 6-9 0aNI0B — BbIpaXKeHHas TUIEPMO-
6MIBHOCTD);

IDOIOTTHUTETBHBII MIPU3HAK: BO3MOXXHOCTD TOPCaIb-
HOTO crubaHus CToIbl Ha 45° 1 6oJiee rpafycos;

IIOpa’keH!e KOXM:

TUNEPPACTSHKUMOCTD: BO3MOXKHOCTb 0e300/1e3HeH-
HOTO OTTATMBAHMUs KOXM 00jIee 4eM Ha 3 CM Ha Thl/Ie
KICTHU, 00/1acTy 162, KOHYMKE HOCA;

«TOHKas» KOXKa: BUJHA IIOJJKO>KHAsI COCYAUCTAS CeTh
Ha TPY/iH, CIIMHE, KOHEYHOCTSX;

«apsbmas» KoXKa: CHYDKEHNE YIIPYTOCTH, eCTeCTBeH-
HOJI 9/1aCTUYHOCTH KOXI, paHHee 00pa3oBaHye MOp-
LIV H;

«XpyTKas» KoXka: IeTeXnu, 9KXMMO3bI, KPOBOIIOATE-
KU [IPU MajIefIIeN TpaBMe;

TUIIOTOHNM A MBIIIII
IMaTOJIOTNA BHYTPEHHNMX OPraHOB 1 BO3MOJKHDBIE OCTOX-~
HEHUA:

9KTa3nM MUIIEBOJA;

nuadparmanpHas rppika (y 40% 60MbHBIX);
BICIIEPOIITO3;

paspbIB CTEHKM KMIIEYHMKA;

9KTa3nuu OpPOHXOB;

CIIOHTAHHBIIT ITHEBMOTOPAKC;

IIMK;
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— pacimmpeHyue Ly aOpThi;
— aHeBpM3Ma CHHYCOB BanbcanbBer

— [ABYCTBOPYATBIN A0PTa/IbHbBIN K/IallaH;

— nmedeKT MeXIKeTyJOIKOBOII IIeperopofKIL;

— CTEHO3 JIETOYHOI apTEPUN;

— yanuHeHre nHTepsana Q-T;

AMACcTa3 HPSAMBIX MBIIIL] )KMBOTA;

pasBUTYE TOC/IEOIEPALIMIOHHBIX TPBIXK;

BPOXX/IeHHbIE IOPOKY Pa3BUTU A IPYAVHBI ¥ KOHIIA Mede-
BUJHOTO OTPOCTKA, BBIAB/IsAEMble HA pEHTIeHOTpaMMe;
OT/IMYNUTEIbHBIE TpU3HaKy TUnos CIOII:

— tun I v tun II (maronorus konnareda I tumna):

o  AyTOCOMHO-JOMVHAHTHBII TUII HAC/IeJOBAHNS;

o TeHepaJM30BaHHAs IMIIEPMOOMIBHOCTD CYCTABOB
(ot 6 10 9 6a/1/I0B) B COYETAHUM C TUTIEPPACTSIKU-
MOCTBIO KOXKU («PE3MHOBBII» YETIOBEK);

o TIOBpeXJEHNSA KOXM Ha (OoHe He3HaYUTENTbHBIX
TPaBM;

o BPOXX/IeHHDbIE TOJBBIBUXY Ta300€peHHBIX U APY-
I'MIX CYCTaBOB;

e KOCOJIAIIOCTD;

e CUHOBUT (TeMapTpo3s);

e CKOJINO3 U CIIOHJVJIONICTES;

— [OTIOJIHUTENBHO IIpM TuIle | MO>XXHO BBISIBUTD:

o XPYIIKOCTb KOXII;

o 00pa3oBaHMe NANMPOCHDBIX KeJIOMHBIX PyOLIOB;

o IIO/JKO>KHbIE IICEBIOOIYXO/IM Ha JIOKTAX U KOJle-
HAX;

o IOAKOXXHBIE Y3€JKM Ha IepefjHell IIOBEPXHOCTHU
TOJIeHEI;

o 3UsHME ONEpAIVIOHHON paHbl B Bufie «pbIObe-
rO pTa» U IpOpe3bIBaHNE OCTEOIePaOHHBIX
IIIBOB;

e KpPOBOTEYECHUS B IOCTIEOIEPAI[VIOHHOM Iepuofe
113-32 HECOCTOSATE/IBHOCTH IITBOB U TeMopparude-
CKoro cuHApoma, obycnosnennoro JICT;

e KPOBOTEUYEHMNS IIPU pa3pblBe KPYITHBIX COCYHOB;

o HeBbIHAIIVBaHNE OEPEMEHHOCTH;

o IpeX/eBpeMeHHBIE POABI 13-3a pa3pblBa OKOJIO-
IJIONHBIX 000JI0YEK;
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— ponomHuTenbHbIe oTamuus 11 Tuma CI1:

o KOXa fipsibyasi, HO He XPYIIKasl;

o TUIEPMOOUIBHOCTD CYCTABOB KUCTEI 1 CTOIL;
— rumn III (ymepennas runepmo6upHas popma):

e MUHUMaJbHbIEe U3MEHEHU S KOXKIA;

e TUIIEPMOOMIBHOCTD CyCTaBOB yMepeHHas
(2-6 6annoB);

o BbiasneHne COJ] 0CHOBAHO Ha JIeTaIbHOM 06CIIe-
TOBAaHMM POACTBEHHMKOB IIEPBOJ IMHUY POJICTBA;

— tun IV (aprepuanpHas popma):

e AYTOCOMHO-JIOMVHAHTHBIII WIM pPeLeCcCUBHBIN
IyTh HAaclefOBaHUA C HapylIeHMeM HMPORYKIUU
kosmnareda III tTuma;

o IIONYIpO3payHasd, 3/MaCTUYHAs KOXKA, HAIOMU-
Halollasd IIepraMeHT; IIPOCBeYMBAIOLIAACA IOJ-
KO)KHasl BEHO3Hasl CeTb, JIETKO INPOSAB/AIONIECs
9KXVMMO3BI;

o TUIIEPMOOMIBHOCTD TOTBKO MEIKUX CYCTaBOB KI-
cTeit;

e JIMII0O C TAaKMMM XapaKTePHBIMM dYepTaMM, Kak
6obline I1asa, MaJIeHbKIIL HOC, TOHKOT'YOBLI pOT;

e yIpo3a CHOHTaHHOTO pa3pblBa apTepMii TOTOBHO-
ro MO3Ta 1 KUIIIeYHOW CTEHKU;

o paspbIB OepeMeHHOI MaTKN;

e CIOHTAaHHBI ITHEBMOTOPAKC;

— Tun V:
o Hac/lefoBaHNUe 10 X-CBA3AHHOMY pPeIeCCBHOMY
COCTOSHUIO;
o OMoOXMMMYeCKOe HapylleHue: TeUIUT TN3UIOK-
CUJIa3bl;
o MMHUMaJbHaA (2 6anIa) rUIepMOOMIBHOCTD CY-
CTaBOB;

o TUIIEPINACTUYHOCTD KOXI;
o IICEBIOTYMOPO3HBIE 0OPa30BaHIL IIOF, KOXKeli;
e HU3KUII pOCT;
— tun VI (okynsapHo-ckonmuorudeckas popma):
o OMOXVMMMYECKOe HapylIeHMe: HeOCTaTOYHOe CO-
Iiep>KaHMe B CTPYKType KOJIJIareHa I'MIAPOKCUTIN-
3UHa;
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xopomnit TepaneBTndecKu 3¢dexT ButamuHa C
B BBICOKUIX JI033aX, SIB/IAIOIEr0CA KOGaKTOPOM /-
3UITUPOKCUTIA3DI;

IUIepMOOVIJIBHOCTD CYCTaBOB B COYETAHNMU C TU-
HepPaCTAKMMOCTBIO KOXKI;

BBIPa>KEHHBIII IPOTPECCUPYIOLINIL CKOMTUO3;
HOABBIBUXY (BBIBUXM) IJIA3HOTO SI0JIOKA, paspblB
00607I04eK I71a3a U CIIOHTaHHAA OTCIIONKA CEeTYATKI;
JIOTIONHUTENBHO: IIePUOAYeCKIe CYIOPOTH, PaH-
HUIL OCTEOIIOPO3;

aHEBPU3MBI A0PTBI, JIETOYHON apTePUM C BO3MOXK-
HBIM Pa3pbIBOM;

— Tun VII (Bpox/ieHHas MbIlIeYHast CIab0CTD):

HAC/IeTOBaHe Ay TOCOMHO-TOMIHAHTHOE VTN Pe-
LIECCUBHOE;

maTtoreHe3 OOYC/IOBTIEH BpPOXKAEHHOI HECOCTO-
SITEIBHOCTBI0 MEXAHM3MOB IMepexofia MPOKOI-
marena | Tuma B 3pesnblil KOMIATeH € feuInTOM
N-menTnassl MpOKOJIIareHa;

reHepannM3oBaHHasl BbIpakeHHas (6-9 6annoB)
IUIIEPMOOMIBHOCTb;

BbIPaKeHHas1 CTabOCTDb MBIIIII];

cmabocTh CBA30YHOTO alMapara ¢ MHOXKECTBEH-
HBIMU HOJ{BBIBUXAMU CYCTaBOB;

HU3KOPOC/IOCTb;

CKOJINO3;

JIMIO € OTIMYUTENHHBIMU YepPTaMI: TUIIEPTENO-
pU3M, OSIMKAHT, BJIaBJIEHHAS CPENVHHAS YacTh
TIN1A;

— rtun VIII (mepuopnyeckast popma):

Hac7efloBaHle ayTOCOMHO-JOMIHAHTHOE;

noreps 3y60oB (KaK MOJIOYHBIX, TaK 1M BO3pacTe)
U3-3a TEePUOJOHTUTA C PaccachlBaHUEM ajIbBeo-
JIAPHOTO JIOXKa;

IUIIEPMOOMIBHOCTD CYCTaBOB BapuabesbHa;
KOXKa XPYIIKasl: MeNKIe pyOIIbl Ha KOEHX;
BO3MO>KHBIII XKMPOBOI HEKPOOMO3 KOXKI;

— tun IX (bopMa ¢ yepenHbIMMU ITTOpaMM):
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OMoxMMMYecKyie IpU3HAKIU: CHIDKEeHUe aKTUBHO-
CTU NU3NIOKCU/Ia3bl ¥ HU3KOE COlepKaHNe Mell
B CBIBOPOTKE KPOBU;

BCTPEYAETCA NPEMMYILIECTBEHHO Yy MY>XXYMH CO
CKO/MNO30M 1 gepopmarnueil IpyFHON KIETKY;
LITOPBI B 3aTI/IOYHON YacTH Yepena;
TUIIEPMOOMIBHOCTD CYCTaBOB KMCTEN U CTOIL;
KO>Ka [psi6yas;

OUBEPTUKY/IBI MOYEBOTO IIY3bIps, MX Ppa3pbIBbI
U IpUCOEMHEHNE paKa MOYEBOTO ITy3bIPS;
TOIIOJIHUTEIbHO: XPOHMYECKas Jjuapes, OpTocTa-
TUYECKas TUIIOTOHM A, pAHHEE Pa3BUTIE OCTEOTIO-
posa;

— Tun X (popMa ¢ HeZOCTaTOYHOCTDIO PUOPOHEKTIHA):

HaC/Iefl0BaHIe ayTOCOMHO-PEL[eCCHBHOE;
mepuunt GpuOpoHeKTIHA, 00YCIOBICHHBIIT BPOX-
IEeHHBIMI HAPYUIEHVSIMI B IPOIIeCCe TIMKO3UIII-
pOBaHUS;

KO>Xa Jipsibyas;

TUIePMOOVIBHOCTD OTPAHMYEHA CYCTaBAMU KU-
CTeV U CTOIT;

9KXMMO3bl, 00YCTIOBIEHHbIE TPOMOOLMTOIATIEN
U3-3a HAPYLIEHNs arperaryy TPOMOOLUTOB, KOP-
PUIMPYeMOIl 3K30T€HHBIM IIIa3MEHHBIM ¢pubpo-
HEKTUHOM;

— run XI (ceMelTHass HECOCTOATE/IBHOCTD CYCTaBOB):

ayTOCOMHO-JOMIUHAHTHOE HAc/IefjoBaHMe (camas
vacTas popma CIN);

CHHAPOM IMIEePMOOMIBHOCTY CYCTAaBOB BbIPaykeH
BapnabenpHo (2-9 6an1oB);

JacThle MHOXKECTBEHHBIE IO BBIBUX;

KOXKa TIOPa’kaeTcsl PefKo;

AMArHOCTMKA OCHOBAaHA Ha BBLSBICHUIU HECOCTO-
ATENIBHOCTY CYCTABOB y POACTBEHHUKOB II€PBOIL
NIVHUU POLCTBA;

YKpeIieHne MepUapTUKY/ISIPHOIO MBIIIETHOTO
anmapara ¢ IOMOIIBIO CIIeINaTbHOIO KOMIIIEKCA
bU3MYeCKNX YIIPaB/IeHNUIL.
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2.2. OTnnunTenbHble NPU3HaKN
HeanddpepeHUNpPOBaHHOW AUCNNAa3UN
COEeAUNHUTESIbHON TKaHU

Pasnnyaror:

BIMSAHNE Ha IJIOf, leHeTM4YeCKUX (aKTOpOB, Iepearo-
MUXCSA MPEeNMYIIeCTBEHHO IO ayTOCOMHO-JOMMHAHT-
HOMY TUITY HAaC/IelOBaHNsA, I 9K30T€HHOTO BO3JENCTBUA,
BKJ/IIOYAIOIIETO:

I/IOXOe IIMTaHVe MaTepy;
XPOHMYECKUII CTpecc B Iepuofie 6epeMeHHOCTH;
HeO/IaronpyusATHYI0 9KOJIOTUI0 B MeCTe IIPOXKMBAHNA
Marepu;

BO3JIEICTBIE JIEKAPCTB;

IepeHeceHHble MH(EKINY B Iepuof OepeMeHHOCT;
BBICOKOTOpbe (yuallleHle POXKIeHUs JAeTeil, cTpaja-
IOLIMX BPOXKAEHHBIMY ITOPOKAMM CEPALIA);

Ha/lM4ye XpOHNYEeCKIX 3ab0/1eBaHmil y Marepy;

MHOrooOpasue KIMHWYECKUX IIPOSIBIEHUII, 00YC/IOB-
JIEHHBIX:

¢deHoTHIIOM (KOHCTUTYILMEIT);

PErMOHApHBIMM ¥ OOMIVMMY AMUCIUIA3UAMY COSHVHU-
TeJIbHOV TKaH;

MaJIBIMV aHOMa/IUMMU Pa3BUTHS;

BPO>KJCHHBIMI IIOPOKaMU;

9TAIIHOCTb MOSABJAEHUs CUHAPOMOB (B OIpefe/IeHHOM
BO3pacTe), B YaCTHOCTI:

CHH[POM T'MIEPMOOVMIBHOCT CYCTaBOB: IIOSIBJIE-
HIE B PaHHEM JIETCKOM BO3pacTe, MaKCUMalbHasd
BBIPA)KEHHOCTD B 13-14 51€T 1 yMeHbLIEHNE TIPOSAB-
neHuit B 25-30 et (yKasaHHBI CUHIPOM — CTHI-
ma IICT);

KOCTHO-CKeJIeTHbIe IIPOSIB/ICHNUA (CKOMNO3, IJIOCKO-
CTOIINE) BOSHUKAIOT B BO3pacTe oT 6 1o 17 jeT;
COCYIMCTBIII CUHPOM (TUIIOTOHNA, TUIIEPTOHNUS, Ba-
PMKO3HOE paclIVPeHle BEeH, TeMOPPOIi, BapUKOLiee)
B Bospacrte 15-20 neT;

nopaxxeHne ceppua (IIMK, anomanpHO pacmorno-
JKEHHbIe XOpHbI, aHEBPU3Ma), AePeKT MexIpe[-
CEepAHON NEepPeropojKu; BbIABJIEHUE 3aBUCUT OT
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nposefenus Ixo3l' (B cpegHeM B Bo3pacTe OT 5 10
20 ner);

CUHJIPOM BEreTOCOCYAVCTON JUCTOHNM (OT MOMEHTa
poxpenus no 18 net).

JImarHocTMKa OCHOBaHa Ha BHEUIHUX (DEHOTUIINYIECKUX
nprsHakax HeauddepeHIMPOBAaHHON [JUCIIa3UM COeUHN-
tenbHol TKauu (HJICT), BKIoyamommnx:

1) KOCTHO-CKeJIeTHbIE TIPU3HAKIA:

COOTHOIIIEHNE pa3Maxa PyK K pocty 6onee 1,03;
OTHOIIIEHNE [INHBI KICTI K pocTy 6otee 11%;
CMMIITOM OOJIBIIOTO ITa/IbIla VI/ WUV 3AIIACTDS;
CKOJINO3;

K1ieBuAHas feopManysi IPySHON KIeTKI;
BOPOHKOOOpasHas fepopManys IpygHOI KIETKI;
apKOBU/HOE HEOO;

2) HeIpaBU/IbHBII PUKYC:

r1y6oKmit (Kpasg HIDKHUX (PPOHTaIbHBIX 3y0OB 3a-
XO#sAT 6OJIbIIIe YeM Ha MTOTIOBUHY 3ajHell HEOHOII Ho-
BEPXHOCTY BEPXHUX);

nepegHuIl (BepxHe 3yObl 3aX0IAT 38 HIDKHIE);
KOCOJI (CBSI3aH C HENPaBWIbHBIM POCTOM 3y6O0B, He-
COpPa3MEpPHOCTBIO X BETUIMHBL);

3) nedopmarnun yeperma:

Makponedans (00bIION APOOOPA3HBI Yeperr);
K/IVHOBMIHAsI TPeyronbHas GopMa depela;
KOPOTKMII KPYIJIBIN Yeper;

OyIpMCTOCTD KOCTelI MO3TOBOIO Uepela B BUfe pes-
KOT'O BBICTYNAHUsA 3aTbUIOYHBIX OYTpOB, a CpefHss
Y4acTb 3aThUIOYHOI KOCTH BJAaBJIeHa B BUJie JKeno0a;
BBICTyTAOLIE 3aTbIIOK 1 7100 1 Ap.;

4) KO>XHO-MbIIIE€YHbIE CMUMIITOMDI:

HOBBIIIIEHHAS PACTSXKMMOCTD KOXIL;
TOHKAS KOXa;

6apxarucras Koxa;

IIO[IKOYKHbIe TICEB/JOOIYXON;

TpbDKY (ITaXOBBIE, TyTIOYHAsA B IE€TCTBE);
BO3HMKHOBEHUE TTOC/TEOTIEPALIMOHHBIX TPBIK;
MblIIIe9Ha sl TUIIOTOHMA;

arpo¢uyecke pyoubl;
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5) cycraBHbIE IIPOSIB/ICHNS:

IUIepMOOYIIBHOCTD CYCTaBOB (4 6ajuta u 6onee);
AVCIIIa31sl Ta300eIpEeHHBIX CYCTaBOB;

MO/ BBIBMX11/BbIBUXM CYCTABOB;

Pa3pbIBbI CYXOXKIJINIL;

IIOCKOCTOIIIE;

criongunes/nmucres (MPT);

apTpaTrum, CHHOBUT;

6) Majibl€ aHOMa/INM pa3BUTNA:

6OJIbILIEe TOPYALIVIE VI
PUPOCIIAs MOYKA yXa;
«MATBIE» YILIN;

CKyHOBaH OUCIIIA3UA;
sHO(TANbM;
peTpornaTus;

7) pacIoNioKeH)e BHELUIHNX (PEHOTUIINYECKUX IPU3HAKOB
HJICT y pmeTeit 1 OZPOCTKOB:

aCTEHMYECKMIL TUI KOHCTUTYLUIL;
CKOJIVO3;

apKOBUIHOE HEDO;

MHO>KeCTBEHHbBIE IIMTMEHTHBIE IISITHA;
ITOCKOCTOIIIE;

CHHAPOM TUIIePMOOIIBHOCTH CYCTaBOB;
ITOCKAsI CITMHA;

BOPOHKOOOpa3Has fedopManyisi IPyANHbL
apaxHOJAKTUINS;

[IOBTOPHOE PaCTsKEHNE CBIA30K;
KIIeByHas feopManyis rPpy HON KIETKY;

8) mposasnennsa HICT co cTOpoHBI BHYTPEHHNUX OPTaHOB:

CepHeYHO-COCYANCTbIE IaTOMOIMN:

o IIMK;

o pacumpeHue KOpHsS aopThl (BbIcOKOCHenuduye-
ckne npossrenus HICT);

o HU3KOCIelnMpuyeckye: MPOIANC TPUKYCINUAATIb-
HOTO K/IallaHa, pacliMpeHue JIETOIHOI apTepuu,
KaJIbI[IHO3 MUTPAIbHOTO KO/bIa ([0 46 1eT);
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— JIerOYHble IIPOSIBICHN:
e CIIOHTAaHHBI THEBMOTOPAKC;
o aIVKalbHble OY//IbI, BBISAB/IsIeMble peHTTeHOIPa-
¢dudeckuMu MeTOAMY;
e TpaxeoOPOHXOMerajus;
o TpaxeoOpOHXMaNIbHAs JUCKUHE3N;
— 3ab0/1eBaHMs OPTAaHOB OPIOLIHOI TOTOCTH:
e TacTpOITO3;
o TelaToITO3;
o QHOMAJIMY XXETYHOTO MY3BIPs;
o HedponTos;
— IJIa3Hble IPOSIB/ICHN:
o OKTONNU XPYCTANINKA;
o MUOIUS;
e OTCJIOVIKA CEeTYATKMU;
o ACTUTMATU3M;
o TOIyOble CKIIEpBI;
— HapylleHus HepBHOI cucTeMbl (Mapkepst HICT):
o IOSICHUYHO-KPEeCTI[OBasl 3KTasus, BbIAB/IseMas
MPT/KT;
o BereTaTVBHAas AUCPYHKINS;
— Hu3kas CcrenupUYHOCTb BHYTPEHHUX IPU3HAKOB
HJCT 3a mckmoyeHmeM IIpojsarica MMTPanbHOTO
KJIaIlaHa Y pacUIMPEHNs KOPHS AOPTHIL.



lnaBsa 3

OnddepeHumnanbHbii ANarHo3
CUHAPOMOB, OOYCJIOBJIEHHbIX
HeaundbepeHUNpPOBaHHOMN
aucnnasven CoeaNuHUTENIbHOM
TKaHU

3.1. OTnnumuTenbHble NPU3HAKN aCTEHU4YEeCKOoro
cuHapoma (NoBbILLEHHOW YTOMJISEMOCTH)

[Tpusnakn:

CBAI3b C TIOBBILIEHHONM HATPY3KOJ, BOSHMKHOBEHNE BO
BTOPOI1 IIOJIOBMHE JTH:;

YYBCTBO YCTAJIOCTH, CMabOCTh, 0ObEKTUBHOE YXy/lle-
HIe KayecTBa U TeMIla PabOoThl IMPU CPABHUTETHHO He-
CJIOKHBIX BUAX [NeATeTbHOCTI;

OT/IBIX IIOMOIaeT MaJjIo;

6bICTpast MCTOLIAEMOCTD JIa’Ke IIOC/e KPATKOBPEMEHHOIT
6ecenpl, MOOOTO BUAA [EATENBHOCT CO CTPEMIIEHVEM
JIedb, OIIePeThCs Ha YTO-HNOY/Ib;

COYeTaHIe C Pa3fpaKUTETbHOCTHIO, HETEPIIENMNBOCTHIO,
CYeT/IMBOI AesATe/IbHOCTbIO;

TPYAHOCTb COCPENOTOYEH S, CHIDKEHME KOHIIEHTpaLuu
BHMMAaHIS, CHYDKEHE KPATKOBPEMEHHOI TaMITH;
MPUCOeMHEHe BEereTaTBHBIX HAPYILIEHMIT: TIOBBILIEH-
Hasl IOT/IMBOCTD, OIEHOCTD JINIIA;

[OCTelleHHOe pasBuUTHe amaTuy (be3pasningis) ¢ ocmabd-
JIEHVIEM BJICYEHWII, )KEeTTAaHUI, CTPEMIEHNIT;
dbopMmupoBaHue CUHAPOMa HAYMHACTCS B JIOLUIKOTBHOM
BO3pacTe, sIPKO BBIPAXKEHO y MOAPOCTKOB M MOJOIBIX
JI0fiell, B OCHOBHOM C aCTEHUYECKUM TUIIOM KOHCTUTY-
L[MN, @ YMCTIO XKaMo0 ¢ BO3PacTOM yBeIMYMBaeTCs;
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® JICK/IIOUNTE:
1) CMHAPOM XPOHMYECKOIT YCTAJIOCTH (CoOueTaHMe acTeHnN,
HeBpaCTeHNH, CYOfielpeccuy, BEreTOCOCYAUCTON AVCTOHUN):

CBSI3b C IlepeHeceHHOil uHGekueil (BbISBaHHON
qalre TMMQPOTPOIHBIM IepIlec-BUPYCOM, PeTPOBUPY-
COM, 9HTEPOBUPYCOM);

He3HAYMTe/IbHO BBIPa’KEHHbIE M3MEHEHVS UMMYHHU-
TeTa;

3aTsDKHOE TeYeHye TPUIIIOIOLOOHOTO COCTOSHIS;
OTCYTCTBME IICMXOT€HHOI M COMaTOT€HHOV OCHOBBI
HpebsBIsIEMbIX JKa100;

2) IUCTUMUIO (eI peCCUBHBIN HEBPO3):

CHIDKeHJe HacTpoeHus (mpeobrmajaroliee 3MOINO-
HaJIbHOE COCTOsIHME, BJVsAIIee Ha ICUXUYECKYIO
AKTUBHOCTD);

yMeHbIlIeHe KOHIIEHTPAINY BHUMAHS;
HOBBIIIEHHA T YTOMISIEMOCTb;

HapyIIeHNe CHa;

CJIO)KHOCTM TIPY OOIIEHNM C OKPY KAIOLIVIMIA;
BO3HMKHOBEHE II0C/Ie BHE3AITHON yTpaThl MIN IIpU
IJINTENTBHOM CTPECCOBOM BO3JENCTBUN;

3) mernpeccuio, OTINYAIOLLYIOCS:

IIOHVKEHHBIM VJIM IIeYa/IbHbIM HaCTPOEHMEM;
YTPaTOii MHTEPECOB MM YyBCTBA yJOBOIbCTBUS;
CHVDKEHMEM aKTMBHOCTH, YTOM/IAEMOCTBIO;
HapyllEeHNeM CHa;

YyBCTBOM BMHBI U/IV HU3KOI CAMOOLIEHKOI;

® Y4YUTbIBATb, YTO pPa3BUTNE ACTEHMYIECKOIO CUMHIPOMA,
AUCTUMUMN, AEeIIpeccun (B TOM 4YMCI€ COMATU3MPOBAH-
HOIT) 00yC/IOBJIEHO:

ACTEHNYEeCKUM COMATOTUIIOM;

CKJIOHHOCTBIO JINI] yKa3aHHOI7I KOHCTI/ITY]_U/H/I K I/IHTpO-
Bepcvm, IIOBBIIIIEHHON ‘JYBCTBI/ITCHI)HOCTI/I (paHI/IMO-
CTN), CLIeP>KMUBAHNIO SMOLINIL, poO0CTH, 60A3TMBOCTIA;
COMaTM3MPOBAHHON  Jerpeccuei, Habm0gaeMOi
yalle y JIMI aCTeHUYeCKOIo COMAaTOTUIIA, IPOSABIIA-
FOIIEeVICS:

. XpOHI/I‘{eCKI/IMI/I 6OIIeBI)IMI/I CI/IHHPOMaMI/I;

. HapeCTe3I/IHMI/I, BEereTaTMBHBIMU CUMIITOMAaMU;

e YAaCTbIMU O6paI_HCHI/IHMI/I K Bpaqy;
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e IpOBeJeHVEM MHOTOYVCTIEHHBIX 00C/Ie[OBaHNIT;
o OILIEHKOI COOCTBEHHOTO 3[J0POBbsI KaK «IIJIOX0€»;

— IICUXOT€HHOI Jempeccueli, 4Yalle pas3BUBAOLIENCA
y JIUL ¢ TUKHUYECKMM TUIIOM KOHCTUTYLIN;

YUUTBIBATD, YTO:

— ATporeHus, o0ycnoBieHHas 6e3pe3y/IbTaTUBHBIM JIe-
YeHMeM Yy Bpadell paslIM4HbIX CllelaabHOCTEN, Ha-
HOCUT MOPaJIbHBI ylllep0 MaljieHTy;

— HeJOoy4eT acTEeHMYEeCKOro CHHAPOMa, 0COOeHHOCTEN
JIMYHOCTY NalVeHTOB, OOYC/IOBJIEHHON COMaroTH-
II0OM, BeIeT K IICXOCOLIMAIbHO fle3aaiTaliiy Y JINL]
mojiozoro (ot 18 1o 42-71eTHero Bo3pacTa), HPOsIBIIS-
Ioleiicss mpodeccuoHaNbHBIMY, OBITOBBIMMY, CeMeil-
HBIMU [TPOOIEeMaMIL.

3.2. OTnnunTenbHble NPU3HaKN KOCMETU4YeCKoro
cuHapoma

KocmeTndecknit CMHAPOM BKIIIOYaeT B ceOs:
1) yroBoii npoduib, 00yC/I0BIEHHBII IPOrHATU3MOM HOCA
¥ TUIIOTIIa3el Tog0opoKa:

MOXHAaTble 6POBI, X ACUMMETPUIO;

cuHo¢ppus (cpalleHye IUIOTHBIX TYCTBIX OpoBeit Hap,
KOPHEM HOCa);

MCKPUBJIEHVIE HOCOBOIT IIEPETOPOIKIL;

pa3gBOeHMe KOHYMKA HOCA;

rumepTenopusM (yBenndeHe pacCTOSTHNUS MEXAY BHY-
TPEHHMMH KpasMH [TIa3HUI], IPEeBbIIIAOIee TMaMeTP
IJIa3HO LIE/IN);

TUIIOTENOPU3M (YMeHbIIIeHNE PACCTOSHUS MEXAY BHY-
TPEHHUMU KpasiMy ITIa3HULI, ITyOOKO pacIlONo>KeHHbIe
I71a3Hble A0I0KN);

2) M3MeHeHNs IIPYKYCa U aHOMa/IMM 3y0O0B: IIPOTHATH S, MU-
KpOTHATMsA, UICTVUHHAA IIPOTE€HU; rny601<m71, TepegHUIL, KOCO
MPUKYC; fuacteMbl (Wean Mexpay 3ybamu), nmonupeHTus (mo-
6aBOYHbIe 3y0OBI), MUKPOZIeHTH I (HETIPOIIOPIIVIOHAIbHO MeTIKIe
3y0bl), AU3eHTH (HelpaBU/IbHOE PACIIONIOXKEH e NIV BeNYN-
Ha 3y00B);

3) yIIHBIe PAaKOBUHBI (4pe3MEpHO OTTOIIBIPEHHDIE, HU3KO-
PacIOIOXKeHHbIE YIIN, IPUPOCIIas MOYKA yXa);
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4) BbIpaKeHHasI aCMMeTPH TNIIA;

5) medopMaruy KOHEYHOCTeN! (10 BApyCHOMY ¥ Ba/IbI'yCHO-
My TUIIAM);

6) BsiIasi, pacTsDKUMasi KOXa, CTPUM, PyOLIbL.

JlyarHoCTMYecKoe 3HaueHNe CUHIPOMa:

¢deHOoTUIIMIYECKAs MapKepHas CHUCTeMa IIpeHaTalbHOIo

IV30HTOT€HE3A;

Haubosnee pocrynuelit Mmapkep HICT, nosBosnsromui

aKTUBHO BBISB/IATH M OODBEKTUBHO OLCHMBATH PETUO-

HapHble MOP(MOJUCIIA3UN JJPYTOil JTOKATU3AL NN, BbI-

ABNATH NATONOTUIO CO CTOPOHBI BHYTPEHHUX OPraHOB,

HEPBHOJ CUCTEMBI, IIaTOJIOTMI0 KPOBETBOPEHN, HApY-

HIEHMA B MMMYHHOJ CHCTeMe U IIPEJBUJETh OCTIOKHE-

Hus, cBsasanuble ¢ [ICT;

OCHOBa JJUCMOPPOMaHNYECKUX NTePEeXXUBAHNI B IIepH-

oJie CTAHOBJIEHUS TMYHOCTY ¥ BOSHMKHOBEHMA MOBBI-

LIEHHOTO IICUXO/IOTUYECKOTO PUCKA, B TOM YMCIIE:

— YMEHBUIEH)E YPOBHSH IPETEH3UI, SMOLMOHATIBHONM
YCTOMYMBOCTH ¥ pabOTOCIIOCOOHOCT;

— TIOBBILIEHNE YPOBHA TPEBOXKHOCTH;

— CKJIOHHOCTb K KOHPOPMM3MY U eI peccun;

— PaHUMOCTbD.

3.3. OTnuuuTenbHbIe NPU3HaKU MOpPaXXeHUs
OMOpPHO-ABUraTesibHOro annapara

3.3.1. AnarHocTuyeckoe 3Ha4eHue cuHgpoma
rmnepmMooGusibHOCTU CYCTaBOB

3HaueHue:

mapkep JCT, mopexxammnii aKTUBHOMY BBISIBICHMIO 110

UMeIIuMcs (paHee MpeNCTaBIeHHBIM) AMATHOCTUYE-

CKUM KPUTEPUAM;

obragaeT HaMMeHblIel ClIeNUbUIHOCTHI0O B PAaCcIO3HA-

BaHNM Pa3IMYHBIX CUHIPOMOB 11 PEHOTUIIOB:

— BCTpeYaeTCs P BCeX HACTeNCTBEHHBIX CHHPOMAX
(9nepca-Jlannoca, Mapdana, snmepcraHIonofoo6HOM
u MappaHOMOR0OHOM PeHOTUAX);

— MOXeT ObITh M30/TMPOBAHHBIM CHHPOMOM;
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® OIpefienseTcsA B paHHEM IETCKOM BO3pacTe, MaKCUMaJlb-
HO BbIpaXkeH B 13-14 neT;

® YaCTOTa JJOCTOBEPHO BBIIIE CPefy MALMIeHTOB C BBIpa-
>keHHbIMU n1postBneHrsaMu HICT;

® TIPOABJIAETCA apTPaTKell, IPUCOeSUHEHNEM CHHOBUTA
Y paHHUM Pa3BUTUEM OCTE0apTpPO3a.

3.3.2. CnabocTb CyX0XUNbHO-CBA304YHOrO annapara

CnmabocTh CYXOXXKM/IBHO-CBSI30YHOTO alllapara IIPOsBIIsA-
eTcs:

e BbIBMXaMMU (IIOABBIBMXAaMI) CYCTaBOB;

® pacTsDKEHUEM CBA30YHO-CYXOXKM/IBHOTO allliapara ¢ Bo-
BJIeYEHJEM MBIIII, 0COOEHHO U3-3a NepeHalpaBIeHN s
(mepeTpeHMPOBKMU Y CIIOPTCMEHOB), B 4AaCTHOCTU pas-
BUTIE «KOJIEHA IIIOBLIA», OOYCTIOBIEHHOTO PACTs>KEHM-
€M Me[MaTbHOV KOJUIaTepPaIbHOM CBA3KM M3-32 PEe3KUX
ABVDKEHWIT KOHEYHOCTAMY P TUIABaHUML.

3.3.3. CuHgpom naTtosiorum ctonbl (Nnockasa,
NJI0OCKOBaJibI'yCHas cTona, npoaojibHoe
nJaocCKocTonue, nonepevyHoe niockocrtonue)

3HadeHme:
e panHee mpossienne [JCT;
e coyertaHye ¢ MAP, Takumn Kax:
— caHjaneBMAHasA Iie/b (P HAPYLIEHUM COOTHOLIe-
Husa nauabl I n I nanpues cTomnbl);
— 4ypesMmepHoe oTKoHeHue | manbija kHapyxu (Hallux
valgus);
— yganuHenue I manpua (60/bIIOI Tajer; Ype3MepHO
BBICTYIIAeT HaJ OOLMM HpodueM HanblieB CTOIb);
e yMeHblIeHIe BO3MOXKHOCTel (U3NYECKOr0 pPasBUTHUA,
(hopMupoBaHue OIpee/IeHHOTO CTEPEOTUIIA )KISHI.

3.3.4. BepTeOGporeHHblii CUHAPOM

Bxnroygaer:
e CKOmno3 (YacTo acCOLMMPOBAH C AHOMA/IMEN Tel MO-
3BOHKOB);
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CHOHAWIONNUCTe3 (MPOsIB/IeHMEe CIIOHUIONN3a — IIeTU
B Iy’KKe [T03BOHOYHMKA MEX/Y CYyCTaBHBIMU OTPOCTKA-
MU, BbIsiB/IsseMoll Ha MPT):

— YKOpOYeHMe TY/TOBUIA B IOICHUYHOM OT/ieJIe;

— pacmnonoxkenne pebep 61M3KO K rpeOemkaM Iof-
B3JJOIIHBIX KOCTEIT;

— Ia/JbIMPYEMBIl OTPOCTOK V IIOSCHUYHOTO ITO3BOH-
Ka, BBIIIIe KOTOPOTO OIIPe/ie/IseTCs BIIayiHa KPeCTIia;

— HaBUCaHNe MOMEPEYHDBIX CKIANOK KOXU Ha YKMUBOTE
" B 00/1aCTU TTOSACHULLBI;

— HanpsDKeHVe JIMHHBIX MBIIIL] CIIMHBI;

— OTKJIOHEHMe TY/IOBUINA Ha3aJ IPY YBEeNMIeHHOM I10-
SICHUYHOM JIOPJ{03€;

— Spina bifida (cxpbiTast paciuennHa O3BOHOYHNUKA B
HOSICHUYHOM MM KPECTLIOBOI 06/1acTH, aCCOLUUPO-
BaHHaA C THE3NHBIM OBOJIOCEHMEM, aHIMOMaMIU, JIN-
[IOMaMJ, PacIlONIO>KeHHBIMY B YKa3aHHOI 00/1aCT);

noMbanmusanuo (Hanuuue 6 MOACHUYHBIX II03BOHKOB

BMECTO 5);

CaKpasJIbHBINl CMHYC (3amajieHue KOXM B IIOSICHMYHO-

KPeCTI[0BOI 06/TaCTy 10 CpeHell TMHNUK, MHOT/IA TIepe-

XOpAlleil B Y3KUIT XOfI, IPOHMKAOLNI B F}Iy6b TKaHel

BIIJIOTH 10 ITIO3BOHOYHMKA);

Hanmuurie PM]I u M AP, Bkrrouaromnx:

— BIAJIYIO, KMIEBUJHYIO, BODOHKOOOPA3HYIO TPY/b;

— KPBUIOBUIHBIE TOTIATKI;

— mnopBkHOe X pebpo, ompefensieMoe IaabIaTOPHO
(cMMIITOM acconMMpPOBaH C Y3KOJT TPY/IHOI KJIeTKOIL,
runoTpodueit, ClIaHXHOITO30M, «KaIle/IbHBIM CepPi-
LleM»);

HapylleHye 0CaHKY (CIMHA IIOCKast, WV KPYI/Iasi, VK

cyTynas).

Cnoco6crByer:

paHHEMY IPUCOEMHEHNIO OCTEOXOHJPO3a U OCTEOIO-
posa;

YCYTyOIeHMIO IPOSB/IEHVSI TUIIEPMOOMILHOTO CUHPOMA;
PasBUTUIO TOpaKofuadparMaaIbHOro CMHAPOMa (IpUco-
eVHEeH)e TUIePTPOGNM IIPaBbIX OT/E/NIOB CEPALIA I Jbl-
XaTe/IbHON HefJ0CTaTOYHOCTI);
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HapyLIeHNI0 CTAaTUKMU (CMellleHVe OCU Tejla HpU CO-
yeTaHUM kKu(o3a, CKONNM03a, TUIEPIOPA03a, IIJIOCKO-
CTOIME C BapyCHOW WIM BaJbIyCHON Hedopmarmeit
KOHEYHOCTeN), MPUBOJLIel K M3MEHEHUI0 MBILIed-
HO-CBs304YHOI'0 alllapaTa X BO3HMKHOBEHMUIO JIOPCO-
maTui;

pasnin4yHbIM fedopManyaM, CBI3aHHBIM C NATOIOTMYe-
CKOJI YCTaHOBKOI U MCKPUBJIEHMEM II03BOHOYHMKA (Jie-
¢dhopmupyoLIre ZOpCOIATIN);

CIIOH/IMJIONIACTESY;

merenepauyy MIIJI, comepykaiiero mpoTeOraMKaHsbI ¢ 00-
pa3oBaHMeM IPOTPY3UIL UV IPbDKY I03BOHOYHMKA.

3.4. OTnnunTesnbHble NPU3HAKN KOXXHO-
MbILLEYHOIr0 CUHAPOMA Npu AUCNasun
COEeAUHUTESIbHON TKaHU

Boipensior:

M3MeHeHe KO U ee IPUJIATKOB:

— TOHKas, XpyIlKas, paHuMasd, TUIeppacTsHKUMai;

— HpeXZieBpeMeHHOe 00/IbICeHNe U TTOCeieHNE;

— TUIEepPKeparo3 JajfloHell, IOMOIIB, pasrudaTenbHOI
[IOBEPXHOCTM CYCTaBOB;

— rupcyTusM (POCT TEMHBIX BOJIOC Ha HPOKCHMAsb-
HBIX (pajlaHTax IajblieB y MY>KYlH, BepXHell ry0e,
OOKOBOJI ITOBEPXHOCTY JIMIIA, TOFOOPOAKE, BOKPYT
COCKOB y >KEHIIVMH), aCCOLMPOBAHBIN C IPeX/ieB-
pPEMEeHHBIM IIOJIOBBIM CO3peBaHMeM, KYLIMHTOWJ-
HBIM CHHJJPOMOM, AVICMEHOpeell, BPOXX/IEeHHO TU-
npouedanuerr;

— MHOYXeCTBEHHbIE HEBYCBI;

— anbOVMHU3M ¥ BUTUANTO (YaCTUYHBIN albOMHU3ZM
B B/Jie JIMIIEHHBIX MUTMEHTA IIATEH);

— apurpopiepmus (IOKpacHeHMe, Ype3MepHOe OpOro-
BeHJE KOXXI B ITAaXOBOJ 00/1acTU ¥ Ha CruOaTeNbHOI
[IOBEPXHOCTM CYCTaBOB), aCCOLIMMPOBaHHA C TUIIEp-
(yHKIIMelt TOTOBBIX M CAIBHBIX JXKejle3, TPeIlHAMU
KOXI1;

[IaTOJIOTMIO MBILIEYHO TKaHU:

— rUnOTPOQUA MBILIIL;
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— ¢maboCcTh OPIOIIHON CTEHKM C Pa3BUTIEM BPOXK[EH-
HBIX TPBDK B y4YacTKaX aHaTOMMYECKUX JieeKTOB
(mymo4HOM OTBepCTMM U He3apallleHHOM OpIOIIHO-
[IAXOBOM OTPOCTKE), BK/IIOYAIOIMX IYIOYHYIO IPBI-
XY U1 JBYCTOPOHHIOIO ITAXOBYI0 TPBIXKY;

— TPBDKM, Pa3BUBAIOLINECS B TeUEHIE XKIU3HIL:

o IIaXOBble, OefipeHHbIe, ITYIOYHbIE ¥ TPBIKU el
JIVTHUY )KMBOTA;

o Ppexe IPBDKY MOTYIYHHON (CIIUTeNNeBOlt) TMHUN
U TPBDKY MEYEBUIHOTO OTPOCTKA;

o IOC/IEONepaliOHHble, Tpebyolle IUIACTUKU
OPIOIIHO TIO/IOCTH.

OmnuuumenvHole NPpUSHAKU NAX0BbLX 2PBLIHC:

60711 B 00/1aCTH 11axXa, YMEHbIIAIOLIECS B TOPU3OHTAIb-
HOM ITIOJIOJKE€HUUN,

HeproANYecKoe YBeIdeH e MOLIOHK;

IIOABJIEHNME 3/TAaCTUYHOTO O6p330BaHI/IH 1010 HaXOBOﬁI
CKTIaHKO]?I, yBeTI]/I‘-II/IBaIOIIleI‘OCH HpI/I Kauujae mn HaTy)KI/I-
BaHI;

pacupeHye MOBEPXHOCTHOTO ITAXOBOTO KOJIbIla (B HOpMe
r[por[ya(a}omero JINIIb KOHYMK yKaSaTeHbHOFO Hanbua);
prcoefuHEHE BOISHKI 000T0UY€eK SAMIKa;

BO3MOXKHOE IIPUCO€[UHEHNEe PACCTPOIICTB MOYENUCITY-
CKaHUusa HpI/I HpI/IHCFaHI/II/I MOYEBOTO Hy3pr5{ K I‘pr)KeBO-
MY MELIKY V) BBIIISTYMBAHNUIY €TO AUBEPTHUKY/IOB B IPBI-
>KeBOIl MeIIOK.

Omnuuumenvrvle npusHaxu 6e0peHHOT epobiicu:

HOsIB/IeHMe GO/IN TPV TOTTHOM BBIIIPSIM/IEHIM TY/TOBMUILA;
BO3MOXKHBIe 60/b B >KMBOTE HaJ| IAaXOBOI CKJIAJKOIL
U PACCTPOVICTBO MOYENCITYCKaHM A IIPU IPUIETaHNY MO-
YEBOTO Iy3bIPA K IPBIXKEBOMY MELIKY;

BO3MOXXHOE COYeTaHMe C TPbDKell 3anypaTe/IbHOIO OT-
BEPCTUS;

60J1eBble TOYKI BBIABIAIOTCA TILATENIbHOI IaJIbIIaLlel,
0COOEHHO Y TYYHBIX IIAIIVIEHTOB M IIPU MaJIbIX pa3Mepax
TPBDKIL.

Omnuuumenvole npusHaxu nynouﬂoﬁ 2poulicu:

BO3MOJXHasA accounmangmsa C ,He(beKTaMI/I nma(bparMbI, 9K-
TOIIMAMU cepALa I MOYEBOI'O ITY3bIPA;
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HauboJee 4acTO Pa3BUBAETCS Y XKEHINUH, CTPAJAOLINX
OXXMPEHNEM, ITPY AMaCTa3e IPAMBIX MBIIIL )KMBOTA;
BO3MOJKHO Ha/l4ye TPbDKM Oe/Iol IMHNUM KUBOTA;
[IaTOrHOMOHMYHAas 060/b B ob/acTy mynka (faxke mpum
OTCYTCTBUM 3aMETHOTO I'PBIKEBOTO BBIIIAYMBAHIA);
yMepeHHasi 00/Ie3HEHHOCTb B HAJIYIIOYHON 061acTH
U TOfi MyIKOM TUIIMYHA JJISl PEIKO IMAarHOCTUPYEMbIX
OKOJIOITYIIOYHOI ¥ KOCOJ ITyTIOYHOM TPBIXK;
NEPUOAMYECKOE YBENMYEHNE TPBIKEBOIO BBINAYMBA-
HMUSA, €r0 HANPAXXEHHOCTb — IPENBECTHUK Pa3BUTUA
HEeBIIPaBUMOIl IPBDKU C yCUIeHMeM 00, 3afep>KKoit
OTXOX/I€HU A Ta30B, B3N yTHEM KUIIE€YHNKA, IEPUTOHM-
TOM;

HeOIaronpuATHOE BIMAHNME XPOHIYECKOrO KOTUTA, 3a-
TIOPOB B Pa3BUTUM HEBIIPABMMOI ITyTIOYHOM TPBIKMA.

Omnuuumenviole NPpUSHAKU 2PbLHU 6en01l TUHUU HUBOMA:

60/Ib B IOJJIOKEUHON O0ACTH VIIM IIOf, MeYeBUHBIM
OTPOCTKOM (IIPY BBICOKOPACIIONIOKEHHOT TPBIKE);
coYeTaHMe C TOLIHOTON, M3XOroil, Tpebymommx nnud-
(depeHMPOBAHNS C TPbIKEI MUIEBOJHOIO OTBEPCTHS
nuadparmsi;

ocrpasg 60/Ib yKa3aHHOII JOKaIN3alVM AVKTYeT HeoO-
XOIMMOCTb MCK/IIOUeHNs 3afiHeb6asanbHOro MHapKra
MIOKappa (B epBylo ouepenb peructpuponars IKI);

OmnuuumenvHvle NPUSHAKU 2PbIXKU MeHe8UOH020 OMPOCH-
Ka U 2pbidcU NOLYNYHHOU TUHUU:

6071b, BO3HMKAIOLIIASI B OKOJIOIIYIIOYHOII 1 Ta>Ke ITaX0BOIl
obmacru;

BbIABJICHNE 0O/Ie3HEHHBIX TOYEK Ha JIMHNMU, COCUHAIO-
11eil MyIIOK U ME€PEJHION BEPXHIOK YaCTh MO B3IOUIHO
KOCTH;

BbIAB/ICHNE OOJIC3HEHHOIO BBINIAYMBAHMA BIOJIb allo-
HEBPO3a HAPY>KHOI KOCOJ MBIIIIBI B IIOJTyCOTHYTOM II0-
JI0KeHUY 6OTbHOTO;

HedeKT MeYeBUJHOTO OTPOCTKA (eT0 paclierieH e ¢ I10-
SBJIEHNeM I'pbDKU) accounupoBaH ¢ MAP B Bupe pas-
ABOEHMS KOHYMKA HOCA.

OmnuuumenvHoie npusHaxu ousepmuxyna Mekkens (epol-
scu Jlummpe):
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yllleM/IeHl)e B TPBDKEBOM MeIlKe IPY MaXOBOil TPbIXKe,
peke 6empeHHOIT IPbIKe, HO BO3MOXXHO 1 M30TMPOBaH-
HOE ylleM/IeHIE;

TUNMYHO BO3HUKHOBEHME OO0/IN, COIMPOBOXK/AIIEN-
€A TOIIHOTO, PBOTOM, HO IPM OTCYTCTBUM 3a/I€PKKMI
CTyJIa, Ta30B, B3yTHs KUBOTA Ha (DOHE Ia/NbINpPyeMO-
rO 97IACTUYHOr0 06pa3oBaHMsI B IAXOBOIT 00/1aCTH, BO3-
MO>KHO cOYeTaHle C BOIAHKOI AMYKa.

Yujemnenne (HeBIPaBMMOCTDb) ITaXOBOJI, HMYIOYHON, Oef-
PEHHOIT IPBIK COMPOBOXKIAIOTCS:

KJIVMHUKOJ HENPOXOAMMOCTY KUIIeYHUKa (yCUIeHU-
eM 007y, 3a/IepPXKKOIT OTXOXK/EHUs Ia30B, OTCYTCTBIEM
CTyJa, B3AYyTHEM KUIIEYHNKA), YTO JUKTyeT HeoOXOomm-
MOCTb BBIABJIATH T'PbDKEBOE OTBEPCTHE, KOHCTATUPO-
BaTh HEBIIPABUMYIO IPBIXKY;

ydalleHeM MOYeVCIyCKaHMs, COYeTAIIMMCS C He-
NPUATHBIMU 0OJI€3HEHHBIMY OLIYIIeHUAMN (Yalle IIpu
yIl[eM/IEHUY [IaXOBOI TPBIXKI);

BO3MOXXHBIM yIIleM/IEHV/eM HPUCTEHOYHO! OefjpeHHOI
TPBIKU Y TYYHBIX XKEHIINH;

MajI03aMeTHBIM BBINSYMBAHMEM I'PBDKM IIPU ee YIleM-
JIEHVY B I/TyOOKOM ITaXOBOM KOJIBIIE;

K/JIVHUKOM, HAIIOMMHAIOIIE) OCTPbIN allleHAULNUT IIpU
yIleM/IeHUY AUBEPTUKYIa MeKKe/s B TPbKEBOM Melll-
Ke, HO Hefjoy4eT 9Toro (akra (C IPOIYCKOM MaxOBOi U
OefipeHHOIT I'pbIXK1) YpeBaT nepdopanneit JUBEPTUKY-
71a, pasBUTYEM (IerMOHBI 11 Ka/lOBBIX CBUILIET;
KJIMHUKOJL «IIMIIeBOTO OTPAB/IECHMS».

Heob6xonuMo y4nuThIBaTh, YTO K OLIMOKAM B paclO3HaBa-
HUM YILeM/ICHHBIX I'PbIK IPUBOJAT:

HeZloy4eT ObICTPOIPOXOAAIMX CXBATKOOOPa3HBIX 00-
JIEVI B )KMBOTE;

He3HaYNTe/IbHOCTD, Ma/I03aMETHOCTD I'PbIKEBDIX BBIIIS-
YMBAHUIL IIOJ] AIIOHEBPO30M HAPY>KHOI KOCOJ MBILIIIbI
XKUBOTA (TPBLX IIOTY/IyHHO TMHNN);

OTCYTCTBME TIIATEIbHON IaNbIIaliMy JI/ISl BBIABICHUA
IPBDKEBBIX BBIIAYMBaHNIT (OCOOEHHO y TYYHBIX >KEH-
MH), Tpebyolel 06CIefoBaHMs B Pa3HOM IIOJIOXKEHU N
(B TOM 4MCIIE IOTTYCOTHYTOM).
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3.5. OTnuunTenbHbIe NPU3HAKU HapyLUeHnsa
nutaHusa (Tpodosniornyeckoro craryca)

npu HeaundPpepeHuUpoBaHHON agucnnasum
COEeAUHUTESIbHON TKaHU

Tunompogus (nonusicenroe numarue):

mepunut maccol tena (VIMT menee 18,5);

CHIDKEHHOE COfiep)KaHue XUpoBoil TKaHu (MeHee 10%,
«XYHOV» IpU OIpefie/IeHnN XUPOMeTpoMm), HO B 20%
y 1 Mosozioro Bospacra (ot 17 o 20 j1et) ee copepxa-
HIe ocTaeTcss HopManbHbIM (10-20%);

qalle TMHEeKOMOPQHBIN TUII TeIOCTOXKeHUs (MHJEKC
Tauuepa menee 87);

coYeTaHMe CO CKOMO30M, Y3KOIPYAOCTbIO (MH/EKC IIPO-
MOPIIVIOHAJIBHOCTI MEXAY POCTOM U 06bEMOM TPY/HOII
KeTKy MeHblne 50);

BOPOHKOOOpa3Has fedpopManisi IPyAUHDL;

YITIOBOJ IPOGWIIb;

paciimpeHye NynoYyHOro KOblia;

O-06pasHOe NCKpUBJIEHME HIDKHIX KOHEYHOCTETT;

MAP yuueit u 3y60B;

accouManus ¢ BUCLEPAJIbHON MATONIOTMeEN, B YaCTHOCTU
[TMK n HedponTozom;

runorpo¢us (accounmponannas ¢ JICT) pocrosepHO
qalle pasBMBAETCA y Y3KOIPYABIX JIMI[ aCTEHUYEeCKON
KOHCTUTYLIMY, OTHOCAIIMXCS K IMHEKOMOp(HOMY THUITy
TEIOCTIOXKEHNS C TeH/IeHLIMelT K Pe3KOMY CHIDKEHMIO Beca
[IpY HeO/IarOPUATHBIX YCIOBUSX KU3HIL.

ITepsuunoe (accenyuanvroe) oxcuperue (U30vimouHoe numa-
Hue), accoyuuposarnoe ¢ HICT:

VIMT 25,6-29,9 (n36bITOUHasI Macca Tejna); OKMpeHne —

VIMT or 30 u 6o1ee;

ITOKa3aTe/y )XMPOMETPa IIPEBbINIAIOT 27,4;

MOHOTeHHBbIe (POPMBI OXXVIPEHMS CBA3aHbI C MyTallMell

reHa JIeNTVHA, MyTaljueil TeHa pelenTopa K JIENTHHY,

myTanueit rera POMC u fip.;

HofipasyiesieHye Ha:

— aJIMIMEHTapHO-KOHCTUTYIMOHA/NIbHOe (IIOIMIeHHOI
IPUPOJIDL);

— HEPO3HIOKPUHHOE:!
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o TUIIOTATaMO-TUNIOPU3APHOE;
o aANIO30TeHUTaNbHYI Aucrpodpuo (y pereit
U O POCTKOB);

TUNePCTeHNYeCKMIT (TMKHUYEeCKMIT) TUII KOHCTUTYLINA;
Me30MOp(HBII TUI TeNocnoXeHns (MHpekc TaxHepa
93,5-87);

®  VICK/IIOUNTD:

HEeIPOSHJJOKPUHHOE O>KMPEHNe, B TOM YUCTIE:

o TrUIOTajaMMyeckoe (IOpakeHMe TUIIOTATaMyca
Y OIYXOJISAX, TPaBMe, BOCIIATIEHIN);

o cunpapoM Kymnnra;

e TUIIOTUPEO3;

o TUIEPUHCYIU3M;

e CHHJIPOM ITONIMKVCTO3HBIX AMYHUKOB;

e TUIIOT€HUTATbHOE;

OXXVpEeHME B COYETAHNM C 3a]]eP>KKOI IICUXMYECKOTO

Pa3BUTHKSA IIPY TeHETUYECKMX CUHPOMAX:

e OT/IOXKEHMeE XMPa B 00/IACT JINLIA, CIIUHBL, XKMBO-
Ta;

e TOHKNE KOHEYHOCTV;

e YacToe coyeTaHue ¢ TPOPUIECKUMIU N3MEHEHW -
MU KOXK;

® accouMMpOBaHHAs HATONOTVA (IIPU OKUPEHNMN):

OpoHXMaIbHAS ACTMa;

caxapHblit gyaber 2-ro TUIA;

VIBC, iepebpoBackyisipHas 60/1e3Hb, aTepOCK/IEPO3 a0p-
TBI ¥ KPYIIHBIX apTepyil OCHOBAaHMsI TOIOBHOTO MO3I4,
OPIOLIIHOIT A0PTHI 1 JIp. V1 HOBBIIIEHIE PUCKa [IPeX/eBpe-
menHol cMepty (ipy VIMT 6onee 30 kr/m?);

naTonorysi 6epeMeHHOCTI: TUIIEPTOHMSI, TeCTO3, Te-
CTAIMOHHBII fuabeT, IpeXeBpeMeHHbIe POJBI, yua-
meHne fedeKToB pa3BUTM I HEPBHON TPYOKM IJIOfA;
KOJIOPEKTATbHBII PaK, paK MaTKM U 9HAOMETPUSL.

3.6. OTAnumnTeNibHbIe NPU3HAKU NaToJiIorumn
opraHa 3peHus

[IpusHakn:
e BBbIABJIEHNE 4Yalle B Bo3pacTe 8-15 jieT M BO3MOXHOE
nporpeccupoBanue f1o 20-25 nert;
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HapyIlIeHne aKKOMOJAIINM, B TOM YICIIE:

— MUOIINS;

— aHmusoMeTponus (pasHas pedpakiius ras);

— acTMrMaTusM (3aBUCHMOCTD ITPETIOMIISIIOLIEN CHJIBI
[71a3 OT Pas3NMYHBIX MEPU/IUAHOB);

[IOfIBBIBUX 1 BBIBUX XPYCTa/INKA;

OTC/IONKA CETYATKIA;

MCTOHYEHMe CKIepbI (To/1y6oil 1iBeT CKIIep);

HEOJMHAKOBas OKpacka pajgyxXek (rerepoxpoMus pa-

ILY>KHOI 000/I0UKM);

IIe/IeBUHBIN leeKT BCell TOMIM pajy>XKu (komoboma

PanmyKKu);

pasHas BelMM4YMHa 3pa4KoB (BPOXK/jeHHAsI aHI30KOPIL);

KOCOT/Ia3ne;

BPOX/IEHHBIN HUCTArM (PUTMMYHBIE CUHXPOHHBIE ITO-

[epruBaHus I71a3 IPU B3IJIsA/iE IPSIMO).

3.7. OTnnuuTesnibHble NPU3HaKN
CUHApPOMA BEretaTuBHOM ANCHYHKLUN
(HeMpoOUMPKYNATOPHON ANCTOHUMN)

HeivtpounpkynsaropHas guctonns (HIII):

coyeTaHMe TeHeTUUYeCKM [leTePMMHUPOBAHHBIX Hapy-

IIEHNI B BETeTaTUBHOI HEPBHO CUCTEME C HAPYLIEHM-

AMHU B CHICTeMe TMIIOTalaMyca, CMMIAaTUKO-a/ipeHano-

BOIJI cucTeMe U (PyHKIIMY IOTIOBBIX XKeJles;

naTorHoMoHn4Ho A7 JICT, creneHb BbIpaXkeHHOCTHU KO-

TOpOI! BNMAET Ha MPOsIB/IeHNA CUMIIATUKOTOHNMY, pexxe

BarOTOHUY;

COYeTaeTCs CO CAeAYIOIMMY HapyLIIeH U AMU:

— HeYCUJINBOCTDIO, CYeTTMBOCTDIO;

— HeIOoC/Iefl0BaTe/IbHOCTBIO B pasroBOpe I CTPeM/IeHN-
eM 6eCKOHEYHO pacCcKasbIBaTh O CBOEN O0Me3HI;

— OBICTPOII CMEHOJ HACTPOCHIS;

— HeCIOCOOHOCTBIO CHEPXKMBATh OMOLMN U IMOLNO-
Ha/JIbHO MCTOIAaeMOCTbhIO;

— TOJIOBHOII 60JIBIO, YCHIMBAIOLIENICS K Bedepy;

CUMIITOMOKOMIIJIEKC BeTeTaTUBHBIX HaPYIIEHMIL:
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n710Xas IIepeHOCUMOCTD PE3KMX IIepeNajioB TeMIlepa-
Typsl (03HOO B IIPOX/IaJIHOM IIOMEICHNH, HeIlepeHO-
CUMOCTB >Kapbl);

ApOXKaHME BEK, ONpeJieNideMoe IPY 3aKPbIThIX IJIa-
3ax;

MEJIKMII TPeMOp Na/iblieB PYK, BbIABIAEMbIN IIPU
HNOJHATHIX M BBITAHYTBIX PYKaX;

cy6¢ebpunurer (mokasareny TeMIepaTyphl, U3Me-
PEHHOII TI0f] A3bIKOM, PAaBHBbI €€ BeIMYMHe IIPU U3Me-
PEHUY B IIOMBIIIEYHOII BIIaJHE);

MabM/IBHOCTD IIy/Ibca C pasHMULell B KIMHUKO- U Op-
TOCTaTU4eCcKoM Itonoxenuu mo 100-200%;
TaXUKapAus IPY He3HAYMTE/IbHBIX PU3MYECKUX YCU-
TUAX, YYal[eHUY IbIXaHMA, SMOLUAX;

PEeNKOCTDb SMM30[0B CYNPAaBEHTPUKYIAPHON TaXu-
Kapiuy M TapOKCU3MA/IIbHOM MEpLATEIbHON apuT-
MUN;

CBSI3b BPEMEHHBIX IIOKasarTesell BapyabeIbHOCTH
CEepeYHOro pUTMa CO CHIDKeHUeM (QYHKLMYU Baryca
M IOBBILIEHMEM TOHYCA CHUMIIATUYECKON HEPBHOIA
CUCTEMBI 3aBUCUT OT BBIPA>KEHHOCTM IIPOSABIEHMIA

HCT;

® TIOBBILICHNE AI[ umeer ciaepyromue 0COOEHHOCTH:

IOJbeM CHUCTO/NINYECKOTO [aBJeHNsA IpU IHNepPBOM
U3MepeHNUM ¥ BO3MOXKHOCTb HOpPMa/lM3aluy depes
2-3 MuH;

acummerpusa AJl Ha pykax (pasHuna 5-10 MM pT. CT.);
A]l HeyCTOIYMBO, TOBBIIIAETCSA IPU TUIOAVHAMUY U
CHIDKAeTCA BO BpeMs aKTUBHBIX (PM3NYECKUX 3aH:d-
TUIL;

BO3MOXKHa crabunmsanust AJl k 20-25 rogam npu yc-
JIOBUM TOCTATOYHON ABUTATENbHON aKTUBHOCTU, OT-
CYTCTBMM OXXKMPEHMS ¥ BBIPAJKEHHBIX IPOSABICHUAX
JCT, B yacTHOCTHU HeDPONITO32;

IMAarHOCTUYeCKOe 3HadeHue NMpob C TUIepBeHTUIA-
LU, OPTOCTAaTUYECKON, KIMHOCTaTUYECKOil Ipoo,
po6sI ¢ B-61moKaTOpaMu IS BbLABIEHMSI TAOMIBHO-
ctu mynbca, Al m OKI-n3menenni cermenta ST;
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— JWCHONb30BaHMe TICUXOMETPUIECKNX METORUK (KIIN-
HUYECKOJ IIKAaABl CAMOJOCTATOYHOCTY, IIKAJIbI
AVATHOCTMKY IMIHOCTY U CUTYAL[MOHHON TPEBOTH
Crnunbeprepra—XaHuHa u Jp.) A/is yTOUHEHNS «BHY-
TpeHHel» KapTUHbI 00/Ie3HN U BbIOOpA aeKBATHBIX
ne1e6HO-peabMIUTAIMOHHBIX MEPOTIPUATHIL.

Omnuuumenvioie NnpusHaxKu 6ezemoc0cyaucmoeo Kpusa:

MIPOTEKAIOT 10 TPeM TUIIAM: CUMIIATMKO-a/[pEeHaJIOBBI,
BarOMHCY/IAPHBIIN, CMEIIAHHBII;

BO3HIKaeT BHE3AITHO, Yallle BO BpeMs CHa, K IIPOOy K-
TIEeHUTL;

BO3MOXXHOE BO3/IeJICTBIE YPE3MEPHOTO CTPECcca;
TOJIOBOKPY>KeHIE, TOJIOBHAs 0OJIb;

6071b B ceprlle, TAXUKAPIUS];

YyBCTBO HeXBaTKU BO3[yXa;

noBbileHne AJll;

6€30TYeTHBIIT CTPaX;

4acToe OOMIbHOE MOYEMCITYCKaHMe, MHOTHA >KUIKMUI
CTy/1 B KOHIIe IIPUCTYIIA;

MIPOJOJDKUTENBHOCTD Kpu3a oT 20 go 30 muH 0 2-3 4,
IIOBTOPAEMOCTb OT 1-2 pas B Hefenw [0 2-3 KpU3OB
B MeCSII;

HeOOXOMMMO UCKIIOYNTh:

1) maHMYecKye IPUCTYIIBL:

— BO3HMKHOBEHME B Bo3pacTe 20-25 /et BO cHe Mam B
YCTIOBUSAX CTeCHEHMSI CBOOOIDBI NepelBIDKEHNUs, He-
BO3MO>XXHOCTY MOTYYEHNA IIOMOUIN;

— CIIOHTAHHOCTb IPUCTYIIA;

— CIJIbHENINII CTpax, JUchOopus, COMATUIECKUIT AIC-
KOMGOPT, ilepeannsanns, fellepcoHaIN3als, CTpax
CMEPTHU MU CTPAX COUTH C yMa;

— MOTIUBOCTD, TPEMOP, JPOXKDb B TEJIE;

— ceppuebrenne, 601b B TPy, YAYIIbe, YYBCTBO He-
XBaTKM BO3/1yXa;

— TOLIHOTA, HENpPMATHbIC OLIYIIEHUS B OOIACTU >Ke-
Ty[iKa;

— TATOrHOMOHMYHO: HA/IM4YMe HE MeHee 4 CUMMIITOMOB
MMAHNYECKOTO IIPUCTYIA, HAAUM4YuEe IPOBOLUPYIO-
Ieil CUTyaluy, CIOHTAHHOCTh BOSHUKHOBEHMNS, I10-
BTOPSAEMOCTD MPUCTYIIOB IIPYU UCK/IIOYEHUN IPUEMA
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HaPKOTUKOB, MICUXOTPOIMHBIX BEl[eCTB (IEKAPCTB) 1
comarmyeckoil naronoruu (peoxpoMOLUTOMBI, -
MOTJIMKEMUN U [IP.);

2) UCTEPUIO, IJIsI KOTOPOIT TUIIMIHBIL:

— IeMOHCTPAaTUBHOCTD IIOBEJICHM;

— IpUYYINBOE OLVCAHNE CUMIITOMOB OO0JIe3HI;

— IajieHus;

— 1ony0ecco3HaTeNbHOE COCTOSHME, COYeTaloleecs ¢
CyZioporaMi B KOHEYHOCTSX;

— mnpoBouupymoiue (GaKTOpel: CTpecc, IepeyToMIe-
Hle, lepeHanpsKeHne, TpaBMa, MHPEKIs;

3) TpeBOXHO-(oOMYecKe (HEBPOTUYIECKIE) PACCTPOIICTBA,
coueTaolMecs C BereTaTVBHBIMY apOKCU3MaMU;

4) merpeccuio, yYnuThIBas:

— 3MOIMOHAJIbHOE IIepeyTOMIICHNE;

— HapylleHue CHa;

— HU3KYIO CAMOOLIEHKY, YYBCTBO BUHBI;

— BO3MOXXHBIE CYUIIV/IaTTbHbIe MBIC/IU M/ HOCTYIIKI;

— OILIEHKY COOCTBEHHOTO 3JI0POBBs KaK «IJIOX0e» U 4Ya-
cToe oOpalljeHne K BpayaM JIjisl IPOBeieHNsI MHOTO-
YIC/IEHHBIX 00C/IeJOBaHMIL.

Heob6xopuMo NMOMHMTDB, YTO BereTaTMBHAs AUCHYHKIINSA
MOXKET COYeTaThCs C HEYCUJYMBOCTHIO, CYeTIMBOCTHIO, HEIO-
C/Ie[IOBATe/IbHOCTBIO B PasroBOpe, CTpeM/eHNeM OeCKOHeYHO
pacckasbIBaTh O CBOEIT 60J1e3HN, OBICTPOIL CMEHOI HAaCTPOEHN A,
HECHOCOOHOCTBIO CHEPXKMBATh SMOLIMM, MHTE/IEKTYaTbHO
MICTOL[AeMOCTBIO.

3.8. OTnnunTenbHbIe NPU3HAKU NOpaXKeHns
cepaua npu gucniasmv CoeauHUTESIbHOM TKaHU

Hucnnasusa coeguaurenbaoi tkauu (JICT) — reHeTmdecku
IeTepMUHIPOBAHHOE HECOBEPILIEHCTBO KIAIAHHOIO aInapara
ceprlia 1 HECOOTBETCTBIUE MEXXTKaHeBbIX OTHOLIEHNIT, OTIpefie-
JIS0Iee CTeleHb BBIPA)KEHHOCTU PEMOIeNPOBAHMS Cephla
9NIEKTPOMEXaHMYeCKMMU U KapAMOfMHAMIYECKIMMY Hapylile-
HUSAMIU.

BxouaerT:

® K/IAIAHHBIN CHHPOM: MPOJIATICH KIAIIaHOB, [JIABHBIM

obpasom wmutpanpuoro (IIMK), ¢ mpucoenuuennem
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MIKCOMATO3HOI TpaHCHOpMALUN KIAIIAHOB, aHEBPU3-
MBI BOCXOfAIIEN YacTM AOPThbI, aHEBPU3MbBI CHHYCOB
BajbcaibBbl M aHEBPU3MBI JIETOYHOIT aPTEPUIL;

MaJjible aHOMAJINY CePALIa, COIPOBOXKAA0IMecss MOpdo-
JIOTUYMECKUMU M3MEHEHUSIMY MMOKAp/a, 3aHMMAFOIIe
POMEXYTOYHOE IIONIOKEHIE MEXX/TY BPOXK/IEHHBIMU Jie-
¢dbexTaMM M KOHCTUTYLMOHATBHBIMIU BapMaHTaMM pas-
BUTHA (TTO>)KHBIE XOPJibl, aHOMaJIbHbIE TPAOEKYIIbl);
HApYyIIeHNe IPOCTPAHCTBEHHBIX OTHOIIEHMIT Cepf-
[ja B TPYAHONM KJIeTKe IPU aHOMAIMIX [TO3BOHOYHMKA
U IPyAUHBI (TopakopnadparmMmaabHOe CepaLie).

3.8.1. KnanaHHbIi CUHOPOM

KranmasHbI cCUHpOM:

pasnuyatoT nepsuyHbiii IIMK: oTHOCKHTENbHO /TOKasIb-

Has [ICT, o6ycoBieHHass MUKCOMAaTO3HOI! JiereHepariy-

el CIIOHT'MO03HOT0 (ry64aToro) cyost, YT0 HPUBOLNT:

— K YTONIEHMI0 M M3OBITOYHON IUIOMAAM CTBOPOK
KJIaIlaHa;

— pacmupennio GuOPO3HOTO KONbIIa;

— YIAIVHEHUIO M PAa3pbIBY XOPT;

— TMOPa)KEHNI0 MANV/UIAPHBIX MBIIIL, HepeBMaTude-
CKOMY IOpa)KeHII0 MUTPATbHOTO KJ/IAallaHa;

VMeeT ayTOCOMHO-JOMUHAHTHBIV TUI HAaC/IeJOBAHILS;

IIMK coueraercs:

— C BPOXX/IEHHBIMM NTOPOKaMM cepAla (HesapalieHueM
IIePeroposIOK CepAlla, BYCTBOPUYATHIM AOPTa/TbHBIM
KJIATIAHOM U JIP.);

— C MAaJIBIMI QaHOMA/INMAMH CEPHAIIa;

— C MaJIbIM («BUCSAYMM», Kalle/IbHBIM) CepiLieM;

— C BaJbBY/IAPHO-BEHTPUKYIAPHON  JUCCOLMALMEN
(ymnuHeHMe HOXXeK Iydka I'mca, JOIOTHMTE/IbHBIE
IIyTU IPOBEefleHNU ], XaOTUYHOE PACIIONIOKEHUEe MIO-
ubpunn);

— BXOJUT B [JMAarHOCTMYECKNEe KPUTEPUU CUHIPOMOB
Mapdana, Inepca-[lannoca, MASS-denoTumna;

BBIABILACTCSA B BO3pacTe OT 4 10 34 jiet (Yalie y IOgpOCT-

KoB 12-14 j1er);

IIaTOTHOMOHMYHBII CUMIITOM:
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— IpeKapAMaTbHbIN «KIUK» MM «IIMCK», CBSI3aHHBII
C Pe30HAHCOM MUTPAJIbHON CTBOPKM IIPU IIPOXO3K-
IeHVY KPOBIU M3-IIOfl KOHIIA OJJHOI CTBOPKMU U yHa-
POM CTPYM O BBITMOAIOIYIOCS IOBEPXHOCTD JPYTOIL;

— dusuueckas WM ICUX03MOLVOHAIbHAS IleperpysKa
H03BOJIAAET CAMVM OO/IBHBIM CIIBIIIATD IIMCK», OIIpe-
[EATD «IIYM B TPY/A1», UCIBITBIBAS IIPY 9TOM JVC-
KOM®OPT B IPOEKIIMN CePALia U IICMX03MOLMOHA/Ib-
HOe HaIlpsDKeHNE;

e BepXYILICYHBII TOMYOK JIOKA/IN30BaH KHYTPU OT CpefiHe-
KJTIOYMYHOM TMHNUN;

® CHUCTOIMMYECKMUII IeMYOK B 00/IaCTU BEepXyLIKY, OIpefie-
JIsieMBli1 y 7IeBOTO Kpas IpyAnHbl B obmactu [I-IV mex-
pebepuir;

® BO3MOXHO «HEMOE» IIPOBMCAHME CTBOPOK B JIeBOE IIPefi-
cepaue;

e BBIABJICHME CUCTOIMYECKOTO PO>KAHNUA IIPY BBIPaXKeH-
woMm IIMK (III cremenp TskecTy o ZaHHBIM IDx03I),
B TOM YJICIIE:

— I crenenp: mponanc cTBOpPKU Ha 3-5 MM;

— II crenenp: mpomnamnc cTBOpky Ha 6-9 MMm;

— III crenenp: mpoyanc CTBOPKY Ha 9 MM 1 6ortee;

e MMKCOMAaToO3Has TpaHchOpMalysA KiIalaHa (M3ObITOY-
HOe OTJIOKEHMEe KMCIBIX MYKOIOJIMCAXapuioB C JC-
Ye3HOBEHMEM KOJUIAT€HOBBIX (MOPUIUI, XaOTMYHBIM
pacronoxeHneM GUOPUII 9/IaCTHHA, 3aMeleHIeM CO-
eIVHNTEIbHON TKAaHU MOJIOLBIMU Me3eHXMMaIbHbIMU
KJIeTKaMV) IPOSIBIIAETCA:

— MMKCOMOI1 JIEBOTO IIpeficepfus ¢ pasBUTHMEM (YHK-
IVIOHA/IBHOTO MUTPA/JIbHOTO CTeHO3a (00CTPyKLMs
MOJBVDKHOW MMKCOMONM MUTPATbHOTO OTBEPCTUA B
BEPTUKATBHOM II0JIOKEHNN), XapaKTePU3Y 0L YIOCA:
o IIPEXONAIIMMU HAPYIICHUAMY 3PEHNS;

o TOJIOBOKPY>KEHUEM;

o 00MOpOKaMI;

o U3MEHYNMBOCTBIO juacTonnyeckoro myma (Ha ¢o-
HokappuorpaMmme (PKI') HeT ero mpecucronnde-
CKOTO YCUJIEHUS);

o HEKPO30M KOHYVKA HOCA, FTaHT'PEHOII IIaJIbLICB;

o ymiuHeHueM uHTepBana QT;
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OCTpOII  JIEBOIIPENCEPAHON HEIOCTATOYHOCTBIO
(ymyiibe, KpoBOXapKaHbe, ObIIIKaA IpK (rsnde-
CKOJl HaTrpy3Ke);

TDOMOJTHUTE/IBHO PAHHUM [UACTOTUYIECKUM TO-
HOM («IILJIETIOK» OIYXOJMN), IIYMOM MUTPAIbHOI
peryprutanmuy M CBOeOOpasHBIM CHUCTOJIOAMA-
CTOMMYECKUM IIYMOM («IIYM TPeHMS SHIOKap-
Ia», CBA3AHHBIM C TPEHMEM MMKCOMBI 00 9HJO-
Kapy);

JIeBOe TIpeficepAne yBenudeHo, BoiOyxaer II myra
(B I K0OCOM MOIOYKEHU M TIPY PEHTTEHOCKOIININ);

Ha Ix03I' mpomabupoBaHueM MMKCOMBI, ee CMe-
IIeHUeM B JIeBOe IIpeficepAuie BO BpeMs CUCTOIb;

MIUKCOMOII IPABOTO TIpefiCePANL:

K/IMHMKA TPUKYCIUATbHON HEJOCTAaTOYHOCTI;
IIyM «TPeHUs SH[OKapha» B IPOEKIUU TPUKY-
CIIMIaTbHOTO KIAllaHa;

M30/IMPOBaHHasA rUnepTpodus MpaBoro npexcep-
nus Ha IKI;

[pOrpeccupyoliasi HeJOCTaTOYHOCTh 10 OO0Jb-
IIIOMY KPYTy KpOBOOOpaIlleH I ;

9x03I" BBIAB/AET [JONOTHUTE/IBHYIO 00/IaKOBUI-
HYI0 T€Hb, PACHONOKEHHYI0 K3aJy OT IepegHeil
CTBOPKY TPMKYCHMJAJIbHOIO KJIallaHa, Iponadu-
pOBaHIEe MUKCOMBI B IIPABBI JKeTyJOUeK BO Bpe-
MsI CUCTOJIBI C BO3BpallleHNeM B IIPaBoe IIpeficep-
AVie BO BpeMsI MaCTOIbI;

MUKCOMaMI Xeny04KoB (boree pepkie):

[IPaBOro C HponabupoBaHMEM MUKCOMBI B JIEr04-
HYIO apTepIIO, COPOBOXIAIOIIYIOCA CUCTONNYE-
CKVM LIYMOM M3THaHM, TullepTpodumeis mpaBoro
enynodka Ha OKI;

JIEBOTO C KJIMHMKOJ, HAaIIOMMHAIOLIEN MPOABIIe-
HUA Cy0AaOpTaJIbHOTO CTEHO3a C IMAaTONIOIMYeCKON
TE€HDBIO B BBIHOCAIEM TPAKTe JIEBOTO JKeMyKa Ha
Ix03[;

MHOXXECTBEHHBIMI MUKCOMaMM Ha CTBOPKaX Kjalla-
HOB;

MMKCOMATO3HO€ IepepoKIeHNe KIAIlaHOB COIIPOBO-
Kpaercs cyodeOpunInTeToM, TUIIOXPOMHON aHEMU-
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ell, nmerikonurosoM, yckopenuem COJ u rumepram-

Marno0ynnHeMuer;

IIMK, ero mukcomaro3Has TpaHcopManus OCIoX-

HACTCH:

o UH(QEKIMOHHBIM 9HIOKap/UTOM;

o HApYIIEHWAMU PUTMA U IIPOBOJMMOCTY;

o BHE3aIIHOJM KapAMaabHON CMepTbio (y /Ui [0
23 y1er);

o TpoM6030M (MMKPOTPOMOO30OM) K/IallaHa, YeMy CIIO-
COOCTBYeT HOBBIIIEHNE arpPeralyOHHOl CIIOCOOHOCTI
TpoMOOLIUTOB, yBe/mMyeHre axropa Bumrebpanma
u pubpoHeKTMHA A, IPUBOZALLIETO K TPOMOOIMOO-
JIMY TOJIOBHOTO MO3Ta (MHCY/IBTY), TPOMOOIMOOIN-
sM CeTYaTKM I7Ia3, TOYEK, CeNIe3eHKM, KOXI; TPOM-
605M00MmMM B MazioM Kpyre KpOBOOOpallleHus u3
IpaBoro Ipezcepaysi (yIIKa IpaBoOro Ipefcepmyis);
TPOMOOIMOO/ISI TIPM MMKCOME JIEBOTO IIpencep-
OVl MOXKeT BO3HMKAaTbh IIPUM CHHYCOBOM PUTME;

aAHEeBPU3MOI BOCXO/ILEl 9aCTU a0PThI (TeHETUIeCKI

CaMOCTOSITEIBHOTO OT/je/Ia A0PTBI), Ol pefie/isIeMOlt 10

maHHBIM Jx09I (B HOpMe HIMpPKMHA YKa3aHHOTO OT-

mena 23-41 MM), rpaHUYalIeil HA BCEM IIPOTSIKEHIN

CIIpaBa C BEpXHeEI II0JI0J BEHOI, a CIlepefiy, CIIpaBa

Yl CHU3Y — C YILIKOM IIPaBOTO IIpefcepausi;

aHEeBpPU3MOJ CUHYCOB BanbcanbBbl: HeOobliINe

yIyO/eHnst Haji KaXXAbIM aOpTa/JbHBIM K/IallaHOM,
uMerole pasmepnl 26-40 MM 110 faHHBIM 9X09I;

® 3aBMCUT OT oO'beMa JIeBOTO Xenyouka, Hammans [IMK,
aQHEeBPU3MBI BOCXOJAIEY JacTM AOPTHI M aHEBPU3MBI
CUHYCOB BajibcanbBbl, HPOABIAACH MUTPAIBHON peryp-
rUTALell M JJINTe/IbHON KapAKuaabHOll 007110, 06yC/IoB-
JIEHHOJ o4aramyu rumnonepdysumn.

3.8.2. HepeBmaTnyeckme nopoku cepagua,
00ycnoBneHHble gucnjasnein CoegUHUTESIbHOMN

TKaHU

Bkiroyaror B cebs:
® IBYCTBOPYATBIN AOPTAJIbHBIN K/IAIlaH, IPOABIAIINIICA
CTEHO30M YCTbs A0PThI, HEIOCTATOYHOCTDIO €€ K/IallaHOB
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C HpucoefMHEeHNeM KanblnuKanuy KIarnaHa win uH-
(beK1IMOHHOTO SH/IOKAPAUTA;

HedeKThl IIeperopofoK cepaua (M301MpoBaHHbIE, COYe-
ratouquecs ¢ anomamusamu (IIMK) xmamanos, koapkra-
L[M€Tl A0PTBL);

BO3MOXXHO pPaHHee aTepOoCK/IepOTHYecKoe IIopakeHue
A0PTAJIbHOTO KJIallaHa IIPU CEMENHOJ TIOMO3UTOTHOIN
JIUTIONIPOTEMHEMU;

paciinpenye (puOPO3HOTO KOIblia A0OPTa/NbHOTO KJlama-
Ha NPV aHEeBpPU3Me BOCXOJAIIEN aOpThI C IPUCOefHE-
HIEM CUMIITOMOB a0pTa/IbHOI HEJOCTATOYHOCTH.

3.8.3. Manble aHomanuu cepgua

Marble aHOManuMu Cepala — COCTOsAHMSA, cHopMmpoBaB-
I1ecsi B IIporecce SMOpMOreHe3a MaM B MOCTHATATIBHOM IIe-
puope, 00yCIOB/IEHHbIE BPOXK/JeHHBIMI CTPYKTYPHBIMU U/WUTIN
MeTab0/IMYeCKMMI HapyLUIeHUAMM COeIVHUTENbHON TKaHU C
XapaKTepHBIMU CTOMKMMM aHATOMUYECKUMU 1/ MOPQOIIOo-
IMYeCKMMM M3MEHeHMAMU (B OTe4eCTBEHHOII JIMTepaType Jc-
[O/Ib3YeTCSl TEPMUH «CUHPOM COeIVHUTENTbHOTKAHHO AMC-
[JTa3UNU CEPALIAr):

aHOMa/INM TANWIUIAPHBIX MbII (13MeHeHMe (OpPMBbI
U KOJIMYECTBa), KOMIIEHCHPYIOIiMe KaKoe-nbo HecooT-
BETCTBHE B CTBOPOYHO-XOPHIA/IBHOM aIllapaTe MUTPAIb-
HOI'O KJIallaHa;

XaO0TMYHOE PACIIONIOXKEHNE NIV OTCYTCTBUE Je/IeHNs Ha
PAIBL XOPI MUTPAIIBHOTO KjIallaHa, COMPOBOXKIAOLINe-
Cs1 IpomabyupoBaHMEM CTBOPOK MUTPATIBHOTO KJIATIAHa;
AHOMAJIPHO PacrooXKeHHble XOpmbl (B 70%): mokanu-
30BaHBI B JIEBOM, PeXke IIPaBOM >KeNyAOYKaX U IIpaBoOM
Hpeficep/N; XOPAbI IEBOTO XKeTY0YKa 3aTPYHAIOT ero
pacciabeHue, MPensATCTBYIOT KPOBOTOKY ¥ OC/IOXHs-
0TCSI MUKPOTPOM6030M;

JIOKHble XOpABI (MbllledHble, GubposHble, PuOPO3HO-
MbIIlIEYHbIe), He CBSI3aHHbBIE CO CTBOPKAMI MUTPAIbHO-
ro xnanaHa (90% pacIonoXeHbl B JIEBOM XKETYLO4YKe U
TOBKO 5% B IIPABOM; JIOXKHbIE XOPIbI IIPABOTO XKETY/04-
Ka He CBsI3aHBI CO CTBOPKaM¥ TPUKYCIN/AIbHOTO KJIa-
IaHa);
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e aHoMa/bHble TpabeKynbl (IPUBOAAT K acuMMeTpuu, ¢e-
HeCcTpauuii CTBOPOK K/IAIIAHOB, PasBUTUIO HEZOCTAaTOY-
HOCTH, IPUCOEAVHEHNI0 NH(EKIMOHHOTO HIOKAPANTA);

® AHOMa/MM BEHO3HOTO CUHYCA U YCThA TPEXCTBOPYATOTO
KJIaIlaHa a0PTHI (BCTPEYAIOTCS PEIKO, HO YaCTO BBIABIIA-
eTcsl OMKYCIV/JaNbHBIN A0PTaTbHBIN KJIallaH);

® aHOMajuyU KOPOHApHBIX apTepuil (pakTop pucka pas-
BUTUS HapyLIeHMiI KPOBOTOKa UM pasBUTUS arepo-
CKJIEpO3a):

— CMelljeHMe YCTheB B IIOCKOCTH IIPaBOTo U JIEBOTO CH-
HycoB BanbcanbBbl

— e[JMHCTBEHHas KOPOHApHAas apTepus;

— MBILIEYHbIe MOCTUKIA;

— apTepuoBeHO3HbIe (PUCTYIIBI;

— o01yye ycThsl KOPOHAPHBIX apTepuil;

e KIamaHHbI cuHIpOM, MAP cepaita Haubosee 4acto co-

4eTalTCs:

— CaCTeHMYeCKUM TUIIOM TeTOCTOXKEHM;

— runotpodueit (FepUINTOM MaCChI Tea);

— I'UIepMOOMIBHOCTBIO CYCTABOB;

— TOHKOI, TUIIEPPACTAXKUMOI KOXelr;

— HapyuleHusAMHu pedpakiyy (Muonnn);

— CKO/MMO30M, fieopMalnyeil IpyauHbI, IOCKOCTOIN-
eM;

® TUNMYHO Ha/IM4YMe CUCTOMNYECKOrO IIyMa Ha BepXyIIKe,
qalre y My>X4IH;

e cpepHuit Bospact muua ¢ MAP cocrasnser 47 ner, a npa-
BIJIBHOMY AMAarHO3y CIIOCOOCTBYeT aXoKappuorpadude-
CKOe MCCIefJOBaHe;

® COYeTAITCS C M3MEHEHUEM BCeX CTPYKTYp M Kamep
ceppla 1 uIaTanyuei OTBEPCTUIA.

3.8.4. NaTtonorus cepaua npyM aHoOManusax
MO3BOHO4YHUKA, FPYAHOMN KJIIE€TKHN
(TopakoanadparmanbHblii CUHAPOM)

®oHOBas MaTOIOTMA:

e nedopmanysa MO3BOHOYHMKA (CKOMIMO3, KMU(POCKOMNO3,
runepkudos, IUIeprIopros);

e y3kas (II0CKasi) IpyAHas KJIeTKa;
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BOPOHKOOOpa3Hasd fedopMaluy rpyAnHbI (BbIABIgeMast
B PaHHEM IIIKOTBHOM BO3PACTe, OTYET/IMBO BhIPasKeHHAS
B 10-12 nieT, MakcuManbHO — B 14-15 nert);

KWIeBMHasA gedopManyy IpyfuHel (popMupyomasncsa
[O3/1Hee, YeM BOPOHKOOOpa3Hasi).

[Ipoucxoput:

M3MEeHEeHJe CTOSHMS M SKCKYpCumil fuadparMmpl, yMeHb-
IIeH1e o6beMa IPYAHOI MOTOCTH C HMOBBILIEHUEM BHY-
TPUT'PY[IHOTO JaBJIeHN;

cMellleHNe U poTalysA CepAlia;

IIePeKPYT OCHOBHBIX COCY[OB, B YACTHOCTU AOPTBHI, JIe-
TOYHOI ApTEPUN U AP.;

HOBBIIIIEHNE JaB/IeHN s B MaJIOM KpyTre KpOBOOOpaleHs
C pasBUTMEM IUIIepTPOdUM IPaBBIX OTAEIOB CEePALIA.

BosMo)xHOe codyeTaHMe C KIallaHHBIM CUHApoMoM 1 MAP

cepaua.
BapuaHTbl TOpakoaadparmanabHOTrO ceppla:

acTeHMYeCKMit (MCTMHHOE Majioe, «KaIeIbHOe» CepiLie):

— YMeHblIIeHJe pa3MepOB KaMep cepflia Ipy HOpMab-
HOM CUCTONMUYECKON M IOUACTONUYECKOV TOIINHE
CTEHOK Cep/iLia ¥ TOJIIMHe MeXOKeTyLOYKOBOII Iepe-
TOPOJIKIA;

— coyeTaHMe C BHYTPUMIOKApAaAbHbIM HaIIPsKEHN-
eM B CHCTONY, OOYC/IOBJIICHHOE T'MIIePAKTUBHOCTBIO
KOMIICHCATOPHBIX MeXaHU3MOB (C IIpeobnajiaHyeM
CUMITaTUYECKOTO TOHYCA BETE€TATUBHON HEPBHOMN CH-
CTEMBbI);

AMCIIACTIYeCKOe KOHCTPUKTUBHOE cepyilie (00ycmoBie-

HO pasHbIMM BapuaHTaMu fieopMaunii IPyIHOI KJIeT-

K1), YTO IIPUBOJNT:

— K yMEHDBIIEHNIO MaKCYMa/IbHBIX Pa3MepOB CepALa;

— TeMOJIMHAMMYEeCKOMY VI3MEHEHMIO FeOMeTPUN II0/I0-
CTel cepaLa;

— YMEHBLIEHNIO TONIINHBI CTEHOK MUOKapHa B CUCTO-
J1y, CHM>KEHMIO YAapHOTo 06'beMa Cepaiia;

— IIOBBIIIEHNIO O0LIEro mnepudepryeckKoro COnpoTHB-
JTIeHMS;

JIO)KHOCTeHOTHYeCK1IT (Ha oHe BOPOHKOOOPA3HOIT Jie-

¢dopmanuu rpyanssl 111 cremenn wam KMIeBUHON He-

dbopmanun):
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— CMelljeHNe CepAlla, ero «yXofi» OT MeXaHUYeCKOro
BO3[IeJICTBYA KOCTAKA IPYAVHBI, COYeTAIOIIeecs C Po-
Tallyeil, «[IepeKpPyTOM» OCHOBHBIX COCYAMCTBIX CTBO-
n0B (popMMpOBaHMe «CMHAPOMA CTEHO3a BBIXOZA U3
JKETTYI0YKOB»);

— BO3pacTaHMe CUCTONNYECKOTO HaIIPSI>)KEH I MIOKap-
IOUaNTbHON CT€HKY, yBe/lMYeHUe [IIUTETbHOCTU MOJ-
TOTOBUTE/IBHOIO NePUOAia IS CHYKEHUs JaBIeHNA
B CHCTeMe JIETOYHOI apTepuUn;

® IICeBJOAMIATALlVIOHHBIIL:

— pasBUTHE IPU KWIEBUAHON AedopMaluyu IpygHON
xinetku II-1III cTenennu, coderarlieecs ¢ yBeTUIeHN-
€M YCTbeB a0PThI U JIETOYHOI apTepu;

— KOMIIEHCATOPHOE yBe/IMueHle Pa3MepOB JIEBOIO JKe-
JIY0YKa B CUCTONY MIM AMACTONY (<IIAPOBUHAS»
(dhopMma 11eBOro >KeNnygouKa);

— YyBeJIMYeHle NIPaBbIX OTHE/N0B CepALia U YCTbs JIET04-
HOII apTepnu;

e rtopakopnagpparmMaabHOe CepALie:

— ¢onoBas maronorus: gupdepeHMpOBaHHbIE CUH-
npomsl [ICT (cunpgpomer Mapdana, dnepca—[lanio-
ca, CTuk/iepa 1 HeCOBEPIIEHHBIT OCTeOreHes);

— HJCT: couyeraHue BbIpa>keHHON Aedopmanum mo-
3BOHOYHIKA, BOPOHKOOOPAsHON WM KUJIEBUIHOI
medopMalVii TPyAVHBI C IPOrPecCUPYIOLIel 1erod-
HOII apTepUaIbHONM IMIEPTOHKENT;

e Merabonuyeckas Kapauomuonarus (CrefcTBue KanaH-

Horo cuHapoMa, MAP cepaua (HOMOTHUTENBHBIX XOPJ)

U BCeX BapMaHTOB TopakopyuadparmanbHOrO ceppua),

COYETAIOIMXCS C BEreTaTMBHON AMCHYHKIMEN, COCy-

IBMCTBIM CHHJPOMOM, AePUIMTOM MaKpO- ¥ MUKpPO3Jie-

MEHTOB:

— IOBbILIEHME PUCKAa BHE3AIIHOIl CMepTU B MOJIOLOM
(mo 23 set) Bo3pacTe Ipu BefyleM 3HAYCHNN apUT-
MMYECKOTO CUHJIPOMa;

— CHUMIITOMOKOMII/IEKC BK/IIOYaeT:

o Kappmanruu (c 15 ner);

o ApUTMUI;

o HapylIeHe [IPOLIeCCOB perospusanym (CuHAPOM
PaHHeN UM NPEeXIeBPEMEHHON PeNoIApu3annmy,
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BoisBisieMplit Ha OKI'), mpossnsmomeecs ropu-
30HTA/IBHBIM ITOIbeMOM cermenTa ST (HO MHOImA
BBINYK/IOCTBIO, HAallpaB/IeHHON BHU3), UJYILETO C
TOYKM COENVMHEHNUS HMUCXOfsAlell yacTu 3ybua R
n cermenta ST, coderaroiierocsi ¢ 3a3yOpMHOI
(BOMHOM coemyHEeHNA) Ha HUCXOJAIIEM KOJIEeHe
3yb1ma R (B MecTe otxox/eHus cermenra ST); po-
TaIVs CepAlla IMPOTUB YacOBOM CTPENKVM BOKPYT
IUIVHHOI ero ocu (peskoe HapacTaHye aMIUIUTY bl
3y611a R B PYHBIX OTBEJJeHNUAX C OHOBPEMEHHBIM
yMeHbIIEHNEeM VTN UCYe3HOBeHMeM 3yb1a S); oT-
PpULATENIbHBIN, 3a0CTPEHHBIN, BBICOKOAMIUIUTYI-
HbII 3y6ent T' B COOTBETCTBYIOLINX OTBEAECHNSAX:
— I crenenp — yBenuyeHue aMInTy/el 3youa T
B V2-V3;
— II cremenp — umuBepcus 3ybua T, cMmeleHne
cermenTa ST BHu3 Ha 0,5-1 Mmm B V2-V3;
— III crenenp — uHBepcus 3ydua T, Koco BOCXo-
nsiee cMelenue cermenta ST 1o 2 M.

3.8.5. OTnnunTenbHbie NPU3HAKN apUTMUYECKOrO
cuHapoma (npu knanaHHom cuHapome, MAP cepaua
n TopakoamnadparmasbHOM cepaLe)

PasnmyaroT:

AQHOMATMH [IPOBENEHS MMIIY/IbCA IO JOTIOTHUTETbHBIM
OYTAM;

CUHIPOM yAnuHeHus nutepsana Q-T;

JKETYJOYKOBYI0 9KCTPACUCTONNIO (MHOTO(OKYCHAsI MO-
HOMOpQHas, pexxe NOMUMOpPHas);

HpeficepiHbIe 9KCTPACUCTOIBI (MHOTOPOKYCHBIE);
[APOKCU3MANTbHYI0 TAXMKAPTIO;

MUTPAL{MIO BORUTENS PUTMA;

ATPMOBEHTPUKY/ISIPHBIE U BHYTPIIKETYLOIKOBbIE O710-
Kajbl;

apuTMuM Ha (pOHE YACTOTHON AMHAMUKM WHTepBaia
Q-1

HaubosIee 9acTo BCTPEIAIOTCS:

— CUHYCOBas TAXUKAPVS;

— CUHYycoBas bpafuKapus;
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— CYIpaBeHTPUKY/IAPHAS U XKeTYOIKOBas 9KCTPACU-
CTOMNUSA;

— CUHYCOBas apUTMUS;

— HenojHas 67I0Kafia paBoil HOXXKY nmy4dka ['uca;

— IapOKCM3MaJIbHAs CYIPaBEeHTPUKY/IAPHAs TaXMKap-
mus (B 10%);

— paHHee pa3BUTHE MepliaTe/IbHON apuTMuu (pu To-
pakopnagdparmMaabHOM Cepalle);

® HapylleHus IPOBOAVMOCTH:

— ayTOCOMHO-/JOMMHAHTHBII TUII HACTIe/JOBAHMS;

— BpOXJIeHHasi aTpUOBeHTpuKynsipHas (AB) Omokapa
(B 1% cny4aeB coueTaeTCs ¢ BPOXKEHHBIMI OPOKa-
MU CEPILIa);

— Yallle Y My>KY/H HOPMOCTEHIYECKOTo (AT/IeTUIeCKo-
r0) TUIA TETOCTOXKEHN, UMEIOIINX pasBUTbIE MbI-
IIeYHbIe U KOCTHbIe KOMIIOHEHTHI TeJa;

— aTJIeTM4eCcKoe TeJIOC/IOKEHNE Y SKEeHIMH, MMEIOLIX
OXKMpEeHNe 1 BhIPa)KeHHOE PasBUTIIE MBIIIEYHO TKa-
HIL;

e cuHapoM Bonbda-IlapkuHcona-Yaiita (yKopoueHue
uHTepBana P-Q ¢ paclimpeHneM HavyaabHOM YacTU KOM-
mekca QRS);

® OKCTpaKapiMajabHble IHPUYMHBI APUTMUYECKOTO CUH-
Apoma:

— HapyuleHue (QyHKIMOHA/JIBHOTO COCTOSHUS CUMIIa-
TUYECKOTo U OTy)KAA0Iero HepBOB;

— pasppakeHue nepukappa geopMmupoBaHHOI IPyAN-
HOII;

— pmedunut MarHus, naroraomonnyHslit s JCT;

e nposBiaeHyue kinanaHnHoro cuuppoma (IIMK), MAP
(CMHEpPOM COeMHUTENbHON TKaHU CepAlia), TOPaKo-
puadparmMaabHOro ceppua (Ipu BceX ero KIMHMYe-
CKMX BapMaHTaX) U MeTabOMMYeCcKOil KapauoMMO-
naTuu;

e oulyueHus mepeboeB Mpy 3KCTPACUCTONUM (HO 4acTO
IpoTeKalell 6ecCMMITOMHO), ONMChIBaeMble KaK:

— HeOXW/JaHHBbIE TOMYKM B TPY/HOI KII€TKE;

— ollylieHe KpaTKOBPEMEHHOIT OCTAHOBKY MK 3aMU-
paHMs cepplia ¢ BO3MOXKHBIM JIETKMM T'OIOBOKPYKe-
HUEM, «IIOTeMHEHVEM B I/Ia3ax»;
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«IlepeBOpaYMBaHue» Cepplia, BHe3alHas HeoOXomm-
MOCTb ITTyOOKO B3IOXHYTb;

cepnuebuenye (posBIeHMe TaxuKapaum) npu ¢usmye-
CKOJl HAarpyske, BOMHEHUI, CTpaxe, HAIlIbIBE TPEBOX-
HBIX MBICJIE, B TOM YHCIIE:

cepaieOMeHMe ¢ BHe3allHbIM HayajoM U IIpeKpalie-

HUEeM NpUCTyIa (TUIIMYHO M/ IapOKCU3MabHOM

HaJKeTyLOYKOBOI TaXMKapAuN);

HeperylisipHoe (HepUTMMYHOE) cepplieOueHne, xa-

paKTepHOE IA IMApOKCU3MAIIbHON MepLaTelbHOM

aApUTMUN;

apUTMIUS B COYETAHUM C TOTOBOKPYXKEHUEM, IIpe-

KOOMOPOYHBIM COCTOSIHMEM U HEpefiKO MoTepelt co-

3HaHUsA, OOYC/IOBJIEHHBIMIU PE3KUM IIaJieHueM cep-

[eYHOrO BBIOpOCAa U KPUTUYECKUM YyMEHbIIEHUEM

KpPOBOCHA6>KeHM sl TOJIOBHOTO MO3Ta;

BO3MOXXHO ~CMHKOIIQJIbHOE COCTOsHME (IpUCTYII

Mopranbu-Agamca—Crokca), KOTOpoe XapaKTepu3ay-

eTcs:

e IIOJIHOV BHE3AITHOCTBIO;

o OTCYTCTBMEM IIPeOOMOPOYHBIX PeaKIINiL;

o BBIPa)XEHHOI O/I[JHOCTBIO B MOMEHT IIOTEPU CO-
3HaHUS;

e IIOC/IEAYIOIIMM  PEaKTUBHBIM IIOKpPacCHEHMEM
KOKM (II0C/I€ BOCCTAHOBJ/IEHWA CO3HAHUA);

o KpaTKOBPEMEHHOCTHI0, OBICTPHIM BOCCTaHOBIIE-
HJEM JMICXOHOI'O CAMOYYBCTBUS;

MEXaHMN3MbI IIOTEPY CO3HAHNA IIPU IIPUCTYIIE TAXMAPUT-
MU

HajieHue CepHeyHoro BbIOpOca BCIIELICTBUE PE3KOrO
YMeHBIIEHUs BPeMEHM JUACTONNYECKOro HaIOJHe-
HUA Ceppla;

orcyrcTBUe 3((EKTUBHBIX CUCTONMYECKNX COKpa-
IIeHWTT TTpefcepanit (IIpy BceX BMUAAX SKTOMMYECKIX
TaXUapUTMUIL);

ACMHXPOHHOCTb COKpAIIEHMII PasINYHBIX OTJE/IOB
JKEeTYOYKOB BIIOTD [0 IIOJIHOTO OTCYTCTBU 3¢ dek-
TUBHOI CUCTONBI IpU TperneTannu (GuoOpyUIALIm)
JKETYJ0YKOB;
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e npucrynsl Moprausnu-Apamca—Crokca (KpaTKOBpeMeH-
Hasl OTeps CO3HAHN ) O0YCIOBJICHBL:

HaJKeTyJOYKOBOI TaxmapuTMuen (c 4acToToi cep-
Ie4HbIX COKpaleHnit cabiie 200 B MUHYTY);
ITAPOKCU3MAJIbHOM MEpLATe/IbHON apUTMUENl Ipu
curpgpomax WPW (cunppom npepBo30ysKaeHus xe-
JIYJI0YKOB), YKOPOYeHHOTO MHTepBana PR, xenypnod-
KOBBIX TaXMKapAUAX;

npexopsielt GuOpMIIALMeil )KeTyL04KOB;

JKETYI0OYKOBOI TaxMKappueil (TUIla «IIUpPysT», MpU-

YYHOJM KOTOPOTO MOXeT ObITb IIpueM PUTMUJIEHA,

XMHNJIMHA, BBeJeHMe HOBOKaMHAMUZA, WIM TUIA

«IUIICKA TOYEK»);

OpagrapuTMueit mpu:

o IUCPYHKLNM CUHYCOBOTO y3/1a;

o aTpuOBeHTpUKy/sApHoi Onokage II-III cremeny,
IPUBOAALIEH K YPeKEHMIO 4acTOThI CEPHEYHbIX
CoKpaleHnit MmeHee 20 B MUHYTY MM aCUCTONINN
HMPONOIKUTENBHOCTHIO 6ortee 5-10 ¢;

® BO3HUKHOBEHME OTeKa JIErKMX BO BpeMs IIPUCTYIIa Ta-
XMKapAUM TUIUYHO JJIs CTeHO3a (B TOM 4umcie, QyHK-
[[MIOHAJIPHOTO IPY MMKCOME JIEBOTO IIPeNCePRIsi) MI-
TPaJIBHOTO U A0PTAIBHOTO K/IAIIAHOB, OCTPOTO IIePHOfa
nHbapKTa MIOKapfa 1 runepTpoduueckoii KapguoMmo-
naruu (B 49aCTHOCTH, Cy0aOpTaIbHOTO CTEHO34);

® YYUTBIBATb, YTO:

CHUHYCOBas TaXMKaphus penko mnpesbimaer 100-
120 coxpamieHuii B MUHYTY, IPOABIAACH OTHOCH-
TE€/IbHO IIOCTENEHHBIM Ha4yalIoM U NTpeKpallleHIeM;
HEPUTMUYHOE (IIOJIHOCTBIO He PeryyspHoe) cepalie-
6ueHne, feuLUT My/Ibca XapaKTEPHDI I IapOK-
CU3MaJIbHON MEPLATeIbHO aPUTMUN;

BHE3aIIHO BO3HMKIIee cephliebieHne, KyIupoBa-
HJ€ C IOMOLIBIO «BaI'yCHbBIX» IPMEMOB IIATOTHOMO-
HUYHDBI 11 peUUIpPOKHBIX AB-Taxmkapauii, Boc-
CTaHOBJIEHME CUHYCOBOro pmurma 3a 20-40 ¢ npnu
npobe BanbcanbBbl (3ajjepiKKa ABIXaHMSA C HaTy-
JKUBaHMEM Ha BJIOXe) MIM Maccake KapOTUZHOTO
cuHyca (B TedeHue 5-10 c¢) B obmacTu mynbcanuu
COHHOIT apTepun;
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magenue AJl Hanbomee BeipaXkeHo B mepsbie 10-20 ¢
IIpY MAPOKCU3MATbHON TaXMKAPAWY U MPOSBIAETCS
mmoTepert CoO3HaHMUsI, 0COOEHHO ec/y OOTBHOI HAXO-
OUTCS B BEPTHUKATbHOM MOTOXXEHU;
HOIOTHUTENbHO SKCIPECC-AUAaTHOCTMUKON —MapoK-
CU3MAJIbHON penuIpoKHOi AB-Taxmkappum sABIA-
€TCsl BOCCTAHOBJIEHME CHHYCOBOTO PUTMA IpU BHY-
TpuBeHHOM BBefienuu 10 Mmr ageHosuHTpUdOChara
(AT®D) 3a 1-2 MmuH;

BO3HMKHOBEHME Nay3bl (OTCYTCTBYE MY/IbCA U TOHOB
cepAlla) B TedeHye 3—4 ¢ 1 MOC/Iefyolero Bo3Bpara
TaXMKapAuu — CBUMETENbCTBO (PYHKIIMOHAIBLHON
AB-6mokannr II crenenn;

Bapnabe/IbHOCTbh CEPAEYHOr0 PUTMA CO CHIDKEHUEM
BpeMeHHbIX noKasareseit mpu JICT cBszana ¢ pusn-
YeCKMM HaIpsDKeHUEM I BereTaTMBHOM ANCPYHKIIN-
ell (IoBBIIIeHIe HATIPSKEHNUSI CUMIATHYECKOI HEPB-
HOJI CUCTEMBI U CHVDKEHU S BIMSHISA Baryca);

CTelleHb BBIPR)KEHHOCTU apPUTMMUYECKOTO CHUHpOMa
(c yrposoit BOSHMKHOBEHMs BHE3aIHON cMepTu) oOy-
CJIOBJIEHA:

crenenpio BolpakeHHocTu HCT ceppla, BKIIOYaro-
el BCe NPOSABIEHN A MEe3€HXVMAIbHON HVCIIIa3WM,
MAP, nopoku ceppua (HepeBMaTuM4eckue M BPOX-
JEeHHbIE);

MICXO/JHBIM BereTaTVBHBIM (POHOM U CTEIIEHBIO BBIpa-
JKEHHOCTY BereTaTMBHOI AUCHYHKINY;

HaJiM4uMeM COCYAMCTOTO CHUHJpOMa, B YacCTHOCTU
NIPOSAB/IEHNIT APT€PUAIbHOI TUIIEPTOHNY;
YUMUTBIBATD, YTO Bapuabe/NbHOCTh CEpPfIeYHOro pPUT-
Ma He 3aBUCHUT OT I0JIa MAlIEeHTa, 8 CUMIIATNIeCKas
HepBHas CHUCTeMa HpeObIBaeT B HALPSDKEHUU B JIIO-
6oM Bo3pacre;

BpPOXX/IEeHHAs HAJKeTYHOYKOBasA TaxXuKapans, Gpubpu-
nsAuus npencepamit (MepuaTtenbHas aputmus) B 30%
CIIy4aeB COYETAITCA C BPOXK/IEHHON IATOIOTHEN CEPJI-
11, B TOM 4JCIIe:

aHOMa/Ineil JOITellHa;
VMHBEPCUEN XKeTyJOIKOB;
cy0aopTaIbHBIM CTEHO30M;
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— 3HJIOKapAVaIbHbIM (prOp0o3IacTO30M;
— KOapKTaleln aopThl;
— runepTpodUIeCcKoit KapLMOMUOTIATUEIL.

3.8.6. BHe3anHas cMepTb

BHesamHasi cMepTh IAaTOTeHETMUECKNM OOYCTIOBIEHAa Kia-
MIaHHBIM U/WIM apUTMUYECKUM CUHIPOMAMU U COCY[LUCTHIM
CUHJIPOMOM, OC/IOKHUBIIVMCS Pa3pblBOM aHEBPU3MBbI a0PTHI,
apTepuii TOJIOBHOTO MO3Ta.

1. OKcTpakapAyanbHble IPUYMHBI BHE3AMIHON CMEpTH:

2.

M3MEHEHNEe COOTHOIIEHN A CMMIIATOA/IPEHAIOBOTO OT/iE-
JIa BET€TaTMBHOI HEPBHO CUCTEMBI 1 Baryca;
MeXaHM4YeCKoe pasfpakeHre mepukappa gedopmupo-
BAHHO TPYAUHO;

BHYTPUK/IETOYHBI AeUIUT MarHus, HapyLIaroLuil
IIPOLECCHI AENONAPU3ALUN M PENONAPU3aL Y MIOKap-
Iia, BERYIINIT K TMIIOKA/IVIEMUIL.

ApurMmdeckuit cuHApoM (B 64% NpuyYMHA BHE3AITHON

CMepTI — IIOBBIIIEHVE€ AKTVBHOCTY CUHYCOBOTO y3/1a):

Ha (OHe OoYara HapyIIEHHOrO MeTaboMM3Ma B MIOKapfe
(cybeTpar 6MOXMMMYECKOTO TeHesa), aHOMaIuil IIpoBe-
IeHMVsI MMIY/IbCa IO TOTOTHUTEIBHBIM Y TAM, CUHAPO-
Ma IpefBO30YKIeHS KEeTYLOIKOB U Jip.;

0c060 OIaCHBI XKeNMYHZOIKOBAs SKCTPACUCTONSI (MHOTO-
¢dboxycHast, MOHOMOpPQHAsT; MUTPALVIS BOJUTENS PUTMA,
AB-6moxajibl, BHYTPY)KeNTy[JO4KOBbIe OOKafibl, MOHO-
(b oKycHbIe peficepiHbIe IKCTPACUCTOIDL).

3. KnanaHHBI CMHAPOM NIPUBOJUT:

K CUJIBPHOMY HATsDKEHUIO MUTPAIbHBIX CTBOPOK, CO-
IepyKalyX MbILIeYHbIE BOIOKHA, CIIOCOOHBIX K [1aCTO-
NNYeCKoN femonspusanuu u GOpMUPYIOMUX YIaCTKU
611097IEK TP YECKOIT HeCTaOMIBHOCTH;
[POJIOHTMPOBAHMIO [IMACTOMMYECKON JIeTOTISIPU3ALUN,
00YCIIOB/IEHHOI pe3KM COPOCOM KPOBU B JIEBBIIT XKeNTy-
IOYeK;

M3MEHEHNIO TeOMETPUN KaMep CepAlid, 0COOeHHO IIpn
COYeTaHMM C TOpaKoayadparManbHbBIM CEPALIEM.
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[TpenBecTHMKM BO3MOXXHOCTH BHE3AITHOV CMEPTIL:

o6Mopok (cuuHppoMm Moprausu-Apamca—Crokca), CBU-
IeTeNnbCTBYOIMII O monHoit AB-6mokane, mapoxcms-
MaJIbHOM KeNyJO4KOBOI TaxmMKapauy, GuOpuIAnum,
JKETY/JOYKOB, CUHIpOMe C/1aboCTU CUHYCHO-TIpeiceph-
Horo y3na (CITY);

BHe3aIIHOE FOJIOBOKPY>KeHVIe UJIV IOTepsl CO3HAHMS;
nagenne All;

TOHMYeCKMe Cyfoporu (Ipu acUCTONNMM, Asleiics 60-
nee 15 ¢);

OpamuKapmus WM TaXUKAPAWL.

Wsmenenns OKI:

AB-6mokana II-III crenenu;
CYHOATPUOBEHTPUKY/IApHas O/I0Kafa;

6mokaza HoXek my4Ka ['mca;

HaJKeTY0YKOBas U XKeTYLOYKOBas TaXMKapAus;
cuappom WPW;

CUHJIPOM €/1abOCTY MY OCTAHOBKA CUHYCOIPeCepHO-
IO y371a;

epexoy; OT CMHYCOBOTO puTMa K GUOPUIUIALUY IIpef-
ceppuit u 06paTHo.

OTrmrunTenpHble IpusHaky cuHppoma cnadocru CIIY (He-
CIIOCOOHOCTD y3/1a aeKBAaTHO BBLINONHATH (PYHKLMIO aBTO-
MaTu3Ma ¥ yTpaTa MM POJIN LEHTPAJbHOIO BOLUTE/A PUTMA)
(CMHOHMMBI: CHMH[POM OpajuKapiui-TaXUKapiuu, CUHIAPOM
[opTa). [TpuunHbL:

EncyHKIMA MapacuMmaTideckoi perynsanuu CY npu
CHHJIpPOMe IOBBIIICHHOI YyBCTBUTEIBHOCTU KapOTUJ-
HOTO KJ1y004Ka;

nmemus CV;

TpaBMa (oIlepans Ha cepplie, yiunb cepaiia);
HOpakeHNe MUOKapfa Ipefcepauil (KapanoMuonaTys,
TUIOTUPEO3, AU TePUs, PEeBMOKAPAUT U IP.);

IpueM JIeKapCTBEHHBIX IpernapaTos (p-0/10KaTopoB U
ip.);

orpasieHye GpochopopraHNIeCKIMI BelleCTBAMMI, IPU-
6amun.

CHUMIITOMOKOMII/IEKC:

TIIepnoaNIE€CKOE roJIOBOKPY>KEHME, CITYTAHHOCTD 1 KPAaTKO-
BpE€MEHHAs IIOTEPA CO3HAHNA;
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[IOTEMHEHME B [71a3aX, 0OMOPOKM, IPOLO/IKAOIIIECS OT
50 go 70 c;

ollyIleHMe ceppledrenns, mepeboeB B paboTe cepylia;
MOSIBJIeHVe ITapOKCU3MAaJIbHOM TaXUKapAuu ¥ Mepla-
Te/IbHOM apuTMmy, npucryna Mopranbu-ApgamMca—
Crokca.

CyTounoe monutopuposanue OKI 1o Xonrepy BblABIAET:

otkas CIIY;

HOCTOSIHHYI0 WM/IM 3TIMU30AMYECKYI0 CHHYCOBYIO Opanm-
Kapauio;

CUHOAypUKYIIAPHYIO OJI0KaZY;

YepeloBaHye CHHYCOBOJ OpafMapuTMuu ¢ MepLaHueM
UM TpeNeTaHMeM Ipeficephanii, HafpKemy04KOBOI Ta-
XMKaphuers;

MeJl/IeHHOe BOCCTAHOB/IeHVe QYHKIUY CMHYCOBOTO y371a
(B HOpMe — 1400 Mc) 1oc/ie OKOHYAHUS MPUCTYIIA HaJ-
JKETy0YKOBOI TaXVKap/iuy WIN TIOCTIe STIEKTPOKapAMO-
CTUMYIIALIUNL.

Cunpipom ypannuenus nuarepsana Q-T (9KI-cuuapom, o1-
pakaoluil 3aMeJIEeHHYI0 I aCMHXPOHHYIO PeIojIsApU3alyio
MUOKapHa):

TeHeTMYeCK! leTepPMIHMPOBaH (B 1% cirydyaes coyeraer-

CSI C BPOXK/IEHHOM ITTyXOTOM, IIPOsIBJIEHIE HAC/IEICTBEH-

Horo cunppoMa Jlxepsenna—/lanre-HunbceHa);

HpefpacronaraeT K BO3HMKHOBEHNIO YIPOXKAOLINX [

JKMSHM aPUTMUIL ¥ BHE3AITHOM MJIA/IEHYECKONl CMEPTH

(pmck Bospacraer B 40 pas);

npuobpeTeHHble GaKTOPBI PUCKa:

— U3MeHeHMe MeTaboI3Ma MIoKapa (HU3KOKaIopuii-
Has [ueTa);

— BO3JeEICTBHE JIEKAPCTB (AHTUAPUTMUYECKUX IIpella-
paroB, kKapOoHaTa TNTHUA);

— TATONOTMSA BET€TATMBHOM UM LEHTPAaJIbHON HEPBHON
CHUICTEMBI;

— pasButue npu nonHoit AB-6no0kaze, kapauomuona-
TUY, NHPAPKTe MUOKaPLa;

pasBUBaeTCs Yallle y >KeHIMH (C BpOXXIeHHOI ITTyX0TO):

— 00OMOpOKM B aHaAMHe3€;

— 3NU308bl PUOPWJULALINN KETYTOIKOB U KeTyJ0UKO-
BOJI TAXMKAPAUY TUIIA «ITUPYIT»;
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— paHHIe XXelyI0YKOBble 9KCTPaCHUCTOb;

— CHUCTONMNYECKNII MEMYOK, CUCTONMNYECKNI IIyM (mpu
Hammuuu IIMK);

— na IKI: gnuua Q-T 380-550 mc (6eccmMIITOMHOE
Tedenue), a upu gnuHe Q-T 400-700 MC BO3SHUKAIOT
06MOpOKY;

— MOHMTOPUHI 110 XO/ITepy JOIOJIHUTEIbHO BbIABIIA-
eT MHBepcuio 3ybua T, ycTaHaBIMBaeT IIOKasaTelb
cpenuedyacosoli YCC, cBupeTeNnbCTBYOIMIT 00 afar-
TAIMOHHON (QYHKIVY BereTaTVBHON HEPBHOM CHCTe-
MBI, QUKCUPYeT HapylleHye pUTMa 1 6JI0Kazbl;

— MpeABECTHUKM BO3MOXXHOJ BHE3aITHON CMepTU:
BHe3aIHas I0Tepsl CO3HAHMA NpU PU3NYECKOI WIN
IICMXO3MOLIVIOHA/IBHOI HarpysKax, TOJIOBOKpYXKe-
HIe, IOTeMHeHNe B I71a3aX, OHeMeHNe PYK, 4YBCTBO
TPeBOI'!, KIIOHMKO-TOHNYECKE CYLOPOry, HEIIPOu3-
BOJIbHOE MOYEUCITyCKaHNe.

CunpgpoMm xopotkoro uHTepsana Q-T (mHtepBan Q-T MeHee
340 mc, gaxke MeHee 300 MC) B COYeTaHNUY C 3a0CTPEHHBIMMU 3Y0-
mamu T:

BO3HMKAET IIPY YBEIMYEHNY Ka/IMeBbIX TOKOB U CKOPO-
CTY peNOIAPU3ALVIM C IIOSBJICHUEM >KM3HEYTPOXKAIOLINX
apUTMMNIL;

HOCHT HaC/Ie[ICTBEHHBIII XapaKTep (B CeMbsAX IIPOC/IEKN-
BAIOTCS C/Iy4al BHE3AIHOI CMEPTI);

COIIPOBOXKIACTCS CUHKOIIAJIbHBIMIU COCTOSTHUAMIL

Cungpom bpyraga (9KI-cuHmpoM, codeTaromuiics ¢ reHe-
TUYECKVMMU JeTEPMUHIPOBAHHBIMY HapyIIEHUAMMN CEPIEYHO-
TO PUTMA):

nopbem cermenta ST Haz usonuuuest (B oTBefleHNAX V -
V,), codyeTaromuiics c TIOMTHOI MM HETIONHOT 6/10Kaf[07
IIpaBoil HOXKKM ITy4Ka ['Mca, MMerolero cBog4aThlil TUII
(IpOrHOCTUYECKN HEONMArONPUATHBIIN) TUO0 CEIIOBI-
ublit (cermedT ST HUKE M3OMMHNUM, YTO 3aCTABIISAET 3a-
HORO3pUTDb cuHApPOM bpyrana);

MO TBEPIK IeHe CUHIPOMA IIPOBOUTCS C IOMOIIBIO Ha-
IPY304YHBIX HPOO (C AHTMAPUTMIYECKUMIY IIperapaTaMu
IA xacca);

pasBuBaeTca Ha 3—-4-M [eCATUIETUN KXIU3HIU, 06ycn0B—
JieH TmoTepeit GYHKIMM HAaTPUEBBIX KaHAJIOB I BO3HUK-
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HOBEHIEM IPeXIEeBPEMEHHO PeroIsIpu3auy 9HLO0-
Kapaa;

BO3HMKHOBEHIE J>KM3HEYTPOXKAIINX IKETYFOUKOBBIX
TaXMKApPAUI B BeUepHIE Yachl MU HOUBIO;

IPOSIB/IEHNE CUHKOIIAIBHBIX COCTOSTHMUIL;

ClIyYan BHE3AITHON CMEPTM y POACTBEHHMKOB BO CHe
VIV TIPY BHE3AITHOM NTpoOyxieHnn (B Bospacte ot 30 1o
50 nter).

Karexomamunepruyeckas ImomuMMopdHas >KeNymodKoBas
TaxXMKapaus:

IKI-npusnHaxn:

— Tpu wan 6oree MIMPOKNUX KOMIITIEKCOB QRS;

— [UCKOpJaHTHBIe OTHOWIeHNA Mexny QRS u 3y6-
oM T;

— YCC ot 150 fo 250 yapoB B MUHYTY;

— orcyTcTBue BonHbL P nepen QRS;

— CTabNUIbHO KOPOTKMII MHTepBan R-R;

reHeTUYeCK! JleTePMMHMPOBaHa (MyTalus T'eHOB, KO-

BUPYOIMX Oe/NKM, OTBETCTBEHHBIX 32 YpeCKaHa/IbHBIil

TPAHCHOPT MOHOB KaJIbIVs);

MOsABJIEHNE B BO3pacTe 6-8 JieT;

CeMeilHbIIT aHaAMHe3 OTsArolleH y 1/3 60npHbIX (paHHAS

BHe3aIlHasl CMEpPTb MM CUHKOIA/IbHbIe COCTOSHUA Ha

¢doHe cTpecca y pOACTBEHHIKOB);

TaxMKapAus OT/INYAeTCs BHE3AIHBIM HAdyajoOM U KOH-

LIOM, COIIPOBOXJAsch oOMOpokamy Hpu (GU3NIECKON

HarpysKe WIM SMOLMOHATIBHOM CTpecce.

Acucronus (OCHOBHOI, HapAAy ¢ GUOPHUIUIALIIEN XKeTyR0d-
KOB, MEXaHJ3M BHE3aITHOI CMEPTH):

cuappoM JlayHa-TaHoHra-JleBaliHa (yKopoueHNe WH-

tepBana PQ npu HopManbHOI GopMe U IPOFO/KUTENb-

HocTu KoMmIrekca QRS):

— BO30y>XX[leHUe OT IpefCepauil K Kenyjo4KkaM pac-
IpOCTpaHAeTCA IO MyuKy Jl>keliMca, UAYIIero B UC-
TaJIbHOV YyacTu AB-coeguueHus;

— IapOKCM3MajIbHble apUTMMUK OoJiee pefKit, YeM IIpu
curpipome WPW;

cunppom Bonbda-Ilapknucona-Yaiira (cungpom WPW:

ykopoudeHue uHTepBana PQ mo 0,12 ¢, pacumpenne Kom-

mekca QRS 6onee 0,12 cekyHz, Hanu4dme A-BOJIHbI):
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— BPOXJeHHasl aHOMa/IVsI IPOBOAAILEN CYCTEMBI Cepfi-
Lla C IpOBefleHMeM MMIIy/IbCa Yepe3 JIOIOTHUTEIb-
Hble myTy Kenra;

— BO3MOXXHOE COYeTaHMe C aHOMaJInel DOIITelHa;

— BO3HUKHOBEHNE pelUIIpoKHoil AB-Taxukapaun, gns
Ky pPOBaHUA KOTOPOJ HEeJOIYCTMMO BBe[leHUe Be-
pamammsia u cepyieYHbIX ITTMKO3U 0B;

e Tunsl cuApoma WPW:

— TUII A: TONOXNTeNbHAasA A-BONTHA B OTBENEHNAX V —
V, (pacnonokeHye [OMOTHUTENIBHOTO MyYKa MEXAY
IpeficepayeM U >KelyHL04KOM C JIEBOJ CTOPOHBI Ilepe-
TOPOMKN);

— Tun B: orpunarenbHas A-Bo/IHA B OTBEJIEHMAX VI—V3,
HO IOJIOXKUTEIbHASA B OTBEIEHMAX V4—V6 (cBs13b mIpep-
CepAys ¥ >KeyHOodYKa OCYIIeCTBsAeTCs Onaropaps
BOJIOKHAM, PACIIOJIOKEHHBIM B IIPABOM XKeTy/JO4Ke);

— Tun C: nomoXXutenbHas A-BONHA B OTBEEHNAX V —
V4, OTpulIaTeNbHasA B OTBEJIEHMAX VS—VG; CBS3b MEX-
Iy IpefcepausAMI U JIEBBIM >KeTYHLOYKOM OCYILeCT-
BJIAI€TCs Yepe3 €ro JIaTepaabHyI0 CTEHKY.

3.9. OTnnumuTenbHbie NPU3Haku Hanbonee 4yacTo
BCTPeYaloLWmMXx BPOXAEeHHbIX MOPOKOB cepaua

OTnuunTebHbIe IPU3HAKIL:
® OTATOLIEHHAs HAC/IeICTBEHHOCTD:
— yBe/lM4eHMe KOIMYeCTBa )KEeHIMH, IPOOIepUpPOBaH-
HBIX B JIETCTBE M JOCTUTIINX JIETOPOJHOTO BO3PACTa;
— Hac/Ie[iCTBEHHbIE TIOPOKM pasBUTUsA: cUHpoM [lay-
Ha (OTKPBITHII A0PTA/NBHBII OPOK), CUHAPOM XOJI-
ta-Opama (nedeKT MeXIIpefcepAHONl Ieperopos-
KJ B COYETAHUU C PasIMIHBIMU JedeKTaMy KIUCTei
PYK — CUHJIpOM pyKa-cepple), cuugpom TepHepa
(medexT MexmpencepAHOI MEperopofKy, CoYeTaro-
IMIICA C HAC/IENCTBEHHOI NMCIIA3Kell CYyCTaBOB, KO-
creil, HOr'Tell, cuHapoMoM Mapdana);
— pasBuTue gedexra Me>X>KeTyL04YKOBOI TeperoponKu
Y HE[IJOHOLIEHHBIX JIeTell;
— poxpeHMe fereli ¢ Terpagoit Pano y )KeHIINH, cTa-
HOBSIIMXCSI MAaTePsIMU B 3pe/IOM BO3pacTe;
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— pasBUTHE OTKPBITOTO apTePUaIbHOIO IPOTOKA Y Jie-
Teil, BBIHAIIVMBAaEMbIX Ha BBICOKOIOPbe;

— HaJM4Me caxapHoro guabera 1-ro Tmma y MaTepu,
0COOEHHO B COYETaHUM C TaKuMu GeHOTuInde-
ckumu Mmapkepamu HJICT, kak acTeHM4ecKuit TUI
KOHCTUTYLIMY, BBICOKMIT POCT, TMHOTPOGUS, HINH-
Hble HOT'YM (3HAYUTE/NBLHO OOJIbIle MOJIOBUHBI JITVHBI
Tela) — CIOCOOCTBYeT PasBUTMIO aHEBPU3MBI (fe-
¢bexry) MexxpenceppHoii neperoponky, IIMK, MAP
(aHOMaTBPHOE PACIIONIOXKEHNIE XOP/);

HepeHeceHHas! B Iepuofie 6epeMeHHOCTY KOpb CIIOC06-

CTBYeT YBe/IMYCHMIO C/IyyaeB He3apalljeHUs apTepuasb-

HOTO IIPOTOKA J CTEHO3a JIETOYHOI apTepuy, a KpacHy-

Xa, BaKI[MHALNA B eplofe 6epeMeHHOCTY — PasBUTHIO

BPOXX/JeHHBIX IOPOKOB CEPHLIa;

YUUTBIBATh, YTO BO3MOXXHOCTb IOCTVIKEHMS 3PeIoTo

BO3pacTa UMeeTCs:

— IIpY KJIallaHHOM a0pTaJIbHOM CTEHO3¢;

— KOapKTalluy aOpThl

— CTeHO3€ JIETOYHOI apTepuN;

— nedekTe MeXIIPeCepAHOI IeperopogKy;

— OTKPBITOM apTepyaJbHOM IPOTOKE;

— Tetpaje Pano;

He JOXXUBAIOT [0 3PeIOro BO3pacTa IpY aHOMaJIbHOM

OTXO>KJIeHUU JIEBOJI KOPOHAPHOI apTepUM OT JIETOYHOTL,

a TaK>Ke OOJIbHbIE C TPEXKaMePHBIM CePHLIEM.

1) Knanannouii cmenos aopmut:

K/IallaH COCTOUT 13 OJfHOIL, IBYX, TPEX CTBOPOK (IIpu Ha-
JIMYMY OFHOCTBOPYATOrO KJIamaHa OO/IbHBIE PEKO TO-
JKUBAIOT JJO TOJ1a);

IOpOK (62% cry4yaeB) cOYeTaeTCs C KOAPKTAI[Mell a0pPTH,
fedeKTOM MEXIKeNyLOIKOBOI MeperopoKu, SHITOKap-
AVaabHBIM GrOPO3IACTO30M;

qamie BCTpe‘{aeTCH y My)K‘{I/IH;

NPOABNAETCA CUCTONNIECKUM JPOXKAHUEM U CUCTONNU-
yeckuM 1rymMoM Bo II mexxpebepbe cripasa;

OCITOYKHEHM S IOPOKA:

— UHQEKIMOHHBIN SHTOKAPTINT;

— WHQAPKT NaNVUISPHBIX MBIIIIL
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— HOpucoefHEeHNe HeNJOCTAaTOYHOCTN MUTPAa/JIbHOTO
KJ/IaItaHa.

2) Haoknanannwvii aopmanvHoliii cmeno3 (06ycnosenen cysice-
HUeM 80CX00AUu4e20 0moesna aopmot):

BO3MOKHOE COYETAHNE:

— C MUKpoTreHMell (Hecopa3MepHO MajleHbKas HUDKHAA
4e/II0CTDb, 00YC/IOB/ICHHAs ee HeJJOPa3BUTIEM);

— nmedexramu 3y00B;

— 3aJep>KKOJl MHTENIJIEKTYa/IbHOTO Pa3BUTHS;

BbIABJIEH}E aCMMETPUU I1y/IbCa HA COHHBIX U IJIEY€BbIX

apTepuAx;

ME€30CUCTONMYECKMIT CTEHOTUYECKMUI IIyM, PacIlpo-

CTPAaHAIOWIMIICA Ha COCYZbl 1LI€V, BBICAYLINBAEMBIl B

[IepBOM MeXXpebepbe CIIpaBa y TPy/UHBL;

Ha 9x03I: yMeHbllIeHJle Pa3MepPOB BOCXOJALIErO OTHENa

aOpTHI.

3) Cybaopmanvruiti cmeno3 (06ycnoener cknaokoil guopos-
HOUI MKAHU, PACHONIONEHHOT HeNoCcpedCcmeeHHO HAO KIANAHOM
U HUNCe e20 Ha 2-3 cm):

1-it BapuaHT: GUOPO3HBIN TSAXK, pacloararoliniics Ha
1-2 cM HIM>Ke CTBOPOK a0PTaJIbHOTO K/IaIlaHa IpUKpeIl-
NA€TCA KaK K IlepeJjHell MUTPalIbHOM CTBOPKE MUTPAJIb-
HOTO KJIaIlaHa, TaK ¥ K MEX>Ke/1y/l04KOBOII IIeperopofiKe;
2-J1 BapMaHT: TYHHE/IEBUHBIN CTEHO3 IJIMHONM OT 1 ;o
3 cM, 00pa3oBaHHBI AIMHHBIM Y3KUM GUOPOMYCKY-
JIAPHBIM TSKeM, UAYLIMM OT aOPTa/JbHOIO KJIallaHa K
nepegHeMeMaTbHON CTBOPKE MUTPAILHOTO;

coueTaHIe ¢ rUnepTpodeii MIOKapAa 1eBOro XKemyg04-
Ka;

Ha 9x09I: aHOMa/IbHOE CUCTONNYECKOE ABUKEHIUE aop-
TaJbHOTO KJjIalaHa, KOHIEHTPUYeCKas TIUIepTPodus
JIEBOT'O JKETYLO4YKa B MECTE BbIXOJja A0PThI;

BO3MOYKHOE ITPICOeiHeH e MH(EKIIVIOHHOTO SH0Kap-
IuUTA.

4) Hepexm mexncnpedcepoHoii nepezopodxu:

BBIAB/IAETCSA B 3PE/IOM BO3PACTE, Yallle Y MY>KYIH;
3arpyAMHHbIE 60M1Y;

CUCTONMMYECKUI ITYyM, OTPAXKAIOLINIT PETyPrUTaluIo de-
Pe€3 KJIaIlaHbl JIETOYHON apTepuu;
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runepTpodus IpaBbIX OT/ETIOB CepALia, IPUCOeANHEHNE
3aCTOsI B 6OJIBIIOM KpyTe KpOBOOOpalljeHN;
IPYCOeVHEHNEe YaCThIX 000CTpeHMI OPOHX0IErOYHOI
nHbeKIuy;

OKT: runeprpo¢us HpaBbIX IPEeACEPANIL U XKeTYLOIKOB,
yA/IMHeHMe uHTepBana P-Q, MepLiaHue Ipesicepauii;
9x03I, 30HAMpOBaHNE [TO/IOCTEN CepAlia.

5) Cunopom Tromembause (Jecpexm mexncnpedcepOHoil nepe-
20pOOKU 8 COHEMAHUU ¢ MUMPATILHBIM CHIEHO30M):

MUTPAIbHBII CTEHO3 (IIPOsIBIeHNE PeBMATIYeCKOTO II0-
poKa ceppLia);

MOpPOK TeMOJIHAMMYECK! YMeHbIIaeT MPOABIEHUs Jie-
(bexTa MeXXIIpefiCepHOI IeperoponKy;

OKI': mpusHaky runeprpoduyl HpaBbIX Ipefceprusd U
JKenmyJodKa.

6) Koapxmayus aopmuot (cyseHue nepeuietika aopmut):

4JacTas rOJIOBHAA OOJIb;

HOBBIIIEHNE CUCTOMMYecKoro AJl Ha pyKax ¥ CHIDKeHUe

ero Ha GeIpeHHBbIX APTEPUSIX;

XOPOILO Pa3BUTHIN TOPC;

cucronmyeckmit mym Bo II-IV mexpebepbe y mpaBoro

Kpasi TPYAVMHbI, IPOBOASAILINIICSI B MEXX/IONATOYHYI0 006-

JTaCTb;

IKTI-6/10Kaza 1eBoit HOXKM mydka ['uca;

Ha peHTreHOTpaMMe TPY/JHOI KIeTKM BbIABIAIOTCA Y3Y-

pbl pebep, 0OyCIOB/IEHHbIE paclIMpeHneM Mexxpebep-

HBIX apTepuil (aHACTOMO30B, 00eCIeYBAIOIIUX KOJI/Ia-

TepanbHOE KPOBOOOpalleHue);

Ppa3BUTHE OCTIOKHEHMIL:

— 0CTpas JIeBOXKEeTYHOUKOBA A HEJOCTATOYHOCTD;

— KPOBOU3/IMSIHIE B TOJIOBHOJ MOST;

— paspbIB BOCXOJ ALl a0OpThI MY €€ y4acTKa, pacmo-
JIOKEHHOTO JVICTa/IbHee MeCTa KOapKTallNu.

7) Hepexm mexncicenydouxosoi nepecopooxu:

PefKuMii HOPOK y B3POCTIBIX;

3alepXKKa PasBUTUA POCTA, BBIPa>KEHHAs JIETOYHAs TU-
HepTeH3Ws, BHe3aIlHasl CMEPTb Y fieTell;

BBIPA)KEHHBIl CHUCTONMYECKNUII IIYM IIO JIeBOMY Kpaio
TPYAVHBI (Jake IPU HA/IMYUY HeGOJIbIIOro fedeKTa);
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MHQEKIMOHHBI SHAOKapAUT (4alie Ha 3—4-M fecsaTue-
TUU KU3HI).

8) CmeHo3 ycmus ne20uHoli apmepuu:

BCTpeYaeTcs y JIIOfieil 3pesioro BospacTa (BO3MOXKHA
KaJIbIMUKaIVs KIanaHa);

MIPUCOEVHEHVE TIOJK/TAIIaHHONM MBIIIEYHOI TUIIEPTPO-
¢un n passutue MHPYHAUOYIAPHOTO CTEHO3a, YCYTyO-
JIAIONIETro HapylIeHVe OTTOKA 13 IIPABOro JKeNyJ04Ka;
TOJIOBOKPY>KeH 1, 00MOPOKY;

3arpyayHHbIe 00JIY, OIBIIIKA, cepyilieOueHNe;
cucronuyeckuii mryMm Bo II Mmexxpebepbe creBa OT rpyau-
HBI, IPOBOAAIINIICA K HVXKHEMY YITIy JIEBOM JIOTIaTKM;
[PUCOe M HEHJe OTHOCUTETBHOI HeJJOCTATOYHOCTI TPU-
KYCHMIATBHOTO K/IallaHa;

(beHOTUNIYECKIE MAPKEPHI:

— 3aMeJIJICHHBIN POCT;

— IITO3 BeK;

— HU3KOIIOCa>KeHHbIE yIIIN;

— TpeyronbHas GopMa auLa.

9) Mouonamuueckoe pacuuperue nezounoti apmepuu (npo-
A67IeHIUe KIANAHHO020 CUHOPOMA NPU OUCHAA3UU COeOUHUMENb-
HOTl MKAHW):

6eCCUMIITOMHOE T€YECHIE,;

[POSIB/IAETCS TOHOM VM3THAHUS JIETOYHOI apTepuu, He-
6OJIBIINM CUCTOIMYECKIM HIYMOM;

coyeTaercs ¢ fieeKTOM MeXIIpeLCep/HOIl Ieperopo-
K11, CTEHO30M JIETOYHOI apTepuu.

10) Tempaoa Panno (couemanue Oedpekma mexcxnenydouko-
8011 nepezopoOKU, CIMeEHO3a 7Ie204HOLI apmepuu, eunepmpopuu
npaeoeo xenyoouxa, 0eKCmpano3uuuu aopmuol):

OTCTaBaHUe B PM3MUECKOM PA3BUTUN;

TOJIOBHAs 00Ib, FTOTIOBOKPY>KEHIE;

OZBIIIKA, IITAHO3, CTETIeHb BBIPaKEHHOCTY KOTOPBIX 3a-
BIUICHT OT BBIPA)KEHHOCTH CT€HO3a JIETOYHOII apTePUL;
IPOJO/DKUTENIbHBII CUCTOMMYECKNIT IIyM, 00yC/IOBIIeH-
HBIII Te(peKTOM MeXKKeTyTOYKOBOIL IIePeropOfKNL.

11) Hesapawerue apmepuanvrozo (6omannosa) npomoxa
(cocyoucmoeo kanana mexncdy neeounoli apmepueti U aopmoil):

9aCTO Y JIeTe, POSUBIINXCA B BBICOKOTOPHOM MECTHO-
cTu;
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BO3MOYKHOE CIIOHTaHHOE 3aKpbITHe IIPOTOKAa B 3pe/IoM
BO3pacTe;

OTCTaBaHMe B POCTE;

TOJIOBOKPY>KeHe, CKIIOHHOCTb K 0OMOpPOKaM;
OTCYTCTBME LI11aHO3a;

TPOMKMI BYIOLMI CUCTONNYECKUIL IIYM, COYETAOIINII-
€51 C AMACTONMNYECKNM U BhIcTylyBaeMblit Bo ITI-111 mex-
pebepbe creBa;

IIpJCOeAVIHEHYe PACUIVPEHMs JIETOYHOI apTepuy, CaB-
JIMBAIOIIEl BO3BPATHBIN HepB (IOSBJICHNE OXPUIIOCTU
ronoca);

HOBBIILIEHVE IAB/IEHVSI B MaJIOM Kpyre KpOBOOOpaleHNs
C IpOrpeccUpyIoLLeit ruepTpodmert IpaBoro Xemygouka;
yCUJIEHHOE KpOBEHAIIO/IHEeH e JIETKMX TP HOPMaIbHBIX
pasMepax JIero4Hol aprepun (OTCYTCTBME BBICTYIaHMA
II fyru Ha peHTTeHOTpaMMe JIeTKMX).

12) Anomanus S6wmeiina (Oepopmuposartulii mpexcmeop-
uamulil K1ANaH Kax 0oL cMeuseH 6 HedoPa3BUMblil NPAsvLLi JHesy-
douek, umo 00ycnosnusaem ymeHvuieHue cepoeurozo 8vl0poca):

BO3MOXXHOCTb COUETAHU C fe(heKTOM MeXIIPefCepAHOII
HePeropofKIL;

HOSIBJIHMe LMaHo3a Ipu  (USMYECKONl Harpyske
(8 /5 cyuaes y mun 20-30 er);

KOPOTKIII Me30AMaCTOIMYEeCKUII ¥ MPeCUCTONNIeCKIIT
IIYM HeJOCTaTOYHOCTY TPeXCTBOPYATOro KIallaHa;
pasBuUTHE IPABOXKETYAOYKOBOI HEJOCTATOYHOCTH;

OKI" BbIcokmit 3ybery P, 6710Kafia IIpaBoOil HOXKKY ITy4Ka
I'mca, ipeceppiHbIE U XKeTYLOYKOBbIE ApPUTMUY;

Ix03T" BeLsiBNIeHME lepopMariyy TPEXCTBOPYATOrO KIIallaHa.

13) Bonesnv /lesa-/leneepa:

MyTanus B rede SCN 5A;
penkoe BpOXJieHHOe 3abojeBaHue cepplla, HO KpaiiHe
OIacHoe /A fieTell.

3.10. OTnnumnTenbHble NPU3HAKN COCYAUCTOro
cuHapoma

Bxrouarort:

MOpakeHMe apTepuil 37acTUUECKOTO TUIA, NMPOSBIIAI-
Ieecsl UMONATUYECKVM PacllMpeHneM CTeHKU ¢ (op-
MIpOBaHUEM MENIOTIATON aHEBPU3MBI;
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[MOpakeHe apTePUiT MbIIIEYHOTO ¥ CMELIAHHOTO TUIIOB

B Bijie 61 (pypKalMOHHO-TeMO M HAMIYeCKIX aHEBPU3M,

IO/IMXO9KTA3MI1 Y//IMHEHHBIX ¥ JIOKA/JIbHBIX pacliupe-

HUIL apTepuii;

[IaTOJIOTMYECKYI0 M3BUTOCTD (BIUIOTDH JI0 IeTIe00paso-

BaHUA);

[MOpakeHe BeH, B TOM YHUCTIe:

— HATOJIOTMYeCKyI0 U3BUTOCTD BEH;

— BApUKO3HOE pacUIMpeHNe BeH HIDKHUX M BEPXHUX
KOHEYHOCTeIl;

— BapUKOIIeTIE;

— pacuinpeHue reMOppONIaTbHbIX BEH;

Te/leaHTMIKTa3uy (MHOXKECTBEHHOE pacUIMpeHre Ka-

UJUTSIPOB IEPMBI);

reMaHTMOMBI (OITyXO/IeBU/IHbIe Pa3pacTaHMs KPOBEHOC-

HBIX COCY/IOB B BIJIe PO3OBbIX, BUIIHEBO-KPACHBIX VWJIN

CUHIOIIHO-KPACHBIX IISIT€H PasHOro pasMepa, MHOTAA

BO3BBILIANOIMECS HaJi YPOBHEM KOXM U OefHerome

[IPU HATABIMBAHUN):

— nposieHue 6onesun Panpgio-Ocnepa-Bebepa ¢ jo-
Kanms3anuen Ha Ko)Ke JAMUIa, KOHeYHOCTENM U CIAU3U-
CTBIX 000/I0YKaX HOCA, KPACHOJ KailMblI I'y0;

— accolmanuy C TeeaHTUIKTa3uell JerKNUX, IedeHlu,
[IOYEeK U CIM3MUCTON 000IOUKY >KeTyAKa U KNIIeYHN-
Ka;

— BO3MOXXHO HajIM4Me aHeBPUM3M MO3TOBBIX, cejese-
HOYHBIX apTePUI;

— CHUHJIPOM COIIPOBO>K/A€TCsI OBBILIIEHEM TOHYCA ap-
Tepuii, apTepMoO/ C YMeHblIeHeM 00beMa 1 CKOpo-
CTM apTepuanbHOTO PyCia U CHIU>KEHNEM TOHYCa BeH
C M30bITOYHBIM [IEIOHMPOBaHMEM KPOBJ B BEHO3HOI!
CUCTEME;

— HPOSBIAETCA B IO POCTKOBOM BO3paCTe, IIPOTPeccH-
pYysi ¢ BO3pacToM.

1) Anomanuu koponapuoix apmeputi (KA) (1/3 scex nposene-
Huti MAP cepouya):

BO3pacTaeT PUCK PasBUTHA HAPyIIEHNII KOPOHAPHOTO
KpOBOTOKa 1 paHHero passutusa VbC;

orxoxpmenne KA ot nerounoit (Ipu OTXOXKOEHUU Hpa-
Boit KA cMMIITOMBI JOITO OTCYTCTBYIOT, HO IIPU OTXO0X-
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neduu neBoil KA tonbko 15% 6GONBHBIX JOKUBAKT O
3pesioro BO3pacTa);

HIPUCTYIBI CTEHOKAPAUN HATIPSKEHUS;
OVACTOMMYIECKNII ITYM BIOJIb JIEBOTO Kpasi TPYAVHBI MJIN
Ha OCHOBaHUY CepALa, 00yC/IOBIEHHBII pasBUTIEM KPO-
BOTOKa 4epe3 KoJIaTepai;

rnyboxuii 3yber; Q B I cranyaprHoM otBefienyn u AVL,
BBIABIISIEMBIN YK€ B PAaHHEM JeTCKOM BO3PACTe;

IpsiIMOe MOKa3aHNe K XMPYPrUIeCKOMY BMEIIATeIbCTBY
(coemmHeHMe 1€BOTI KOPOHAPHOI ApTEPUM C AOPTOI C IO~
MOII[bI0O BEHO3HOTO TPAHCIIAHTATA).

2) Anomanuu aopmut (ee cysxierue):

Cy)KeHue Nepeleiiky a0pThl (KoapKTalys) — Hemocpes-
CTBEHHO IIOC/Ie OTXOXK/I€HU A JIEBOV MOAK/IIOYNYHON ap-
TepuL, Jale y My>KuIH;

Cy)XeHUe MeXJy MeCTOM OTXOXJeHMs Oe3bIMAHHON

apTepuUM U J1€BOV MOAKTIOINIHON (MM JIeBOI COHHOIL),

conpoBoXpamooeecs pasuuueir AJl Ha 1paBoil U 1eBoit
pyKax;

BpPOXJIEHHOE Cy>KeHMe (KOapKTalMs aopTbl) PacIlono-

>KEHO B MeCTaX Ilepexofia Y'Y a0pThl B HUCXOAAIIYIO ee

YacTh (JjUcTaIbHEe JIEBON MOAK/ITIOUNYHON apTepun);

CyXXeHIe aOpThl B HETWINYHOM [ KOapKTallMU Me-

CTe BBI3BAHO TUIIOII/IA3Mell CeTMEHTa a0PThI VIJIN HecIle-

upUYECKUM a0PTUTOM;

TUNNYHO:

— HaJM4ue CUCTONMYecKoro myma Bo II mexpebepbe
CIIpaBa, MPOBOJAIIETO HA COCYABI LIeM M IIOfIOMNa-
TOYHYIO 00/1acTh;

— apTepuanbHas TUIEPTEH3NS BepXHEN 4YacTu Tenla
u cH>KeH1e Al Ha HVDKHIX KOHEYHOCTSX;

IOABJIEHME ATEPOCK/IEPO3a a0PTHI YKe B 10-71eTHEM BO3-

pacre;

IPU3HAKYU IUIepTpoduu 1eBoro sxenynouka Ha IKI;

u3MeHeHVe pebep (HVDIKHUII Kpall CTAaHOBUTCSA HEPOB-

HBIM OT J[IaBJIeHNS Pe3KO PACIIMPEHHBIX ¥ M3BUTHIX

MeXpeOepHBIX apTepuii, BBIABAsAEMBIX Ha PEHTI€HO-

rpamMme y IO pOCTKOB cTapiie 15 fer);

obpalaTh BHUMaHNe Ha YCUICHHYIO IY/IbCAIINI0 MEX-

pebepHbIX apTepuit, apTepuit OKOJIO IONATOK, OTYET/IN-
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BO BUJHBIX IIPM HAaK/IOHe OO/BHOTO BIIepe] C OIyIeH-

HBIMM BHU3 PyKaMU, ¥ IIyIbCALMI0 apTepuil BEPXHUX

KOHEYHOCTEN, ONpefensAeMylo IIpY IOAHATOM PYKe B

MOJMBIIIEYHON AMKe U 110 Me[JUa/IbHOM IMOBEPXHOCTU

j1eya;

I7IJa3HO€ [IHO BBIABIIAET CY)K€HUe, U3BUTOCTb apTepuil

ceT4yaTKU, 61eIHOCTD T1uMOa;

BO3MOYKHBI:

— M30/1MPOBaHHas KOApKTallyA aOPThI;

— codYeTaHMe KOapKTalMy C OTKPBITBIM apTepUaTbHbIM
IIPOTOKOM;

— codYeTaHMe KOApPKTALlMU C APYIMMU MOPOKaMU CO-
CY/[IOB M TIOpPOKaMM cepAla (Kak BPOXK/JeHHBIMM, TaK
" IpUOOpEeTEeHHBIMMN);

JIeTaJIbHBII MICXOZ 00YC/IOBIEH:

— B BO3pacTe OT 1 rofa: mporpeccupymouasn cepaedHas
He/IOCTaTOYHOCTb;

— B Bo3spacre crapiue 20 j1eT: KpOBOU3NUAHNE B TOTOB-
HOJl MO3T, pPaspblB a0OPThI, IpOrpeccupymouas cep-
Ie4yHas HeJlOCTaTOYHOCTb, CBA3aHHAsA C IIePerpy3Koil
JIEBOT'O JKeTyLOoYKa.

3) Anomanuu 6 nonodeHuu aopmol, yosoeHue aopmanvHoli
Oyeu ¢ 803MOXCHBIM cOasieHUeM mpaxeu, OPOHX08, NUWLEB004q,
8038pAMmH020 Hepaa.

4) Bposcdennas uzsumocmo oyeu aopmul (U36UmMocmo u ne-
peaubvt Oyeu aopmuol, 00ycn06/eHHbIE NAMONIOZUMECKUM CIPO-
eHuemM ee CMeHKU), UMeUw,as CUHOHUMDL: KuHKuHe (6akniuHe)
Oyeu aopmol, Nce600KOAPKMAUUS, AMUNUYHAS, CYOKTUHUYe-
CKAST KOAPKMAUUST, Me2aaopma:

BO3MOXXHO COYETaHME C AHEBPU3MOIL A0PThI;

6071 3a I'PYANHOIL, B JIEBOI IIOJIOBMHE I'PYJHON KJIETKU
C IIPUCOe/IMHEHNEM OfIbILIKY, CepalieOueHue;
MTaTOJIOTMYeCKas MyAbCaLUA JIEBOVI COHHOI, JIEBOVI 10T -
K/IIOYMYHON apTePUM U apTEPUN B JIEBON IOAK/IIOUMNY-
HOIl fIMKe, COYeTalolascs C OoclalieHueM IIyIbca Ha
JIEBOJI JIy4€BOI apTePUM M CHIDKEHMEM Ha YKa3aHHOI
cropone Al Ha 20-40 MM pT. CT.;

BBIABJIEHME CUCTOMYECKOTO NPOXKAaHMA HaJ, apTepuer,
NIPOXOAAILEN B MIOAKIIOYNYHON AMKE, ¥ CUCTONMNYECKO-
ro mwryma o II-III Me>xxpebepbe crieBa OT IPyAUHDL;
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® Ha pEeHTIeHOIpaMMe BBIAB/IAIOTCA TUIIMYHBIE IPU3HAKA

BPOXK/IEHHOI U3BUTOCTY YT AOPTHI:

— BbIOyXaHue AYTM AQOPTHI BJIEBO U BBEPX C paclIMpeHt-
€M TeHJ B BEpXHEM CPeOCTeHNII;

— Pa3sBEpPHYTOCTD JYI'M aOPTHI B IIEPBO KOCOM IPOEK-
1;

— pmedopManysa aOpTHI BCIEACTBIE Tepernba B o6actu
Hepexofja 1YY a0PTHI B €€ HUCXOJAIYI0 YaCTh;

— BO3MOXXHOE aHEeBpU3MaTU4YeCKOe paclIMpeHye aop-
TBI (C KaJIBIJMHO30M CT€HOK aHEeBPU3MBI) Cpasy Iocye
ydacrtka gedopmarum;

® [IOTOJIHUTENTbHO YYUTHIBATD:

— YMepeHHYI0 TI'MIIEPTEH3UIO, OIpefe/IIeMYI0 TOTbKO
Ha IIpaBoOIl PYKE;

— PasHUIY JAaBJIEHUA MEXY IIPABOI PYKON U HVDKHMU-
MM KOHEYHOCTsIMY (OOBACHSIOMINI TEPMUH «IICEBLIO-
KOApPKTALIVI»);

— Ha/lM4ye CUCTOJMYECKOTO IIyMa B oOmacTy ceppna
u 6paHXMO-LjepeOpaTbHBIX COCYIOB;

e aoprorpadus BbIABIAET:

— 3HAYUTETbHOE Y/IMHEHJE U CMelljeHlie BIIeBO BBepX
AyTM ¥ TPYAHOTO OTAeNa aopThl ¢ 0oOpasoBaHMeEM
nepern6a nmubo B o61acTu Xyry, mmbo cpasy mocie
OTXOX/IeHN JIeBOJI IO K/II0YNYHOI apTepyn (MecTo
IaTO/IOTMYECKOTo Iepernba 0CoOeHHO XOPOLIO BUJ-
HO B OOKOBOII IIPOEKIMN);

— 1mocrie y4yacTka nepernba aopra B 50% ciaydaes pac-
HIMpeHa, MHOIZA 0 aHeBPU3MATUIeCKIX Pa3MepOB;

— dallle eperu6 pacrojaraeTcs Ha yqacTKe aopThl cpa-
3y IIOC/Ie OTXOXJEHMA TeBOJ NMOAKIYNYIHON apTe-
pu;

® YaCcTO IATONIOIMYecKas U3BUTOCTDb COYETACTCSA C LPYTH-

MU BpOXXI€HHBIMY NTOpOKaMM cepala: terpagoit Gasno,

HedeKTOM MEeXKIKeTy[J04KOBOII HepPeropoiKy, 3epKajb-

HOII IEKCTpOKapyen, HaJKJTallaHHbIM CTEHO30M aOPTHI.

5) Anespusma epyoHoii aopmuvl (10KanvHoe MeuiKo8UOHOe
svlbyxaHue cmeHKU aopmol unu oug@ysnoe pacuiuperue eceti
aopmoi b6osnee wem 6 2 paza no CPABHEHUI ¢ HOPMOLL):

® BpOX/IEHHbIE IIPUYNHBL

— KUCTOBUJHBIV MEIVIOHEKPOS3;
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— cunHjgpoM Mapdana (mereHepaius 371acTUYHBIX BO-
JIOKOH, Jie30praHM3anns cpegHeil 060I0YKM a0PTBhI,
ovary MefMOHEeKPO3a);

— BpOX/IeHHAasI U3BUTOCTD YU AOPTHI;

— KOapKTallys aOpThl;

puoOpeTeHHble IPUYNHBL:

— aTepOCK/Iepos;

— cuduuc;

— HecnelnUIeCKMit A0pTOAPTEPUNT;

— TpaBMaTM4YeCcKye aHEeBPU3MBl IOCTe 3aKpPBITBIX
TpaBM TPYAHON KJIeTKM (aBTOMOOMIBHBIX, PERKO
aBUAIMIOHHBIX);

— JIOXKHBIE [TOC/Ie0epalIOHHble aHEBPU3MbI;

aHeBpM3Ma BOCXOJAIIEN YacTy aOpThl HaYMHAETCA HaJy

JIYKOBMIIeV a0OpThI MaKCUMaJIbHO (10 6-8 cM) yBenmu4u-

BaeTCs B CpefiHell ee TpeTH, MpOsAB/AiACh Ha R-rpamme

paciiMpeHyeM TeHU COCYJAVUCTOrO Iy4Ka BIIPaBO U BbI-

OyxaHMeM IIpaBOil CTEHKV BOCXOJAIIeil aOpThI; BTOpas

Kocasl IO3UILVSA BBIABIAET yBeIMYEHME BOCXOpALIEN

a0pPTBHI II0 JIEBOMY KOHTYPY;

aHeBpM3Ma YT AOPThL:

— TeHb PacCUIMPEHHON aOpThl pacllosaraeTcs 1o Cpef-
Hejl IMHUY uK 60jiee BBICTYIIAeT BIIEBO;

— COCYAMCTBII ITy4OK Pe3KO pacIiMpeH;

— HPUCOEMHSAETCS KaIbIIHO3 CTEHOK aHEBPU3MBI;

aHeBpM3Ma CHHYCOB BanbcasbBpl, Kak U aHeBpuU3Ma

BOCXOJAIIei a0pPTHI HaYMHaeTcsA OT prOPO3HOTO KOMb-

1]a A0pTaJIbHOTO K/IallaHa, JUArHOCTUpyeTcsa Ha 9X0IT

(yxazaHHBIE aHEBPU3MBI BOCXO/SALIETO OT/ie/a aOPTHI U

aHeBpM3Ma CUHYcOB BasbcanbBbl cocTasnsaer 44% Bcex

aHeBpM3M U TaKXe BXOJAT B KJ/ANAHHBI CUHAPOM

ACT);

YUUTBIBATD, YTO MEIIKOBY/JHbIE aHEBPU3MBI A YT AOPThI

Jalie BCEro OO0YC/IOBJIEHBI CU(PMINCOM, YBEIMYNBAACH

BIIPaBO, BHU3, K3a/i/1 (B «<OKHO a0PTHI»);

TpaBMaTH4ecKas aHeBpu3Ma:

— JIOKa/JIM30BaHa B OOJIACTY JIeBOMI OOKOBOIl CTEHKM
HUCXOJAIIEN a0PThI;

— MIMeeT MEIIKOBUIHYI0 popMy;

— 4YacTb TPOMOUPOBaHa;
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aTepPOCK/IePOTUYEeCKasl aHEeBpM3Ma TaK)Ke JTOKaIM30BaHa
B 00/1aCTM /1€BOTT OOKOBOIT CTEHKV HUCXOJSIIIEN A0PThI;
HOMHUTb, 4YTO CUMHAPOM MapdaHa MOXeT IPOSABIATHCS
OTPaHMYEHHBIMM VI3MEHEHMAMU TO/IbKO B CEPIEYHO-CO-
CYJVCTOI CUCTEME, & UMEHHO aHEBPU3MON BOCXOZAILIEN
aopThI B COYETAHNM C aHEBPM3MOI1 CMHYCOB BasibcaibBbl
U OCJIOXKHAETCA PacClanBalell aHeBPU3MOIL A0OPTHI, ee
NIPOSIBIEHU S
— BO3HMKHOBEHME >XeCTOoYallell 6omm 3a TPYAVHOIA,
UppafgUMpYIOLeil B CIIMHY WM SIUTacTPaIbHYIO 00-
JIaCTh, HO KpajiiHe peKo — B IIEI0 1 BepXHe KOHed-

HOCT;
— BO/MHOOOpasHOe TedeHme 60mu (TO 3aTMXAIOLIEN, TO
YCUIMBAIOLIEICST) — CBUJETENIBCTBO MIPOTPECCUpPO-

BaHNs paccioeHus 1 GaTaJbHOTO POPbIBa AHEBPU3-
MBI B [IepUKapJ, V1N IIJIEBPAJIbHYIO [IOTOCTD;
60JIb NTOCTENIEHHO PACHpPOCTPAHSETCS BIOIb IO3BOHOY-
HUKa B CIIMHY, CONPOBOX/AACh JJBUTATENTbHBIM 0OecIo-
KOJCTBOM, IIO'bEMOM, a 3aTeM CTOMKUM mnameHueM AJl;
Ha peHTreHOIpaMMe: YBe/ln4eHNe TeH aOPThI U Cpefio-
CTeHU S, TOSIB/IeHN)e BBINOTA (FeMOTOPAKC) B IJIEBpaib-
HO IOJIOCTH;
Ix03I": Bepudmkanys paccioeHns: BOCXOAALIEN 4acTu
aopThL
3HATh, YTO HOLOOHOE OCTIOXKHEHME Cpasy CiefjyeT Io-
Ho3peBaTb y OOJBHBIX BBICOKOIO POCTA, XY/ OLIABBIX,
C JUIMHHBIMY KOHEYHOCTSIMMY, aQpaXHOJAKTU/INEN U ITaTO-
noruert 3perus (y 80% My>xunH u 60% >KeHIINH) B BUJie
MUOINM, JBYCTOPOHHETO IIOfIBBIBMXA, MPUIOKIMHE3a
(BOMHUCTDIC IBYDKEHM S PALY>KKY IIPU OBICTPOM IIEPEBO-
Iie I/Ia3 13 CTOPOHBI B CTOPOHY).

6) BapuxkosHoe pacuiuperue ser (3a60nesarnue n06epxXHOCHI-
HbLX 6eH HUNHUX KOHeUHOCMell, 6eH CeMEHHO020 KAHAMUKA U 6eH
NPAMOIL KUK, BbIpaAXAIOULeecs 6 Y6euteHUU NonepeuHUKa u
npoceema smMux 6eH, USMEHEHUSX UX POPMbL U KOHCUCTNEHUUL):

OT/IMYUTENbHbIE IPU3HAKM BAPUKO3HOTO PacCIIMPEHUS

BEH HIVDKHUX KOHEYHOCTEIL:

— BaKHeIIasd NPUYMHA XPOHMYECKON BEHO3HOI He-
pocraroynoctu (XBH), nmpu koTopoil HapylleH OT-
TOK BEHO3HOJ KPOBM I3 IMOPaXKEHHOM KOHEYHOCTH,
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OCTIOKHAIIENCA A3BaAMMU, 9K3€MOI U iepMaTUTaM,
¢dreboTpoM6b030M, TPOMOOPIEOUTOM, CTTOHOBOCTHIO
(B 3% cny4ae);

Hambomee YacTO MOPaXKAITCs IIOAKOXKHBIE BEHBI

HIVDKHUX KOHEYHOCTel, BXOfsAlue B CUCTeMy 6O0Jb-

IO IO KOXXHOV BEHBI, peXKe BETBU Majoll ITOJLKOXK-

HOJI BEHBI,

MPOSB/AETCA pacllVpeHeM, IIOpa’keHNeM BCeX CTIo-

€B, IpPeUMYIIeCTBEHHO MBbIIIE€YHBIM, 3aMelleHueM

CTEHK) BEHBI KOJIJITaT€HOBBIMM BOJIOKHAMU C yTOJ-

IIeHVeM, YAIMHEHNEeM, U3BUTOCTbIO, 00pa3oBaHueM

BBIILIYMBAHNUI B CTEHKM BEHBI M K/IAIIaHHON HeMIO-

CTaTOYHOCTBIO 110 BCEMY CTBOTY OO/IBILION MOZKOX-

HOJI BEHBI,

[IATOJIOTMM CIIOCOOCTBYIOT Haln4yue BPOXKJIEHHBIX

MEJIKIX apTePUOBEHO3HBIX aHACTOMO30B, CIIOCO0-

CTBYIOLIMX IOBBILIEHNIO IaB/IEHN B BeHaX, I JOIION-

HUTEJIbHBIX apTepUaIbHBIX BeTBell, 3aTPyAHAIOLIINX

OTTOK KPOBU;

HAaC/e[ICTBEHHOE HETOJTHOLleHHOEe CTPOEeHMe BeH, UX

BapMKO3HOE pACIIMPEHNE COYeTAeTCs C reMOpPpOoeM,

BapuKolere (y My>X4IH), INIOCKOCTOIIVMEM U TPbDKa-

MU;

yallle BCTPeYaeTCs Y )KeHIIVH 3pe/IoT0 BO3PACTa, YTO

00'bACHAETCA:

o 6OIDBIINM Iepern6oM BeH KOHEYHOCTEN! IIpY BIIa-
IOEeHMM VX B Ta30Bble BEHBI, NEPeNoNTHAIMINXCA
KPOBbIO BO BpeM: MEHCTPYaL Ul

e C1abOCTBIO CTEHKU BEHDI;

o 4YacTBIMU OepeMeHHOCTSAMM, KOrjja IaTolorude-
CKOe paclIMpeHe BeH CBsI3aHO C INTyOOKOI Heil-
POSHIOKPUHHOII ITepecTpOIIKOIl opraHusMa depe-
MEHHOI >KeHIIHBI;

— Y MY>X4MH 60JIblllee 3HaUeHNUe UMEIOT MH(EKI Y, NH-

TOKCHMKAIINM, IINTE/IbHOE IpeObIBaHNe B BEPTUKA/Ib-
HOM II0/I0KEH N, XOb6a;

HOpakeHNe BeTBell M CTBOJIa OOJIBLION HOKOMXHOI
BEHDI Ha IIEPETHEBHYTPEHHEN IIOBEPXHOCTY TOJIEHN U
Oenpa, MaJIoil IIOAKOXHOI BEHBI Ha 3a/lHCHAPY KHOI
IIOBEPXHOCTU TOJIEHY; BO3MOXXHO M30/IMPOBAHHOE
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aTUNNMYHOE IIOpakKeH)e BeH Ha IlepeJHEHapyXHOM
OBEPXHOCTU Oefipa, Ha ero 3aHell IOBEPXHOCTH;

— IpsIMble VIV M3BMJIVICTBIE TSDKY, CIUIETE€HUS, Y3IIbI,
BpIOyXalollye, MHOIJIA IPOCBeYMBalOIMecs dYepes
VICTOHYEHHYI0 KOXY;

— OTEKM [VCTa/IbHBIX OTME/I0B TOJIEHEN, IIOABIIAIOIVE-
Cs1 K Beuepy U IPOXOfAlilyie 32 HOUb;

— 6oree o3/HEE IPUCOEAVHEHNE YYBCTBA «OflepeBeHe-
HS1», TIO/I3AHIS MYPAlIeK, «PacIMPaHsI», TXKECTH
B HOTaX M HESACHBIX, TYIIbIX, IOMAIUX 00J1ell, BO3HMU-
KaIOL[MX TOC/IE IUIUTENbHOTO CTOSHISA, MCUYE3aAI0L[UX
[IOC/Ie IPeObIBAHMSI B TOPM30HTAIBHOM MOIOKEHUIA;

— IIpUCOefMHEHNeE CYIOPOT, IJIABHBIM 00pa3oM B MKpO-
HO>KHBIX MBIIIIAX;

— HapylleHye NUTMeHTaluy (TeMHBbIe IISTHA), CYXOCTh
KOXH, ee IIeyIIeHNe, JepMaTUT, 9K3eMa, 3pO3Ul,
POXICTO€E BOCIHATIEHNE U [IP. OCTOKHEHNs, TOPaska-
IOl e IVCTA/IbHbIE OT/Ee/Ibl HVPKHIX KOHEYHOCTE;

® OT/INYMTENbHBIE IIPU3HAKK Bapukouene (pacminpeHue

U YAJIMHEHe BeH CEMEHHOTO KaHaTHKa):

— nmuddysHas dopMma paclIMpeHMs BCTpedaeTcs dalle
CJIeBa, YeM CIpaBa (C/ieBa ceMeHHas BeHa BIIajjaeT B 0-
YeYHYIO IIOJ IPSIMBIM YIJIOM U He MMeeT K/IallaHOB;
IpaBasi CeMeHHas BeHa BIIAflaeT B HVDKHIOW IONYI0
BeHY, IMeeT KJIallaHbl, 00/Ieryaroliye TeyeHne KpoBu);

— «TPO3JEeBUIHOE» CeMEHHble BEHO3HbIE CIUIETEHNS,
BXOJAILINE B COCTAB CEMEHHOI'O KaHATIUKA;

— pasBUBaeTCA Yallle B MOJIOJOM Bo3pacTe (B Iepuop
[I0JIOBOTO CO3PEBaHMs IPY NPUINBE KPOBU K M1OJIO-
BBIM OpraHaMm);

— y3no006pa3oBaHue Yallle OrpaHINYeHO BeHaMI CeMeH-
HOTO KaHaTMKa, HO MHOTAA paclpoCTpaHseTcs Ha
BEHBI KOXKJ MOIIOHKI, IIOJIOBOTO 4JIeHA, PeXXe BEeHbI
CaMOro AMYKA;

— BO3MOXXHa JpsibnoBaTas KOHCUCTEHLUs SMYKA, ero
OTEYHOCTD;

— codYeTaHMe C BapMKO3HBIM paclIMpeHVeM BeH HIDK-
HJX KOHEYHOCTE, BEH IPSAMOI KUIIKY;

— 60onmu B sAMYKe ¥ CEMEHHOM KaHAaTUKe, OLIYILeHMe
YYBCTBA TSDKECTH, Yallle C IEBOJ CTOPOHBI MOIIOHKI;
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HoloIIMe OO/ B ITaXy, IPOMEXXHOCTHU 1 TOSICHUIIE;
HaOyXIII1e, 3BUBAIOLIECs BEHO3HbIE COCYIbI, OIIpe-
ZersieMble IIPY MajIbIIaLIMY CEMEHHOTO KaHATIKa;
SVYKO YBe/MYEHO UM YMEeHbIIEHO, pediekc KpeMa-
CTepa CHVDKEH;

HebOoJIblIIoe TUAIpOLIesie, OTBICAHVE MOLIOHKN;
paclllipeHle Hapy>KHOT'O IIaXOBOTO OTBEPCTHUS;

OT/IMYNUTE/IbHbIE TIPU3HAKY TeMOpposi (BHYTpeHHee Be-
HO3HO€e TeMOPPONAAIbHOE CIIETEHME 0OPa30BAHO [BY-
M1 pSIlaMy KABEPHO3HBIX BeH, CBSI3aHHBIX MEXY COO0IT
60/IBIINM KOMTIYECTBOM aHACTOMO30B U KOJIJIATepase):

TeHeTUYeCK! JeTePMUHMPOBaHHOe 3aboneBaHme, 00-

YC/IOB/ICHHOE I'MIepIUIasuell KaBePHO3HBIX —TeJell

(kaBepHO3HOI TKaHM C OONBIINM KOMNYECTBOM apTe-

PMOBEHO3HBIX aHACTOMO30B, OTKPBIBAIOLINXCS HeEIO-

CPEZICTBEHHO B IIPOCBET KaBEPHO3HBIX ITO/IOCTeIN);

CTpO€HNe COCYUCTBIX 00pPa30BaAHMI TOACIN3UCTOTO

CJ10S1 IPSMOJ KUIIKM 0OYCTIOB/IMBAeT BO3MOXKHOCTD

3aII0/IHEHUs T'eMOPPOUMA/TbHBIX Y3/IOB apTepuasb-

HOJI KPOBBIO I 00'bACHSAET PaKT apTepuaJbHBIX KPO-

BOTEUYEHNII;

KaBEPHO3Has TKAaHb PacIlONaraeTcsi Ha JIeBOll OOKo-

BOI1, IPsAMOIJI 3aiHeO0KOBOI 11 IIPaBoii epesHeO0Ko-

BOJI CTEHKaX MPAMON KNIIK;

PelIKO TeMOppOIl Pa3BUBAETCH Y JeTeil U IIOLPOCTKOB,

MOABNAETCA y MU B Bo3pacTe 18-40 yteT;

(axTopbl, CIOCO6CTBYIOMINEe 06Pa30BAHNIO TEMOPPOSL:

o XPOHMYECKIE 3aIOPbI;

o cHasMbl cGUHKTepa IIOf BAMAHNEM TPEILINH, A3B,
IIOJINIIOB B IIPAMOJ KUIIKE;

e MHOTOKpaTHbIe 6epeMEeHHOCTI;

e UINTENbHOE IpeObIBaHNe Ha HOTaX;

o IIOpTAJbHAsA I'MIIEPTEH3NS;

o CceppevHas HelOCTaTOYHOCTD;

o 370yHOTpeb/IeHNe a/IKOTO/IeM;

o OIYXOIU B MajIOM Tasy, CAAaBAVBAIOLIUeE OTBOJ-
IIYe BEHbI IPSAMOI KUIIKA 1 IP.;

HIDKHMIIL TeMOpPpoit 06pa3oBaH 13 BEHO3HOTO CIIIeTe-

HI, PAaCcIIONIOKEHHOTO HEIIOCPEICTBEHHO IIOJ KOXel

HIDKe COMHKTepa MPsMON KUIIKY, BEPXHMII — M3
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BHYTpPEHHETO TeMOPPONaIBHOTO CIUIETEHLS, PACIIO-

JIOXKeH BbllIe CPUHKTEPa;

— cnusncTasi 0607109Ka HIDKHETO OT/ie/a IIPSIMOTL KM LI~
KJ1, HOKPBIBAIOIAsl Y3/Ibl, YTOJIIeHa, TUIIepeMUpPOBa-
Ha, BOCIIA/IEH4;

— Hapy>KHble TI'eMOPPONAa/NbHble V3/Ibl BBISABIAIOTCS
PV HATY>XMBaHUM, PACIONATAITC BOKPYT 3ajHe-
IPOXOJHOTO OTBEPCTHUs, BBI3BIBAIOT HEIPUSATHBIE
OIIYIIIeHII ST, COIIPOBOXAAIOTCS 3YAOM;

— BHYTpEHHMe IeMOPPONJa/IbHbIe Y3/Ibl pacHoIaraior-
csi Ha 1,5 ¢M Bblllle OT aHAJIBHOTO OTBEPCTIS, BULHBI
Yepe3 peKTOCKOII B BHJe XOPOLIO OPOPMIEHHBIX, CHi-
HEBaTO-KPACHBIX 00Pa30BaHUII, MOKPBITHIX UCTOH-
YEeHHOJI C/IM3UCTO 000I0YKOIL;

— OCJIOKHEHVIsI TeMOPPOS:

o TpombodeduT — OTeUHbIE, IIOTHDIE, 6OMTE3HEH-
Hble HAPY)KHbIE TeMOPPONIaIbHbIE Y3/Ibl, 3aATPY/-
HsI e ledeKaluio;

o BO3MOXKHOE IIPMCOeIHEHe abcIecca;

o IIOCTOSIHHOE BbIIaJieHJe BHYTPEHHUX [eMOPPON-
IaJIbHBIX Y3/I0B, CTAHOBSIIVXCS HAIPS>KEHHBIMU,
TeMHO-6arpoBoro nBeTa, 0OJ€3HEHHBIMU, OCO-
OeHHO IIpH YIeM/IeHI;

o KPOBOTEYEHNsI, UCTOYHMKOM KOTODPBIX SIBJISIOTCS
BHYTpEHHMe Y3/Ibl, B TOM 4ucje npodysusie (ap-
TepyajbHbIe )1 BEHO3HbIE), C PE3KUM IafjeHueM
reMor/o61Ha B efuHuIEe 00beMa KPOBI;

o IpUCOe[MHEHMEe IPOKTUTA C OTHE/ICHUEM CIIN3U
U IPUCOeRVHEHMEM 3y/a.

7) OmauuumenvHole NPUSHAKU 8POHOEHHBIX NOPOKOB PA3-
BUMUS 6EH:
®  KamyUIsIpHbIE TeMAHTMOMBI:

— CKOIUIeHJIe PACIIMPEHHBIX TOHKOCTEHHBIX KaIlV/I/Isi-
POB B COCOYKAX JIEPMBI, B KOXe, IO/JKOXKHOI KIeT-
JaTKe SIPKO-KPACHOTO, CHHET0, KOPUYHEBOTO 1{BET4;

— 0/1eXHOCTD IPY CHAB/ICHN Y, HATIOTTHEHYe KPOBBIO IIPK
HpeKpalieHny CoaBIeHsT;

— pasnamMyarh:

o KaBepHO3HbIe TEMAHTIOMBI (TOHKOCTEHHBIE COCY-
IVCTBIE TTOMOCTY IyOUATOI CTPYKTYPBI U Pasind-
HOJI JTIOKaIM3annn);
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o BETBUCTblEe T'eMaHIMOMbI (3HAYMTEIBHO pacIIy-
peHHble V3BUTble TOHKOCTEHHbIE KOHIJIOMEPATHI
COCYJIOB BEHO3HOTO, apTEPUATLHOTO U IIPOMEXY-
TOYHOTO TUIIOB (4aCTO COYETAIOTCS C KABEPHO3HBI-
MM TeMaHTMOMaMM)):

o IaJbBIVpPyeMOe MiATKoe 00pa3oBaHue, JIETKO
crajiaoleecs py Ha/JaBIMBaHNU;

o OTCYTCTBME Iy/IbCALINN;

o aHruorpadus BeIABIAET OYXTOOOpa3HbIe MHO-
JKeCTBEHHDIE MONOCTU Pas/IMYHbIX PasMepoB,
coob1aroiecs MeXy coboit (kaBepHO3HbIE
IeMaHIVOMBI), I Pa3BUTBII BEHO3HBIN PUCY-
HOK B 00/1acTM IIOpaKeHMsI HpU BETBMUCTON
reMaHTMOMe;

e BeHO3HbIe AaHEBPM3MBI, Yallle SPEeMHBIX BEH, peXxe —

YCThs1 GOJIBILION TTOJJKOXKHOII BEeHBI Oefipa:

— OIIyXO/IeBUIHOE 0Opa3oBaHue B IPOEKIVN VI MeIy-
aJIbHee KMBATe/IbHOI MBIIIIBI, IPOsBIIAoLIeecs (yBe-
JIMYMBAOIeecst) P HaTY)XMBAaHWUM, HAK/IOHE TY/IOBH-
Ia BIepef], IIOBOPOTE TOJIOBBI B IIPOTUBOIIOTIOXKHYIO
CTOpOHY, 2 y pebeHKa — BO BpeMs IIada ¥ KPUKa;

— BBINSYMBaHME VCYe3aeT NPY IpeKpalieHnn Hamps-
JKEHU 5T;

— TedeHNUe IpOrpeccupyollee, C BO3MOXXHBIMU OCIOX-
HEHMSMMY, TAKMMM KaK:

e KOMIIPECCUOHHDIN CUHJIPOM;

o TpoM0603 aHEBPU3MbI;

o ee paspbiB.

3.11. OTnnumMTenbHble NPU3HAKN
nauonaTuyeckom aptTepuanbHOn rMNOTEH3NN
npuv gucnsasum CoeANHUTESIbHOWN TKaHN

Ot1nnunTenbHble IPU3HAKN:

® HOPMOCTEHMYECKMI TUI KOHCTUTYnun B 75-80%, acTe-
Hy4ecKkuit Tun y 12-18%;

e yMeHblIeHJEe TOHyca apTepPUON CO CHIDKEHUEM IIepu-
(bepnyecKkoro COCY[JUCTOTO CONPOTUBIIEHNS, BbICOKas
AKTMBHOCTD XOIMHEPTUYECKUX CUCTeM (CKIOHHOCTb K
6papukapauy), CHIDKeHVe QYHKIUY CHMIIATUKO-afipe-
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HaJIOBOJ CUCTEMBI, BTOPUYHOE CHIDKeHue (GyHKIuu
Ha/II0YeYHIKOB;
® HIDKHAA TpaHuULla HOpMBbI cuctonmueckoro AJl 100-
105 MM pT. CT. AMACTONNYECKOTO — 60-65 MM PT. CT.
(B Bospacre ot 20 10 40 neT);
® pes3Koe TONOBOKPY)KeHMe, IOTeMHeHMe B IJIasax IIpu
OBICTPOIL IIepeMeHe TIOTOXKEH S TeIa, I/IUTETBHOM CTOsI-
HUY, IPOJO/DKUTENbHOI paboTe Py HAKIOHHOM COTHY-
TOM IIOJIOXKEHUI TeIa;
® HajM4Me ACTeHUM, SMOLIVOHA/IbHON HEYCTONYMBOCTH,
HAaK/JIOHHOCTb K IIaTOJIOTMYECKOil (UKCAILVY MIIOXOH-
OpUYECKUX M[eil, «MeTeoTabMIbHOCTb» C IJIOXOIl Imepe-
HOCHMOCTBIO XKapbl;
® BO3MOXXHOCTb TMIIOTOHNYECKUX KPM30B (MHOTTA C IPU-
3HaKaMJ AMHAMMUYECKOrO HapyIIeHMsI MO3IOBOTO KpO-
BOOOpaIeHI);
I/I0XasI IEPEHOCUMOCTD HUTPATOB [IPU CTEHOKAPINIL;
TUIIOTOHMSI C OPTOCTATUYECKUM CUHIPOMOM:
— YXYVALIEHVe CaMOYyBCTBMS IIPU II€PeXOfe M3 TOpU-
30HTA/IPHOTO IIOJIOXKEHM S B BEPTUKATBHOE, A/IUTENb-
HOM CTOSIHIM, OOYC/IOBJIEHHOE PE3KUM CHIDKEeHUEM
A]l, 3aMe[/ieH1IeM ITy/IbCa;
— IpOBefieHNe OPTOCTATMYECKON IIpOObI M IIPOOBI
C mpeObIBaHMEM B HEIOJBV>KHOM COCTOSIHUU (B Te-
gyeHue 15-20 muH) ¢ usmepenuem AJl u nogcierom
Iy/IbCa;
® YYUTBHIBATb BO3MOXKHOCTb CBSI3) apTepUaNbHOI TUIO-
TOHWUM C aJINICOHOBOI 6O0/IE3HDI0, A3BEHHOI OOIE3HBIO,
npodeccroHaNTbHBIMI (PaKTOPAMM: IIUTEIbHBIM BO3[eli-
CTBUEM MAJIbIX 103 3/IEKTPOMArHUTHOTO BO3MEVICTBIS,
1Iyma, BUOparym, HeKOTOPBIX XMMUYECKIX COeMHEH M.

3.12. OTnnunTenbHbie NPU3HaKu apTepnasibHOMN
rmnepTeH3vumn, acCouMMpoBaHHOM C gucniasmen
COEeAVHUTENIbHOW TKaHU

1) Tunepmonuuecxas 6onesnwv I cm.:

® aCTEHMYEeCKMIl TUII TeJIOCTOXKEHN A, Haruye CIIOH/VIIO-
IVCIUIa3uM, IpeodIajjaHye TOHyca CUMIIATUKO-apeHa-
JIOBOJ CUICTEMBI;
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Bo3HMKHOBeHMe Al' B Morogom (o 18 set) Bo3pacre;

nogbeM AJl 06ycioBeH:

— 3HAYNTENbHBIM YTOMJIEHMEM U II€peHANPsKEHNIT
HEPBHOI CHCTEMBI B MEPUOJ, 9K3aMEHOB U pabodux
HATPy30K;

— 4Ype3MepHBIMI HAaTPY3KaMU IIPY 3aHATUAX CIIOPTOM
(6oxc, 6opbba u mp.);

— CJTOKHBIMI CeMeITHBIMI 11 >K3HEHHBIMU CUTYaLMSAMII;

— HeJOCTAaTKOM CHa.

2) Cucmonuueckas Al o6ycnoenena:

aopTajIbHOI HeIOCTaTOYHOCTDIO;
6panuKapmueit;

KOapKTallel aOpThI;
apTepMOBEHO3HON AHEBPU3MOIL.

3) Cucmonoouacmonuueckas A npu eposxoeHHol namono-
euuU novex, 8 Mom Hucre:

HedponTos (noBbinieHne AJl B BepTUKaIbHOM, HOpMa-
NM3aILYs €TO B TOPU30HTAIBHOM HOIOKEHNMN);
TUIIOTIIA3N A I0YeK;

yABOEHIE ¥ JUCTOMS [TOYEK;

[O/IMKUCTO3;

BPO>KJECHHBII TUIpoHepOs;

rajero- (I0fjKOBO-) 0OpasHble IIOYKY U AP.

4) Penosackynapras Al

npu GpubposHo-MbImeqHoit guciasuy (PMI);
aTpe3nu U I'UIIOIUIA3MY IIOYEYHBIX apTepuil;
CylpapeHanbHOI (a0OMIHAIBHOIT) KOAPKTAL[MM A0PThI;
aHT'MOMaX;

apTepMOBEHO3HBIX PUCTYIAX;

aHeBpPU3MaX II0YeYHbIX apTepuil;

M3MEHEHUAX OYeUHBIX apTepuil 1udQysHoro xapaxre-
Pa, B YaCTHOCTY MHO>KECTBEHHbIE aHOMaJIbHbIe apTEePUL;
mnddy3HOM CY>KeHUU U HATSKEHUU apTepuil Ipu He-
¢dbpornTose, fUCTONNY IIOYEK;

AJl OTHOCHUTE/IBHO YCTOWYMBO, IIOBBILIEHO JUACTONNYE-
CKOe JiaBJIeHNe ¢ HeOOJIbIINM YPOBHEM IIY/IbCOBOTO JjaB-
nerns (150/110 MM pT. ct.; 140/120 MM PT. CT.);
IIUTe/IbHOE OTCYTCTBUE >Kal00, HECMOTPs Ha BBICOKME
nudpst All, HepeKo BbIAB/AEMbIC JTNIIb IPU AMCIAH-
cepHoM obcnenoBanuu (y 40% 60/M1bHBIX);
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PenKOCTh BOSHUKHOBEHN S TUIIEPTOHNYECKIX KPU3OB;
BBbIAIBJIEHYIE B IETCKOM BO3pacTe U Y MOJIOJIbIX JIIOfelt;
[aTOTHOMOHMYHO Ha/ln4ye IIPOJOIKUTEIbBHOTO CUCTO-
JIMYECKOTO WM CUCTONOAMACTONNYECKOrO IIyMa Haj
HpoeKIueli TOYeYHbIX apTepuil, OKOJIONYIIOYHOI 00/1a-
CTM ¥ KOCTOBEpTeOpaNbHBIX YITIAX;

HPUYMHBL, IPENATCTBYIOLIVE BbIABICHNUIO IIyMa:

— OXUpeHNe;

— Xopolilee pa3BUTIE MBILIL OPIOIIHOI CTEHK;

— METeopusM;

— OCOOEHHOCTY TOpPAXKEHWsI MOYeIHBIX apTepuil (Ma-
Jasi CTeleHb BBIPa>KEHHOCTU CY)KeHUs WIN, Ha000-
POT, BBIPA)KEHHBIIT CTEHO3);

CUCTONMYECKNIT IYM B 00/IACTY MYIIKa M SIMUTACTPaib-

HOJ 007IaCTV MOXKeT SBIATbCA IHPOsBICHUEM CTEHO3a

OPIOLIHOI A0PTHI U BHEITOYEYHBIX aPTEPUIL;

OTCYTCTBJE M3MEHEHUII B 0011leM aHaIu3e MOYl;

nosguee popmuposanue XITH;

Bepudukanusa grartHosa Ipu HOIOTHUTETBHOM 00Cie-

moBaHUM (CKaHMpPOBaHNe IOYeK, PaAMOM30TOIHAs pe-

Horpadus 1 gp.).

5) ApmepuanvHas eunepmen3us, 000CHOBAHHAT NEPEUUHBIM
2uUnepanbooCmepoOHUIMOM:

COYeTaHMe TUIIEPTEH3UM C TUIIOKanyMeMuell (MeHee

3 M3KB/I), NPOSABIAIOLIENCA Pe3Koil Cl1aboCTblo, IO-

HepruBaHYeM MBI, HapecTe3sUsAMMU, IPeXOfAIlIMU

BSJIDIMM HapajndaMy OTHENIbHBIX I'PYIII MbIII (Ha-

npuMep, (QEHOMEH «IIOBUCLICH TOJOBBI») M TUIEp-

HarpueMyell (IOBBIIIEHNE HATPUII-KaJINEBOrO K09(-

¢duimenTa B m1asme Kposu > 32);

rUIepeMus:

y IeTeil BO3MOXKHA pefikast popma abpocTepoHn3Ma, 06-

YCIIOBJIeHHAs HAC/IeICTBEHHO (hepMeHTOIaTuel 17-ab-

(ba-ruppokcmaspl win 11-6era-rufipoKCcuIaspl ¢ pe3KUM

HOBBIIIEHVEM YPOBHS a/IbJOCTEPOHA:

— HaJIM4ue aJbJOCTePOHM3MA Y POLUTEIel NN HPYTUX
PONICTBEHHUKOB;

— BUpWIM3ALUA Y AEBOYEK, HapylLIeHMe [IOJI0BOTO CO-
3peBaHNsA y Ma/JIbYMKOB 13-3a BTOPUYHOI TUIIEPIIPO-
nyxnun AKTT;
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— HopMmamm3auua A]l, BoccTaHOB/IEHMe KajleBO-Ha-
TpreBoro obmMeHa Ha ¢oHe IpueMa JeKcaMeTa3oHa
(0,5-1 Mr B CyTKI);

e ajleHOMa KOPKOBOTI'O Bell[eCTBA HafIIOYeYHUKOB (MU

AKP):

— 4ale y )KeHIIMH ctapue 30 j1eT;

— B OCHOBHOM PacIO/IOXKeHa CJIeBa;

— MOXXET JIOKa/IM30BaThCs BHE HAITIOYEUHKOB;

® VCK/TIOYNTD:

— WCIIOJIb30BaHMe TOPMOHA/IbHBIX IIPOTHBO3a4aTOY-
HBIX CPeJICTB;

— ymnoTpeb/eHre HAaIUTKOB, COJEP)KALIUX IJIMIVHO-
BYI0 KUC/IOTY (IIpOM3BOIMMYIO 13 KOPHS COTIOLKI);

— IpUMeHeHNe [JIIOKOKOPTUKOCTEPOUIOB, AUYPETUKOB
THA3UIOBOTO psfia, GypoceMuaa.

6) ApmepuanvHas eunepmeHsus npu Heoxpomouumome,
peoxpomobnacmome, napazamenuome.

3.13. OTnnumTenbHbie NPU3HaKN
OpPOHXOJIErO4YHOIro CMHAPOMA NpPU
HegundhepeHUuMpoBaHHOW AUcCNNa3nn
COEeAUHUTESIbHON TKaHU

Bbponxonerounsiit cuagpom npu HIICT — 5To reHeTndecKkn
00YC/IOB/IEHHOE HapylIeHVe apXMTeKTOHMKI JIETOYHOI TKAHU C
[eCTPYKIIVel Me>XXaIbBeO/IIPHBIX [IeperopofioK, HeflOpPa3BUTH-
eM 37IaCTUYeCKUX ¥ MBILIEYHBIX BOTIOKOH B MEJIKMX OpPOHXaX 1
OpOHX1OIaX, BTOPUYHBIMU HAPYLIEHUAMY BEHTU/IALMOHHO
¢dyuxiuy nerkux. CUHAPOM BKIIIOYAET:
® TpPaxeoOPOHXMANTBHYIO JVICKIHE3NIO;
® T[OPOKM Pa3BUTUsS Tpaxeu, OPOHXOB, JerKuXx (Tpaxeo-
6poHxoMeranisi, TpaxeoOPOHXOMAIALNI, OPOHX0IKTA-
Tudeckas smopusema, cuHgpoMm Bunbsamca-Kamnbenna);

e HapylleHVe BeHTU/IALMOHHON QYHKIIUY TeTKUX HOCKUT
HPEeNMYIeCTBEHHO PeCTPUKTUBHBII XapaKTep, a I0NoJI-
HUTETIbHOE Y4YacTye B IeHe3e NMpUHMUMaeT fedopManus
IpyAHON KieTKy (0OyClIOBIEHHBIE CKONMO30M, medop-
MalsMU IPYAVHBL);

® YacToe IPMCOeAMHEHNEe aCCOLMIPOBAHHON ITaTONIOTUN,
B TOM 4McIie TybepKyesa nerkux u XOBJL
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3.13.1. Mopoku (aHOManun pa3BuUTUS) JIErkKux

AHomanuu Pa3BUTNA JIETKUX:

areHesus (OTCYTCTBME JIETKOTO, 4allle JIeBOrO), COYeTa-

IOIIasiCsl C YMEHbIIEHNeM COOTBETCTBYIOIEN IO/IOBMHBI

TPY/JHOI KJIETKM, CY>KeHVeM MeXXpeOepHBIX IIPOMEXYTKOB;

aIUIasus JOJIN JIETKOro:

— HanbojIee 4acTO Pa3BUBAETCs AIIa3Usl HIDKHUX [0-
JIel JIETKUX;

— CKOIUIEHNUe CeKpeTa B HeLOPa3BUTOM OpOHXe C Ipu-
COeqMHEHEM BOCIIAJIEHIS;

— BBIAB/IEHME CJIElI0 3aKaHYMBAIIIEToCcs OpoHXa
(6poHXOB) mpuM OTCYTCTBMM HOMM IIpU OpPOHXOTrpa-
¢bun;

IUIIOI/IA3YsI JIETKOIO:

— CouyeTaHMe C MOPOKAMMU PAa3BUTHUSI, TaKUMM Kak
BPOXX/IeHHbIE ITaX0Bble IPbDKI, paclliell/IeHne TPYAu-
HBI, IeKCTPOKapaust, cuagaktwins (cpamennme [1-111
v 111-1V masnb1ieB CTOIIBI);

— yMeHblileHNe 0O6beMa JIETKOTO, ero Majas BO3JYLI-
HOCTb COYETAeTCs C TUIOIUIasyuell 6poHX0B (yTOl-
IeHJe WIN MCTOHYEHMEe CTEHOK, M3MeHeHre GOopMbl
XPpsAILIEBBIX [IACTMHOK, HaIM4Me IIepeMbluek B IIpo-
cBeTe OPOHXOB);

— IpUCOeJVHEeHNe T'HONHO-BOCHATNTENIbHOTO IIPO-
mecca;

KMCTO3HAsI TUIOIIA3Us JIETKUX (MOMMKMCTO3, KUCTO3-

Has 60JIe3Hb JIETKMX — MHOXKEeCTBEHHbIE KUCTOIOHO00-

Hble pacliMpeHus, Hanbomee pasBuUBaOIMeCs B BepX-

Hell Jj0J1e IIPAaBOTro JIETKOTO MM B JIEBOM JIETKOM):

— Kaulenb (BCKOpe IIOC/TIe POXJIEHMsI) C BbljeeHeM
THOVIHOM MOKpPOTHI OT 50 10 150-200 M7 B CyTKI;

— yMeHblieHNe 06beMa JIETOYHOI TKaHU C IIPUCOEAN-
HEHJEM OJbIIIKI;

— Ha penrtreHorpamme (KT) jerkux: MHOXeCTBO IIO-
JIOCTHBIX 00pasoBaHUII, yMEHbIIEHUE HMOPaXKeHHOI
IO/ B 06beMe;

TpaxeoOpoHxoMeranus (Merarpaxesi, Tpaxeoliene, CUH-

npoM Mynbe-KyHa):

— yallle y MaJIb4iKOB PaHHEr0 JeTCKOTrO BO3PaCTa;
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MYYMTENDHBII TIOCTOAHHBIX Kalleb, VMEIOLINIA
cBOe0oOpasHblil TeMOp, 00YC/IOBIEHHBII BUOpaLyel
CTEHOK Tpaxel IIpy KalllIeBbIX TOTYKaX;
XapaKTepHBII BUOPUPYIOLMIT 3ByK B 00/IaCTY Tpaxen
1pu GOpPCUPOBAHHOM BJIOXE;

BbI/[e/IeHIIe CTU3UCTO-THOHOI MOKPOTHI B 60/IBLIOM
KOJI4eCTBE;

KT BeisABIsieT pacuiupeHye Tpaxelu, IpeBbllIaloLier
[IOIIepeYHMK II03BOHOYHOTrO CTojIba, (pecToHUATHIE
(Bo/HMCTBIE) KPasi HOTEBBIX OPOHXOB;

HIMPOKNIT HPOCBET Tpaxey, UICTOHYEHIe ee MeMOpa-
HO3HOJI 4acTy, CHajieHue Tpaxeyu Ipy Kauure, Oyx-
TOOOpa3Hble 3ala/ieHNs MeX/y XpALaMU TpaXen U
KPYITHBIX OpOHXOB, CO3/jalolyie KAPTUHY BbIparkKeH-
HOII peOpUCTOCTY IPU TPaxeoOPOHXOCKOINIL;

cunppoMm Bubsamca-Kamnbenna (BpoXpeHHas TUIIO-,
amIasus XpsIeil CerMeHTAapHBIX OPOHXOB MM UX BET-
Bell C pa3BUTIIEM OPOHX09KTA30B):

IpOSB/IAETCA B PAaHHEM HETCKOM WM IOHOLIECKOM
BO3pacTe, Jallle Y MaJIbYVKOB;

BO3HUKHOBEHHUE OOCTPYKTMBHOrO CHMHApoMa (ymmm-
HEHHBIIT CBUCTSIINI BBILOX, 9KCIIMPATOPHAS OJIbIIIKA);
Kallle/Ib C THOMHOI MOKpOTOII (10 200 MJI B CyTKN);
BO3MOXKHOCTb Pa3BUTHUA PEUMIVBUPYIOLIETO CIIOH-
TaHHOT'O ITHEBMOTOPAKCa;

MHOXKECTBO ~ OPOHXO9KTa30B  BEPETEHOOOPa3HOI
(b opMbl, BBIABIIAGMBIX IIpu 6poHXOrpaduy;
SKCIIMPATOPHBIII KOJUIAIIC IIPaBOr0 OpPOHXa 13-3a OT-
CYTCTBMS XPAIIEBbIX IUIACTUHOK, BBISABIIAEMbI (U-
6poOpOHXOCKOIIeT];

BPOXKJeHHas floneBasi (mobapHas, 0OCTPYKTUBHAs, I'Ui-
neprpoduyeckas) smpusema:

yBenuueHne obbeMa OLHON M3 HOJeil 1erkoro, ooy-

C/I0B/IeHHOE aM(puU3eMOir;

KT (pentrenorpadus) ycraHaBIMBaeT:

. HU3KO€ CTOAHUE U prOH.[eHI/Ie HI/Ia(l)paI‘MI)I Ha
CTOpOHE ITOPasKeHNs;

o yBenmnueHue o6beMa U MPO3PAYHOCTM OFHOI U3
moeit Ierkux (Hauboriee 4acTo BepXHel Jo/u je-
BOTO JIETKOI'O);
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o IepeHIO MeAMacCTMHANbHYIO I'PBDKY M3-3a IIe-
peMeleHns 5MU3eMaTO3HON JOMU B CTOPOHY
37I0POBOTO JIETKOTO;

e CMellleH/e OPTaHOB CPeIOCTeHMA B IPOTUBOIIO-
JIOKHYIO CTOPOHY;

cuHAgpoM Maxneona (OLHOCTOPOHHSASA JIero4yHast aMPu-
3eMa, JIErOYHOE MPOCBETIIEHNE, MCUE3a0Ilee, CBEPXITPO-
3pavyHOE, CBET/IOE JIETKOE), IPOSBIIAIOI[UIICSI TPOTPECCH-
pytoleit aMp1U3eMoit JIErKoro:

HpOrpeccupyoias OfbIIIKA C MOTIOJJOTO BO3PACTa;
Ha pentrenorpamme (KT): pe3koe moBbliieHMe mpo-
3pavyHOCTY OFHOTO JIETKOTO;

Cy)eHue 6POHXOB B U3MEHEHHOM JIETKOM, BBISIBIIsIe-

Moe Ha OpOHXOTrpaMMe;

mobaBouHoe nerkoe (fosns), popmupyemoe B aM6puo-

HQJIBHOM IMeprojie [006aBOYHOTO JerKoro (momm),

uMerolee HeOOoblIMe pasMepsl ¥ OPOHX, OTXO AL

OT Tpaxen;

«CeKBeCTpaliysi» IerKOro (AHOMaIbHOE JIETKOE, IIPefi-

CTaBJIEHHO€ KUCTOI, TPYIIION KUCT, BACKy/IApU3ye-

Moe apTepusiMu OOJIBIIOrO Kpyra KpoBooOpaleHns,

qale BCEro OTXOJALIMX OT AOPThI), BK/IOYAOIee

BHYTPU- U1 BHEJIO/IEBYIO CEKBECTPALUM 11 KMCTO3HYIO

TUIOIIA3UIO JIETKOTO:

o BHeJOJIeBasl CEKBECTpalVsA 00yC/IOB/ICHA U3MeHe-
HYSIMU B 3a[JHEMe/IMa/IbHOM OTHe/Ie HYDKHEl JO/N
JIEBOTO, peXke IIPABOT0 JIETKIX;

e COYeTaeTcsA C BHYTPULONEBONM CEKBECTpalMelt,
COIIPOBOXKAAsCh HArHOGHUEM KIUCT, IPOPHIBOM
THOSA 4epe3 OPOHX U IIOSIBJICHUEM 3HAUUTETbHOTO
KOJIMYECTBA CAM3UCTO-THOMHONM MOKPOTHI C IIPU-
MeCbI0 KpOBU;

o KT (anrnorpadus) obs3arenbHa, T.K. HLOOXOINMO
BBISIBUTD AaHOMAJIHO PACIIOJIO>KEHHBIE apTepy U
HOpefynpesuTh UX CIy4YailHOe IOBPEXJICHUE BO
BpeMs Ollepaliui;

OponxoreHHas (commrapHas) Kucra jerkoro (6pomxa)
B BHJIe OKPYIJIOTO IIOJIOCTHOTO TOHKOCTEHHOTO 06pa3o-
BaHUs, BBICTIAHHOTO I/ISHyTpI/I SIINUTENINEM U COJIep)Ka-
I[erO CIM3UCTYIO )KUAKOCTD MV BO3AYX:
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— ucTuHHas (MepBUYHAS) KIUCTA MMeeT HeOOIbIION
YPOBEHb >KMJKOCTY Ha JHE IOJOCTH U IepBUYHOE
coob1eHne ¢ OPOHXVAIPHBIM IePEBOM 4epes Y3KUil
TOHKOCTEHHBIIT aHOMaJ/IbHO Pa3BUTHIT OPOHX;

— Ha KT: nonoctb npaBuIbHOI GOPMBI C YeTKUMU KOH-
TypaMu; yBelIndeHNe Pa3MepOB KIICTbI, YPOBHSA XU
KOCTH B Hell U Y3KOTo 0060/jka MHQUIbTPALNY CBIE-
TENbCTBYIOT O €€ HATHOECHU;

— HarHOeHMe KJCTHI BefleT K IIPOPBIBY ee COfeP>KIMOTro
4yepe3 CTeHKY Onmsjexaiiero OpoHxa u oOpasosa-
HUIO ITHEBMOILe/e; peXKe BO3MOXKEH IIPOPBIB KJCTHI
B IVIEBPA/IbHYIO IIOJIOCTD;

— y JieTell IIePBBIX MeCAILEB XXV3HM BO3MOXXHO OCTpOe
B3[yTHe KNCTBL: OfIbIIIKA, LJMAHO3, NBUIATENIbHOE
0eCIIOKOIICTBO, MICUe3HOBEHNE PUCYHKA JIETKOTO Ha
PEHTTeHOTpaMMe;

— PpasBUTHE ITHEBMOTOpAKCa:

e BHe3allHas OCTpas 60D B IPYHN;

o  OJBIIIKA;

o TUMIAHUT IPU NEPKYCCUN;

o ocmab/eHne Be3UKYIAPHOTO JbIXaHN;
raMapToMa (I1M33MOpMOHA/NIbHOE OIlyXOJeBUHOe 00-
pasoBaHMe, COCTOsIlee M3 3JeMEHTOB OpPOHXMAIbHON
CTEHKU U JIETOYHOJI IIapEeHXNUMBbI), COfiep>Kalliee Xpsllle-
BYIO, peXxe )XUPOBYI U (UOPO3HYI0 TKaHb C OdaraMm
00DbI3BECTBIICHN:

— pAacIIONIOXKeHa B TOJIIIE JIETOYHOI TapeHXVIMbI O/11Ke
K BUCLEPAJIbHOMN IIJIEBPE, PEXXe HAa BHYTPEHHEN II0-
BEPXHOCTM JIETKIIX;

— Ha penrredorpamme (KT): geTko ouepueHHas He-
00IbIINX pa3MepoB IepudepudecKas TeHb ¢ MeIKN-
M O4araMy OObI3BECTBJICHN;

— raMapToMa, pacHOJIOKeHHas 9HI0OPOHXMA/IbHO,
IpOSIB/IACTCA CeTMEHTApHBIM (JJO/IEBbIM) aTe/leKTa-
30M;

aHOMA/IMY PACIONIOKEHNSI aHATOMMYECKUX CTPYKTYP

JIeTKUX:

— «3epKaJibHble JIeTK1e» (OfMHAKOBOE CTPOEHVE 060UX
JIETKUX, COCTOSIIUX U3 IBYX WIN TPeX JOJeit), code-
TaIOLMeCs:
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o C OOpaTHBIM PAaCIIONIOXKEHMEM BHYTPEHHUX Opra-
HOB (pefKo);

o CHUHIPOMOM «HEITOABIDKHBIX peCHUYeK» (aHO-
MajIbHO€ CTPOEHNe 1 HapylleHue ABUTaTe/IbHOM
(YHKIINY pecHIYEK);

e pa3BKUTMEM T'HOMHOTO OPOHXUTA, OPOHX0IKTA30B
y>Ke B IeTCKOM BO3pacTe;

— obpaTHOe paclojyioKeHye JerKuX (IBYZOTIEeBOe Ipa-
BO€ ¥ TPeXJI0/leBOe JIeBOe JIeTKNe), CoYeTaloleecs ¢
O0OpaTHBIM pacIONOXKeH)eM BHYTPEHHUX OPraHOB,
B YaCTHOCTY CEpALia 1 aOPTHI, U y4allleHueM pas3Bu-
TUsI GPOHXOIKTA30B;

e cunjgpom (rpmapma) 3uBepra—-Kaprarenepa, BKIOYaio-

LIATA:

— o0paTHOe pacIoNoXKeHMe JIETKNX;

— OpOHXO09KTas3bl B HYDKHUX OTHENaX JIETKUX;

— OTCYTCTBME (TUIIOIIA3UI0) OKOJIOHOCOBBIX I1a3yX;

— TUNOMYHO COYeTaHNe CHUHAPOMa C TIeTepO3UroT-
HpIMM  opMaMy BPOX/IEHHO! HEZOCTATOYHOCTYU
L-nHrMOUTOPOB IIpOTEa3 U CUHAPOMOM «HEIIOABVIK-
HBIX PeCHUYEK».

3.13.2. flong HenapHou BeHbI (oona PaiicOepra)

Hons Paricbepra — oTIIHYpOBaHHAsA aHOMaJIbHO PacIoso-
JKEHHOJ HellapHOI BEHOJ BepXHeMeJMaIbHas 4acTb BEpPXHEN
TOJIY IIPAaBOro JIETKOTO:

® pacHoloXKeHa B KapMaHe, 0OpasOBaHHOM MeJjMa/IbHOI

IIEBPOIL;

e BO3MOXXHO KpOBOTE€UEHNE 13 HEellapHOIl BEHbI BO BpeMs

olepaLuy;

e na perrrenorpamme (KT): aremexras.

3.13.3. AHOManumu (NOPOKU pa3BUTUS) Tpaxeu
n OpPOHXOB

Pasnnuaror:

® TpaxeajbHbIIl OPOHX: OTXOXKIEeHEe OPOHXA OT JIaTePaib-
HOJI CTEHK Tpaxey Bbllile ee OudypKanuy;

® BHYTpeHHME CTeHO3bI TPaXey U KPYIHbIX OPOHXOB:
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BbIBJIEHME B JI€TCKOM BO3pacTe:

o aHOMaJIbHOE PasBUTNE CTEHKU Tpaxey uin OpoH-
Xa;

o CHaBJIeHMe JIBOJHON AYroil aOpTbl, SMOPUOHATIb-
HOIJ OITYXOJIbIO CPEJOCTEHNS;

o (QYHKIMOHAJIPHBII BPOXXIEHHBI CTEHO3, 06-
YC/IOB/IEHHBIII BPOXKJEHHOI C1ab0CThI0 M MATO-
JIOTUYeCKON PaCTSXKUMOCTBIO  MeMOPaHO3HOIT
CTEHKM TpaXeu U IOATBEpXKIaeMblll ee IaTo-
JIOTMYEeCKOJ IOJBM)KHOCTBIO BO BpeMs KalllJf,
dopcupoBanusa ABIXaHMWA HPU TPaxeoOPOHXO-
CKOIINY;

e uBepTUKYIbI (6yXTOOOpasHble BLINAYMBAHUA B CTEH-
KaX JbIXaTe/IbHbIX IyTeil, 00yCIOBIeHHbIe HeLOpa3BU-
TYEM 9/ACTUYECKOT0 KapKaca ¥ MbIIIEYHOTO CTIO5):

pacronaralTcs B Tpaxee, KPyIHbBIX OPOHXaX M HIDK-
HMX JbIXaTeIbHBIX Iy TAX;

Kallle/lb ¢ HeOOMbUINM KOMNYECTBOM C/IM3UCTON MO-
KpOTbI;

penKoe KpoBOXapKaHbe;

® Tpaxeo-, O)pPOHXOIUIIEBOIHDIC CBUIIN:

HPUCTYIOOOpasHBIil Kalllelb BO BpeMs TPYAHOTO
BCKapMJ/IVBaHUS;

L[MaHO3;

B3Iy THe JKeNMyaKa 13-3a [ONaflaHusl BO3JyXa U3 Jbl-
XaTe/IbHBIX ITyTE;

OTKaL/IMBaHMe MOJIOKA IIPU COCAHUY;
IpUCOEeNVHEHNe OPOHXNUTA, aCIMPAlVIOHHO ITHEB-
MOHUY;

IPOHUKHOBEHME KOHTPACTHOIO BellecTBa B OPOH-
XHuanbHOe fepeBo npu 33odarorpadun, nonasanme
KOHTpacTa B HUIIEBOJ Ipy OpoHXOrpaduy C BBI-
sBJIEHNEM B 00JIaCTM CBUILA HeOOJBIIOTO JUBeEp-
TUKYIIA.

3.13.4. BpoxaeHHble aHOManuu (MOPoOKU pa3BuUTUS)
KPOBEHOCHbIX 1 NIMMdaTUYeCKNX COCYAOB JIErKUX

1) HadknananHvle cmeHO3bl 6 CMe0se /le204HOl apmepuu
U cyxeHue ee eemeeil:
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® CoYeTaHle C TUIIOIUIA3Kel IETOYHOI apTepUN, TETPAION

danro;

e  OJIbIIIKA, IIOBBIIIEHNE JaB/ICHN A B CUCTEMe JIETOYHOIT ap-

TepUI;

e pasBuTHE I'UIIEPTPOPUN IIPABBIX OTAEIOB CEPALIA.

2) Bposicoennas apmepuioseHo3Has aHespuma (TIaToorndecKoe
cooO1jeHe co cOPOCOM BEHO3HOII KPOBM B apTepyaIbHOE PYCIIO):

® OJIbIIIKA, COYETANOIAACS C LIMAHO30M, KDOBOXapKaHbeM

(Ipm OTCYTCTBUM CHMMIITOMOB BPOXXJIEHHOIO IIOPOKa
ceprIa);

e BBIABJICHIE IOPOKA IIPY THEBMOAHTMOT PaduIL.

3) BapukosHoe pacuiupeHue /1e204HbLX 6€H, 00YCL067IeHHOE
Ux eunonsnasueti: OKpyI/ble VI OBAJIbHbIC 3aTeMHEHNA C YeT-
KJMU KOHTYypaMI U JMaMeTPOM OT 1 o 2 c¢M, BBIAB/IsIeMbIe Ha
KT, rexyiine 6eccuMITOMHO.

4) BpoxodenHvie numpaneuskmasuy neekux (CyOIeBpab-
HOe paclIpenne MMMQpaTHIecKyX COCYI0B C HapyIIeHUeM OT-
TOKa TMM}BI K KOPHIO JIETKOTO):

®  PEUVAVIBUPYIOLINIT XMIOTOPAKC;

® BO3MOXXHOE IIPUCOEHEHE XMIe3HOTO aCIINTa;

e praranuiiHas mumdopes;

® (CJIOHOBOCTD HVDKHMX KOHEYHOCTEIL.

5) Myxosucyudos (3aboneBaHie ¢ ayTOCOMHO-PeLIeCCHBHBIM
TUIIOM HacJIefJOBaHNsA, 00yCTIOB/IECHHOE MOHOT€HHOI My Tallyel
U NIPOABJIAIOLIeeCs IIOpajkeHNeM SK30KPIHHBIX XKe/le3 B OpOH-
XaX, )KeJIyTOYHO-KUIIIeYHOM TPAKTe):

® TeHeTMYeCKUII aHaau3, HeOHAaTa/JbHasl JUArHOCTU-
ka (yposenb VIPT B kpoBum) um npenaranpHas JHK-
IMaTHOCTMKA;

XPOHMYECKUI PUHOCUHYCHT;

HOJIUIIO3 HOCA;

KalleJIb C BBIJE/IEHVIEM THOMHOV MOKPOTBHI;
peLuBUPYIOLIYe THEBMOHN;

aJUIepru4ecKuil OPOHXONETOYHBIl acepruuiies ¢ ¢pop-
MUpPOBaHNEM IIPOKCYMA/IbHBIX OPOHXO9KTa30B;
XpOHIYeCKas fuapesi, CTeaTopes;

TUHOIPOTEVHEMNU ST, OTEK;

XKeJTyJOYHO-TINIIEBOMHBLI pedIIIoKc;

00CTPYKIIVA JUCTAJIbHBIX OT//I0B TOHKOTO KMIIIEYHUKA;
VHBarMHaL M KUK,
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BbIIIA/[eHVIe TIPSIMOI KUIIKI;

HedUIUT MacChl Tea;

K1CTO(PMOPO3 MOMKETYTOUHOI >KeTle3bl, BTOPUYIHBII ca-
XapHBIIT fraber;

XOJIe/IATIAS;

remaTroMeranns, XXenTyxa;

a300CIepMIs, CHIKeHMe GepTUIbHOCTH;

BO3MO>KHOE IOSIBIEHNE KPUCTAJIIOB COMM Ha KOXe, 00-
YC/IOBTIEHHOE IIOBBILIEHVEM KOHLIEHTpAlMy HaTpus
U XJIOPa B CEKpeTe MOTOBbIX JKeJtes;

Haubojiee 4acTO NPY MATONOTUM JIETKMX, OOYCIIOB/IEH-
Hbix JICT, pasBuBaeTcs BeHTWIALVOHHASA HEJOCTaTOY-
HOCTb 10 PECTPUKTUBHOMY THUITY, HO COy4YacTue B reHese
HapyueHuit QyHKIUY JIETKUX IpUHUMaeT fedopMans
TPYAHOI KJIETKM ¥ IO3BOHOYHMKA.

3.14. OTnnumMTesnbHble NPU3HaKN
nopa>XeHusi N04YeK U MO4Y€EeBbIBOASILLLNX
nyTeil, accounmpoBaHHble C aucnsasvemn
CcoeanHUTENIbHOW TKaHU N 00yCJIOBJIEHHbIe
HapyLweHUsSMn B nepuoae aMOpNoHanbHOro
pa3sutus

Boipensior:

coueTaHue (HauOojee 4acTo) C aCTEHUMYECKUM COMATO-

TUIIOM, CKO/IMO30M, MCKPUBJIEHMEM HOCOBOI II€Pero-

POZKY, TONYyOBIMU CKIIEPAMU;

aHOMaJIMY Yallle BCTPEYAIOTCs Y KEHIIVH Y BKIIIOYAIOT:

— aHOMa/INy KOJIUYECTBA Y BEIMYMHbI ITI0YEK;

— aHoManuu UX GOPMBI I TTOJIOXKEHNS;

— aHOMa/nMM B3aVMOOTHOIIEHMS [BYX IIOYeK U UX
CTPYKTYPBbL;

YacTOe MPUCOEANHEHNE OCTIOXKHEHMIT, B YaCTHOCTHU XPO-

HUYeCKOro nuenoHeppura;

HedpornTos (omylleHue, cMelleHle TOYKY, IO BIKHAS

n OnyXpamomas Mo4ka): 0oJblas IMOABIKHOCTD I10Y-

KJ 110 CPaBHEHMUIO ¢ (PM3MOTIOTMYECKOI 1 ee CMelleHye

3a IpefIebl TOYeYHOTO JIOXKA:

— acconuupoBaH ¢ [ICT, coueraercsa ¢ IIMK, Berera-
TUBHO-COCYAMCTBIMU KPU3aMU;
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— B OuomnTare M3MeHEHNUs, TUIIMYHbIE [IsI HAYaTbHBIX
CTaguil MUKPOKMCTO3a, KICTO3HO-M3MEHEHHbIE Ka-
HaJIbIIbI;

— ocrmabeHne CBSI30YHOrO ammapara u GuOpo3HO->K1-
pPOBOJI TKaHM CO CMeIleHMEeM IOYK) BHU3 MEX[Y
MUCTKaMM PaciyaabHOrO MeIIKa C OfHOBPEMEHHBIM
HOBOPOTOM BOKPYT BEPTUKAIBHON ¥ TOPU3OHTATIb-
HOII OCelf, YTO COPOBOXJAETCA:

o CHIaBJICHUEM II0YEUHBIX COCY/OB;

o meperubamMyu MOYETOYHNKY;

o 3aCTOEM KPOBU;

o HapylIeHMeM OTTOKa MOYM M Pa3BUTHUEM TULPO-
Hedpo3a;

o BO3MOXXHBIM CJ[JaB/IeHMEM, IepernbomM My cMme-
I[eHVEeM J{BEHA/[L[aTUIIePCTHON KIUIIKI;

— 6071b B IOSICHUYHOI 0671acTy (ITOCTOsSTHHAS, HOIOIAs
WIN OCTpasi 1O TUIY ITOYeYHON KOIVKM, YCUINBAIO-
I[asICsl B BEPTUKATbHOM HOOXXEHUH U BO BpeMsl JIBU-
JKEHUA);

— IpUCOefUHEHNE MaKpO-, MUKPOT€MATyPUU BCTIEN-
CTBJ€ BEHO3HOTO 3aCTOS B [TOYKE;

— codeTaHle C TOIIHOTOJ, PBOTOM, B3AYTIEM >KMBOTA,
00YC/IOB/IEHHBIX pe(IeKTOPHBIM JIeIICTBMEM Ha Ke-
JIYIOK M KMIIEYHYK, CO CIVIAHXHOIITO30M;

— OmpefiefieHlie B TOPM3OHTAIBHOM (MHOTHA TONBKO
B BEPTUKA/IbHOM) ITOJIOXKEHN M HIKHETO 1osoca (Imo-
JIOBMHBI) ITOYKIL;

— BO3MOXXHOCTb BBISIBIEHMSI [TOYKM HIVDKE pebepHOIt
LYTH, IETKO CMeI[aeMOlt KHI3Y, B CTOPOHBI U KBEPXY
(bny>xparorast mo4Ka);

— B 00s13aTe/IbHOM HOPsIfKE MCKIII0YaTh ONYyXO/Ib BEPX-
HETO II0/II0CA ONYL€HHOM IIOYKI;

— mpucoenyHeHne pedKCHOI HeppomaTum, apTepu-
QJIbHOJI TUIIEPTEH3UN, HOPMalU3yIoLelics B TOpuU-
30HTAILHOM IIOJIO>KEHU;

— pasBuTHe OOCTPYKIVY MOYEBBIBOAAIINX IIyTeil U3-
3a mepern6a MOYETOUYHUKOB U (PYHKIVIOHATBHOTO
CTEHO3MPOBAHNUs ITOYETHOI apTepy, BBI3BAHHOE ee
HATSDKEHVEM;
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KIICTO3HOe 3ab0/ieBaHye 04YeK (AHOMaNNs UX CTPYKTY-

PBI C pa3BUTMEM MHOXXECTBEHHBIX KJCT B NapeHXMMe,

3aMelalollNX [I0YeYHYI0 TKaHb (V1M O HOYHbIE KMCTHI

B IApeHXMMe I IapapeHaTbHbIX TKAHSIX)):

— pasBuTHe OO/IE3HN Y YIEHOB OJHOI CeMbJ B HECKO/Ib-
KJX [IOKOJICHU AAX;

— BO3MO)XHO COYeTaHIe C IONMKNUCTO30M ITeYeHM, OfI-
JKETTYIOYHOI XKeJle3bl M AMYHIKOB; pa3Mephl KUCT OT
0y/1aBOYHOII I'OJIOBKY J10 KPYITHOJ BUIIIHY, KICTBI CO-
IepiKart IIOJIyIIPO3PauHOe CONEPIKMUMOE;

— BO3MO)XHOE BBISB/IEHME Y JleTell PaHHero Bo3pacra
C KpaiiHe TsKe/IbIM Te4eH)eM U JIETaIbHBIM MCXOIOM;

— Tynble 601K B OSICHNUIIE, 00YCTIOB/IEHHbIE BEHO3HBIM
3acToeM, pacTsKeHMeM (puOpPO3HON KaIlCyybl, yBe-
nn4YeHreM o6beMa, IAaTONOIMYeCcKOll MOfBIM>KHOCTI
[I0Y€K;

— mnoBsiuteHne AJl (YacTo HepBbIl CUMIITOM), HEPENKO
orepexxaliiee pyrue NposiBlIeHNs 60ne3Hy;

— [BYCTOpOHHee yBe/lM4eHUe pasMepoB IOYeK, OIpe-
IensieMoe IajibIialiiiell ¢ BhIABIEHMEM OYTPUCTOCTH,
6osblile BBIPa)KEHHOIT CTIEBa;

— reMaTypus, BbI3BaHHAs paspbIBOM KICT, BEHO3SHBIM
3acToeM;

— 3PUTPOLUTO3;

— CJaB/ieHMe IIOYEeYHBIX IIO/IOCTeNl, IPUCOeRNHEeHe
XPOHMYECKOTO I1e/oHeppuTa, IIOCTEIIEHHOe PasBU-
tue XJIH (xaxx/ja, CyXoCTb BO PTY, afiltHAMUS, IOBBI-
IIeHJe KPeaTHHIHA);

— BBIABJIEHNE B BO3pacTe 35-45 jIeT, BO3MOYXHA aCCOL M-
anusa C AaHEBPM3MaMM MO3TOBBIX apTE€PUIL U apTePuUit
Ce/le3eHK;

— BBIABJIEHME NMONNKMCTO3a Ha Y 3/ mouek;

— 3KCKpeTopHas yporpadus BbIABISET:

e YIJIMHEHHYIO GOPMY JIOXaHOK;
o yBelMYeHHbIE, IIPOKO PACCTaB/IEHHbIE YalleyK I
1 BO3MOYKHOE YBe/T4YeHe VX KOTNYeCTBa;
o CMellleH/e MOYETOYHUKOB KHYTPH;
COMMTapHbIe KUCTHI (Cepo3Hble, reMopparmndeckue, fep-
MOUHBIE):
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1) ceposnas xucma (obpasoBaHa 13 BONb(OBA MPOTOKA
B paHHeI CTafuy SMOpIoreHesa):

BCTpedaeTcs yalje y >KeHIuH oT 20 1o 40 eT;
pacrionaraeTcss B OCHOBHOM CIIpaBa B HIUJKHEM IIOJIIOCE
ITOYKIA;

60/1b B IOSICHUIIE, MHOT/IA FeMaTypPus;

NIPUCOeIVIHEH I HATHOEH U S;

2) eemoppazuteckas (Kpo8sAHAL) KUCHMA BOSHUKAET IIPY KPO-
BOU3/IUSAHUY B €€ IOJIOCTb;
3) depmoudHas Kucma COREPIKUT CalbHble MAaCCh;

AHOMaJIM KOJIMNMYECTBA ITOYEK:

1) annasus nouku (BpOXKAE€HHOE OTCYTCTBME OFHOI IOYKM):

— Yalle y My>K4IH;

— e[MHCTBEHHas II0YKa KOMIIEHCATOPHO yBe/IMYeHa;

— BO3MOXXHO OTCYTCTBME YCTbsI MOYETOYHMKA M COOT-
BETCTBEHHOIl IIONIOBMHE TpeyronbHukKa JIbeto mpnu
LMCTOCKOIIN;

2) yosoenHas nouka (pasjeneHa Ha IBe YacTU TOHKOIL coe-
IVHWUTENIBHON MPOCIONMKON MY TOHKMM C/I0E€M ITapeHXMMBL):

— JIOXaHKU, He COOOIIatoecss MeX/y co0oil, NMerT
IBa pas3fie/IbHbIX MOYETOYHMKA;

— BO3MOXXHO€ OTKPBITME SKTONMPOBAHHOTO YCTbs
MOYETOYHNMKA, HE MMEIOIIET0 MBbIIIEYHOr0 >KOMa,
B IIpeJiBepue BIaTajININa ¥ HeflepyKaHue MO

— y[ABOEHNME MOYETOYHNKA HA BCEM IIPOTSKEHUN
U BPOXJIEHHOE CY)KeHNe HadajbHOro OT/ena foba-
BOYHOTO MOYETOYHIKA;

— Bo3MoxHoe npucoenntenue MKB, Ty6epkyiesa, ru-
npoHedpo3sa C IMOpakeHNeM TONBKO OFHOI MOTOBU-
HBI YBO€HHON IIOYKI;

3) dobasounas (mpemos) nouxa:

VIMEET CAMOCTOSATENBHYIO CTPYKTYPY, IOYEIHbIE COCY/IbI
Y MOYETOYHVK, OTKPBIBAIOMMIICA TNOO B MOYEBOI IIy-
3BIPb, 160 B MOYETOYHUK OCHOBHOJ ITOYKI;

aHOMa/IMs pefKas, BBIABJLAETCS CIyYallHO Ipu obcre-
TOBAaHUU JWIM BO BpeMs Ollepaliuyi B OPIOLIHOI IIOTOCTH
WIM MAJIOM Tasy;

aHOMa/IMM BEeINYVHBI HOYeK (TMIIOIIIA3MUsL, IOpasies-
eMasi Ha PyIMMEHTapHYIO ¥ Kap/IMKOBYIO OYKI):
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pyAMMeHTapHas IOYKa: YIUIOIeHHOe oOpa3oBaHye
IJIMHOM 2-3 CM, cofeprKalllee BKpaIUIEHUA PySUMEH-
TOB IIOYEYHBIX KaHa/IbL[eB U KJIyOOYKOB;
Kap/IMKoBas IOYKa: yMeHbllIeHHaA 10 5-7 CM, HO CO-
XpaHAOIIast HOPMaTbHYI0 KOHPUTYpALMIO;
IIPMUCOefIMHEeH)e BTOPUYHOTo IuesoHedputa, AT;

e aHoMmanuu GpOpMBbI IIOYeK:
1) donvuamas nouka (KIMHNIECKU HE IPOSIBILAETCS);
2) cpauieHHAsT NOUKa:

IO KOBOOOpa3Hasi MOYKa:

o cpalieHre OOOMX ITOYeK HVDKHUMIU IIOTIOCAMMU
C HM3KVIM PACIIONOXKeHeM 000X TIO/IOBIH;

o QHOMAJIPHO PACIIONIOKEHHBIE MHOXXECTBEHHbIE
[IOYeYHble BEHBI;

o  MeLIKOBW/HBIE ATOHIYHbIE TOXaHKI, PacljeHnBae-
Mble Kak TUApoHe(dpo3;

o 1pucoenguHeHue 6ojell, 0OYCIOBIEHHBIX CMellle-
HUEeM HOYKM C HapylIeHNeM OTTOKa MOYM WU
[aBIeHVeM IIepelleiika Ha aOpTy U ee HePBHOE
crieTeHye (CUMITOMOKOMIIIEKC MapThiHOBa—
PoB3sunra);

o pasBuTHe NueTOHePpUTa, rUApoHedpO3a, Mode-
KaMEHHOI1 6071e3H1;

3) eanemoobpasHas nouxka (CpalljeHue IOYEK Ha BCEM IIPO-
TSAOKEHIN):

pacrono)keHa ryboko, B MajioM Tasy (Kak Obl BUCKUT
Ha COCYy/iax);

0071b B XMBOTe, 00/1aCTM Tasa M HIDKHUX KOHEYHO-
CTAX, YCUIMBAOLAS IIPY pasriubaHmuy TYIOBUIIA II0-
CJIe HaXOXK/IeHUs B ITOTIOKEHM CHU/IS;
[IOJIOKUTE/IbHBIN cUMIITOM POB31MHIa, BbI3bIBaEMBbIIl
CHaBJIeHMeM Iepelleiika IOYKM, COMHEYHOIO CILIe-
TEHMs I HEPBHBIX CTBOJIOB B oOmacTu 6udypkanmun
OpPIOIIHOIT A0PTHI;

IIOMHUTB, 4TO OOIBHOI OOpaIaeTcs 1Mo MOBOAY 60-
JIell B HYDKHMX KOHEYHOCTSX;

o6cnenosanne (Y31, KT, skckperopHas yporpadus,
PajiMoN30TOIIHOE CKaHMPOBaHMe) BBIABIAET HU3KO-
PAaCIIONIO>KeHHbIE IIOYKM HEOOBIYHOI POPMBI;
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— IpUCOefMHEHNMEe XPOHMYECKOro  IeoHeppuTa,
MKSB, rusponedposa (nnonedposa), AT;

® AHOMAJINM IIOJIOXKEHIS TOYeK (IMCTONNS — HEIPaBIU/Ib-
HOe IIOJIOKeHMe II0YKM, OOYC/IOBJIEHHOE HapylLIeHVeM
HOPMAa/IbHOTO MPOJBIKEHNSI B SMOPUOHATIBHOM II€PHUO-
e M3 MajIoTO Ta3a K MOSCHUYHOI 06/1acTy C OHOBpe-
MEHHBIM IIOBOPOTOM BOKPYT OCH):

e Ha/jM4ye TYNbIX 60Jeil B KpecTiie U MOsICHMUIIE, CBA3AH-
HBIX C JJaB/IEHMEM IIOYKM Ha COCeHIE OPTaHbI, HEPBHBIE
CTBOJIBI M/IM 00YC/IOBIEHHBIE HAPYyLIEHNEeM OTTOKA MOY;

® BO3MOXXHA MaJAbHAIUs JUCTOMMPOBAHHON MOYKU IPU
OTCYTCTBMM CMEILIleHNs ee BBEPX;

e BHyTpUBeHHas yporpadus U peTporpagHas mnueaorpa-
(us BRIABIAIOT HEOOBIYHOE MONOXKEHME JTOXaHKM C 4a-
I[IeYKaAMU U KOPOTKIIT MOYETOYHUK (IIaTOTHOMOHWMYHBIN
CUMIITOM), Pa3/I4aioT:

1) nods3douinyio ducmonuto (6onee HU3KOe PACIONOKEHME
MOYKY, HAaXO#AILIENCA Ha YPOBHE KPbI/Ia IOJB3JOLIHOM KOCTH,
C HaIlpaB/IeHJeM YallleyeK BHYTPb, K I03BOHOYHUKY);

2) maso60-0UCMONUPOBAHHYI0 NOUKY, HAXO[AIIYIOCS B Ma-
JIOM Ta3y; OT/INYA0IyOCS:

o VHTEHCUBHOI 00JIbI0, 0OYC/IOBIIEHHON MIlleMMel
HOYKY, T.K. II0YKa, 110 CyLeCTBY, BUCUT Ha IOJ-
B3JJOIIHBIX COCYAAX;

o QATOHMYECKMMM M PpaCIIVPEHHBIMHU YalledKaMU
U JIOXaHKaMIL;

o QHOMAaJIbHBIM PAaCIO/IOXKEHMEM COCYHOB, HEOfM-
HAaKOBBIMM 110 (pOpMe TOYeYHBIMIU apTePUAMU;

o BO3MOXXHOCTDIO BBIAB/ICHUS Y )KEHIMH IIPU IPO-
BefleHN) OMMaHya/JbHOJ Ianbllaliuy BO BpeMs
I'MHEKOJIOTMYECKOTO 00C/IeOBAHAS;

3) nepexpecmmyto oucmonuro (pacIoo>KeHne IOYeK Ha Ofi-
HOJI CTOPOHE C OTCYTCTBYEM CpPALeHN):

o PEeNKOCTb COYETAHMU C Y BOCHMEM JIOXaHKI;

o BIAJieH/MEe MOYETOYHNMKA B MOYEBOJ My3bIPb TaK
XKe, KaK B HOpMe;

e aHoManuu (IIOPOKM PasBUTH ) MOYETOUHMKOB:

1) yABOeHME MOYETOUYHUKOB;

2) NMeNOypeTPOIKTasus MPY IOJKOBOOOPA3HON U AUCTO-
MM POBAaHHOM ITOYKAX;
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3) BpOXXJAEHHBIN Iy3BIPHO-MOYETOYHUKOBBII pPeIIIoKC,
NIPOSABIAIOIIUIICA:
o [IM3yPUYECKMMM PacCTPONICTBAMU y JeTell;
o 00JIbIO B OACHUYHOI 06/1aCTY, UpPaSUMPYIOLLel
II0 XOIY MOYETOYHMKA;
o IIpUCOefUHEHVEM XPOHNYIECKOTO MMeIOHePpIUTa;
o pa3BUTHEM pedIoKCc-06CTPYKTUBHOI Hedpora-
M 1 noasnenueM Al y nereir;

4) OCITOKHEHMS:

o 00CTPYKIMA MOYEBBIBOJAIIUX ITyTel CTPUKTypa-
MU Ha YpOBHE YallleYHO-JIOXaHOYHOTO CeTMEHTa,
nepernb6amu mpy HepponTose, CAaBIeHIEM KIU-
cTamy, 06aBOYHBIMY apTePUAMII;

o QopMmupoBaHUMe TIMIPOHEPPOTUYECKON TpaHC-
dbopmanyn mOUKM;

o mporpeccupoBanue Al, o6ycroBneHHOe Hapyiie-
HIUEM OTTOKa MOYM;

® IIOPOKY Pa3BUTHSA COCY/IOB MIOYEK, BK/ITIOYAIOIINE:

— MHO)XeCTBEHHBIE [I0YeYHbIe APTEePUIL;

— ¢ubpompinreynyto pucmnasuo (OPM]]) nodedHbIx
apTepuit;

— TUIOIIAa3uIo (aI/Iasuio), aHeBPM3MY IIOUEUHBIX apTe-
pui;

— apTepUOBEHO3HbIE PUCTYITY IOYEK;

— BETBUCTYIO aHTVOMY IIOYeYHBIX apTepuii;

— KO/IEHOOOpa3HbII XO[ apTePuiL.

1) MHOXeCTBeHHbIe apTePUI TOYeK:

® HECOOTBETCTBUE JX iaMeTpa Macce IT0YeK;

e CroliKasA peHoBacKynApHasa Al

e 00/ B OSICHUILIE;

e (CfaB/IeHJe BEPXHIX MOUEBBIBOAAIINX ITyTell C pa3BUTH-

eM IIVe/I09KTA3MM VTN TUJIPOKAJINKO3a.

2) ®M]I ¢ mopakeHMeM CpelHell ¥ Hapy>KHOIl 000JIoueK
[IOYEYHOJ! apTepuy, BO3MOXHBIM BOBJIEYEHMEM B NIATOJIOTHYe-
CKUII IIPOLIeCC COHHBIX, OPbIKEEUHBIX, [TOB3AOILIHBIX I IPEeB-
HBIX apTePuIL:

e o6pasoBaHe I'UIIePIIIA3UY BULOU3MEHEHHON COeAIHM-

TEJIbHOI TKaHU B MeIVIV, HePAaBHOMEpPHasA aTpO(UA MbI-
IIEYHBIX BOJIOKOH ¥ 0OpasoBaHMe IepyrapTepruanbHOro
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craruBaroliero ¢pudposa ¢ ydacTKkaMy CTeHO3a I MUKPO-
aHeBPU3M;

HOpa’keHle OT YIacTKa MeHee 1 cM 10 MHOKeCTBEHHOT O
HOpa’KeHM A BCeX OT/Ie/IOB II0UeYHOIl apTepuu, B 2/3 CIIy-
JaeB HOCAIIEro OFHOCTOPOHHMIT XapaKTep;
3aboreBaHIe JII0fIell MOJIOZIOTO BO3PACTa, Yallle SKeHIIVH;
nposBnsgeTcs cuHapoM Al, HO ee 3710KayecCTBEHHOE Te-
JYeHIe HAOTIOMAaeTCs PEKO;

couetaHMe ¢ HedponTosoM B 20-30% cirydaes.

3) Tunonnasus noveyHoit aprepun (y3kas, ¢ POBHBIMIU KOH-
TypaMM ¥ TOHKMMH CTEHKaMMN):

peHoBacKynApHaA Al y meTeil ¥ IOPOCTKOB;
OTHOBpEMEHHOE BBISBIEHNE TUIIOIUIA3UM IIOYKY, ee
UIIeMUH U IPUCOefIMHEeHIe BTOPUYHOTO Mie/IoHeppuTa.

4) CpaBeHye o4evHbIX apTepuii (Y 2% OGOIbHBIX) 00yCIOB-

JIEHO:

TKaHAMM, OKPY>KaIOIIVMMU MHOXXeCTBEHHbIE 1006aBOY-
HbIe apTepU;

(uOPO3HOIT TKAHBIO TTOYEK;

CMMIIATUYeCKVYIMM [AHITIAMY;

CYXO>KM/IBHBIMJ HOXXKaMU finadparmbl (IIpy aHOMaIu-
X ee pa3BUTHUA);

OITyXOJLIMU COCEHVMX OPTaHOB (B YaCTHOCTM, HafilIOYey-
HUKOB);

reMaTOMaMIL.

5) AHeBpU3MBI IIOYEYHBIX apTEPUIl U IOYEUHbIE apTepIOBe-
HO3HbIe (PUCTYIIBL.

HacnedcmeerHole 3a60716aHUS NOHeEK

1) bonesnv Pabpu (nuddysnas anrumokeparoma Dabpuy,
IIOYeYHO-KO>KHBI/I CHHIPOM) — pefjKoe HACIe[ICTBEHHOEe Ce-
MeliHOe 3a00jIeBaHMe, B OCHOBE KOTOPOTO JIEKUT HapylIeHue
06MeHa TMIIUAOB, IPUBOJALIee K IOBPEXKICHIIO KO, I0YeK,
MBIIIIBI CEPALA, JIETKVX, PeTUKY/IO9HJOTEINAIbHON CYCTEMBI,
I71a3 ¥ TAHIJIMOBETE€TATMBHOM HEPBHOM CUCTEMBIL:

B OCHOBe 3a00jIeBaHUsA JIOKUT AePULUT TaNTaKTOOKCH-
Ias3bl, IPUBOAAIINI K HAPYIIEHUIO TUIINAHOTO OOMeHa;
pELEeCCHMBHBINI ~ TUII  HAc/le[NOBaHMA,  CIEIUIEHHDBIN
¢ X-XpOMOCOMOIT;

TUIIEPKEPATO3 KOXKM M PacIONIOXKEHHbIE 107, SIMEPMIICOM
TEJICAHTMSKTA3WM, AHTVIOKEPATOMBI,  PACTIOIATArOIIVECs
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Ha KOXKe XXUBOTA, Oefep, KO/eHell, JIOKTeit, B 00/1acTu Mo-
LIOHKM, ITOJIOBOT'O YjIeHa Y Ha C/I3JCTON 000/I0UKe ITOJIOCTI
PTa, )KEMyTOYHO-KNIIEYHOTO TPAKTA, JbIXaTe/IbHbIX Ty Tell;
CBIIIb MaKyJIONaIlyjle3Has, MMeolas IypIypHO-Kpac-
HBIII [IBET, KOXKa LIepIIaBasi;

yMeHbllIeH!e IOTOOTAeNeH) A, CHUYKEHIE YYBCTBUTE/Ib-
HOCTU K X0JIO[ly U IIJIOXasl IEPEHOCUMOCTD JKaphl;
MapoKCM3MajbHble 0OMM B ManbliaX KUCTEN M CTOI
Ha (hOHe BBICOKOJI TeMIIepaTyphl y MaJbuMKOB B BO3pac-
Te 7-10 71eT, He KynupyeMble aHAIbIeTUKAMI;
Iporpeccupylolee opaxeHue Movex;

nosbinieHe AJl, KappuoMmeranmsi

ro/MoBHasl 0OJIb, Mapes3bl, pPeXke SMUIENTUYECKNe MPU-
THaIKI;

PaHHMII AVATHOCTUYECKUII NPU3HAK HalM4ue cornead
verticillata na poroBuiie (Ipu UCCIELOBAHUMU I[e/IEBOI
JaMIION), Ha/JIM4YMe PACHIMPEHHBIX WU3BWINCTBIX BeH
B BIJIE «4E€TOK».

2) Cundpom Anvnopma — HaCIe[CTBEHHOE 3aboJieBaHIE,
NIPOABJAMIIEeCA PeUUANBUPYIOLEN TeMaTypueli, IPOorpeccu-
pyIoleN IOYeYHON HeJOCTATOYHOCTDIO, CHVKEHVEM OCTPOTBI
ClIyXa, pexke 3peHM:

ayTOCOMHO-IOMMHAHTHBIII ITyTh HAac/eflOBaHNUA ¢ Ooree
TSDKEJIBIM TedeHueM 3a00JleBaHMsS y MajlIb4MKOB (My-
TAHTHBIN I'eH CBA3aH C X—xp0M0c0M0171);

B OCHOBE 3a00JIeBaHUA JIKNUT HedeKT CTPYKTYpPhI KOJ-
nareHa 6as3anbHON MeMOpPaHBI KIIyOOYKOB 1, BO3MOXHO,
medeKTh yXa U I71asa;

coyeTaHue IponudepaTUBHOIO ITOMepylIoHedpuTa,
puctpoduu u arpoduy SIUTeNNs KaHa/IbLEB M NHTEp-
cTunyaabHoro ¢pubposa;

remarypus (c 7-10 net) (MO>XeT OBITH y eBOYEK €IVH-
CTBEHHBIM CUMIITOMOM);

npucoenunenne XITH B 20-30 neT;

IIyXoTa (Yallie y MaIb4MKOB) C HOpaKeHUeM CIIVMpaib-
Horo oprana u VIII napel yepenHbIX HEPBOB;
nopakenue /a3 (y 15% 60/nbHBIX), IIPOSBIAIOLIEeCs nu3-
MeHeHUsAMNU GOPMBI XPYCTaIMKa M POTOBUIBI (B 4acT-
HOCTHM, BPOXJEHHON cdepodakimein) ¥ HOMyTHEHMEM
XPYCTaNKa;
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® B HEKOTOPBIX CEMbSIX BO3MO)KHO€E HAMMIMe ITTYXUX JIILL,
He NMEIOIIMX TOPa>KeH s [TOYeK MIH, HaobopoT, CTpaja-
IOLIMX TTATOJIOTHEN [I0YeK, HO 6e3 IPU3HAKOB ITTYXOTHI.

3) Bposcoennviii Heppomuueckuti cunopom (BpO>KIEHHBII
WIN ceMelHbIl Heppos, rImoMepyn1oHeppUT HOBOPOXKIEHHBIX
¢ HeppOTUYECKUM CUHIPOMOM) — ayTOCOMHO-pelleCCHBHOE
Hac/efyeMoe 3abomeBaHue, IPOSIBIIAIOLIEECS C EPBBIX HefeNnb
JKUBHIU:

e yaile BBIAB/ISIETCS B POCTBEHHBIX OpaKax;

e yBelIMYeHNe [T0YEK B pa3Mepax, paciinpeHe B MePBYIO
ovepenb IPOKCHMAIBHBIX KAHAMBIEB C IIOCTERYIOMINM
BOBJIEUEHVEM [VICTAJIBHBIX KaHAJIbIIEB; He3penble KIIy-
60K OKPYIKEHBI KAHA/TbIIEBBIMU KMCTAMI;

e IIpeXJeBPeMEHHOE POXKEHIE C MACCOI MeHee 3 KT 11 Ha-
nmave 60mbioit ianeHTs! (40% OT Beca pebeHKa);

® TUNNYHOE JUI[0: MAJIEHbKUI CEJIOBUIHBIN HOC, HU3-
KOIIOCa’KEeHHbIe TPVDKAThle YIIV; MIMPOKME dYeperHble
IIBBI, COTHYTble TOJIEHOCTOITHBIE CYCTABBI;

OTEKU C MEePBBIX JHE KU3HUL;

yBenTMUeHe XIBOTA 13-3a aCLIMTa U METEOPU3Ma;
TPBUKI;

HPOTENHYPUSL, UVIMHAPYPUS, TUIUYPUs C IPUCOEHN-
HEHVEM T/TIOKO3YPUI, TIOYETHOI aMUHOAY PUII;
TUIIONPOTEVHEMS, TUIIePXOIeCTePUHEMS;
OTCTaBaHMe B PasBUTUH, KUCTPODUs, aHEMUs, JaCThIe
uHdexuny, guapes (IpU pasBUTUM KOTOPOI MOTI'YT VIC-
4e3aTb IepudepuiecKue OTeKNn).

4) Ilepsuunas eunepokcanypus (0kcano3) — TeHETUYECKU
00ycrIOB/ICHHOE 3a00/IeBaHNe, B OCHOBE KOTOPOTO JIXKUT Ha-
pylleHNe MeTaboI13Ma INIMOKCUIOBON KUC/IOTBL, Pe3y/IbTaTOM
4ero siB/sieTcsi U30bITOYHOe 0OpasoBaHMe ILaBeeBO KIC/IO-
TBI, Befjyllee K OTIOKEHUIO OKCAIATOB Ka/IbIVIA B Pa3/IMYHBIX
OpraHax, B TOM 4MC/Ie HeppOKa/IbLHO3Y:

e 1mpeo6nafiaeT ayTOCOMHO-PEL[eCCUBHBII TUII HAaC/Ie[loBa-

HILS;

e 00ycoBieHa 1100 feeKTOM B IpeBpalljeHNI IINOKCH-
JIOBOJI KMCJIOTBI B MYPaBbUHYIO 13-3a HEJIOCTATOYHOCTH
(depMeHTa 0-KeTOINTyTapar-I/IMOKCUIAT-KapOOKCUIa3bl,
KO0(aKTOpOM KOTOpOro sBisAeTcss GochopunpoBaH-
Hasg Qopma BuTamMuHa B, 1160 HENOCTATOYHOCTDHIO
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D-rnuuepargernpgporenaspl, IpUBOAALIENl K Pe3KOMY
CHIDKEHMIO VJIM IIOJIHOMY IIPEKpallleHMI0 9KCKpenun
IJINKO/IEBOM KMC/IOTBI;

B OCHOBE I'MIIEPOKCAIYPUM JIEKUT IHAO- MU IK30TeH-
HbIiT IePUIUT BUTAMUHOB B, min B, u M36BITOYHOE I10-
CTYIUIEHMe C NMIIeNl MPOAYKTOB, OOraThIX IiaBeneBoil
KWCIOTOI;

obpa3oBaHMe OKCATATHBIX KAMHElT B IPOCBETe MOYEBbI-
BOAALIVX nyTel, auddysHas nponudeparus u CKIepo-
3MpOBaHNE MHTEPCTULIMATIBHON TKaHM IIOYEK;
OKCajaTypus, He3HauMTebHas MPOTEUHYpPUA, MUKPO-
reMaTypls, HEIOCTOsAHHAA JIEIKOUUTYPUS yXKe B BO3-
pacte 3-5 e, mporpeccupoBaHie MHTEPCTUIMATIHBHOTO
HedpuTa (TUIIOCTEHYPUs);

0KCaJI03, OKCaJIaTHBIN He(bpoxanbuMHos, IBYCTOPOHHMUI
nutuas u paspurtne XII1H;

3aflep)KKa BBIJIe/IEHNsI OKCAalaTOB C OTOXKEHMEeM WX
B Pa3/IMYHbIX OPTAaHaX U TKAHAX.

5) Iepsuunas eunepypamypus (ypaTHas HeppoIaTus, mo-
farpmdeckas II0YKa, ypaTHBIN HeppoOAUTHa3) — HapylIleHue
IypPMHOBOTO OOMeHa C HaKOIUIEHNEM M V30BITOYHBIM BBIfie-
JIeHMeM 4epes IIOYKM MOYeBOIl KUCIOTHI I ee cojeil (yparoB)
C pasBuUTHEM HepONMnUTHa3a ¥ IPUCOSAVHEHUEM VHTePCTULIN-
aJIbHOTO HedpuTa:

nepBMYHas popMa ypaTHOI HepOIATUM BCTpedaeTcs
Y POACTBEHHVKOB B 11-72% cy4aes, a 6MOXMMIYECKUI
fedeKT, IPUBOAAILMIL K HAPYIIEHNIO Iy PTHOBOTO 00Me-
Ha, IlepeflaeTcsl KaK JJOMUHAHTHBIN IPU3HAK;
HOpaKeHNe VMHTepCTULMAIbHOM TKaHM II0YeK C Pas3Bi-
TieM pubpo3sa ¢ pacHoIoKeHNeM YPaTOB B COCOYKOBOM
cnoe (Ipy ayTONCHM OTJIOKEHMS BBIABIISIOTCA Y BCEX
60JIbHBIX);

[IATOTHOMOHVYHBIl IIPU3HAK: BBISBJICHUE KPUCTA/IOB
MOYEBOJI KMC/IOTBI M/IM 3HAYUTE/IbHOE KOMNYeCTBO ypa-
TOB B MOYEBOM OCajKe, IIOBBILICHNE SKCKPeLUy Mode-
BOJI KMCJIOTHI;

HaJI4ue IPOTeNH-, 3pUTPOLUT- 1 JICIKOLUTY PUY;
IPUCOEAVHEH)e BTOPUYHOIO MUeTOHePPUTa, IPOTEKa-
I0I[er0 BOMTHOOOPA3HO, VMMEIOMIEro MaTOCHMIITOMHOE
TedYeHIe.
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6) Ljucmunypus — HacleJCTBeHHOe 3a0ojieBaHye, BbI-
3BaHHOE HapylleHMeM MeMOpPaHHOTrO TPaHCIOpPTAa LMCTUHA,
AVaMMHOMOHOKapOOHOBBIX KMUC/IOT, apTMHIHA, TU3MHA U Op-
HUTWHA, ¥ TOpakKeHye MOoYeK II0 TUIY MHTEePCTUINAIBLHOTO
Hedpura:

® AyTOCOMHO-PeL|eCCHBHBII TUI HAC/TeJOBAHMUS;

e B OCHOBe 3a00JIeBaHMA HAC/e[CTBEHHOE HapylleHue
TPAHCIOPTa aMUHOKMCIIOT B IPOKCYMA/IbHBIX KaHa/lb-
Lax ¥ KMIIeYHMKe C BBIJE/NEHMEM TpPeX TeHeTMYeCcKUX
TUIOB IMCTUHYPU;

e oTcTaBaHMe QU3NYECKOTO PA3BUTH M3-3a IIOTEPU Hesda-
MEHMMBIX aMUHOKMUCIIOT (ApIHIHA U JIM3MHA);

e (eCIIOKOJICTBO Iepef; MOYENCIYCKaHMeM, IHOBBILIeHNe
TeMIIepaTypbl Y IPYAHbIX JeTeit;

e remarypus (MUKpOreMaTypus y feBO4eK IpU reTeposu-
TOTHOM COCTOSIHVI), IPOTENHY PUS, JISHKOLUTY PUsi;
ypOnuTHas B BO3pacre 3-5 JIeT;

BBbISIBJIEHVE KPUCTA/IOB LMCTVHA IPY MUKPOCKONMYe-
CKOM MCC/IeJOBAaHMI MOYEBOTO OCA/IKa;

e Bepudukanysa gMarHosa Mpy YCTAaHOBIEHWUM ITOBBILICH-
HOJ 3KCKpenuyu ¢ MOYOU LMUCTUHA, JMU3MHA, ApTUHIHA
Yl OPHUTHHA;

e BLIAB/IEHME YPONINUTUA3A JUKTYET HEOOXO[UMOCTD Jua-
THOCTUKM LIMCTVHO3a U MICKTIOYEHM s OKCanosa, CUH/PO-
Ma Jlemma-HaiixaHa, KaHaJ/IbLIEBOTO ALIMI03a.

7) Llucmuno3 — Hacne[cTBeHHOe 3aboeBaHMe, 00yCIOB-
JIEHHOe TIePBMYHBIM HapylIeHeM oOMeHa [UCTIUHA C OT/IOXe-
HIEM ero KpMCTa/UIOB B OpraHax M TKaHAX 1 [IPOsBIIA0IIeecs
TSDKeIOoN HepomaTyelt ¥ paXUTOHIOOOHBIM CHHIPOMOM, ped-
PaKTOPHBIM K JIEYeHNIO BUTAMIHOM D:

® AyTOCOMHO-PEL|eCCHBHBIN TUII HAclefoBaHMs (dacToe
BbISIBJIEHVIE KPOBHOTO POZICTBA MEX/Y POJUTENSIMN);

® O0O0YC/IOB/IEHO HE[JOCTATOYHOCTBbIO (epMeHTa LMCTUH-
penyKTasbl, BOCCTAaHABAMBAIOLIErO IIMCTUH B LUCTENH,
Y HAaKOIUIEHVEM LNUCTMHA B PETUKYIOTMCTUOLATAP-
HBIX KJIeTKaX, POrOBUIle, KOCTHOM MO3Te, MHTEPCTULIUN
U KJIeTKaX IPOKCUMaJIbHBIX KaHaJIbIIeB II0YeK;

e HapylleHNMe IIPOLeccoB peabcopbuyy, IpyBoAsAliee
K THIepaMUHOALUAYPUH, TII0K03ypun u runepdocda-
Typuu;
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IIIOXOIT AIIIIETUT, 3aZleP>KKa POCTa, BOSHNKHOBEHIE TOK-
CUKO3a IIpu MHPEKL N, YacTask PBOTA, 3aIOPbI, IOTINY-
pus, HOMMAMUIICUA, LMCTMHOBAsA peruHomarus, ¢oro-
¢hobus, majieHNe KOHILEHTPAIVOHHON (QYHKIIUYU HOYeK
(runocrenypus) npu ocTpoit popme 601e3HM, TPOSABIA-
IOIIIEIICSl BO BTOPOM IIOTYTOJ MY XKU3HY;

oTcTaBaHye (QU3NYECKOTO pPa3BUTHUsA, HapacTaHMe Ka-
HA/IbIIEBOI HEOCTATOYHOCTY, PAXUTOMOJOOHBIN CHUH-
IpoM Hpu XxpoHudeckoit popme 6onesun (y mereit crap-
e 2 J1eT).

8) Hegpponamus, oOyc/IOBIeHHAs MOBDIIIEHHO 9KCKpeIy-
et MeTaboNMUTOB TpUnTOodaHa:

cunppoM XapTHyIa (Hac/eAcTBeHHOe 3a00jieBaHue, 00-
YC/IOBTIEHHOE HapyllleHMeM TpaHCIopTa TpunTodaHa
B KMIIIEYHUKE):

— ayTOCOMHO-PeLeCCHBHBIN TUII HAC/IeJOBAHNU;

— HATOTHOMOHMYHO IIe/IarPONO00HOe IOpa’keHue
KOXI C TUIIepeMuelt, LIeTyIeHneM, I0sBJIeHIeM I1y-
3bIpeli Ha OTKPBITBIX Y4aCTKaX KOXU, 00YCIOB/IEHHOE
¢doTocencubunmsanme;

— obpas3oBaHue B KHUIIEYHMKe OO/BIIOTO KOMMYeCTBA
MHJIO/IbHBIX COERVMHEHMI, BBIJEAIOMIIXCS C MOYOIT;

— BBIJIe/IeH)Ie MHAVKAaHA TIOYKaMI IIPUBOAKT K TUIIEp-
aMMHOAL MY PUN;

cuappoM Tama (06yc/IOB/IEH HEJOCTATOYHOCTBIO dep-

MeHTa TPUITOPAHNNPPONA3bI) HPOSABIAETCS CUMIITO-

MaM¥, M3/I0)KEHHBIMH BBbIIlIe, U JOIIOTHUTEIBHO:

— HaHU3MOM;

— BbIpa)keHHBIM nopaxennem IJHC;

— MOBBILIEHMEM YPOBHS TPUITO(DAHA B KPOBIL.

9) I'muyunypus (M36upaTeNbHOE HapylleHNe peabcopomnum
IINLVHA B IOYEYHBIX KaHA/IbIIAX):

HOCHT HacCJIeICTBEHHBIN M/IM IPMOOPeTEHHbI XapaKTep;
yIIOpHasI IeIKOLUTY pus, Hepponuruas, passurue XITH;
ITIMLUHY PUS;

BO3MOXKHO IIPHCOE[JMHEHNe aTpoduy U HereHepalyn
ceTyaTKu;

CYZOpOTIY, IOBBIIICHNE COfiep)KaHMs Oe/IKa B CIIMTHHO-
MO3TOBOM >KMIKOCTH, HAPYUIEHNE IIOIOBOTO PA3BUTHSA
U BBIZIE/IEHNE C MOYOM ITIMLMHA, IPOINHA, OKCUIIPO/IN-



naga 3. uddepeHumanbHbiin auarHo3 C1apoMoB 107

Ha TUIUYHO I MMMYyHoOrmuuuuypun (cuagpom JKo-

3eda).

10) Penanvras entoxo3ypus (modedHslil fraber) — Hacmep-
CTBeHHOe 3a00jIeBaHIe, CBA3AHHOE CO CHIDKEHMEM peabcopo-
L[VV [/TIOKO3BI B IIPOKCHMA/IBHOM OTHe/Ie KaHA/IbLIeB [TOYEK:

ayTOCOMHO-JOMUHAHTHBI TUII HAcCTeoBaHNUsA (BO3MO-
KEH 1 ayTOCOMHO-PeLleCCHBHBII TIII);

reHeTH4ecKuit feekT cuHTe3a (pepMeHTa, OTBETCTBEH-
HOTO 32 TPaHCIIOPT ITIOKO3BI M/IN, BO3MOYKHO, YMeHbIIIe-
HJfe aHaTOMMYECKO MacChl IPOKCUMAJIbHBIX KaHa/lb-
11€B;

IJIIOKO3Y YL IPU OTCYTCTBUM TUIIEPITTMKEMIN;
UCK/IIOYNTD BTOPUYHYKO (CHMIITOMAaTHYECKYI0) IJIIO-
KO3ypUIO, SABJIARIIYIOCA IIPOsABICHMEM TyOyIomaTun
(rmoxodocdaraMMHOBBIT AMabeT) IpU TOKCUYECKOM
HOBPEXEHNY IIOYeK COLAMM TSDKEJIBIX MeTaslIoB, (rro-
PUANHOM 1 JP.

11) PenanvHolil HecaxapHuiti Ouabem — HaC/leNCTBEHHOE 3a-
6oneBaHMe, OOYCIOBIEHHOE OTCYTCTBYEM YYBCTBUTEIBHOCTU
SMMTENNA [UCTAJIbHBIX KaHAJIbLEB K aHTULUYPETUIECKOMY
TOPMOHY:

HacjlefloBaHMe 10 PELeCCUBHOMY THUILY;
HOABJIEHNE YKAXK[bI, TOINYPUM, TPAH3UTOPHONM «COsIe-
BOII» IMXOPAJKU, OTCTABAaHME B Pa3BUTUM Ha 3—6 Mecs-
1LI€B, @ IPY MICKYCCTBEHHOM BCKapM/IMBAHUM YK€ B IT€PU-
Ofie HOBOPOXX/ICHHOCTH (M13-3a COIEpKaHMs B KOPOBbeM
MOJIOKE OCMOTWMYECK) aKTVBHBIX BeILleCTB, OCOOEHHO
HaTpusi);

HONNYPUs, TUIIEPTEPMS, BbI3BAHHAS YBEIMYEHMEM KO-
JMYeCTBa HATPUA B CBIBOPOTKE KPOBY;

IOAB/IEHNE CYJOPOT;

HM3Kasg OTHOCUTE/IbHAs IIOTHOCTH Moun (1001-1004),
TUIIEPXTIOPEMUS;

VICKJIIOYMTh BTOPMYHBIN HecaXapHblil guaber, pa3BuBa-
IOIMiicsT Ipy nuenoHedpure, HeppoKaIbLMHO3E, He-
¢dpockepose u ap.

12) Hegpporopmus Panxonu (HedponaTus fereHepaTuBHO-
IOVICIUIACTUYECKOTO TUTIA):

ayTOCOMHO-PELeCCUBHBIN TUII HAC/IeJOBAHNA:
— HaJajIo B JETCKOM BO3PacCTe;
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— IEPBUYHOE NTOPAXKEHME KaHA/IbLEB VI BTOPUYHOE T10-
BpeX/ieHue KI1yOOUKOB C BOB/ICUEHEM MHTePCTULIU-
aJIbHOM TKaHU II0YEK;

— yMeHblIeHMe 0YeK B 00beMe C BO3MOXXHBIM BBISAB-
JIEHUEM KHCT;

— oTcraBaHMe B pU3NIECKOM pasBUTUN;

— MONUJVIICKSA, TIONUYPUS;

— TI'UIIOMU30CTEHYPUs, IIOCTENEHHO IPOrpeccUpyromias
XIIH;

ayTOCOMHO-JOMJHAHTHOE HaC/lelOBaHNeE:

— B OCHOBHOM BCTP€YAETCA y B3POCTIBIX;

— IIpoTeKaeT KaK MeAy//IsIpHas KICTO3Has 60/Ie3Hb;

— asemMns, yckopeHue CO3 (kak y fgeTell, Tak 1 y B3poc-
JIBIX).

13) @ocpam-ouabem — rumodocdaremmdeckas TyOymo-
narus, oOyC/IOB/IeHHasl CHIDKeHMeM peabcopbuum docdaros
B [IPOKCUMA/IbHOM OT/e/Ie KaHa/IbIIeB II0YeK:

ayTOCOMHO-PeILeCCUBHBII MyTh Mepenadr (BO3MOXKHBI
criopajjudeckye Cayday, OO0yCIOBJI€HHbIE BHOBb BO3-
HUKIIVMY TeHHBIMU MYTalMsIMU, C HACIe[CTBEHHO 00-
YCTIOB/IEHHBIM U3MeHeHNeM MeTabonu3Ma ButaMmuHa D);
[eTM IO3[HO HaYMHAIOT XOANUTD; OXO/IKa HeyBepeHHas,
10 TUITY «yTUHOI»;

Horu O-06pasHoit GopMbl (BHYTPEHHEe OTKJIOHEHYE IO-
JIeHeIn), OCCAIT L

[o3jHee IpopesbiBaHMe 3y60B, ObIcTpoe obOpasoBaHue
Kapueca;

[PUCOeRVHEH)e TUIIOTOHMY MBIIIL] HYDKHUX KOHEYHO-
crer;

npu peHrtreHorpadum: 61r0RIE00pasHOE paclIMpeHe
MeTa(M30B, OCTEONIOPO3 TPYOUATHIX KOCTENL;
runieppocdarypus;

[OBBIIIEH)E YPOBHS 1IeTIOYHOI ocdaTassl, comepska-
HUe Ka/lbLiMsi B KPOBY B IIpefie/iaX HOPMBI.

14) Bonesuv [ebpe-Ie Tonu-Panxonu — rmoxodocdar-
AMIHOBBIIT IIOYeYHBIiT juabeT, 00yC/IOB/IeH CHYDKeHUEM peabd-
copbLMY ITIIOKO3bI, aMUHOKUCTIOT U (ocHaTOB B IIPOKCUMATIb-
HOM OT/je/Ie KaHaJIbIIeB:

ayTOCOMHO-PEILIeCCYBHBIN TUII HAac/lefOBaHUA (HO BO3-
MO>XKHBI CIIOpajiideckyie clryday 3a00/eBaHNsA U TOMU-
HAaHTHBII ITyTh Ilepeflauyl MyTaHTHOTO TeHa);
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IpOsiBJIeHNe B KOHIle NIePBOTO M Hadaje BTOPOIo rofia
JKU3HI;

runoTpodiusi, OTCTaBaHye B POCTe, 3afePiKKa ICUXOMO-
TOPHOT'O Pa3BUTHS;

KaXK/ja, MONMUYPUsi, HpUCOeuHeHne 00e3BOKMBAHMS,
aIl03a M3-3a HapyLIeHN s TPAHCIIOpTa OMIKapOOHATOB;
VICKpUBJIEHVE€ KOHEYHOCTEl];

CIIOHTaHHBIE IIePEeIOMBI;

rumokanueMust (MbllledHasi TUIIOTOHM S, fUHAMMUS, TU-
nopedrexcus);

ITI0KO3Y puist, pochaTypusi, aMIHOALM/Y PUS;
npucoenuHenne XITH;

UCK/TIOYUTh BTOPUYHBIN ITIIOKOPOChHaTaMUHOBBIN II0-
YeqyHbIl AuabeT MpM LUCTUHO3€e, ITMKOreHO3e, rajak-
TO3eMUM, (GPYKTO3eMuUN, OKYyIOLepeOpanbHOll Juc-
Tpodum, MUeNTOMHON 0O0/e3HM, OTPABIEHUU COTSIMU
TSDKEJIBIX METaJIIOB, KaJ{MUeM, JIM30JI0M.

15) Ioueunwiii kananvyeswiii ayuoos (IIKA) — 3abonesanue,
006yC/I0B/IeHHOe KaHAJIbIIeBOI HEZOCTATOYHOCTBIO B OTHOIIE-
HUY peabcopbuy 6MKapOOHATOB /WM CeKpeLuu BOROPOJ-
HBIX IOHOB:

mucranpHbiit Tui [IKA (cuagpom Bartiepa-Onbpaiira):

— ayTOCOMHO-TOMMHAHTHBIMI ~ TUI  HaclefOBAaHUSA
¢ HauOO/bIIeN [TEeHETPAHTHOCTHI0 MYTAHTHOTO TeHa
y leBOYeK;

— 00yC/IOB/IeH OrpaHMYeH)eM TPaHCIIOpTa MOHOB BO-
Iopofia Yepe3 MeMOpaHy K/IeTOK KaHaJIbLIeB, allii0-
30M ITOTepell MOHOB HATPUS U Pa3BUTIEM BTOPUYHO-
TO I'UIepanbJOCTePOHN3MA;

— BO3HNUKHOBEHNE MBIIIEYHO TUIOTOHNUY, AaHOPEK-
CU, PBOTBI, TIOSIBIEHNE TIPU3HAKOB 00€3BOKMBAHIS
B BO3pacTe OT 2 J10 3 JIeT;

— IOy pYsl, HONUUIICUS,;

— IpUCOefMHEHNEe IINTENIbHOrOo cybdebpunnTera;

— 3afiep>kKKa (pU3UIECKOTO Pa3BUTHUSA (HAHU3M);

— pasButue X-00pasHOrO VICKPMBJIEHVS HIDKHUX KO-
HEYHOCTel, 0CCa/iTMu U TIepeIoOMbl KOCTeil B BO3pac-
Te 10-12 net;

— nporpeccuposanue XITH;
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— MeTaboIMYecKuil anuaos3, IUIEPXIOpeMus, TUIIO-
KaJlMeMus, TUIIOHATPUEMNs, BOSMOXKHO HeOOoJIbIIoe
CHIDKEeHMe KO/IM4ecTBa Kanbus u pocdopa;

— pH moun 6,5-7,5, runepkanbuyemus go 10-20 mMr/kr
B CyTKU (B HOpMe 1-5 MI/KT);

— HPOTEMHYPUS, MUKPOTEMATy P, ISMKOLUTY PUsi;

— Ha pentrenorpamme (KT), Y3 nouex: gBycTOpOH-
HUIT HepPOKaIbLMHO3;

— HedponuTnas;

— UCK/TIOUUTD 3a00JIeBaHM s, OCTIOKHAIOLIECS BTOPUY-
HBIM JIVICTa/IbHBIM TYOY/ISPHBIM alii/j030M;

MIPOKCUMMAJIbHBI/ IIOYEYHBII KaHAJIbLEBBI alU03

(cungpowm JlaiiTBya):

— 3aborneBaHne, MMeOllee HAC/IECTBEHHYIO Ipefpac-
[IO/I0>KEHHOCTD, 00YCTIOB/IEHHOE HeJOCTATOYHOII pe-
abcopOumert 6ukapOOHATOB B IPOKCHMATIBHOM Cer-
MeHTe KaHa/IblIeBOrO alnapaTa Io4eK M yCUIeHUeM
9KCKpeLMN HAaTPus U Kajus;

— NONMUAVIICUS, IONNYpuUs, aHOPEKCHs, IHepuopude-
CKasl PBOTA, 9KCMKO3 U JIMXOPAJKa y JeTel OT 3 1o
18 mecs11eB;

— oTcTaBaHMe B GU3NIECKOM PasBUTUL;

— OTCYTCTBUE NOPAXKEHMII KOCTHOM CUCTEMBI;

— BOCCTaHOBJIeHNE peabcopbuym 61KapOOHATOB C BO3-
pacrom;

— MOBBbILIEHNE X/IOPUJIOB, CHIDKeHNMe OMKapOOHATOB,
pH 1 HOpMa/IbHBLII YPOBEHD KaJIbIIVIs;

— IIOBBIIIEHNE SKCKPELUN ¢ MOYO0ll 6¥KapOOHATOB, Ha-
TP, Kanns, KaJbIys.

3.15. OTnnumuTesibHble NPU3HAKN FreHeTU4eCKku
AeTepPMUHNPOBAHHOM NaTOJIOrMN CO CTOPOHDI
CUCTEeMbl OPraHoB NULL,EBapPEeHUs

Boipensior:

IITO3bl OPTaHOB XKe/TyTOYHO-KIIIEYHOIO TPAKTa;
AMCKMHe3ny (HapylleHVe [iBUraTelbHON (QyHKIMM) OM-
JIMAPHOII CHCTEMBI, CBSI3aHHbIE C HECOITIACOBAHHBIM, 4pe3-
MEpPHBIM JIM HeJOCTATOYHBIM COKpAIIeHUEM >XeTYHOTO
y3pips u cpunkrepos Oppy, JIroTkeHca, Mupuniy;
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racTpoasogareanbHble ¥ AYOfileHOracTpajabHble ped-
JTEFOKCBI;

HeCOCTOSITE/IBHOCTD CPUHKTEPOB;

TPBUKY MNIIEBOFHOTO OTBEPCTHS U fuadparmbl;
HOPOKM (AHOMaJINM) Pa3BUTUsI OPTAHOB >KeTYLOYHO-KI-
mreanoro tpakra OKKT);

HaC/eICTBEHHbIe 3a60/IeBaHIA.

3.15.1. BucuepasbHblii CUHAPOM, O0YC/IOBJIEHHbIN
HeandPpepeHunpoBaHHOU aucnnasnen
COeAUNHUTESIbHOW TKaHn

Boimensror:

IITO3BI OPTaHOB OPIOLIHOI TOMOCTH (06T SHTEPOIITO3,
racTPOIITO3, TEIaTOITO3);

IVICKMHE3NN, B YaCTHOCTM KETIHOTO IY3BbIPS U >Kemd-
HBIX [POTOKOB;

racTpoasodareanbHble ¥ AYOfieHOracTpajabHble ped-
JTIOKCHI (Hambosee pacpocTpaHeHa racTpoasodareannb-
Has pediokcHas 00JIe3Hb).

. Omnuuumenvrole npusnaxu nmosa opeanos KKT:

001I1iT 9HTEPONTO3 (HM3KOEe PACIIONIOXKEHNe KUIIEeUHN-

Ka, KOJIOIITO3):

— mollepeyHas KUIIKa (MHOTAA YAIMHEHHas) MOXeT
OIyCKAaTbCs IO MAJIOTO Ta3a;

— BO3MOXXeH I1epern6 TONCTON KUIIKY B 00/1aCTH cefie-
3€HOYHOTO YI/Ia, IPENsITCTBYIOMMII TPOXOXKIEHIIO
KJIIEYHOTO COREPIKIMOTO;

— IIOCTOSIHHBIE 3aII0PBI, CMEHAIOIMeCs OOM/IbHBIM I10-
BTOPHBIM BbI/IeleHIIeM KIIIIEYHOTO COTEPIKIMOTO;

racTpoITO3 (OIylLIeHMe XeTyIKa):

— TSDKECTbh, JaB/ieHle, OlyllieHne PacIpaHus B MOJ-
JIOKEYHOI 00J1acTH;

— ObIcTpasi HAaChII[AEMOCTb, OTPBDKKA;

— YYBCTBO JaB/IeHNs B 3IMUTacTpPaibHON 00/macTy Ha-
TOIIAK;

— CHVDKeHUe allleTuTa;

— BO3HUKHOBEHIE CTpaxa Iiepef Ip1eMOM MUIIN;

— JMCYe3HOBEHME HENPUATHBIX OIIYIIeHWII B SINra-
CTpasbHOI 00/1acTM, CBSA3aHHBIX C IPUEMOM NI
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[IOC/Ie PACTATUBAHUS MOsICA, CHATUS CTATMBAIOIIEN

OJIEK/bl, IIOJIOKEHV S Ha CIIIHE;

— obrneryenne 6o7elt, 06YCIOBIEHHBIX IaCTPOITO30M,
BO3MOXKHO IpM C/Ie[yIOLeM IpyeMe: CTOs 033U
00/IPHOTO OXBATUTH €r0 KMBOT 00eMMI PyKaMiu CIle-
peny U CHU3Y, a IOTOM IIPUIIOZHATD BEPXHIOI0 YacThb
JKMBOTA BBEPX;

— ompefie/ieHNie CTEIIeH! BBIPa’KEHHOCTM IacTPOINTO3a
(mpm perTreHorpaduu ¢ KOHTPACTHBIM BEIIECTBOM):
o pacronoxeHue OOJBIION KPUBM3HBI XKeyAKa Ha

ypoOBHe IynkKa (1-51 cTeleHb);

o TIOJIOKEHNME YKa3aHHOJ KPVMBM3HBI HIDKe IyIKa
(2-s1 cTenenb);

o OIIpefiesieHNe MajIol KPMBUSHBI JKeNyjKa Ha 2 CM
HIDKe ITYIKa (3-A CTelleHb);

o 0Oomee HM3KOE PACIONOKEHME YKAa3aHHON Kpu-
BVI3HDI XKEJIYKa CBUJETEIbCTBYET O 4-11 CTENEeHN
OIYLIEHM S XKeNTYAKa;

e remaronTos (onyljeHHas HeYeHb):

— W3MeHeHJe IIOJIOKEHNsI BepXHell TPAHUIbl Iede-
HIU, B HOpPME COBIIAZIAIOIIEil C BBICOTON CTOSHUS
mpuadparmMsl U HaxopsAllelica Ha ypoBHe V pebpa 10
Cpe/jHEeK/TIOUMYHON MnHMM (CIpaBa), y MecTa COef-
HEHNsI Te/a TPYAMHBI ¥ MEYeBUJHOTO OTPOCTKA IO
CPeAVHHOM NVHUYM U CJIeBa IO CPeXHEKTIOUMYHOIN
nuHuu B V Mexxpebdepbe;

— HOpMaJIbHbIE pa3Mepbl IeYeHU, IEPKYTOPHO M IIO
maHHubeIM Y 31

— HIDKHASA IpaHuI]a IedeH! HuKe peOepHOIT JyTy;

— UCK/IIOYEeHMe TeraTonTo3a mnpu sMduseme JerKux,
9KCCYATUBHOM I/IEBPUTE, OAAMadparManbHOM ab-
ciecce;

® aCTeHMYeCKUIT COMAaTOTUI 00YCTIOBINBAET:

— MEepPBUYHBII TACTPOITO3, SHTEPOIITO3;

— HusKoe (Ha ypoBHe V mosicHM4HOro mniu I kpecruo-
BOTO [IO3BOHKOB PACIONIOXXEHNE JJHA XKeTYHOTO IIy-
3BIPsI);

— BBIISTYMBAHUeE HIDKHEN YacTy )KMBOTA B BEPTUKAJIb-
HOM II0JIO>KEHW;
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— Ipsi610CTh OPIOLIHON CTEHKU U TIOsIBJIEHE OTBUCIIIe-
rO )XMBOTA;

— BO3MOXKHOE IPMCOefIMHEH)e XPOHUYECKOIl apTepu-
OMe3eHTepUaNbHOI HENPOXOAMMOCTU M3-3a HarTs-
JKEHsT OPBDKEIKI TOHKON KUIIKY, TPOSIBIISIOIIENCS
YYBCTBOM TSKECTH, OOJIbIO, COYETAIOLIVIMILCSA C OLLY-
I[eHNMeM IeperoyIHeHus KelyJKa Hake IocIe He-
OOJIBIINX KOMNYECTB IPUHATON NIV U YMEHbIIA0-
1ierics B KOJIEHHO-JIOKT€BOM ITOJIOKEHU .

2. OmnuuumenvHvle NPUIHAKU OUCKUHE3UT] HeNTUHVIX nymell
(bunnapHoit ucyHKIMM), CBA3AHHOI C HETIOTHBIM, Ype3Mep-
HBIM V/II HECBOEBPEMEHHBIM COKPAIlleHVIeM YKeTIHOTO ITy3bIpsT
u/mny cGUHKTEPOB >KeTYEBBIBOAAILINX IIyTeil ¥ HapylIeHueM
OTTOKA KEe/TUM:

HaybosIee YacTO BO3HUKAET Y JKEHIINH C aCTeHUYeCKIM

TUIIOM KOHCTUTYLINY;

CBSI3aHA C IICUXO9MOLVIOHAIbHBIMYU HapYIIEHUAMH, He-

BPO3aMU, YaCTO COYETACTCS C AUCHYHKIMEI BereTaTyB-

Hoit HepBHOIT crctembl (HIIIT);

BO3MOXKHOE M30BITOYHOE Pa3BUTHE MBIIICYHON TKaHN,

¢bubpo3 1 aleHOMaTO3 B 30He PACIIONOXKEHUA CPUHKTe-

pa Opn;

Tylas Howollas 60/b B IIPaBOM Iofpebepbe, YYBCTBO

pacuypanus (IpY TUIOTOHMYECKOM Tulle AUCHYHK-

unm);

IPUCOEVNHEHNE 3aII0POB, METEOPH3MA;

3aMeJlJIECHHOe BBIJie/IeHe JKe/T9/ I BO3MOXKHOCTb Hapy-

IIEHN BCACHIBAHMSA KUPOB, )KMPOPACTBOPUMBIX BUTA-

MIHOB, COJIeJT KaJIbIIV, XOTIeCTepIHa;

npucrynoobpasHas 60/1b B IIpaBoM Hofpebepbe, nppa-

EMUPYIOLas B IJIEY0, KJIIOYMILY, IONATKY (IIpY TMIepTO-

HIYeCKOII OVIMapHOI TUCYHKIVIN);

CBUJETENIbCTBO HETOCTATOYHOIO PACKPBITUA CHUHKTEpa

Oppu — BoiABnenue npu Y3V pacmimpeHHOro Kem4Ho-

ro nporoka (bomnee 2 Mm);

BTOpMYHAs OvInapHast fUCQYHKINA BOSHUKALT:

— IIpu XpoHMUYecKoM xonenucture, JKKb;

— JIyOlleHNTe U HapyLIeHUV BBIPAOOTKI XONeLVCTOKN-
HIHa;

— XPOHMYECKUX IacTPUTeE, SHTEPUTE, KOIUTE;
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— MaJIOMOABMKHOM 00pase )KU3HI;
— abOMIHAIBHOM TUIIE OXKUPEHUSL.

3. OmnuuumenvHvle NPUHAKU 2acMPoI3oPazeanvHoli pe-
pmokcroii 6onesnu (I'OPB), cBA3aHHOM ¢ MATONOTMYECKUM
3a0pOCOM COMEP’KMIMOTO JKeTyAKa B NMILEBOJ ¥ Pa3BUTVEM
pedrokc-930darnTa npu nepBUYHOM CHYKEHUY TOHYCA HVDK-
Hero NuIeBOgHOro cpuHKTepa:

¢akTopsl, npexpacnonaraolye K passutnio [OPb:

— OXUpeHue;

— 6epeMeHHOCTb;

— KypeHue 1 IIpueM aJIKOTOJIs;

— BBIHY)X/IeHHOE II0JI0O>KeHIIe Tejla C HAK/IOHOM TY/IOBM-
1112 BIiepes;

— ynorpebieHue HoKonana, Kode, crenuii, Gpykro-
BBIX COKOB;

— IpKMeM HEeKOTOPBIX JIeKapCTBEHHBbIX IIPelaparos,
B TOM 4MCJIe aHTarOHUCTOB KaJblius, f-0/10KkaTopos,
XOJTMHOMUMETUKOB U AP.;

JKOKeHMe, 60mb B anuracTpun (B 061acTu MEIeBUIHOTO

OTPOCTKa TPY/IMHBI) BO BpeMs Ipyuema MUIIN UK Cpasy

IOCTIe eJIbl;

OTPBIXKKa, gucdarus, aspodarns;

[IPUCOe/ M HEHEe OCTIO>KHEHMIT, B TOM YMCIIe:

— BO3HUKHOBEHE IIeNTHYECKUX CTPUKTYP HMUIIEBOA;

— MOsIBJIEHME IMIIEBOZHO-XETY/JOYHBIX KpOBOTEYe-
HUIL;

— pasBuTue cuHjgpoma bapperra (3amelieHne MHOro-
CIOJHOTO IIIOCKOTO SIUTENMNUs IMUIEBOJA LVIINH-
ApUYECKUM SINTEINEM CIM3UCTON O000NIOYKM XKe-
Iy[iKa, HOATBEpKAaeMoe Ouorncuern);

NpUCOEMHEHNE BHENMMIEBONHBIX NposAsneHuii I'OPb,

BKJ/IIOYAIOIINX:

— paspyleHue sManu 3y6os;

— dapuHrut;

— XPOHMYECKUIl OpPOHXUT;

— OpOHXMAJIBHYIO ACTMY;

— PeUMAVBMPYIOLIYIO aCIVPALVOHHYIO THEBMOHMNIO;

— Kap[uajruy, BO3HVKAIOI[Je B TOPM3OHTAIbHOM I10-
JIOXKEHUY, IIPU HAKJIOHE TY/IOBMIIIA BIIepel, KyIupye-
MBble IIPYeMOM aHTallVJHBIX IIPENapaToB.
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4. OmnuuumenvHole NPUSHAKU BPOHOEHHVIX Ouappae-
ManvHulx epowk (MepeMelleHne OPTaHOB OPIOLIHON IOIOCTH
B I'PYHYIO K/IETKy 4Yepe3 BPOXJeHHbIe Ne(eKTbl WIN Iien
B fimadparme, a TakKxKe 4epes pacIIMpeHHble aHATOMUYECKIUe
OTBEPCTHUS):

medeKThl, IPOHMKAIOLIVe Yepes Bce cIou AruadparMbl;

HOPOKM pas3BuUTUA Ayadparmpl, orpaHMYeHHbIE MBILI-

L€l M CYXOXVMJIbHBIM LIEHTPOM C pa3fielIeHNeM TPyIHOM

" OPIOIIHON 1OToCTel (Yalile cieBa) TOHKUMI CEPO3HBI-

MU IITACTHKAMU;

paciirpeHre aHATOMMYECKMX OTBEPCTMII Hambosee ya-

CTO B TPY[AUHO-Pe6EPHOM WIN T'PYAUHO-TIOSCHUYHOM

TPeyToNbHMKaX Aradparmbl;

BO3HMKHOBeHMe 0OJIell B )KMBOTE HEOIIpe/je/IeHHOTO Xa-

pakTepa, BbI3bIBaeMble IIPMEMOM IINIY, HALPsDKEHNEM,

IIepeMeHOI IIOJIOXKEH A TeTIa;

IpyeM NI COPOBOXK/AETC:

— mapafiokcaabHOM Aucdarveit (Ipu cMelleHUN U Ie-
perube xenyzka, Korga 60spliye MOPIUN ALK ITPO-
XOJIAT JIerde, YeM MaJible);

— TOLIHOTOI, PBOTOI;

— 3amopamu, IEPUOANYECKON AMHAMUYECKON HEINPO-
XOAMMOCTBIO KMIIeYHMKA (IpM CMEIjeHUM KyIey-
HYIKA B TPYHYIO KJIETKY);

— uppaguanueit 601y B 1wIedo (co CTOpoHbl fuadpar-
MaJIbHOJ I'PBIKI);

— OJBILIKOIL, ceprliebeHneM, 60TbI0 B IPyN;

CHMIITOMOKOMIIIEKC ~ YILIeM/ICHHOI JAuadparMaabHOIL

TPBDKI:

— Ppeskas 00Ib, 3aCTaB/IAIOAA IPUHATD KOJICHHO-JIOK-
TeBOE [IOJI0XKEHNE VTN IIPYDKATDh HOT'Y K KUBOTY;

— pBoTa (BO3HMKAET P yILIeM/ICHIY JKeTYIKa);

— HEBO3MOXXHOCTb INPUHUMATb NNUIYy HPU OTCYT-
CTBUU PBOTHI (Ilepernd KapAuaabHOIO OTHENA XKe-
TypKa);

— B3IyTME TOHKOIO KUIIEYHVMKA M CJIeHNON KUIIKK
(ymem/IeHye TOICTOrO KMIIEYHUKA);

— BO3HMKHOBEHME OCTPOJ KUIIEYHON HEIPOXOAUMO-
CTH, aCUMMeTPUs KUBOTA, OTCYTCTBUE OTXOXK/ICHUS
rasoB ¥ CTYJIa;
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— CMellleHNe I CaB/IeHVe OPTAHOB I'PYIHOI KJIeTKI, UX
MHOULMPOBaHUE;

— TaHTPeHa MOJbIX OPraHOB OPIOIIHON MOMIOCTH, ep-
¢dbopanys KMIIeYHNKA HIDKe CTPAHTY/IALMOHHON -
HUU, TIEPUTOHMNT.

3.15.2. NMopoku pazeutusa (aHomanuu) opraHos XXKT

1. Bposxoernovie anomanuu nuu,e600a:

arpe3ms (amaasus) MUILEBOJA — YACTUYHAS WIN IIOJ-

Has:

— BO3HUKHOBEHNE IPUCTYII000Pa3HOTrO KAIIIs, OfbILII-
K, IIaHO3a IPK KaXKJOM KOPMJIEHUY pebeHKa;

— CpBITMBaHIE MOJIOKA;

— TOTepst MacChl Tea;

BPOKJIEHHBII CT€HO3 (JIOKa/M30BAHHBII B BEPXHEN 4a-

CTU UILEBOJA):

— 00UIbHOE CITIOHOOT/E/IEHNIE;

— UCTeYeHMe CIU3Y U3 HOCA;

— CpBITMBaHIE MOJIOKA;

TpaxeossodareanbHble  (QUCTYIB,  COIYTCTBYIOIIME

aTpe3ny NUIIEBOIA:

— KallleJib, OJBILIKA, [[MAHO3 BO BPeMsI KOPMJIEHNSI;

— B3JyTHMe )XMBOTA IIPY KPYKe U II/1aue;

YA BOEHUE NIEeBO/A:

— pucdarus, oOyc/IOBIeHHAs CAABIEHNEM NNIIEBOJA,
COYETAILIAACS C KaIllJIEM, OfIbIIIKOIL;

— HarHOeHMe 3aMKHYTON JyOnuKaTypsl ¢ mepdopamni-
el THOA B IINIIEBOJ, CPELOCTEHIIE, I/IEBPY;

— KT BbIABIsAET [ONONHUTEIBHYI0O TeHb C YETKUMU
KOHTYpPaMH, IPUMBIKAIOIYI0 K TeHN CPeSOCTEeHIS U
OTTECHSIOLIYIO MNIIEBOJ, B IIPOTUBOIIONOXHYIO CTO-
POHY;

KVCTBHI IIMIeBOja:

— TECHO CBSI3aHBI CO CTEHKOIT IUIIEBOIA;

— 6oblMe KUCTBI CIOCOOCTBYIOT CIaB/IEHNIO IINIIeBO-
fia ¥ bIXaTe/IbHbIX My Tell;

abeppaHTHbIE TKaHM NNIIEBOJA:

— MMEIOT CXOJCTBO C HOOpOKayeCTBEHHBIMM ONYXO-
JISAMIL;
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— JUMArHOCTUPYIOTCA IPU TMCTOTOTMYECKOM MCCIENO-
BaHWM;

JBVBEPTUKY/IbI IUILEBOJA:

— pucarns;

— YyAyuibe, KyIpyeMoe pBOTOl;

— yMeHbIIeHMe CMIITOMOB IIPU HaAK/IOHE TO/IOBI (BIIe-
pel WIM Hasaj), HaTY)XVBaHMM, HaJaBIMBAaHUU Ha
TOPTAHb U [PYTUX IpUeMaX, CIIOCOOCTBYIOLINX Ape-
HUPOBAHUIO TUBEPTUKYIIA;

— perypruranus;

— CpbIrMBaHMeE MUY, CheIeHHOI HaKaHyHe;

— OCMIUIOCTD TOJI0CA, 3aTPY/IHEHNE JbIXaHU A, CUHIPOM
Topuepa;

— BbIOYXaHMe MATKOI KOHCUCTEHIIUY Ha IIepefiHell o-
BEPXHOCTH LIEN, VICUe3aollee IPY HaJaBNMBaHUL U
YBEIMYMBAOIIEECA MPU 3aNPOKUJIBIBAHUM TOIOBbBI
Hasaj;

— BO3MOXXHO€ KPOBOTEYEHME U3 3PO3UPOBAHHOIO JIM-
BEPTUKYIA;

— IIPUCOEIMHEHNE aCIMPALIVIOHHBIX THEBMOHMIA.

2. Bposcoentvle aHomanuu xenyoka, 6visiensemvle npu oocne-
dosanuuL:

ero yiBoeHue (Haau4uue OBYX NMUIOPUYECKUX OT[E/IOB
IIPY HEIIOIHOM Y/IBOEHUM, J06aBOYHAS HONOCTD PAXOM
C JKENyJKOM);

OVMBEPTUKY/IBl SKeTyfAKa (U3MEHUMBOCTb pPasMepoB
u (GHOpMBI KOHTPAaCTHOrO 0OpasoBaHMUA M OTCYTCTBUE
KPaeBOTO Baja, CBOMICTBEHHOTO A3BE€HHOM HUIIE);
aHTpanbpHasg puadparma (LUPKYIApHas IHeperopopika
TOMIIVHON 2—-4 MM, Pacloaraminasacsa Ha PacCTOAHNN
1,5-3 cM OT IpMBpaTHMKA, BbIABIAEMas IPU IMPOBeJe-
HIM GUOPOracTpOLyOREeHOCKONINI);

xopucroma (abeppaHTHas MOIKeTyLOYHA JKelesa, pac-
HOJIATAIOAACS B IIOLC/INU3UCTOM CI0€ CTeHKY JKeTyKa,
JIOKa/IM30BaHHAsl B BBIXOJJHOI YacTU XKelTyjKa y 60/b-
IOV KPMBU3HBI);

BPOXXJeHHas IUIepTpodus IpUBpaTHUKA (HeOOBLION
BBICTYII B CpeJJHell 4acT! MIIOPUYECKOTO OT/e/Ia, MEH -
toiero GoOpMy IIpU IepUCTANbTUKE XKeTyAKa, Haaudue
JKUIKOCTY B XKeTyZiKe HATOIAK);
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e HenpaBUIbHOe KapAauodyHganbHOE pacIoNoXKeHNe XKe-
nTypKa (BHajieHMe MUIEBOfIa BBICOKO B XKETY/OK, CIIO-
coOCTByIOIee BO3HMKHOBEHWIO T'PbDKM HUIEBOJHOTO
oTBepcTHs fradparmbl);

e Oonesub MeHerpre (OrpaHMUEHHOE VI PAaCOPOCTpa-
HEHHOe WU30BITOYHOE Pa3BUTHE CIMU3UCTON 00OOTOUKNU
JKenyjiKa, BolasisieMoe npu PI'IC, KoHITIoMepaTOM TOJ-
CTBIX M3BMJIVICTBIX CKJIAJIOK C TUIMYHOI JIOKaIM3arueit
Ha OO0JIBIIION KPUBU3HE XKENTy/IKa).

3.15.3. Nopoku pazeutusa (aHomanun)
ABEeHaauaTUNnepCcTHOM KMLLKN

1. Yosoenue dsenadyamunepcmmuoil Kuuiky (BbIsABIEHUE
K00ABOYHON KUIIEYHON TPYOKU, MMeIolell 00I[yI0 CTEHKY C
OIIK, nposiBisiioieecss 60Ib0 B SMUTacTPAIbHON 001acTH,
PBOTOIL).
2. Dumepoeennvie kucmot [JI1K (pasBuTye Kak OfUHOYHBDIX,
TaK ¥ MHOXKECTBEHHBIX KVCT, BO3MOXXHOCTb HapyLIEHNUsA IIPO-
XOMMMOCTY KMIIKY IPYU HATUINK OOJTBIION KUCTBHI).
3. Anomanuu pacnonoxcenus JIIK, BKIIo4darolue:
® HENoCPeJCTBEHHBIN Iepexof] B TOMIYIO KUIIKY M OTCYT-
CTBUE IOBOPOTA BJIEBO;

® [OMOJTHUTETbHBIE U3TNOBI U IePernObl KUIIKM (BO3ZHUK-
HOBeH1e 0O/ [IPU IepeeaHIN, UCIe3aI0IIel B TOI0XKe-
HUU Ha OOKY, CIIMIHE VI B KOJIEHHO-JIOKTEBOM IIOJIOXKe-
HUN).

4. Coasnenue Osenaduamunepcmuoti xuwku (codeTaeTcs
C BO3MOXKHOCTBIO CHAB/IEHNUsI BEPXHE OPBIXKeeYHOI apTepui,
OCIIOKHAWOLENCSA PasBUTMEM apTEepPUOME3EeHTEpMaIbHON He-
IPOXOAVIMOCTH) 00YC/IOB/ICHO:

® HENoJIHOI 00/IuTepalyeil BEHTPAIbHON OpbIKeNKIL;

® CBA3SKOI, UAYIIEN OT )KETIHOTO Iy3bIPA K IEYEHOIHOMY

M3ruby TONCTON KUIIKN;

® KOJIbLEBUJHON (aHYIIAPHOI) IO KeTyTOYHOI SKe/Ie301L.

5. AHOMARUU HENUHO020 NY3VIPS U HETUHBLX NPOMOKOS 8KIII0-
uarom:

®  aTpesuIo )KEITYHOrO Iy3bIPs;

® aTpe3ni0 BHENEYEHOYHBIX M/VIM BHYTPUIEYEHOYHBIX

JKETYHBIX NMPOTOKOB (y HOBOPOXKIEHHBIX: remaroMera-
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IS, SKeNITyXa K KOHILY IIepBOIl HeJje/y )KM3HU, obecliBe-

YeHHBIIT KaJl, IOKa3aHa omepanns B 3-5 Hefesnbp);

e Ha/jMYye IBYyX KeTYHBIX Ty3bIpeil (OXMHAKOBBIX, HO pa3-
JIMYIHO PACIIOIOXKEHHBIX WIN PA3INIHON HOPMBI);
usMeHeHMe GOpMBI (KOHGUTYpaLNM) KETIHOTO IY3bIPs;
aTUIMYHOE HOIOKeHMe (B 00/1acTy KPYT/ION CBSSKM UK
c/ieBa OT Hee);

CTIMAHVIE TY3bIPHBIX IPOTOKOB;

BIIafIeHNe:

— IIPaBOroO NEeYeHOYHOTO IIPOTOKA B ITy3BIPHBII, CO3/1a-
Iollleé ONACHOCTDb IlepecedeHM s YKa3aHHBIX IIPOTO-
KOB BO BpeMs OIlepaliuy X0NelICTIKTOMUY;

— TIY3bIPHOTO TPOTOKA HENOCPEeICTBEHHO B BEPXHIOIO
kpusysHy [IIK mpu oTcyTcTBUM ero cOOOIIeHUs
C TenaToXo/efl0X0M;

— XOJefjoxa B XKemyJoK;

e 106aBOYHbIE )KETIHbIE IIPOTOKY, BBIXOAALIVIE 13 IIPABOIl
TONM TIeYeHN U BIaflalollle B pasHble OT/e/bl BHeIeYe-
HOYHBIX )KeTTUHDIX ITyTell;

e KucTa Xonefoxa (MeIIKOBU/IHOE pacIiMpeHue [0 ero
Bxoxaenus B JIITK):

— JI0Ka/IM30BaHa Ha HIDKHell TTOBEPXHOCTH Ne4eH!, CO-
YeTaeTcs C BBICOKMM CTOSHMEM Auadparmsl, remaro-
Merajnen;

— yallle BBISIBJIAETCA Y JKEHIIVH JI0 TPUALATUIETHETO
BO3pacCTa;

— IIATOTHOMOHMYHO COYeTaHNe IPUCTYIIO0OPasHOI
6ony B mpaBOM HOfpedepbe, >KeNTyXu (CBsI3aHHOI
¢ HapylleHMsAMHU onopoxHeHms kuctsl B HIIK) u
nanpnupyemMoro (QIIOKTYUpyOLero ob6pasoBaHus,
YBEIUYMBAIOLETO B 0O0'beMe II0CIIe TIeYeHOYHOI KO-
NVMKIY C IPUCOeAHEHIeM 03HO0a U TUXOPagKII;

— BO3MOXXHO COYETaHME C KMCTOBU/IHBIM paclIMpeHN-
€M TeIaToXoNef0Xa;

— BBbIJe/IeHVe 3HAYNMTE/IBHOTO 00'beMa TeMHOI JKemuu
U3 IPOTOKA NIPY I YONEHATbHOM 30HIMPOBAHN;

¢ YUYNTBHIBaTb BJNMAHME COMATOTMIIA Ha paCIIONIOKEHNe
JKeTYHOTo MysbipA Ha yposHe III-IV mogcHu4HBIX 1O-
3BOHKOB IIPM HOPMOCTEHMYECKOM THUIIE TeTOCIOKEHN A
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U pacIojoXeHue ero Ha ypoBHe I-II MOACHMYHBIX IIO-

3BOHKOB IPU MUKHUIECKOM COMATOTHIIE.

6. Bpoxcdentvle aHOMANUU MONCINO20 KUMEUHUKA:

® JIUCTOMNNS TOJNCTON KUIIKK (PACIIONOXKEHe KUIIETHNKA
B 7IEBOI1 IIOJIOBIHE);

e aHOMaJIbHO MOABVKHAA c/lenas Kuka (caecum mobile),
00yC/IOB/IeHHasl HanmuuyeM oOuielt OpbDKEKM ¢ IOf-
B3/IOLIHOM KMIITKOJL:

— 3amopsl, 60/ B IIPaBOIT IO/B3/JOIIHO 00TaCT;

— yrposa 3aBopoTa U MHBaTMHALIMI C/IETION KMUIIKIL;

— [IMArHOCTUKA C IIOMOILbI0 METOLMYECKOI Ha/IbIIa N
o O6pasnoBy-Crpa)kecKo 1 IpU IIPOBEJEHUN KP-
purockonnu;

® KOJIOITO3:

— HOPMAaJIbHOE MOJIOKEHVIE TIEYEHOTHOTO U CeIe3€HOY-
HOTO YIJIOB TOJICTOJ KMIIKY, HO C yTPO30il Imeperubda
KMIIKY B 06/1aCTY Ce/Ie3€HOYHOTO YI/Ia;

— IOCTOSIHHBIE 3aII0PBI, CMEHSAIONMECsT OOM/IBHBIM 10-
BTOPHBIM CTY/IOM.

3.15.4. leHeTUYECKN eTEPMUHUPOBAHHAsA
naToJIorusl OpraHoB Xenyao4yHO-KULLEeYHOro TpakTa

1. M3meneHue A3viKa:

e «reorpaduyeckuit» A3bIK (JOMMHAHTHBIN TUII HACTIEHO-
BaHIs, HAIM4YNe CBOeOOPa3HBIX Y30pOB Ha fA3bIKe);
60p0344aThIil A3BIK (IpyOble CKIaIKU Ha SA3BIKE);
CKJIaJiKa A3bIKa, IPOXOfAllasA Yepe3 BCIO ero NoBepX-
HOCTb;

® acuMMeTpus sA3bIKa (€r0 OHOCTOPOHHEe YBelIMdYeHNe
VI YMEHBIIEHME).

2. IMonuxucmo3s neveru (pasBUTUE UCTUHHBIX KUCT IPK 06-
PAaTHOM pasBUTUM M3NMUIIHKMX 3a4aTKOB BHYTPUIICYCHOUYHBIX
JKEeTYHBIX IIPOTOKOB):

® ayTOCOMHO-JIOMMHAHTHBII TUII HACTIe[OBAHNS;

e 3a00/eBaHNUe NPEUMYIIECTBEHHO BCTPEYAETCS Y OKEH-
IIMH U 9aCTO COYETAETCA C MIOMUKICTO30M IIOfKENTyL0U-
HOII >KeJie3bl U MOYEK;
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KMCTBI Yallle PACIIONATAITCS B JIEBOIL JIOJIE IEYEeH U, UMesT

pasmepsi oT 1 10 6 cM;

Tynble 601U B IpaBOM Hoppebepbe, yCUIMBAIOLIMECs

npu Xofibbe, TPACKOI e3/ie, PU3NUIeCKOil HarpysKe;

reraToMerasns, HO OTCYTCTBIE Pa3BUTHS IIOPTAIBHOI

TUTIEPTEH3U;

BO3MO>XKHOCTb ITa/TbIIAINM ITIOTHBIX YIPYTUX 06pasoBa-

HUI HA IOBEPXHOCTH TI€YEH;

3abo/ieBaHMe MOXKET OBITh BBIABIEHO CIydYailHO (Ipn

JIAIAPOCKOIMY WM BO BpeMs ONepaliuy Ha OpraHax

OPIOLIHOI TIOTOCTI);

PasBUTHE [TEYEHOYHO-KJIETOYHON HEIOCTATOYHOCTY IIPU

PacIpoCTpaHEHHOM MOIMKICTO3€, HO MPU COUYETAHUNU

C HOMMKICTO30M IOYEK, JIeTa/lbHBII MICXOJ 00YCIOB/IEH

XIIH;

VCK/TIOUNTH:

— JI0KHBIe KUCTHI (IMOcIe usiedeHns abclecca mevyeHn
VIJIY 3XMHOKOKKO34);

— PpEeTEeHIOHHbIE KUCTHI, PA3BUBAIINECS MOCIE OK-
KJIIO3UU >KETIHBIX XOMIOB;

— 3XMHOKOKKO3, IIPY KOTOPOM BBISB/ISIETCS HEPOB-
HOCTb BHYTPEHHET'0 KOHTYpa KUCT, X KaJIbIITHO3;

UCTMHHAsA (COMMTapHasi) KUCTa eYeHN OCTIOKHAETCS:

— pPa3pbIBOM KICTBI;

— ee HATHOEHUEM;

— KpOBOU3/IMSAHNEM B CTEHKY VM/IU [IOTOCTb KUCTBL.

3. Ionuxucmo3s noodxuenyoouHoil sxenesv. (BbIABIACTCA LU
Y3/ B Busie OKpYIJIBIX 11160 OBaIbHOI (POPMBI 9XOHETaTUBHBIX
obpaszoBaHuii ¢ 3QPeKTOM AUCTANTBHOTO YCUIEHNS, T.e. YCUle-
HIEeM 1300paskeHNs TTO[IeKAII X TKaHe):

KOHTYPBI IOJIKENTYIOYHOI JKele3bl POBHbIE, YETKNE, HO
3aJHAS CTEHKa BUHA 00/iee OTUYET/INBO;

COJEP>KMMO€ HEOCTIO)KHEHHBIX KICT TOMOTEHHOE;
BO3HMKHOBEHJE MeIKOJUCIEPCHOrO (HErOMOIreHHOTO)
COIEP>KMMOTO MM OCajjKa — CBUJETENTbCTBO BO3MOX-
HOTO KPOBOMS3IMAHNA, HATHOEHNA KUCT VIIM UX 3/I0Ka-
YECTBEHHOI IPUPOJBL;

OCJIOKHEHMsI: MeXaHu4ecKas JKenTyxa (CaBieHye Ku-
CTOT1 )Ke/TYeBbIBOAAIMX ITYTel), aCL{AT, IUPOTOPAKC.
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4. BposcoenHolil Me2akon0H — pacliiipeHe YacTu Uy Beeil
TOJICTON KUIIKY, OOYCTIOBIEHHOE BPOXK/IEHHBIM araHI/INO30M,
6onesub [MpIInyHra, BKIOYaer:

CErMeHTAPHbIN MM TOTA/IbHBIN MEraKOJIOH;
PEKTaIbHYIO ¥ PEKTOCUIMOUHYIO popmMy 6one3Hn;
[opa>keHye TOHKOJ K1k (B 1% ciaydaes);
ayTOCOMHO-PeLleCCUBHBIN THUII HAC/IeJOBAHNU;
KOMOPOMHYIO IIaTONOTNI0 ¢ 60n1esHbio JJayHa, AuBepTH-
KyJIaMU U yBeIYeHNeM MOYeBOro My3bIpsi, TuzipoLeda-
JInen;

B OCHOBE NATOJIOTMM BPOXKIEHHOEe OTCYTCTBUE (MM He-

[OCTATOYHOE KO/NMYEeCTBO) HEPBHBIX T'aHITIMEB B MeEX-

MBILIEYHOM M IIOACIM3UCTOM CNIOAX KMIIEYHMKA, MPU-

Bojsdllee K AUCTPOPUYECKUM M3MEHEHMSIM CTEHKU

KUIIEYHYKA;

OTCYTCTBIE BbIJie/IeHVsI MEKOHU s, B3[[yTIe KUBOTA;

BO3MOXKHOE IIPUCOeAVHEHNe AMapen Mu3-3a PasBUTUA

[ICeBIOMEMOPAHO3HOTO KOINTA;

3aIIopbl, 3aMefl/IeHle POCTa peOeHKa;

BO3MOYXHOE pacILIVpeHNe TOICTON KMUIIKM Y B3POCTIBIX

1o 50-70 cM, [MarHOCTUPYEMOE IIPU MPPUTOCKOIINI;

OC/IO>)KHEHMSI: BO3HUKHOBEHME KUIIEYHOI HEeNpOXOAy-

MOCTH, KaJIOBBIX 3B, Nepdopalus CTEHKM KUIIEYHNKA

C pasBUTHEM IIEPUTOHNUTA;

UCK/TIOYNTD:

— opraHmyeckoe HapylleHue IIPOXOJUMOCTY TOICTON
KUILIKM IIPY CTEHO3€, CAABJICHNN, B TOM YMC/Ie CIaii-
KaMI1 I10C/Ie TIPOBOJIMMBIX paHee OllepaTHBHbBIX BMe-
IIATeNbCTB 1 JIP.;

— OornesHp llaraca (3aboneBaHue, pacpocTpaHEHHOE
B HEKOTOPbIX pernoHax IOHoit AMepuKy, BbI3bIBae-
MO€ TPUITAHOCOMOI1);

— HONMUXOCUTMY (JIONONHMTE/IbHBIE IIETIM TOJICTON
KUIIKN);

— CHUCTEMHYH0 CK/IePOJepMUI0, IPOSBIAIOILYIOCS CHIA-
JKeHJeM TOHYCa I paclIiPeHVeM TOICTON KK

5. ueepmuxyne3 (FUBEPTUKYIbI KUIIEYHNKA — OTPAHU-
YeHHbIe PACIIMPEHMEM VM BBINIAYMBAHNEM CTEHKM KMUIIEY-

HUKA):
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IVBEPTUKY/IBI PACIIONOXKEHBI Ha BCEM IIPOTSKEHUU KN~

IIEYHIKA, B YACTHOCTY AMBEPTUKYT MeKKens B IBeHAS-

LIATUIIEPCTHON KMIIKe, HO Hanbojlee 9acTo BCTPeYaeTcst

IVBEPTUKY/Ie3 CUTMOBUFHON KNUIIKIL;

BO3MOXKHOe 0OeCCHMIITOMHOE TedeHNe NUBEPTUKYIe3a,

HO yYallle HaOTI0Ia0TCA:

— 3aIOpBI, BBIfieTIEHIE CIV3Y, IPUMeCh KPOBU K Kajlo-
BBIM Maccam;

— 00/1e3HEHHOCTD U HANIPSKEHE MBIIII] B TEBOM HIIK-
HeM KBaJpaHTe XIBOTA;

o6pa3oBaHue KalOBbIX KaMHel, OCIOXKHSIIOMMXCS IPO-

NeXHIMM, nepdoparjueil CTEHKM KUIIEIHNKA M Pa3BU-

THEM IEPUTOHNUTA;

BO3MOXKHOe oOpasoBaHMe abcljecca B AUBEPTUKYIIE

C BO3HMKHOBEHNEM pe3KOoil 6omiu, BOCIATUTENBHOTO

MHUIbTPaTa B OPIOIIHON MIOTOCTU U IIPUCOeAVHEHIEM

CUHIpOMa CUCTEMHOIT BocmanutenbHoit peakunu (CBP)

u ero nepgopaiiyeil B CBOOORZHYIO OPIOIIHYIO ITOIOCTb,

COCefHMEe MEeTINM KMUIIEYHMKA, XKETY/JOK, MOYEBOIl IIy-

3BIPB;

YYUTBIBATh BO3MOXKHOE Pa3BUTHE paKa B JUBEPTHUKYIIE;

peHTreHOCKOIMs (MPPUTOCKOINS) BBIABIAET OTHENb-

Hble HEeNPaBUIbHOI (OPMBI TOCTOSHHbIE KOHTPACTHBIE

ISTHA C Ta30BBIMU ITY3BIPSIMIL.

6. Llenuakus (IMOTEHYYBCTBUTENbHAS 9HTEPOIIATUS) — Te-
HEeTUYECK! JleTePMMHMPOBaHHOe 3abojieBaHMe, 00YC/IOBIIEH-
HOe ITOBBIIIEHHOI YyBCTBUTEIBHOCTBIO K INIOTEHY, aTpodueil
C/IU3UCTOI 060/I0YKM BEPXHUX OT/E/IOB TOHKOM KMIIKM:

Ha/IM4lie TUIIMYHBIX M3MEHEHUI TOHKOI KUIIKY B O10-
nrare y 10-15% popcTBeHHUKOB B I 1MHUM poficTBa 1 ce-
MeJTHBIX C/Ty4aeB 3a00/IeBaHus;

BO3MOXKHOE COYeTaHMe C repreTuPOpPMHBIM CeMENHbIM
IZepMaTUTOM (B IaTOreHe3e KOTOPOTO MMeeT 3HadeHue
HOBbILIEHHAsA YyBCTBUTEIBHOCTb K IJIIOTEHY, COLeprKa-
I[erocs B MIIEHNIIE, PXKI, TIMEHe, 0BCe);

nuapest (OOM/IBHBII, IEHNCTBII, 3TI0BOHHBII CTYJI), BIlep-
Bble IOABIAOLIAACA Y ieTell TOoC/ie BBefleHU A IPUKOpMa,
B YaCTHOCTV MaHHOM KaIllu;

creaTopes;
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B3[JyTHe >KMBOTA, OOJM, TOIIHOTA, PBOTA, OTCTaBaHNe
B (pM3NYECKOM PasBUTUM B COYETAHUM C TOHKUMU KO-
HEYHOCTAMY;

CHUHPOM ManbabcopOmm:

— HepBUYHOE MOpaXeHMe IPOKCUMAIBHOIO OTHeNa
TOHKOJ KUIIKV C HapylleHueM abcopOumm xenesa,
¢onaros, Kanblys, )KMPOPACTBOPUMBIX BUTAMIHOB
(B wactaocty, Butamuua K) m npucoepnnenme pa-
XUTAa, Xene30[eUIUTHON aHeMMM, OCTEOII0po3a 1
[Iepe/IOMOB Y JieTell ¥ MO POCTKOB C BTOPUYHBIM I'i-
IepIapaTupeo3oM;

— HOCIeAyollee ITopaXkeHne AUCTaNTbHOTO OT/ieNa yKa-
3aHHOJI KMIIKY U HAPYLIEHV BCAChIBAHUA JIUIIUJOB,
YI/IeBOJIOB, OeJIKa ¢ NMpUCcOoeAHeHNEeM IUIoTpodun,
TUIIONIPOTeNHEeMUY (OTEKOB), Cl1ab0CTH, yTOMIIEMO-
cTy;

BHEKUIIIEYHbIe MPOsABIeHNs (MOTYT BBICTYHATh Ha Ilep-

BBIIT [IIaH):

— peLuAMBUPYOLMIT aQTOSHBIN CTOMATUT;

— pedexTsl 3yOHOI aMany;

— ameHopest, becrtofue;

— pas[pa’kKUTeNbHOCTD, JEeIIPeCCs;

— OCCa/ITMM, apTPaNITUN;

— aHeMmus OepeMeHHBIX, pa3BUTHE aHEMUM IIOCTIe PO-
MOB;

— HU3KIII pOCT;

reprueTOPMHBIl CEeMEHBIN HepMAaTUT C 3YAALIVIMMN

BE3MKY/Ie3HO-IIaIly/Ie3HBIMI BbICBIMAHMAMM Ha JIMIE,

BOJIOCYCTOI 4aCT¥ T'O/TOBBI, 00/IACTY JIONATOK, STOMMNII,

KpecTLja, pa3rubare/IbHO IIOBEPXHOCTH TOKTEBBIX U KO-

JIEHHBIX CYCTaBOB;

IpUCOeNVHEHNMe K puapee (creaTopee) raJaKTO3HOIL,

BTOPMYHOJ IAHKPEATOT€HHOV HeOCTaTOYHOCTY, BBI-

SIBJIEHVIE HEellepeHOCUMOCTH) (PPYKTO3bI, COM U CUHPOMA

M30BITOYHOTO OaKTepUaNTbHOTO POCTa;

BO3MOXKHOE PasBUTIE 3a60/1eBaHMIl:

— CapKOMZ03a;

— GubpO3MUpPYIOLIETO aTbBEONINTA;

— ayTOMMMYHHOTO Ie[laTuTa;

— mepBUYHOro 6yinapHoro upposa mnedenn (ITBIT);
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6one3un lerpena;

ayTOMMMYHHOTO TUPEOU/NTA;

CKB;

o/u(IepMaTo)MUO3UTA;

60me3Hn AICOHa;

MOJIMHEPOTIATU, ATAKCIU, SIINTIETICUY;
3/I0KaYeCTBEHHBIX HOBOOOPA30BAHUII POTOITIOTOY-
HOIT 06/1aCcTH, MUIEBOMA, TOHKO KUK,
pedpakrepHOIt crpy;

A3BEHHOTO EI0HOMJIENTA;
MUKPOCKOIIMIECKOTO KOTUTA;
JqA-HeppomaTuy;

Merano0/IacTHON aHEMUN;

® HepelKO COYETAHME CO CIEeYIOIIell TaTOMOTMEN:

cungpomoM JlayHa;
BPO>X/IEHHBIMM IOPOKaMU CEPLLa;
mnsodpeHneit;

MYKOBVICLIMIO30M;

MIACTeHUeN;

® JMATHOCTMKA OCHOBAHA Ha:

3 eKTUBHOCTI IVIeThI, UCKIIOYAIOLIel] YIOTpebIeHe
IJIIOTEHA, BKIIOYAIOLIElT IPOIYKTDI KVIBOTHOTO IIPOVIC-
XOXJIEHVs, KYKyPY3HYIO, COEBYIO, PUCOBYIO MYKY, Kap-
TOde/b, OBOLIY, PPYKTHI (B TeUeHNe 6 MeCALEB);
IOBBIIIEHUN COJiEP)KaHUA aHTUITIIOTEHOBBIX JqA
uJqj;

HOATBEPXKICHUM CTeaTopel U CUHJIpOMa Majbab-
copbuuu (CHUDKEHMe Ka/lbLVis, KajIis, HaTpus, >Ke-
Jle3a, XolecTepyuHa, ButaMusa A, B , C, donmepoir
KJCTIOTBI, TMIIONIPOTENHEMIA);

HOJIOKMTE/IBHOM pe3y/IbTaTe IpOObl C HarpysKoil
IJIMA[THOM;

6MoIICHUM TOHKON KMIIKM (JO M IIOC/IEe 6-MeCsS4HOI
aIIIOTEHOBOI [JMETHI);

12°

® IIOATBEPXKJAIT JUaTHO3 YKOPOYeHMe BOPCUHOK, YIIy0-
JleHye U pacllMpeHue KpPUIT, Hajaudue Ky6yudeckoro
SIUTENNA; YBeNUYeHMe YMCIa MEXKINUTEINAIbHO pac-
HIO/IOXKEHHBIX TMMQOLUTOB;

® BOCCTAHOBJIEHJE HOPMa/IbHOI CTPYKTYPbl SIIUTENNA Ye-
pes 6 MecsiIeB COOMIOeHN S JUETDI;
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7.

YUUTBIBaTh BO3MOXXHOCTb OYaroBOil aTpouu BOPCU-
HOK:

— IpM OCTPOM MHQEKIIVIOHHOM SHTEPUTE;

— nambnnose;

— TPONNYECKOI CIIPY;

— papgunanyonHoit 1 HCV-sHTeponarusax;

— TUIOraMMarao0yIMHeMUN.

Hacnedcmeentvie cemelitvie NOMUNO3bL HeyOOHHO-KU-

uieuHozo mpaxkma (OHYXOJIIJ Ha HOXXKE M/IM HIMPOKOM OCHOBa-
HUMN, CBUCAIOIAA 3 CTEHOK I10J/IOTO OpraHa B €TI0 npocseT):

nvpysHBIT ceMeTHBII TOTUII03:

— H#mapes, HepuofudecKye KpOBOTEYeHN;

— 001 B KUBOTE;

— BBIsB/IEHIE NTOJINIIOB B KMIIIeYHMKe IIpu Ppubpoxoso-
HOCKOIINI;

— HpUCOefMHEHE KOJIOPEKTAIbHOTO paKa I10CjIe COpPO-
KaJIeTHEero BO3pacTa;

raMapTOMHBbIe KUIIeYHble IOMuIbl (0bpasynouuecs U3

HOpPMaJIbHBIX TKaHell NMpY UX HEOOBIYHOM COYEeTaHUU

WIM HEIIPOIOPLIMOHATIBHOM Pa3BUTUN);

curgpom (bonesup) lapmHepa (B OCHOBe Me3eHXN-

MajpHas [UCIIa3Ns, BKIHOYaloUias co4eTaHue IIO-

NUII03a TOJCTOrO KUIIEYHMKA C AYUCIIAa3ueli yeperna,

ocreoManAnMAMU, GUOpOMaMM U SMUAEPMaNIbHBIMI

KICTaMM):

— BbIsAB/IeHMe nocre 10 et (HepenKo mocie ABajjLaTi-
JIETHETO BO3PACTa);

— nonuno3 060/f0YHOI ¥ MPSIMOI KUIIOK, HEPEKO CO-
yeTarouuiics ¢ nonumnosoM xenypgka u JIIK;

— PpasBUTHE KOJIOPEKTA/JIbHOTO paka (B 95%) M ajieHo-
KapuuHoMbl xenynka u JITK;

— BO3MO)XHOE Pa3BUTHE paKa LMTOBUTHOI XKele3bl;

— JleCMOMJHbIe OIIYXO/IN OPIOLIHO CTEHKM U OpbIXKeli-
KJ KMIIEYHMKA;

— aHOManuu, Ipex/ieBpeMeHHOe BblNajieH1e 3y00B;

— ocreoMsl (ocTeopuOpoMBI) KocTelt yeperna (B 4acTHO-
CTU, HVYKHEN YeTI0CTN);

— IOJKOXXHbIe (PUOPOMBI, ATEPOMBI;

— J1eMIOMIOMBI;

— [IepMOMIHbIE KUCTDI;
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e cunpapoMm Kponkaiira-Kanapa:

reHepaIM30BaHHbII [OINII03 C BOB/ICYEHMEM XKeTY/i-
Ka, [IIIK u To/CcTOrO KUIlIeYHKa;

asonenus;

orcyrcTBMe (aTpodius) HOrTeil;

CUHJPOM Majrbabcopbunm (CHU>KeHYe YPOBHs Kaslb-
Ly, Kajusi, MarHusA U fip.);

TUII0aIbOYMUHEMN S, B TOM YIMC/le CBA3aHHAS C I10-
paskeHyeM MOJIUIIAMM JKeTyKa 1 TUIePIPOYKIeil
cusy;

HEKPO3 MOJINIIOB XKeTyAKa;

® TreHepaNM30BAHHBIN FACTPONHTECTNHAIBHBIN I0BEHNU/Tb-
HBIil ONMNUIIO3 (TIO/INIIBI, HATIOMMHAIOI e KICTBI, MyKO-
ese):

MHOXECTBEHHbBIE€ ITIO/IVIIbI Ha BCEM IIPOTAKEHUN JKe-
JIYyJOYHO-KMIIEYHOTO TpaKTa, BbIABIAEMbIE B PaH-
HEM [JETCKOM BO3pacCTE;

MaJINTHMU3aN VA IIOJINIIOB HEXapaKTEPHaA,

®  JOBEHMIbHBII ITOJINII03 TOJICTON KUK (CMHApOM Beitn):

HO/INIBL MOT'YT OBITh MHOXXECTBEHHBIMY M eVIHIY-
HbIMU (HO CeMeIIHbII aHaMHe3 OTATOIIEH);
BO3MOYKHOE PasBUTIE KOJIOPEKTAIbHOTO PaKa;
KMIIIeYHbIe KPOBOTEUEHM 113-3a U3 bsA3BIICHM S IO/~
IIOB;

00Typauys KUIIEeYHNKA KPYITHBIM HOTNIIOM;
MHBarMHALMA CTEHKY KUIIEYHIKA;

e cuHApOM TapKoTa, BKITIOYAIOMINIL:

CEMENHBIN ITOINIIO3 TOJICTOTO KUIIeYHNKA;
onyxonu ITHC (remob6racroma, Mefyno6nacToma);

e cunppom [leittija-Erepca-Typena:

HacJlefloBaHMe 110 ayTOCOMHO-JOMMHAHTHOMY TUIIY;
coderaHue nonumnosa xenypxa, JIIK, Toncroro ku-
OI€9YHNKa, peAKO — II0/IMII03 MOYEBOI'O ITy3bIPA U 110~
JIUIIBI OPOHXOB;

BBISABJIEHME B Bo3pacTe OT 5 1o 30 s1eT;
6Yp0BaTO->KeHTI)Ie, KOpMYHEBbIC INTMEHTHDIE IIATHA
Ha KOXKe 1 CMHeBaTO-Oypble Ha CIIM3UCTOI 0007I0uKe
TeCeH, LIEK, A3bIKE, B HOCOTJIOTKE, CKIIEPaX;
IIPpUCOEAMHEHNE TAXKEIbIX JKETYyTOYHO-KMIIEIHbIX
KPOBOTEYEHMNI];
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CEMENHDIV OBEHV/IbHBIN IIO/INII03 TONCTON KUIIKN:

— Hac/IefjoBaHMe 0 ayTOCOMHO-IOMUHAHTHOMY THUITY
(HaymM4Me y OHOTO WMJIM HeCKONbKUX OMM3KUX POJ-
CTBEHHUKOB IIO/IMIIO3a TOJICTOM KMIIKM MM paka
KJIIEYHKA B MOJIOZOM BO3PAaCTe);

— BBbIAB/IEHME IIONINIIO33a M Pa3BUTME paKa TOJICTOIN
Kumku go 40 net;

— BO3MOXXHO COYeTaHMe C PaKOM >XelynkKa, ¢arepopa
COCOYKA, PEIIKO — OIYXOJIbI0 TOHKON KMIIKI;

CYHIPOM OOPaTHOTO PACIIONIO>KEHN A OPIaHOB:

— IIOpOKM pasBUTMS OpPraHOB OpPIOIIHON IIONIOCTH,
B TOM YUCTIE:

o arpesus unu ctenos [IIK;

o yZIBOEHMe XKeNy/Ka;

o aTpesus KeTYHOTO ITY3bIPs;

* KOJIblLIeBU/[HAsA IO KeNyOIHA XKee3a;
o HEIIOJTHOE NIPMKpEIUICHNEe OPbIKeIIKY;

— PAacHoIoXKeHMe CepAlia 1 YT aOPTHI CTIEBa;

— ATMIMYHOE OTXOXKJIEHME IIPABOIL IONK/IIOYNYIHONM ap-
Tepuu;

— pAcHo/loKeHMe CUTMOBMIHON KUIIKM B IIPaBOM
HIDKHEM YTy OPIOIIHON IOI0CTU (BBIAB/IACTCS IIPU
VPPUTOCKONNMN), a IIeYeHN — B JIEBOM IIOfipebepbe;

— HM3KOPOCTIOCTD;

— JnedeKTHl YIIHOI paKOBMHBI, HOCA, PACIe/IMHBI BepX-
Heil TyOb;

— BO3MOXXHOe codeTaHue ¢ TeTpagolt Pajio, zedexrom
MEXKKeTyI0YKOBOI IIeperOpOfKIL;

— nopaxenne ITHC (cymoporu, TpysHOCTM B 00yde-
HUN);

— TUIIOTHPEOS3.

3.15.5. OTAnuymuTenbHbI€ NPU3HAKU MNOPaXEHUS
rne4YyeHu Npu reHeTUYECKN JeTEPMUHNPOBAHHbIX
HapYyLUEHUNAX

1. BonesHu HakomIeHNs (Te3aypucMo3bl) 00YC/IOBIEHBI Ha-

pylienyeM ¢pepMeHTHBIX QYHKINIL IIedeHN, BK/IIOYAIOT:

e cuHApoMbl (60Ne3HM), CBSI3aHHDIE C HapYIIeHNeM 0OMe-

Ha yT71€BOJIOB:
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IJIMKOTeHOBaA 60JIe3Hb;
rajaKTO3eMI;
¢dbpykTo3eMus;

® JIMIION[03bI;

e nopupnn.

2. lo6poxavecTBeHHbBIE TUIIEpOUINPYOMTHEMUL.

3. Temoxpomaros.

4. TenaTONEHTUKYIIAPHAs JlereHepariys.

5. AMUIONI03 IeYeH .

I'nuxozenosas 60me3Hvy — B OCHOBe HECKONbKUX 3abore-
BaHUII JIEXXUT HAC/Ie[ICTBEHHOE HapylleHue 61oCHHTes3a ITIN-

KOT€Ha:

® ayTOCOMHO-PELIeCCUBHBII WM pellecCUBHBIN X-clell-
JIEHHBII1 TUII HACTIe[{OBAH;
® IJIMKOTeHe3, OOYC/IOBJIEHHDIN M30BITOYHBIM HAKOIIJIe-
HIeM B KJIeTKaX KojylaTeHa, BK/Iodamomuin 11 Tumos
60/e3Hy;
® aIIMKOTeHe3, CBA3aHHBII C HOYTH ITOTHBIM OTCYTCTBUEM
IJINKOTeHa B KJIeTKaX.
Inuxoeeres I muna (6onesun [upke) (renaropeHanbHas Gpopma
60e3Hy, CBsA3aHHAs C OTCYTCTBMEM IVIFOK030-6-(hocdaTaspl, 06-
YCIIOB/IUBAIOLIEI IIPeBpallleHe III0K030-6-(hocdaTa B IIIIOK03Y):

COYETAHME IeaTOMEra/INY, OCTEONOPO3a, KCAHTOM;
INaTOTHOMOHMYHBI IIPUCTYIIBl TUIOMIMKeMKU (co-
mep>kaHue TIOKO3bl gocturaer 0,55-1,10 Mmorb/m),
COIIPOBOXKMIAIOWMECA CYLOPOraMi, PBOTOM, KOJI/IAII-
CaMI IO YTPaM M IIpy OOJIbIINX IIepephIBaX B IIpyeMe
87811070

HaJIM4ue B OMOIITaTe IIeYeHN KPYIIHBIX IeIlaTOLJTOB
C PaBHOMEPHBIM PACIIPEIeNIEHEM TIMKOTEHA;
XapaKTEPHbINI BHEUIHUIT BIJ: MaJIeHbKNII POCT, LIN-
pOKOe IIOJTHOE /NI, OOJNBIION >KMBOT, KOPOTKME
IIOJIHbIE KOHEYHOCTM.

I'nuxozenesot I11, VI u IX muno nposABIAIOTCA CXOXKEN K/IN-
HIYeCKOII KapTUHOI 60JIe3HN.

I'nukoeenes III muna (6onesub Kopu) obycnosneH Hemocra-
TOYHOCTDBIO VMJIM OTCYTCTBMEM aMUI0-1,6-ITTIOKO3M a3kl B ITeYe-
HI ¥ MBIIILAX:

TUIIOITIMKEMM A, HE KOPPUTUPYyeMas BBEEHNEM afipe-
Ha/IMHA VIA T/II0KarOHa;



130 [InddepeHumanbHbii auarHo3

— TemaToMeraus;
— 3ajlep>KKa pocTa.

Tnuxozenes IV (bonesup AHpepceHa, aMUIONEKTUHO3, CBSI-
3aHHBIII C OT/IOXKEHNEM B TIEYEHY QHOMAJIBHOTO TIO/INCaXapU/ia,
MMEIOILETO CXOCTBO C AMUJIONIEKTIHOM):

— TenaToCI/IEHOMETa I sL;

— pasBUTHE [UPPO3a [IEYEH;

— TUIIOTOHUSL

— TUNOIJIMKEMISI HEXaPAKTEPHA;

— OTCyTCTBME (HEJOCTATOYHOCTD) BETBAILEr0 (hepMeH-
Ta, IPUBOJsIIee K 06pPa30BaHUI0 aHOMAJIBHOTO TIO-
NVCaxapuja, yCTaHABIMBaEMOe ICCIeOBAHNEM 1IN~
TeNMNA KOXII.

T'nukoeenes VI muna (6onesup Xepca) 06yc/1oBjIeH HeoCTa-
TOYHOCTBIO aKTUBHOCTY (pocopnassl edyeHn:

— TermaTroMerajisi, BbIsBIseMasl Ha IEPBOM TOLY JKI3-
HIL

— TIOBBIIIIEHNE AKTUBHOCTY aMIHOTpaHCcepas;

— THUIepPXOIeCTePUHEMISI.

Aenuxoeenes (3aboneBanne, 06ycI0B/IeHHOE HEJJOCTATOYHO-
CThIO ITIMKOT€HCUHTETA3bl):

— TUIIOITIMKEMUS;

— yBe/ln4eHue YPOBHsI KeTOHOBBIX TeTl;

— B OMoMnTaTE [IeYeH ) 3HAUNTE/IbHOE HAKOIIIEHNE JKIpa
B TeNnaToLMTaX U IOYTH IIOJTHOE OTCYTCTBME ITIMKO-
reHa.

TI'anaxmosemus 0O0yClIOB/IeHa HEZOCTaTKOM B II€YEHU
U 3PUTPOLUTAX TralaKTo30-l-pocdarypunmnrpancdepassl,
Be/lyLIMM K HapyLIeHUIO IIpeBpalleHns ranakroso-1-¢pocdara
B ypupuHAudocdoragiakrosy:

— JKe/ITyXa, TelaTOCIUIeHOMeranus, IOpTajbHas I'H-
HePTOHNUS;

— apedriekcus, OTCTaBaHMe B ICUXOMOTOPHOM pasBM-
TUW;

— pBoTa, pAmares, 00e3BOXMBaHMe OpraHumaMa Ipu
KOpMJIeHUM peOeHKa MOTOKOM;

— BBIABJIEHIE B MOYE ['a/TAKTO3bI;

— IepeBOJ; Ha MICKYCCTBEHHOE BCKapM/IMBaHIe, COOMI0-
[eHe {MeThl C MUHIMAaJIbHBIM COflepyKaH1eM MOJIOY-
HOT'O caxapa.
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Dpyxkmo3zemus — 3aboneBaHye, 00YCIOBIEHHOE HEeOCTAT-
KoM (ppyKT030-1-ocdaTanbronassl ¥ N30BITOYHBIM HAKOIIIE-
HueM ppykroso-1-docdara:

— aHOpeKcus, pBOTA, IUIIOIINKEeMUsA NPU yHoTpebie-
HIM IPOJYKTOB, COJEPrKaLMX IIJIOLOBbIII caxap;

— TremaToOMeTrajns;

— BbIABJIEHVE PPYKTO3BI B MOYe.

JTunouoosot

1) bonesnv I'owie (peTMKYIOIHAOTENNO3, LIepeOpO3UOKIIe-
TOYHBII INTIONT03) 00YCIOB/IEHA HAKOIIEHNEM B PETHUKY/IOT -
CTMOLUTAPHBIX KIETKaX a30TCOREPKALINX 1[epeOpO3UI0B 13-
3a Hefl0CTaTOYHOro pochopnanpoBaHms:

ayTOCOMHO-PeLleCCHBHBII TUII HAC/Ie[JOBAHM;

Ha/mm4ye KieTok lomre (KJIeTKM PeTUKYISAPHOTO THUIIA,
COfiep>Kalifyie TOMOTeHHbIe MaCChI [[epeOpPO3nI0B) B TNM-
(aTryecKMX y3/1ax, KOCTHOM MO3Te, Ce/le3eHKe U IIe9eH;
UCTOlIleHNe, OTCTaBaHMe B IICUXYeCKOM Pa3BUTUN, yBe-
NMYeHNe Cele3eHKM, 3aTeM HedeHU U TUMQaTUIecKux
y3JI0B IIpu ocTpoit popme Hornesuu [ome;
CIJIEHOMeTausl, aHeMUsl, OCCAITUs IIPU XPOHUIECKOM
TedeHuu 60Ie3HY, TPOSABIISINECS 10 30-71eTHEro BO3-
pacra (4alie y >KeHIIVH);

BbIsIB/IEHVE K/IeTOK [0llle B IIYHKTATaX Celle3eHK, Ieve-
HU, KOCTHOTO MO3Ta.

2) bonesuv Humanna-ITuka (peTUKYIOIMCTHOLUTAPHBINL
cuHroMuenHo3s, docdaTuHbII IUIION03) — 3a00IeBaHIe,
00yCTIOB/ICHHOE HAKOIIICHNEM B KJIeTKAaX PeTUKYIOTUCTUOLN-
TapHOII CUCTeMBI POCHONNIIOB, IPEUMYIIECTBEHHO CPUHTO-
MUe/INHA:

ayTOCOMHO-PEI[eCCUBHBII TUII HAC/TeOBAHNS;

PBOTa, AaHOPEKCH S, UCTOIIEHNE, TeIaTOCIVICHOMEeT s,
acuuT 1Ipu ocTpoit popMe O60Ne3HN Yy ieTell B BO3pacTe
oT 1 1o 9 MecsAI1IEB;

CIJIEHOMETa/IN s, TellaTOMETa/INA, aHeMMIs, HMOopakeHIe
JIETKUX ¥ KOCTHOTO MO3Ta IIPU XPOHUYECKOM TeYeHUN
3ab0/1eBaHMA y JleTell CTapliero BO3pacTa 1 B3pPOCIIbIX;
BbIABJIeHMe K1eToK Humanna-IInka B myHKTaTax cese-
3€HKM, KOCTHOTO MO3ra, TMM}aTHdecKux y3nax, neyeHn
(keTky, MMetoLIVe O/IefHYIO IEHUCTYIO CTPYKTYPY U He-
6071b1110€ PO € IPYOBIM XPOMATIHOBBIM BEIleCTBOM).
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3) Bonesuv Xenoa-Iwnnepa-Kpucuena (ructmonuros X
XOJIECTEPMHO3, CBA3AHHDLI C PasBUTUEM TPAHYIALMOHHON
TKAHU 1 TIOCTIEAYIOLIVMM OT/IOXKEHMEM XOJIeCTepIHA):

rpaHynemMa, 00pas3ymoIascs IMCTUOLUTAMMY, IITa3MaTH-
YeCKMMU KJIeTKaMy, TUMQOLUTaMI U 303MHOPUIAMI,
HAKATIMBAIOIAs XOMECTEPIH, IPUBOALIAS K JECTPYK-
LMY depela, CHABIEHNUIO 3af{Heil JOmu runopusa u Ty-
PELIKOTO ceJya;

KOCTHbIE M3MeHeHN s (Ha peHTTeHOrpaMMe PUCYHOK KO-
CTY HaIIOMMHAET reorpauyecKyo Kapry), HecaXapHblil
nuaber u 9K30(TaNbM;

JKeJIThIE, YKEITOBATO-KOPUYHEBbIE KCAHTOMBI, BBISIBISIE-
MBbI€ Ha Illee, KOJIEHAX U JIOKTAX;

OIHOBpeMeHHOe PasBUTHE TPAHY/IEMATO3HOI Iponude-
panuu B medeHn, TMMQATHIECKUX Y37IaX, Cee3eHKe.

4) Iepsuunas uouonamuueckas eunepraunudemuss (3CceH-
LUajabHasg TUIEPINIUAEMNs, WAMONATUYECKNIT JIUIIONTO3,
TUIePXOJIeCTePUHEMIYECKNIT KCAHTOMATO3, TellaToMerasde-
cKas runepnunujemus, 6onesnp broprepa-I'proria, o6ycnos-
JIeHHas ITa3MEHHDIM JIMIIONT030M):

3abo0JieBaHIe MepeaeTcs M0 HACAEACTBY, IPERIOI0XI-

TE/IBHO CBSI3aHO CO CHIDKEHVEM aKTUBHOCTU JIUIIOIPO-

TeU/INIA3bl, PACIIEIUISIONIeNl TPUTIUIEPULbI 1O CBO-

6OIHBIX KM PHBIX KMCIIOT U [TINLEPUHA;

runepmunugemun (Fredriksson D.S., 1967) paspmenenst

Ha 5 TUNIOB:

— MOBBILIEHNE TPUITUILEPUIOB, XONEeCTEPUHA C MOSIB-
JIeHMeM KCaHTOMATO3a, IellaTOCIJIEHOMErani, Bbl-
saBnseMbIx y peteit (I Tum);

— MOBBbIIIEHHOE COfiepXKaHMe B-TUIIONPOTENsI0B, XO-
JlecTepyHa IPU HOPMaJIbHOM UJ/IM HE3HAYUTETbHOM
KOJIMYeCTBE YPOBHS TPUINMUIEPUOB HPYU YacTOM
HaJIMYUN B CEMETHOM aHAMHe3e caxapHoro puabe-
ta (II Tum, BK/IOYAKOIIMI 2 MOATHUIIA) C HaTUYMEM
KCAaHTOM CYXOXXMJIMII ¥ KCaHTeIa3M, IPOrpeccupy-
OII[ETO aTEPOMATO32;

— TUIEepPXOJIeCTEPMHEMUs], T[UNEePTPUTTUIIEPULEMUS,
noBblleHNe ypoBHA [B-nunonpotenpos (III Tum)
C Ha/IM4YMeM KCAHTOMAaTO03a, CaXapHOTo fAnabera, aTe-
pOCKIIepo3a;
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— IOBBbILIEHME Tpe-P-TUIIONPOTEUIOB, TPUITULEPU-
IOB, HOpMaJIbHbIE VIV IOBBINIEHHBIE IV(PBI XOJe-
crepuna (IV turm), nposBisonnecss KCAHTOMATO30M,
reraTocIyieHOMerajlenn;

— XWIOMUKDPOHEMUSI, TUIIePTPUTTALIEPUEMISI, TIOBBI-
IIeHJe YPOBHsA Ipe-P-TUIIOIPOTENIOB U YMEPEHHOE
HOBBIIIEHNEe Colep>Kanms xonectepuna (V Tui, cme-
LIAHHBbIIT).

Ilopdupuu — rereporeHHas rpymnia HacAefCTBEHHbIX 3a-
OoneBaHMil, OOYCTOBIIEHHbIX HapyllleHMeM CHMHTe3a TeMa,
BKJIIOYAIOLIAs TIOpakeHre MeTabonn3Ma NoppUpPUHOB B Ieye-
HIL V1 9PUTPONOITHYeCKUe TOpupun.

1) Ocmpas nepemexcarouas nopdupus (B ocHoBe 3aboe-
BaHMs TeHeTUYeckuil eekT ypornopduprHOreH-CMHTETasHl,
HOPUBOAALINIL K PEe3KOMY YBEeIMYEHMIO IIpeflleCTBEHHUKOB
yporopbuprHOreHa-5-aMIHOIeBY/IMHOBOI KUCTOTBL M TIOP-
¢dupuHoreHa):

ayTOCOMHO-JJOMIHAHTHBIIT TUIIA HAC/IeOBAHIS;

IpOsIBJIEHNE Yallle Y MOTOBIX [JeBYIIEeK ¥ XKEHIIMH;

MHTEHCUBHbIE, KONMKOOOpasHble, peXe IOCTOSHHBIE

60/ B )XUBOTE, JTOKA/TN3YIOLIVECS B 3MUTACTPaIbHOI,

peXXe IpaBoii MOAB3IOIIHON 00/1aCTH, POFO/KUTENb-

HOCTBIO OT HECKOIBKIX YaCOB /10 HECKOIbKIX JTHE;

HopakeH1e mepudepndeckor HEpBHOI cucTeMbl (ITape-

3bl, BsJIbIE ITAPAJIN4M) 1 LIeHTPaIbHOI HEPBHO CUCTEMBI

(mcMxo03pl, KOMa, CEHCOPHbIEe HapylleHMs, 6eCCOHHMIIA,

ucTepus, BeIpeccus);

HeoOpaTuMble M3MEHEHNUs MBIIIL KOHEYHOCTell, Iapa-

MY ABIXATETbHOI MYCKY/IaTyphbl;

nposiByieHe 001e3H (B TOM unciie noBbiiieHe AJl u BbI-

ZIe/ieH1e PO30BOro IiBeTa MOYM, 00YC/IOB/IEHHOE OOIBIIIM

KO/IM4eCcTBOM IOp(oOMIMHOreHa) 00YCIOBIEHO:

— 6epeMeHHOCTDI0;

— popamu;

— IpMeMOM aJIKOTOJIsA, aHalbrMHA, 6apOUTyparos,
3CTPOTEHOB, Cy/Nb(aHNTAMITIOB, COTIEN TSKENbIX Me-
TaJIJIOB.

2) Io3onas xoxnas gopma nopdupuu — 3aboneBanmne, 06-
YCIIOB/IEHHOE HapylIeHeM aKTVBHOCTY IeKapOOKCUIasbl ypo-
nopdupurorena III Ha poHe upe3MepHOTO IpreMa aJTKOroJIs:
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JOMMHAHTHBII TUII HACTIEIOBAHL;

BPOX/IeHHas HEIOJIHOLIEHHOCTb ()epMEHTOB, Y4acTBYIO-

MX B 6M0CKHTe3€e TOpQUpPIHA, IPOABIIAETCA He TOTBKO

Ha ()OHe XPOHMYECKOTO a/JKOTO/NN3Ma, HO M IIPU CBUH-

[JOBOJI MHTOKCUKAIIMM, MHTOKCUKAIIMN STVIMPOBAHHBIM

6eH3MHOM, Ii-, TPUXIOPOEH30/IOM, IIpK IIpueMe 6apom-

TyparoB, (PeHOTMA3MHOB, CYyIbpaHUIAMUOB, 3CTPOre-

HOB (IIpY JUINTENIbHOM IIpyieMe KOHTPALelITUBOB), aHTH-

MaJIApUITHBIX IIPEIIapaTOB;

e o0ocTpeHNs Yallle BOSHUKAIOT B MI0JIe-aBIyCTe, a TAKXKe
Y JKMTesIeil 6OIBUINX TOPOJIOB;

e uddysHOe NCTOHUEHNE KOXKI, TUTMEHTALA 3eM/IICTO-
Ceporo, KpaCHOBATO-CHHIOIIHOTO, OPOH30BOTO I1BETa;

e [Opa)keHMe KOXI KUCTell PyK, Iey, INIja, ee I0TeMHe-
HUe ¥ OsABJIEHNE TY3bIpell B pe3y/IbTaTe MeXaHMYeCKUX
TPaBM, COIHEYHOTO 00Ty YeHN 5I;

e aTUNMYHOE MOpaKeHMe KOXMU: CKIepOofepMOIofo0Has,
MHQUIBTPATUBHO-O/AIIeYHass  QopMa, MelaHOfep-
Mus — nopbupus u NOppupus 1Mo TUIY KPacHON BOJ-
JaHKU;

® TUIIOTPUXO3 BUCOYHO-CKY/IOBOI 06/1aCTH, YIIHBIX PaKO-
BIH, IIEPEHOCHUIBI;
3Be3/IyaThle ¥ PyOMHOBbIE AHIVIOMBI;

KUPOBas JUCTPOQU IeUYeHN, TellaTOMeraIls;

HOBBIIICHNUE COfiep>KaHNsA yporoppupuHa (B MoYe) U KO-

nponopupuHa.

3) Cmewantotii mun nopdupuu (10xxHOaPPUKAHCKUI THUIL):

Hauboee yacto BcTpedaercs B FOxHoi Appuke;

HOBBIIIeHA (POTOYYBCTBUTETBHOCTD KOXII;

OCTpblIe IIPUCTYIIbI 60JIeil B )KIBOTE;

ICUXIYECKHUe PaCCTPONICTBA;

HEBPOJIOTMYECKIIe IPOSIB/ICHNS;

3HAYNMTe/IbHOE IIOBBIIICHNE YPOBHA yporopduprHa

B CYTOYHOIJl ModYe, KoIponopdupuHa, HOpQUPIHOB

B KaJIe.

4) Spumponoamuueckue nopdupuu (BKI0YAIOLINE SPUTPO-
HO3TIYeCcKye IOppypuM, IpoTonopdupun, Kornponopdupnn):
ayTOCOMHO-PeLleCCUBHBIN THUII HACTIeJOBaH:

® 3pPUTPONO3THMYECKAs MOPPUPU:
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($OTOIYBCTBUTENBHOCTD KOXIY C TOSIBJIEHNEM 9PH-
TeMBbI Iy3bIpeil, HEKPO30B U PYOI[OB; TeMONUTHU-
YecKasi aHeMUs C BHYTPUKIETOUHBIM TeMOTN30M
(peTuKymounTO3, yBeNMUEHNME COREep)KaHUs He-
npsAMoro 6mnupyomHa, TpPOMOOLMTOIEHN S, CIIIe-
HOMeranus);

0CTEOIOPO3, UCKPUBIIeHNe (DaTaHT [TaNblieB;
BbIZie/IeHe ¢ MO4oii | u3omepa ypomnopbupnHa;

® 3PUTPONOITUYECKAS KOIPOIOPPUpHs:

BbIABJIEHNE B BO3pacTe OT 7 1O 75 JIeT;

60/u B XXUBOTE, COIPOBOXKAAIMECS PBOTON IIpU
npueme 6apOUTYpaToB U TPAHKBUIN3ATOPOB;
KpacHoe CBedyeHue OMOITATOB IIeYeH N ITPY IIOMIHEC-
LIEHTHO MUKPOCKOIIU;

HOBBIILIIEHNE COfiepXKaHysA KolpornopdupuHa B spu-
TpouuTtax B 80 pa3 (110 CpaBHEHUIO C HOPMOTL);
9KCKperus OONbIINX KOTMYECTB KOIpornoppupuHa
III ¢ mo4oIt 1 Kanmom;

® 3pUTpOnOdTHYECcKas HpoTornopupus (MOBbILIEHA YYB-
CTBUTENIBHOCTD K MHCOTALMN):

OTeK KOXKI, IOKPacHeHNe, 3y[, FeMOpparndecKye Bbl-
CBIITaHNA, BOSHUKAIOLIVE 10, BO3IEIICTBIEM COMHeY-
HBIX Ty4eit;

pefiKoe pasBUTVE FeMOIUTIYECKON aHeMUM Y CIIe-
HOMeTaJIn;

CKJIOHHOCTbD K IIOSIBJICHMIO >KeTYHOKaMeHHOII 60/1e3-
HI;

HOBBIIICHNE COflep>)KaHNUA NpOTONOpdUpUHA B 3pU-
TPOLMUTAX U IVTa3Me;

cofepXaHle ypouoppupuHa ¥ KomporopdupuHa
B 9PUTPOLUTAX M MOYE Jallle HOPMaJIbHOE.

ITuemenmnuvie zenamosvt (hepMeHTOIATHYECKUE TUIEP-
OwnmnpybuHeMny, [OOpPOKaueCTBEHHblE TI'UIEpOMINpPyOuHe-
Muy) — 3aboJeBaHsA, 00YC/IOBICHHbIE HAC/IeICTBEHHBIM Hapy-
LIeHeM oOMeHa OMIMpPyOMHa, MPOABALMECS [TOCTOSHHOM
VWM TEPUOAMYECKY BO3SHUKAIOMIEN JKENTYXOl, He COYeTalo-
IeJicsl C XOJIeCTa30M M TeMONU30M, VI3MEHEHMEM CTPYKTYpBI
HedYeH) ¥ oA pasensgeMble ¢ HEIPsAMOil (KOHDBIOTMPOBAHHOIN)
IUIepOMInpyOHeMIeIL.
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1) Cunopom JKunvbepa — 0OYCIOB/IEH CHUDKEHMEM aKTVB-
HOCTHU ITIIOKY POHMITPaHCepasbl, CONPOBOXK/IAETCS CHIDKEHN-
eM KOH'BIOTalliM ¥ 3aXBaTa OMnmpyoOuHa:

Hac/le[j0BaHMe [0 ayTOCOMHO-IOMMHAHTHOMY THUITY;
3ab0JIeBaHIie B OCHOBHOM BCTPEYAETCs Y MY>KUMH MOJIO-
moro Bo3pacra (25 net);

UKTEPUYHOCTD (CYOUMKTEepUIHOCTD) CKIIep;

BIIEpBbIe MOAB/AETCA Y IeTeN U IO POCTKOB;

HOCUT IIOCTOSTHHBIN XapaKTep;

YCUIMBAeTCA HpM IpyeMe aJKOTOJs, ITOTPELIHOCTAX
B jueTe, TONOJAHNUM, HepeyTOM/IEHUN, IepeHalnpsiKe-
HUY, TOCIe HpyeMa JIEKapCTB U IPU IPUCOeSUHEHUN
MHQEKIMN B )KETYHBIX Y TAK;

6071b, YYBCTBO TSXKECTU B IIPABOM HOfipebepbe;
[PUCOE/ M HEHEe TOIHOTDI, aHOPEKCUY, OTPBIKKI, 3aI10-
POB 1JI IIOHOCOB B Ilepuofie 000CTpeHNs;
acTeHOBereTaTMBHbIE MPOsABAeHUs (CMabocTb, ObIcTpas
YTOMJISIEMOCTD U JIp.);

yBe/lMdeHMe IIedeHn (ee Kpall BbICTYIaeT Ha 1-2 cM Us3-
[IOfi IPaBOrO NoApeOepbs) TOIBKO B OfHOI YeTBEpTHU
CIIy4aes;

U30/IMPOBAaHHAS HellpsMas TUIepOMInpyOorHeMus;
mpexojsllee yMepPeHHOe MOBBbILIeHNe AKTUBHOCTHU
TpaHCAMIHa3;

BO3MOXKHOE IIOSIBJIEHUE CHIPOMa IIOC/Ie IIepeHeCeHHO-
rO OCTPOrO BUPYCHOTO TremaTuta (IIOCTTellaTUTHAs -
nepOVInpyOMHeMIUS).

2) Cunopom Kpuenepa-Halispa — BpOXIeHHas1 XpOHMYe-
CKasl HereMO/IMTUYeCKasi )KeITyXa C IIOBbIIIeHeM COfiep>KaHusA
HeNnpsiMOro OmaupybuHa y HOBOPOXK/EHHBIX, 00YCIOB/ICHHAs
HOJIHOY VIV HOYTY IOJIHONM HeCIIOCOOHOCTDIO IEeYeHM KOHDB-
IOIMPOBaTh OVIIMPYOMH BC/IEACTBYE AepUUNTA IIIOKYPOHMI-
TpaHc(depasbl; MOApasIeAeTCs Ha IBe TeHEeTUIECKY CaMOCTO-
ATE/IbHBIX (POPMBI:

1-1 popma:

— AyTOCOMHO-PELECCUBHBIN TUII HAC/IEOBAHILS;

— IIOBbILIEHNE COJEP>KaHNA HEIpsAMOro OunnpyoOuHa
B 15-20 pas BhIIIE HOPMBI CPa3y IOC/IE POXKIEHNS;

— nopaxenue IJHC: MbllieyHas TuUIepTOHUA, HU-
CTarM, OMMUCTOTOHYC, aTE€TO3, TOHNYECKUE U KIIOHM-
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3)

YecKye CyLOpOry; OTCTaBaHue B IICUXUIECKOM pas-
BUTUN;

2-1 popma:

— ayTOCOMHO-/JOMMHAHTHBII TUII HACTIeJOBAHMNS;

— xenrtyxa 6osee crmabas, ¢ 5-20-KpaTHBIM ITOBBIIIECHN-
eM HempsAMoll ¢pakiyuy 6unupybuHa B CHIBOPOTKE
KpOBI;

— JKelyb OKpallleHa, B Kajie IOBBIIIEHO KOJIMYeCTBO
ypoOunmnHoreHa;

— yMeHbllIeHVe KOHI[eHTpauuy O6maupybuHa B ChIBO-
POTKe focTuraeTcs npuMeHeneM peHodbapouTana;

— mnopaxxenne IJHC Tonbko B HEKOTOPBIX C/Ty4asiX.

Cunopom [abuna-JInoHcona o6yClIOBIeH HapyLIeHIeM

9KCKpeuny MUTMEeHTA U3 TeNaTOLTOB, IIPUBOMSIIINM K peryp-
rutanuu OunupyobmHa u JOOPOKaYeCTBEHHO TeKYIIel ruiep-
OunnpyorHeMMN:

ayTOCOMHO-JOMUHAHTHBII TUII HAC/IeTOBAHILS;

penkoe 3abojieBaHMe, IPEUMYIECTBEHHO Y MY>K4MH MO-
JIOZOTO BO3PACTa;

XKeNITyXa HOCUT ITOCTOSTHHBII XapaKTep, COIPOBOXK/AeT-
Cs1 Hepe3KIM KOXKHBIM 3Y/I0M;

6onmn B mpaBoM mnofpebepbe, MOHOCHI, IIOBBINIEHHAS
YTOMJISIEMOCTb;

HOBBIIIEHNE IPSIMOT0 OMIMPyOuHa, OUINPYOUHY P
HOBBIIIEHNE KOHLIEHTpaLuy 6poMcynbdaerHa B KpOBI
yepes 2 yaca IOCTIe UCCIIeOBAHNS;

3€JICHO-CePbIII LIBET IeYeHM, BO3MOYXEH KOPUYHEBO-4ep-
HBII1, BBISB/IAEMBIil IIPY JIAIIAPOCKOIINN, V1 3HAYUTE/IbHOE
KO/IMYECTBO IepUOM/INAPHO PACIIONOXEHHOTO TEMHOTO
MNUTMEHTA B OMomITare;

4acToe OTCYTCTBME TEHU >KeTYHOTO IY3bIPS IIPU XOJIe-
nucrorpadum.

4) Cunopom Pomopa (1aToreHes aHaJIOTVYeH TaAKOBOMY IIpU
cungpome Jabuna-J>koHCOHA, HO fiepeKT IKCKpeL Uy NUrMeH-
Ta 3 TeIATOLMTOB MeHee BhIPaykeH):

XPpOHMYeCKasl VI MHTEPMUTTHPYIOIAs JKeITyXa ¢ IHOo-
BBbILIEHVEM KOJIMYeCcTBa IPsAMOro OMInpyOrHa B ChIBO-
POTKe KpOBY;

OTCYTCTBME HapyLIEHM s SKCKPETOPHOI QYHKLINY IIede-
HY IIpYU IIPOBefeHNN OpOMCY/Ib(alenHOBOI IPOOLI;
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[O/TydeHe TEeHM YKeMYHOTO IY3BIPs IIPU OPAIbHOI XO-
nenycrorpaguy;

MOBBIIIEHNE KOIIPOIOPGUPUHOB B MOYE;

TEMHBIII IUTMEHT B OMONTATAX II€Y€HN OTCYTCTBYET.

Ilepsuunviii amunoudo3 neuenu o6yCIOBIeH HapylIeHNEM
CUHTe3a MMMYHOIIOOY/IMHOB B pe3y/bTaTe MyTalluy IIa3Ma-
TUYECKOM KIIETKU:

M30/IMPOBAHHBII AMIJIOUIO3 TIEYEH PEIOK;
reraroMeranus (M0THasA, ManoOO/Ne3HEHHAs, YBeN-
YeHHas), COYETAIOIAACA CO CIUIEHOMETaNeNT;
UCKITIOYUTD BTOPUYHBIN aMUIOU/ 03, OOYCTOBIEHHDII
XpoHMYecKMMM MHPeKumsamMu (TybepkynesoM, OpoH-
XO9KTATUYECKOIT 0OO0/Ie3HbI0, OCTEOMUETUTOM U [p.),
CBSI3aHHBII C AyTOMMMYHHBIMU 32007I€BAHMSIMMU, OITy-
XONMAMU, TeMob1acTo3aMy (MUEIOMHOM 00I€3HbIO, TVM-
dbomamn).

TI'emoxpomamos (IMTMEHTHBI LUpPpo3, OPOH30BBIN AKa-
6eT) — reHeTMdecKy 0OYCIIOBIICHHOE 3a00/IeBaHUe C HeOCTa-
TOYHOCTBIO (PEPMEHTOB, PeryIUpPYOIIUX BCachIBaHME >KeJle3a
B KMIIEYHUKE:

HOBBIIICHNE COIEPIKaHMs JKeJle3a B CBIBOPOTKE KPOBY;
IUTMEHTAL s KOXKI Y CIM3UCTBIX 000/I04YeK pxKaBo-0y-
poro LBeTa;

MUKPOHORY/APHBIN LUPPO3 IE€YEeHU, OIPENEsIeMblil
TUCTONIOTMYECK]); Ha/lN4ye B TellaTOLUTaX KPYIIHBIX
TPaHyJI Xe/ITOBATO-KOPMYHEBOTO IIITMEHTA;

mnabetr (Ka>kHa, IYyBCTBO IOJIOfA, IOy UL, IUIIePIIN-
KeMs, T/TI0KO3Y PUsL);

TUIIOTeHNTaNIN3M (CHVDKEHMe IIOTeHIIUN Y MY)KYUH, aMe-
Hopes 11 6eCIUIOfiue Y SKeHIIVH);

IUIOKOPTHUIIN3M (TUIIOTOHM S, pe3Kas cnabocCTh);
KapAMOMeTajns, apuUTMMS, CephedHas HeOCTaTod-
HOCTb, pedpaKkTepHas K JIUCHUIO CEPHeYHBIMY ITIMKO-
3UTAMIUL.

TI'enamonenmuxynapuas dezenepayus (60ne3ub Bunb-
cona-KoHoBasoBa, nnu remarouepedpanbHas guUcTpodus)
CBsI3aHA C TeHeTUYeCKUM Ae(eKTOM CHMHTe3a LepyIoIias-
MUHA, 00yC/IOB/INBAIOIIETO YMEHbIIEHVe er0 CUHTe3a I 9KC-
Kpeuun Meam C KeaI4blo, YTO YBEAUYNBAET COAEPIKaHNE



nasa 3. AuddepeHumanbHbiii AMarHos Capomos 139

B KPOBU U TKaHAX CBOOOMHOI Me[l, a TAK)Ke BBI[Ie/IEHIIE ee
C MOYOIL:
® AyTOCOMHO-PEeLieCCHBHBII TUII Hac/lefoBaHus (HO yBe-
AMveHne 4Yuciaa 3a00/eBaHuil B KPOBHO-POJCTBEHHbBIX
6pakax);
® OKe/ITyXa, BBICOKAas aKTMBHOCTb aMUHOTpaHcdepas, I'i-
HepraMmario0yImHeMus;
e Tpemop (OT eBa 3aMETHOTO TPeMOpa KUCTEN [0 TPSACKK
BCETO TeNa);
® TUIIOMMMMS, TUIIepCATMBALIVA, 3aTPYAHEHNE Pedy, CHY-
JKeHe UHTEJIEKTa;
® AMUHOALMAYPMUS, IIIOK03ypusi, pocdaTypus u BbIABIIe-
HUe TPeOHMHa, TMPO3NUHA, IU3NHA, BalnHa, peHnIana-
HIHA;
® T[OBBILIEHNE COfEepP)XaHUs Mequ B OMONTATaX MeYeHU
U ee 9KCKpeuuu ¢ Moyoit (6onee 100 MKr/cyT).

3.16. OTnnuyUuTesibHble MPU3HAKN BPOXXAEHHbIX
(HacnenCcTBEHHbIX) reMmopparn4eckmnx
N reMmatomMe3eHXuMalibHbIX gUCnJja3uvm

TeMopparnyeckue u reMaTOMe3€HXMMaIbHbIE IVCIIIA3UI:
e TreMOIJIOOMHOIIATNL;
e oOonesup Paupwo-Ocnepa-Bebepa (TemeaHrmsxrasmsi)

¥l aHTMOMBI;

TPOMOOLUTOIIEHN;

koarynonatuu (6one3Hbp Bunebpanpa, remodunns
L Ip.);

e rtpombodpununu (nepsuunsiii AOC, rumepromonucren-
HEMMS U [P.);

® HaC/Ie[[CTBEHHbIE CHAPOMBI HEZOCTATOYHOCTY KOCTHO-
r0 MO3Ta.

3.16.1. lemorno6uHonaTum

I'eMOr/106MHONIATUN — aHOMAAMUM reMOIIoOMHA C U3MeHe-
HIIEM ero OMOXMMIYEeCKUX ¥ IPYTUX CBOJCTB, BEAyIue K pas-
BUTHUIO TEMOIUTUYECKOI aHEMUU U BKJTKOYAIOIIIE CEPIIOBUITHO-
KJIETOYHYIO aHEMUIO, TA/TACCeMMIO, S-TeMOITIOOMHOIATHIO.
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3.16.2. HacnepncTBeHHble Ba3onatum

Bonesup Panpmio-Ocnepa-Bebepa (xapakrepusylolias o4aro-
BBIM VICTOHUEHMEM CTEHOK, PAaClIMpeHneM IIPOCBETa MUKPOCO-
CYOB, HETIO/THOL[eHHBIM JIOKAIbHBIM [eMOCTA30M 113-3a Heopas-
BUTHA CYOIHOTEINS Y KpaliHe MajIoTo COflepyKaHus KOJJIareHa):

ayTOCOMHO-JJOMVHAHTHBIII TUII HAaclIefOBaHM, VMMelo-

IMIT pa3HYIO CTENIeHb IIeHeTPAHTHOCTY aTOJIOTMYeCKO-

IO reHa B OT/E/IbHBIX CEMbSIX;

KPOBOTOYMBOCTDb CBSI3aHA C MaJION PE3UCTEHTHOCTDIO,

JIETKOJ paHMMOCTDBIO COCY/IMCTON CTEHKM B y9acTKe aH-

IMO3KTa3My, COUYETAIOIIENCs CO Cnadoin CTUMYNIALMEN B

yKa3aHHBIX y4acTKaX TpoM00oOpasoBaHMs U3-3a Hapy-

IIEHWTT afire31, arperanuy TPOMOOLIUTOB 1 ATOTIOT U

I/Ta3MEHHBIX (PaKTOPOB CBEPTHIBAHUS;

Te/leaHrMaKTas3nu, GopMupyemMble B BO3pacTe OT 6 10

10 nmeT;

¢dhopMupoBaHue TeleaHIMAKTA3NI 3aBepILIaeTCs K 26 To-

naM u 6bIBaeT 3 TUIIOB:

— paHHMIT: HebOsblINe, HEIPABUIBHON (OPMBI IAT-
HBIIIKY;

— IIPOMEXXYTOYHBII: «COCYAMUCTBIE» AYUKIL;

— 1037 HuUI (y3710BaThLIl): APKO-KpacHbIe OKPYIJIblE UM
OBaJIbHOII GOPMBI Y3€/IKU Pa3MePOM [0 5-7 MM, BbI-
CTyHaI/e HaJ| TOBEPXHOCTHI0 KOXXU Y C/IM3UCTDBIX
0607104€K;

TENeAHIVMIKTa3Ny OJNeJHeIOT IpU HaJaBIMBaHUM MU

BHOBb HAIIOJIHAITCA KPOBBIO IIOC/IE IPEKpallleHN s JlaB-

neHus (IaTOTHOMOHMYHBIN CYMIITOM);

PACIIONIO>KeHbl Ha I'y0aX, KpbUIbSIX HOCA, ILIeKaX, Haj

6poBsIMU, Ha BOJIOCUCTON 4acTU TOJIOBBI, BHYTpPEHHe

HOBEPXHOCTH IIIEK, A3bIKA, HeCHAX, CIN3UCTOI 000I0UKe

Hoca (HO IVIOXO pacIO3HaBaeMbl), KOHUMKAX HaJIbLEB;

(dbopMMpoBaHNUe Te/leaHIMIKTa3Mil Ha CIMSUCTBIX 000-

JIOYKaX 3€Ba, TOPTAHM, OPOHXOB, KeTyJOYHO-KUIIEYHO-

rO TPaKTa, B IOYEYHBIX JIOXaHKAX, HA MOYEBBIBOJALINX

IYTSAX U BO BJIaTa/INIIeE;

He00T 60/Ie3HM C pelMBUPYIOLINX HOCOBBIX KPOBOTE-

YeHMIT, BO3MOXHBI I KPOBOTEUEHNS TOIBKO U3 OJHOTO

HOCOBOTO XOJia;
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BO3MO>KHO Ha/mm4ye HeOO/IbIINX, HO Ype3BbIYaifHO yIIop-
HBIX, JUIAIINXCS HECKOJIBKO JJHEl KPOBOTEYEHNIL;
HpUCOeUHEeHIe KPOBOTeYeHNT 13 OPOHXOB, JIErKUX,
JKeTy/IKa, KUIIeYHMKA, MOYEBBIX ITyTell, KPOBOU3IMIHIE
B T'OJIOBHOI MO3T;

reMOpparnv4ecKuil CUHAPOM MPU TET€aHTMIKTA3UU CO-
yeraercs ¢ geduunurom daxtopa Bumrebpanma, Tpom-
OOLUTOIEHUAMM, TPOMOOLIMTOIATUAMY U PYTUMHU Ha-
PYLIEHMAMU B CUCTEMe IeMOCTa3a;

YYUTBIBATD, YTO BPOXKJEHHAs HEIOTHOLIEHHOCTH (apTe-
PUOBEHO3HbIE aHEBPU3MbI) BHYTPEHHNX OPraHOB IIPO-
SABJISIETCS Honmrno6ynneﬁ, KpPOBOXapKaHbeM, OfIbIIIKOIL,
relaToOCIIeHOMeTantell, peUuANBUPYOLMMU  XKely-
DOYHO-KUIIEYHBIMIM KPOBOTEUYEHUsIMU (C BBISABIEHUEM
anrunomarosa mpu OI'JIC u ¢pubpokomoHOCKOINN) U KPO-
BOTEYEHMSAMN 13 OYEK I MOYEBBIBOIAIINX Iy Tell;
IVAarHO3 OCHOBAH Ha BBIABIECHUM TEIEaHTMIKTA30B Ha
C/IMBUCTBIX 000/104KaX, rybax, KoXKe, YYUTbIBas, 4YTO
JaXke MX HeOOJIbIIOe KOMMYECTBO OOBACHUT BCK K-
HIYECKYI0 KapTUHY U IIOMOXKeT U30eKaTh OLIMOOYHBIX
IVarHO30B.

BosmoxHO coderanye ¢ 6onesnbio Bumnebpanpa (popma
KBuka):

ayTOCOMHO-JOMIHAHTHOE HaC/IeTOBaHIIE;

HapylleHNe cMHTe3a ¢akropa BuineOpanma B sHpOTe-
JIMY COCYTIOB;

Hammane [IMK, ckonmosa, runepMoOMIbHOCTH CycTa-
BoB 1 gpyrux npoasnennit HICT.

VIcknro4nTh:

aTaKCMIO-TeJleaHIrMakTas3no (cuuppom Jlyu-bap);
aHTYOMATO3Bbl, IPUBOJALINE K KDOBOU3IVAHNAM B CeT-
YaTKy I71a3a U IIOJIHOJ IIOTepe 3PeHNS;

reMaHTMOMBI (COCYUCTBIE OIYXOMM, OCIOXHSIOMINECs
JIOKQJIbHBIMMJ KPOBOTEUCHMSIMMI).

3.16.3. HacnepcTBeHHble AUCPYHKLUN TPOMOOLUTOB
(TpomMGoUuMTONEHUU)

OO6ycroB/IeHbl OTCYTCTBMEM WM OCTab/lIeHNeM arperanun
U3-32 HECITIOCOOHOCTM TPOMOOIMTOB BHICBOOOXKAATh a/[eKBAT-
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HOe Ko/mmdecTBO sHporenHoro AJI® u apyrux mpoarperaHr-
HBIX BelllecTB. BosHUKaIOT:

BHYTPUKOKHbIE KPOBOUSNMAHMNS;

yMepeHHO BbIpakeHHbIe KPOBOTEYEHMs (CTOMATONIOTH-
YeCKie BMEIIaTe/IbCTBA, MEHOPPATUIL, TPaBMBI);
yBe/lIM4eHe BPEMEHU KPOBOTEUEHNU .

Tpom6bounTonenns obycnosnena:

u3MeHeHneM QYHKI[MOHAIBHBIX CBOICTB TPOMOOIINTOB;
HapylIeHneM o06pa3oBaHMs TPOMOOIIOITUHOB;
HapyIlIeHNeM aKTUBHOCTU (epPMEHTOB ITIMKOMU3A VN
yuka Kpebea.

3.16.4. AucPpyHKUMM nna3MeHHbIX GakTopoB
cBepTbiBaHUS (KoarynonaTtumm)

1. bonesnv Bunnebpanda (HapylleHue CUHTe3a WIM Kade-
crBenHble aHoManuu VIII pakropa):

°

2.
¢dakro

°

ayTOCOMHOE HacJleJlOBaHNE;
HepeJKoe coueTaHMe C IIaTONIOTMell MIKPOCOCYIOB;
HapylueHue B3auMopeiicTBus ¢akropa Bunnebpanga ¢
TpoMboIMTaMIL;

HapylleHue CHHTe3a KOMIIOHeHTOB ¢akropa VIII mm
€ro BBICBOOOXKJEHNU A U3 COCYIVICTOTO S9H/IOTEINNU;
KPOBOTOYMBOCTb (HOCOBBIE, MAaTOYHbIe KPOBOTEYEHNS,
miAmmecs no 15-25 pHeil, Kenygo4HOo-KIIIeYHbIe Kpo-
BOTEYEHM, MHTEHCUBHBIE TeMOpparny Ipu Iopesax
" yummbax, Xupypruueckux BMelaTebCTBax);
MOJIKOKHbIE KPOBOM3/IUSTHIISI TIOBEPXHOCTHBI, 6e36071€e3-
HEHHBI;

CHIDKeHMe aKTUBHOCTH dakTopa Bumrebpania B miasme.
Hacnedcmesennas a(euno)pubpurozenemus (medpuuur
pal):

HacrefoBaHMe M0 ayTOCOMHO-PEeIleCCUBHOMY THUITY;
KPOBOTOUYMBOCTb IIPOTEKAeT II0 MUKPOLVPKYIATOPHOMY
TUITy (JIerKye MeTeXUM, CMHAKU B MeCTaX MHDBeKIMIt, Ya-
NVMHeHMe BpeMeHN KpOBOTeUeHsI IIpU Mope3ax, yaaleHnn
3y00B, HOCOBBIE, JIeCHEBbIE, MATOYHbIE KPOBOTEUEHIA);
BO3MOKHBI NyNOYHbIe KPOBOTEYEHMS U KPOBOU3IUA-
HISI B TOJIOBHOI MO3T (C pa3BUTHEM reMUIIaPE30B);
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e IIOXO€ 3aKMBJIEHME PaH M IOC/IeONePalIOHHbIX PyO-
1IOB;

® OTCYTCTBME CBEPTbIBaHMA KpOBU IIpU [0OaBIeHMM
TPpOMOMHA K MCCIIeAyeMoil peKanbluduIMpoBaHHO
LUTPATHON IIJIa3Me;

e CHIDKeHVe ypoBHs (puOpMHOTeHa B I1a3Me (ero ypoBeHb
Boite 0,5-0,7 1/, KpOBOTOYMBOCTD BBIpa>keHa MaJio VI
OTCYTCTBYET).

3. T'emogpunus B — pedunur aktuBHOCTU ¢akropa IX
I/Ia3MEHHOT0 KOMIIOHEHTa TPOMOOIIIACTHHA, HAaCTIe/[yeMbIil 110
PeLeCCHBHOMY CLEIVIEHHOMY € X-XpOMOCOMOII TUITY.

4. lepuyum ¢paxkmopa XI (1asMEHHOTO IIpeJIIecTBeH-
Huka TpombortacTuHa, PTA-HegocTaTO4HOCTD, remodumans
C, Hac/eyeMble ayTOCOMHO, C BO3MOXXHOCTBIO KPOBOTEUEHMII
IIpM TpaBMax, IOJIOCTHBIX ONlepalliAX M ONepalyAaX B OTONA-
PUHTOIOT ).

5. Hepuuyum ¢axmopa XII (medext Xaremana) ompepe-
JISIeTCA 1O YIJIMHEHUIO IapLyaJbHOr0 TPOMOOIIACTIHOBOTO
BPEMEHY IIPY [IO/IHOM OTCYTCTBUY KPOBOTEUEHUII B TOM 4ICIIe
CIIOHTaHHBIX KPOBOTEUEHNII B IIPOLIIOM.

6. Hedpuyum paxmopos npompombuHos0e0 Komnuekca
(K-BuTaMuH3aBUCUMBIX U pakTOpoB V):

® CHIDKEHME IPOTPOMOMHOBOIO NHJEKCa;

e HOpPMaJIbHbIE II0Ka3aTe/l1N TPOMOMHOBOTO TeCTa.

7. Hepuuyum ¢paxmopa VII — HacnefcTBeHHas T'UIIONPO-
KOHBepTUHEMMsI, 00yC/IOB/IeHHas HapyLIeHVeM BBICLIETO Me-
XaHU3Ma GOpMUPOBAHNS IPOTPOMONHOBOI aKTUBHOCTH:

® 3aHMMaeT TPeTbe MeCTO II0 YacTOTe PACIPOCTPaHEHUs
(mocrne remodunuu u 6onesnu Buniebpanna);

® OIpefie/IAeTCA C HOMOLIBIO IPOTPOMOMHOBOrO TecTa KB1-
Ka J He COIIPOBOXK/IAeTCS YIIMHEHNEeM OOIIVX KOATY/LALN-
OHHDIX ITOKa3aTeJIell ¥ CIBUraMyl BHYTPEHHETO MeXaHM3Ma
CBEpTbIBaHMA, B YaCTHOCTY IIOTpeO/IeHN s IPOTPOMONHa,
TecTa TeHepalyy TPOMOOIUIACTVHA, aKTUBJMPOBAHHOIO
HapLa/JbHOrO TPOMOOIUIACTHOBOTO BPEMEHM U JIp.;

® BO3MOXHBI KPOBOM3IUAHUA B MO3I, IIPOQy3HbIE HOCO-
BbIE, XKE/TyJOYHO-KIIIeYHble KPOBOTECUCHUS YoKe B IPYA-
HOM BO3pacTe;

® yrposa IOCIEPOAOBBIX KPOBOTEYEHMUIT IIPU TAXKEION
dopme fedunura VII pakropa;
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[NPUHMMATh BO BHUMaHJe M3OJIMPOBAaHHOE V/IMHEHVEe
HPOTPOMOMHOBOTO BPEMEHN M ero HOpManm3alun IHof
BIIMSTHVEM «CTapoll» CBIBOPOTKY;

yunThIBaTh He3((PeKTUBHOCTh BBefleHUA BUTaMMHa K
" BBICOKMIT 3 dexT crennpuveckoil 3aMeCcTUTENbHO
Tepanuy TOHOPCKOI IIa3Mbl (HATMBHOI, 3aMOPOXKEH-
HOJ1, BBICYILIEHHOIT).

8. Hepuuum paxmopa X (6onesup Crioapra-Ilpayspa):

HAC/IeJOBaHe [0 HEIIOTHOMY ayTOCOMHO-PeIleCCHBHO-
MY TUILY;

[IO/THOLIEHHBII T€MOCTa3 00ecIeInBaeTCsl IPU KOHIeH-
Tpauun paxropa X, paBHoro 10%;

KPOBOM3INSAHNUS B TOJIOBHOI MO3T ¥ MacCUBHBIE >Ke-
NTYLOYHO-KUIIeYHble KPOBOTEUEHMs ITPU POKAEHUN
U B [IepBble MeCSLbI XXM3HY pebeHKa (pu KpariHe TsDKe-
o1t popme 601e3HN);

yanuHenue [1B, cHukeHMe OTpebIeHss IpOTPOMOU-
Ha, HapylleHMe TOKa3aHNIT TeCTa TeHeparum TpoMbo-
[/TaCTIHA, YCTpaHseMoe J0OaBIeHMeM «CTapOil» CBIBO-
POTKIL.

9. Hegpuyum paxmopa II (runopnCcIpoOTeNHEMNUS):

KPOBOTOYMBOCTb MUKPOLMPKY/IATOPHOIO THIIA (JIerKoe
HOsIBJIEHMe IIeTeXMil, 9KXMMO30B, CHHSIKOB);
IIUTe/IbHbIe HOCOBbIE, JeCHEBbIe Y MATOYHbIE KPOBOTE-
YeHMNs, TAXKECTb KOTOPBIX 3aBUCUT OT BBIPa>KEHHOCTM
meduunTa IpOTPOMONHA;

AMATHOCTVKA OCHOBaHA Ha IIOC/Ie[OBATeIbHOM OIlpelie-
nTeHnn TpoM6mHa, IIB ¥ aKTMBUMPOBAHHOIO IapLyajb-
Horo TpoMbortacTuHoBoro Bpemenu (A4TB);

10. KombunuposanHuiii posxcoerHuiil (HacnedcmeeHHbLii) Oe-
punyum K-8umamuH3asucumvlx KoazynayuoHHbIX (Haxmopos
C OJIHOBPEMEHHBIM CHIDKeHUeM K-BUTaMMH3aBUCUMBIX aHTU-
KOarynsaHToB — nporenHos Cu S:

CeMelTHas IPeJPACIIONOXEHHOCTD K IIO)KM3HEHHO KPO-
BOTOYMBOCT;

CMeLIAHHBII (TeMaTOMHO-ILATHUCTBII) TUII KPOBOTOYN-
BOCTY 0e3 IIOpa>KeHNs CyCTaBOB;

BO3HJMKHOBEHNE Ha ()OHE KPOBOTOUMBOCTI TPOMOO30OB
(nH}papKTEl OpraHoB, TPoMOO3bI BeH), 00YCIOBIEHHBIX
OIHOBPEMEHHOI HeJOCTATOYHOCTBIO (PVI3MOIOTMYIeCKIX



nasa 3. AuddepeHumanbHbiii AMarHos Capomos 145

aHTUKOATY/IAHTOB y mpoTenHoB Cus$ (B Bo3pacTe crapiie
40-50 ner);

ymnnzenne 1B, AYTB npn HopMaabHOM TPOMOMHOBOM
BpeMeHU I1JIa3Mbl;

cHMKeHNe akTuBHOCTH dakTopos VIL, IX, X u II B Te-
CTax IO X U30NMPOBAHHOMY OIIpEefleNIEHNIO.

11. Jepuyum ¢paxkmopa V (naparemoduins), BKIIOYAIO-
1ero 2 Tuma 6olIesHI: ayTOCOMHO-TOMVMHAHTHBII C HEIIOJTHOM
SKCIIPECCUMBHOCTBIO TIATONIOTMYECKOTO T'€Ha ¥ ayTOCOMHO-pe-
LIeCCUBHBIIN:

coueTaHMe C CUMHAAKTIINEI, Oy/UIe3HBIM SNUAEPMOIIN-
30M, YABOECHNEM JIOXaHOK;

KPOBOVBIVISIHNSA B KOXKY (II€TeXMM, IKXMMO3BI U CHUHSI-
K11);

HOCOBBIE, [IeCHEBBIE I MATOYHbIE KPOBOTEUCHIS;

B m1asMme fepuuut paxropa V, COIeTALNIICA C YIIu-
HeHJeM BpeMeH! KpOBOTedeHus 11 fepuuutToM pakropa
VIII

gactoe coveraHue pedurnura daxropos V u VIII 06-
YC/IOBIEHO — HE[JOCTAaTOYHOCTBIO CUHTe3a (epMeHTa,
aKTUBUPYIOIIEIO yKa3aHHble (PAaKTOPBL, a 3aMelleHue
(baxTOpOB IPOBOANTCS CTPYIHBIMM TPAHCHYSUSIMIU CBe-
YKe3aMOPOXKEHHOII TI/Ta3MBI ¥ BBEIEHIEM KPMOIIPELNITH-
Tara.

12. Hacnedcmesennwuii depuuum ¢paxmopa XIII (medurut
¢ubpuncTabunUsnpytomero GpakTopa, NIasMeHHON TPaHCITTY-
TaMMHAa3b):

HacjefloBaHMe ayTOCOMHOE 110 HEMTOJTHOMY pelleCCUBHO-
My TUITY;

MeJlJIeHHOE 3a)KMBJ/IeHe ITYIIOYHO paHKU U KPOBOTeYe-
HIA 3 Hee B [IepBble 3 Hefleny XKIU3HY;

onpepenenne ¢pakropa VIII n3-3a yrpossr KpoBousnus-
HIS B TOJIOBHOI MO3T, XKeTyJOYHO-KMUILIEYHBIX KPOBOTE-
YeHUIL, 3a0PIONIMHHBIX TEMATOM.

13. HacnedcmeenHoe nosviuieHue yposHs 8 naasme akmu-
samopa nnasmunozena mxanesozo muna (TAII) 6 pesynomame
nepeuvHOLl eunepakmusauuu GubpuUHoOnU3a:

BO3HMKHOBEHNUE TIeMOpparuii Ipu TpaBMax, ymmbax,
9KCTpaKLuM 3y6OB 11 OIlepaTUBHbBIX BMEIIaTe/IbCTBAX;
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PBIXJIOCTD CI'YCTKA IIPY HOPMaJIbHOM COflep>KaHMM IIIa3-
muHoreHa, IO u Lz—aHTI/IHHaSMI/IHa M TIOBBIIIEHIE
B mwrasMe TAII, xoppurupyemoit crennduyeckoil um-
MYHHOI CBIBOPOTKOIA.

3.16.5. HacnepcTBeHHas TpomMG6opunusa

Hanuuue peyudusupyouux mpomoeo3o6 6 cemetiHom anam-
He3e, 4TO 00YC/IOBJIEHO:

pepunurom antTuTpom6buHa III (rmmxomporenH, cuHre-

3MPYeMBIil IIe4€HbIO);

pepunurom nporenna C u S (Burammu-K-3aBucumbIx

6€e/1KOB, CHTe3UPyeMbIX II€4eHbI0);

IUIIEeProMOLVICTeV HeMMell (aMMHOKUCTIOTa, oOpasyemast

13 METMOHIHA);

Hac/IefiCTBeHHbIMN fedekTamu pubpuHONN3a;

nepenYHbIM ADC;

HEepPBMYHBIM TPOMOOLVITO30M, BO3HUKAIOLIIVM BCTICf-

CTBME KJIOHAJIBHOTO JedeKTa IeMOMO3TUYeCKUX CTBO-

JIOBBIX KJIETOK, IIPYBOJAIIET0 K HAPYIIEHNIO arperalyin

TPOMOOI[MTOB 1 BOSHUKHOBEHNUIO TPOMO03a;

ayTOCOMHO-IOMMHAHTHOE Hac/lefloBaHue: Ipu gedunn-

te AT III, ge¢unure nporenna C u nporenHa S;

PE3UCTEHTHOCTD K aKTYBUPOBaHHOMY IpoTerHy C cBsA3aHa

¢ nepexrom rera OV, 1okann30BaHHOrO Ha XpoMocoMe 1;

TUIIePrOMOLMCTEMHEMISA CBA3aHA C MHOXKECTBOM I'€HHBIX

e eKTOB, OCYIIECTB/IAIINX KOHTPONIb psAfia GepMEeHTOB,

IPYHUMAOLIVX y9acTye B MeTabo/3Me FOMOLIVICTENHA;

nepBuyYHbI ADC MOXXET HOCUTD CEMENHBIN XapaKTep;

CUMIITOMOKOMIUIEKC HAaCIeCTBEHHOI TPOMOOmIiy Ipn

pedunnte AT III, mporenna C, mpoTenHa S M pe3uCTeHT-

HOCTM (pakTopa Va K aKTMBIPOBaHHOMY IIpoTenHy C:

— IIepBbIl TPOMOOTMYECKNUII SIU30L Y HeTeil paHHero
BO3PacCTa;

— dynpMMHaHTHaA nypnypa (HeOHaTaIbHbI TPOMOO3
npu gepunure nporenna C);

— TpoM003 HIDKHUX KOHEUHOCTelT I BeHO3HasI TPOMOO-
ambomus 6onee yeM y 90% B Bospacre 1o 40 jeT;

— BO3MOXEH TpoM0OO03 HEOObIYHON JIOKaIM3aLNU
(B OpBDKeeYHBIX MIN LiepeOpa/IbHBIX BEHAX);
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— IIOBEPXHOCTHBIN ¢rebut (pu meduiurte mporenHa
C, nporenHa S 1 pe3UCTEeHTHOCTH K aKTVBUPOBAHHO-
my nporeuny C, Ho He nipu gedunute AT III);

— yacTota TpPOMOO030B 00ycioBieHa (IpefcTaBIeHo
B ybbIBatomeM nopsaake): gepunurom AT III, nedn-
yutoM nporenHa C 1 npoTenHa S, pe3ucTeHTHOCTbIO
K aKTUBUPOBaHHOMY npotenny C;

— IOBBIIIIEHNME YaCTOThI TPOMO030B YCyTyb/seTcs Ipu
BO3JIe/ICTBUM TNPUOOpeTeHHBIX (AKTOPOB PUCKa,
BKJIIOYAIOIMX:

e MMMOOWMIN3ALINIO;

o XUpYpruYecKyue BMeIIaTe/lbCTBa;
o 0OepeMeHHOCTD;

e IIOC/IEPOJOBOI IIEPUOL.

CHUMIITOMOKOMIIIEKC HaCHeJICTBeHHOf;I TNIIeproMoLnCTEN -
HEMUN:

paHHsSA apTepuanbHAas OKKJIIO3Ms, apTepuajbHbIe
TpoM6O3bl (TATOTHOMOHMYHBINI CUMIITOM, BO3HUKAIO-
NIl IpK COflep)KaHNM TOMOLVICTeNHA B IJ1asMe Oojiee
100 MmMob/N);

BEHO3HbIe TPOMOO3BI C pa3BUTIEM MHCY/IbTa, NHPAPKTa
MIOKap[a, IaTo/Iornu neprudepriecknx CoCyL0B;
CTEHO3 9KCTPAaKpaHMATbHBIX COCY/OB;

BEHO3Has1 TpoM603MO0/NsA, TPOMOO3 IIyOOKIX BeH, JIe-
rouHas smoonus (B 64%);

(r1ebuT NOBEPXHOCTHBIX BeH (24%);

TpoM603 LiepeOpaTbHBIX M/ OpbIKeedHBIX BeH (12%);
y4allleHue apTepuaabHBIX U BEHO3HBIX TPOMOO30B IIpH
TUIIEPrOMOLVICTEMHEMIM, CBS3aHHOI C HEJOCTATOYHBIM
TIOCTYIIJIEHMEM C IuIIeit KobanamuHa (Butamuna B ), do-
JIMEBO KMCTIOTHI WV IMPUOKCUHA, SB/LIIOIMXCS KOdak-
TOpaMu [yIs1 MeTabonmM3Ma TOMOLIICTEVHA, VTN TIPU TIPU-
eMe JIEKapCTB, HapyIIaIX 06MeH moboro Kodakropa u
HOBBIIIAMONINX COTEP>KaHe TOMOLINCTENHA B ITa3Me;
IMarHOCTVMKA OCHOBaHAa Ha cOOpe ceMelTHOTO aHaMHe-
3a, YTOUHSIOIIET0 HA/MNYMe apTepUaabHbIX, BEHO3HBIX
TpoMOO030B, JIETOYHOI 9MOOMUMN B paHHEM BO3pacTe
U OTIpefieNIeHNN COflep KaHMsI TOMOLCTENHA B IIIa3Me
(mo m cmycts 4 vaca mocyie mpreMa MeTHOHMHA B [j03€e
0,1 r/Kr Maccsl Tena).
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OmnuuumenvHvle NPUSHAKU HACTEOCMBEHHbIX OedeKrnos
Pubpuronusa:

B CeMbsX, MMEBLINX C/lydau TPoMOO03a, YCTAHOBJIEHO
BBICOKOE COflep>KaHue 00ratoro r’CTUMHOM ITIMKOIIPO-
TEVHA, CBA3BIBAIOIIETOCS C IIA3MUHOT€HOM U IIPernsT-
CTBYIOLIEr0 00pa3oBaHNIO I/IA3MIHA;

PEenKOCTb MOBBIIIEHHOTO TPOMO00OpA30BaAHMS TP UC-
¢ubpuHorenemMmm;

paHHee BOSHMKHOBEHNE PeLViMBOB TpoMO0oaMbomuu y
PasHBIX YIEHOB CEMbM PV HOCUTENbCTBE AaHOMATIBHOTO
¢ubpunorena;

CIIOHTAHHBIE, [TOC/IeOlIepalIOHHbIE, OC/IEPOJOBbIE pe-
yupuBupyomue ¢re6orpoM603sl 1 TpoMO0aIM6bOIUN
jeroyHol aprepun (B Bozpacte 1o 30 neT);

peXxe — BOSHUKHOBEHVE apTepHaIbHbIX TPOMOO030B;
BO3MOYXHOCTb TPOMOO30B COCY/IOB CETYATKM C HapyIile-
HUEM 3PeHM s, COCY/IOB II0YeK U PYTUX OPraHOB;
BO3HMKHOBEHME CIIOHTAHHOE MM CBsI3aHHOe ¢ (pusnye-
CKOJI Harpy3Koil, TpPaBMOIi, 6epeMeHHOCTDIO;
BO3MOXXHOCTb Pas3BUTUS TPOMOO30B MHOXECTBEHHOII
JIOKaMN3aLUL;

BbISIBIEHVE Y/IMHEHUsI BPeMEHU CBEPTBHIBAHMUS, TPOM-
611HOBOTO BpeMeH U IIPY CHYDKEHNUY COflep>KaHM s B II/1a3-
Me cBepThIBalomerocs ¢pubpuHoresa (go 0,5-1 r/m);

B OTJIe/IBHBIX CTy4asX BO3MOXKHOe ykopouenue TB (dpu-
6punoren Ocro).

Huaenocmuxa HacnedcmeeHHbLX MPomMOOPUIULL

ydeT TpoM603a (TpoM60sMO0IIM) B IeTCTBE, MOJIOLOM
(mo 30-40 net) Bo3pacTe;

cOOp ceMeiTHOrO aHaMHe3a, HallpaB/ICHHBII Ha BBIABJIE-
HIle CKJIOHHOCTM K TPOMO03Y, U1 IpU HeOOXOMMOCTH CO-
CTaBJICHJE CXeMbl T'eHeaIoTYeCcKOro IpeBa;

OTCYTCTBME CIy4aeB TpoMbO3a B ceMbe He MCKIII0YaeT
TpoM60GIIINY, OCOOEHHO IIPY PE3UCTEHTHOCTH (PaKTO-
pa Va K akTMBMPOBaHHOMY NpoTenHy C U rMnepromo-
LUCTeNHEMU;

yd4eT MHO>KeCTBEHHOCTU 3IM30[0B TPoMOO3a 1 ero He-
0ObIYHAA TOKAMN3ALINS;

UCKJIIOYEHMe IPUOOPETeHHOI I'MIIepKOary/anuy (CUH-
gpom IBC u np.);



nasa 3. AuddepeHumanbHbiii AMarHos Capomos 149

ollpefielieHlie BOMYaHOYHOTO AHTUKOAIY/ISAHTa B BUIE
YIJIMHeHMs TeCTOB cBeprThiBaHMs Kposu (AYTB n gmp.)
U BBIPaOOTKM ayTOAHTUTEN HPOTUB (HochommmmmHbIX
MeMOpaH U MOsIBJIeHUsI TPOMO030B;

TeCThl Ha BbIsABIeHue antutTpombuua III, mporenna C,
nporenHa S;

olpefieieH1ie pe3UCTeHTHOCTY dakTopa Va K aKkTUBUPO-
BaHHOMY IIPOTENHY, YCTaHAB/INBaeMOIJI 10 CIIOCOOHOCTI
I/Ta3Mbl OOTPHOTO MPOTUBOCTOSITH MPOJIOHTMPOBAHUIO
AUYTB, BbI3BaHHOMY [J00aB/eHMEM AKTVMBJMPOBAHHOTO
6enka C;

oIIpefiesieHIIe COfePKaHMsI TOMOL[CTENHA B [I/Ia3Me;
uccnefoBanue GUOpUHOreHa, Ia3MIHOTeHa;

me¢punur anturpomdbuna III/ATIII-rnnkonpoTenH c ox-
HOJ L|€NbI0, CHMHTE3VPYEMBIIl II€YEHDbI0, HaC/Ie[yeMblil
KaK ayTOCOMHO-ZOMMHAHTHO€ HapylleH}e, IIPUBOJs-
Ijee K BEHO3HBIM TPoM603aM y 5% OOIbHbIX;
UHTMOUTOP MyTU TKaHeBoro ¢akropa, kodakrop II re-
mapuHa 1 Jgp.

Omauuumenvivie NPUSHAKU AHMUPOCHONUNUOHOZ0 CUH-
opoma (ADC) (BomyaHOYHOTO aHTMKOATY/IsAHTA (BA) — Hanu-
uite aHTU(OoCHOMUIMIHBIX aHTUTeN (BA 1 BBICOKMX yMepeH-
HBIX YPOBHeIl aHTUKAPAMOIMIIMHOBBIX aHTHUTeN K1acca JqJ unn
JqM), BOSHMKHOBEHNE BEHO3HOTO M/IM apTEPUAIBHOTO TPOM-
603a, perIMBUPYIOLIMX BHIKUBIIIE ¥ TPOMOOLMTOTICHNMN):

tunnaHo yBenudeHne AYTB, B menbineit crenenn 1B,

BO3MOYKHBI JIO)KHOIIO/IOXKUTETbHbIE Pe3y/IbTaThl IIPY Ce-

POJIOTMYECKOI AMAaTHOCTHKe CU(MINCA IPY MCIONb30-

BaHUY PEaKTUBOB, COCTOSINNX 13 CMeCH JIUIINLOB (Kap-

IVIONMIINH, TIELUTHH, XOJIeCTePUH);

nepsuuHbii AOC B 2 pasa yalle BCTPEYAETCA Y )KEHIIVH,

BCTpeJaeTCA Y ieTell U Jaske HOBOPOXKJeHHBIX;

BEHO3HBII TpoM603 (Hambosnee dacToe IPOSIBICHME

ADC), BKIIOYAIOII I

— TpoM603 IITyOOKMX BeH, TPoMOOQIeOuT KOHEYHO-
CTelt;

— TpoM0603 BEHO3HDIX CIHYCOB, Be[yLIMX K UINOIATH-
YECKOI BHYTPUYEPEIHON IMIEPTEHSU;

— TpoM603 BeHBI ceTYaTK! (BEHOOKK/IIO3MOHHOE II0pa-
JKeHJIe I71a3 C IoTepell 3peHNs).
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HMwemuuecxuti nepedHuil Hespum enasHoeo Hepea u ezo Heli-
ponamus, TpUBOAALLAA K CIeNoTe (CoYeTaHue C MONePeYHbIM
MUETUTOM HOCUT Ha3BaHMe cuHApoMa [leBrka).

Cunopom baoda-Kuapu (06ycnoBeH 06CTpyKLMell KPYITHBIX
[e4eHOYHBIX BeH, PasBUTIEM HeKpo3a IIe4eHN, IpIYeM IepBIY-
Hblit AQC — BTOpas 1o YacToTe IPUYMHA STOTO CUH/IPOMA):

e reraToMeraaus, CIJIeHOMeranus, IOpTaabHas TUIePTeH-

3114, MHOIJJA COYETAIOIIAACA C JIETOYHOI TUIIepTEeH3MEN;

e OOCTPYKIIVSA MENKUX IIeYeHOYHbIX BeH (lleyeHOYHas Be-
HOOKKJIIO3MOHHas1 6071e3Hb), 00yC/IOBIeHHA s HETPOMOU-
YeCKMM KOHLIEHTPUYECKUM CY)XeHUEM IpOCBeTa MeJl-
KJX LIeHTPOIOOYIAPHBIX BEH;

MOBBIIIIEHNE YPOBHS TPAaHCAMIHA3, CUH/IPOM XOJIeCTasa;
NIPUCOENVHEHNE Y3/I0BOI pereHepaTOPHOI TUIIEPIIASAN
(MO>KeT BOSHUMKHYTb II0C/IE TIepecajiKyii KOCTHOTO MO3Tra);

e BO3HUKHOBeHIe MH(apKTa [IeYyeHN Yale y OepeMeHHBbIX
(B pamxax HELLP-cungpoma), B IIOC/IEpOLOBOM II€PHO-
Zie U1 Ha (hOHE XPOHMYECKOT0 AKTUBHOTO T'eNaTITa;

Oxkknt03ust 8eH cene3eHKu, IpUCOeHEHVIe MH(PAPKTOB OpraHa.

Tpom603 noueuHvix 6eH (MOKET IMIPOTEKATb OECCUMIITOMHO,
HO BO3MOXHBI 6011 B mosicHuile, npucoenuuenre OITH, pas-
Butue XITH):

e TpoM0O03 apTEepPMOBEHO3HOTO LIYHTA IPY IeMOIMATII3E;

e TpoMOO3bI IMOYEYHBIX BEH II0C/Ie TPAaHCIJIAHTAIUN
MOYKIU.

Tpom603 yenmpanvHoli 8eHbl, TeMOpparuy, MHPapKT ¢ pas-
BUTHMEM HaJ[IIOY€YHNMKOBOJ HEJOCTATOYHOCTH, YaCTO pa3BUBa-
IOLINMIICA B MOC/IEONIePAllIOHHOM IIepyofe, M TPOMO0aMOoit
B aHaMHese.

Iopascerue neexux:

® peuMAUBMPYIOLIVe SMOONINN B CYCTEMY JIETOYHOI apTe-
punu (JlerouHast TpoM603MO0IIIecKast 60Ie3HD), OC/IOX-
HAIast TPOMO03 ITyOOKIX BeH HIDKHUX KOHEYHOCTe;

® KamWUISAPUTBI, JIETOYHAs TUIepTeH3Us (IpOsiBIeHMe
peLUMBUPYOIINX BEHO3HBIX MO0/ 1 TpoMb03a JIe-
TOYHBIX COCY/IOB);

® II0C/IEPOIOBON KapAMOIyJIbMOHAIbHBI CUHAPOM (BBI-
COKasl JIMXOpajiKa, ONBIIIKA, IUIEBPUT, JETOYHbIC UH-
buIbTpaTh);

® OCTpBIIl PECIMPATOPHBIN AUCTPECC-CUHIPOM B3POCIBIX.
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M3smenenus koxcu:

ceT4yaToe INBEJO0;
SI3BBI, Iy PIYPa, IYCTYIIbL, JUTUTAIbHASI TAaHTPEHA;
KPOBOU3/IMSIHNUS B HOI'TEBOE JIOXKE;

SpUTEMA JIAJJOHEN U MTO/IONIB;

TPOMOO3BbI MOJKOXKHBIX BEH;

TaHTPEHbI MaNbI[eB KICTEN U CTOIL.

ApmepuanvroLii mpomoos:
e TpoM0603 BHYTPUMOS3IOBBIX apTepuil (camas yacTasi JIo-
Ka/lM3alus apTepuaJbHOro TpOMO03a) IIPOSAB/IACTCS:

MHCY/IbTOM (4ale B 106H01 frone 1 CMA);
PEeLMAMBUPYIOIMMY  MIIEMUYECKUMM  MMUKPOMH-
cynbramMu  (CYJOPOXXHBINL ~CHUHAPOM, MY/IbTUUH-
dapkTHas feMeHI);

TPAH3UTOPHBIMM WIIEMUIECKUMU aTtakamu (Iape-
CTe3uy, TONOBOKPY)KeHIMe, TPaH3UTOpHas obiast
aMHesus, [BUraTelbHas cmabocTb, xopes (y 50%
OONPHBIX), IIPOBOLMpYeMasi MPHEMOM 3ICTPOTEH-
cofiepyKallix MepopaabHbIX KOHTPALETITUBOB);
PaCCesTHHBIM CKIIEPO30M;

KOTHUTUBHOM AuchyHKLMeil (HapylieHye IaMsTH,
TPYAHOCTD KOHIIEHTPAL[MV BHUMAHU);
TPOMOO03IMOOINIECKON HIIeMMel MO3ra, MCTOYHU-
KOM KOTOpOJI SBJISIETCA IHMOpakeHle MUTPATbHOIO
KJIalaHa, TpPOM603 NeBbIX MOTOCTEN CepALia MU BHY-
TPEHHUX COHHBIX apTepPMIt;

HOTIEPEYHBIM MUETUTOM;

MUTPEHO3HBIMU TOJIOBHBIMM GOMISIMIL;
9MNUIeNTI)OPMHBIMY IPUCTYIIAMIL;

MPT romoBHOTO MO3ra BbISAB/ISIET KOPTUKATbHbIE
HedeKTbl, COOTBETCTBYIOLIME JIOKa/IM3aLUyl IOpa-
JKEHHBIX KPYIIHBIX apTepuii, HeOOMbIIIEe OYaru TO-
BBIIIIEHHO IJIOTHOCTY B 6€/T0M BellleCTBE TOTOBHOTO
MO3ra IIPU JIeMUETU3AL[UI TOJIOBHOTO MO3ra (KaK mpu
paccestTHHOM CKJIepO3e), HO MPU XOpee 0YaroBble U3-
MEHEHMsI TOJIOBHOTO MO3Ta He BBISBIAIOTCS;

e cunapom CHenloHa (TPOMO03BI MO3TOBBIX COCY/IOB, CET-
JaToe JIMBeNO0, apTepuajbHas TYIIEPTEH3MS).

Iopasxcerue cepdeuHo-cocyOUCmOll cucmemb:

e uH}papKT MyUoKapa (TpoM603 KPYIHBIX BeTBeil KOPO-
HapHBIX apTepuii);
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® MHOXXECTBEHHBII MHTPAMUOKAPAUAIBHBI TPOMOO3
(c pasBUTHEM KAPAMOMUOIIATIUN);

e Tpom003 HIyHTa (pPecTeHO3) II0C/Ie A0OPTOKOPOHAPHOTO
HIYHTMPOBAaHNA, PeCTEHO3 [OC/Ie YPECKOXKHOI KOpOHAp-
HOJ IJITACTUKU;

e abakTepua/lbHBI SHJOKAPAUT C BeTeTallMsIMU Ha K/lama-
Hax;

® HeJIOCTaTOYHOCTD U/WM/IY CTEHO3 MUTPAIbHOTO, 0P Ta/Ib-

HOT'0, TPEXCTBOPYATOrO KJIAIIaHOB;

yToneHne, Gpuodpos 1y KaabliTHO3 CTBOPOK;

BHYTPUCEPAEYHBI TPOMOO03;

CUHJIPOM YT aOPTHI;

uieMus KMIeYHKa (TpoM603 OPIOIIHOrO OTHeNa aop-

THI).

Apmepuanvras eunepmorus o6ycIoBeHa:

e TpoMOO30M IIOUEUHBIX APTEPUIT;

e uHbapkToM nouek (607b B mosicHute, remarypus, OITH);

e TpoMOO30M K/1yOOYKOB ITOUKI;

e TpoMO030M OPIOLIHOTO OT/ie/Ia A0OPTHI.

Mwemus (Hekpo3) 6 opeaHax x#enyo0ouHO-KUULEUHO20

mpaxma:

e  s3BBI IMILEBOJIA, XKETY/Ka, KUIIEYHMKA, OC/IOXKHS 0L Me-
Cs1 KPOBOTEUEHMEM;

e 3BBI B /IBEHA/LIATUIIEPCTHON KMIIKe;

e Hekpo3 1 nepopanysi KUIEeYHNKa, HEPUTOHNUT.

Acenmuueckuil HeKpo3 Kocmeti TOKaIN30BaH:

B TOJIOBKe MbIII[e/IKa OeIpeHHO KOCTH;

rO/I0BKe Mano6epLioBOil KOCT;

KOCTSIX IIPeAIIIIOCHBI;

TOJIOBKE M MBIIIeIKaX M/Ie4eBOIT KOCTH;

JIOKTEBOM OTPOCTKE;

TOJIOBKE JIOKTEBOV KOCTU;

TOJIOBKE JIy4€BON KOCTH;

KOCTSIX 3aIICThSI.
3abonesanus OepemeHHvIX, 00YCl067IeHHbIE NEPEUUHBLM

ADC:

e opuH ywu 60jee HeOOBACHUMBIX CIy4aeB CMEPTU MOp-
¢donornyecky HOpMaIbHOTO IIOAA Ha 10-it MM 1mo3xe
HeJlelle HOPMaJIbHOM OepeMEeHHOCTH, IpyYeM HOPMailb-
Hasi MOp(OIOrus Mofa Ko/KHa ObITh JOKYMEHTUPOBa-
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Ha JJAHHBIMU Y/IbTPa3BYKOBOTO CKaHMPOBAHUSA MUY €TI0
HeIIOCPEeACTBEHHBIM UCCIe[JOBAaHUEM;

ofvH Wiu 0ojiee CIy4aeB IpeX/ieBpeMEHHBIX POLOB
MOp¢OIOrn4ecKy HOPManbHOTO IUIOA K 34-11 mau pa-
Hee Heflesle GepeMEHHOCTM BCIIE[ICTBME TSDKEION Ipe-
9KJIAMIICUY MJIV SKTAMIICUY OO0 TsHKeNOoi IIaleHTap-
HO HEJTOCTaTOYHOCT;

Tpu win 6oriee HEOOBACHUMBIX IIOCTEHOBATE/IbHBIX
abopra o 10-HemeTpHOTO CpoKa GEpPeMEHHOCTH C Ia-
TOJIOTMYECKUMI WY aHATOMMYECKVMM aHOMAaIUAMMU
y MaTepu MO0 TOPMOHAJIbHBIMU HapyIIEHUAMU, IIPU-
YeM XPOMOCOMHBbIE TIPUYMHBI JODKHBI OBITh MCKITIOYe-
HBI y OTIL]a U MaTepu;

IOTIOJTHUTEIBHO YYUTBIBAIOTCS CPOKM CIIOHTAHHBIX a60p-
TOB (o 13 Hemernb u B mepuope 14-20 Hefesnb) 1 MPEXIeB-
peMeHHbIX ponoB (mocye 20-71 Hemenu o 37-11 Hemenn);
paHHee BO3HMKHOBEHNE TSDKEION IpesK/IaMICUN
Y 9KJTAMIICU;

3ajiep>kKKa BHYTPUYTPOOHOTrO pasBUTHA IO, [OSIBIIE-
HUe apUTMIN;

Ha/M4le BEHO3HBIX JM/VINM apTepuasbHBIX TPOMO6030B
y MaTepu;

HOsIBJIEHMe CUH/pOoMa DBaHca (coyeTaHue reMONMUTmIYe-
CKOJT aHeMMIH, TPOMOOLUTOIIEHNY) Y OepeMeHHOII.

Heo6xonyMo IIOMHUTD O TPeX OCHOBHBIX I'PYIIIIaX OO/IbHBIX
c nepeuyHbIM ADC:

U[IMONATHYeCKMiT TPOMOO03 ITTyOOKMX BeH TOJNeHM, OC-
JIOKHAOIINICA B HEepBYI0 Odepelb TpoMO6oaMOommei
B CUCTEMY JIETOYHON apTEPUM U PA3BUTUEM JIETOYHOM
TUIEePTEH3UN;

MHCYIIBT, PeKe IopakeHNe KOPOHAPHBIX U IPYTUX apTe-
puit, 0COOEHHO Y M1 MOJIOKOTO Bo3dpacTa (f1o 45 ner);
cungpom CHefiJOHAa;

IpeJIeCTBOBaHNe apTepUaJIbHOI0 TPOMO03a BEHO3HO-
MY;

aKyLIepcKas MaToJIOTVLs;

coueTaHMe Xopeu, TpoM0O03a KIallaHOB C TPOMOOLUTO-
IIEHMEN U TEMOTIUTUYECKOI aHEMUE;

codeTaHMe MHCYIbTA, TPAaH3UTOPHBIX WIIEMIYECKUX
aTak, IpexofsAllell IIOTepU 3peHNUsI C CeTYaThIM INBEJ0;
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e vy pmereit (o 15 nmer) mepBuunbli ADPC mposBisercs
pexxe, 4eM Y B3POCIIBIX.

Tpomboyumonenuss — TUINYHDII reMaTOIOINIeCKUIT IIPU-

sHak ADC.

Kymbc-nonoscumenvHas eemonumu4eckas aHemus U pedce
cunopom Jeanca (codyeTaHne TPOMOOLMTONIEHUN Y TeMOIUTH-
YeCKOI aHEMMUMN).

YmepennovLii unu 8vicoKUll yposerv aHmumesn K KapOuonunu-
ny knacca IgG u/unu IgM B KpoBU B IBYX WJIU O0/Iee NCC/IeNOBa-
HUX, IOy YeHHBIX C MHTEPBAIOM He MeHee 6 Hefle/b, I3MepeH-
HBIX TyTeM cTanfapTHoro Merona VIOA pjs 3-2-rmuKonporenH
1-3aBUCUMBIX aHTUTEI K KapAMOIUIINHY.

IosumusHovLii mecm Ha HATUYUE BOHAHOUHO20 AHMUKOARY -
JIIHNA 8 NIa3me B BBYX WM O0JIee ICCTIeOBAHNAX, TOTyYeHHBIX
C MHTEPBAJIOM He MeHee 6 Hefle/lb, IIPUYeM 3TOT aHTUKOATY/LTHT
IIOJDKEH OIIpefieNAThCs, COIVIACHO YKa3aHUAM MeXXIyHapOJHOTO
obijectTBa TpoM6O03a U reMOCTa3sa, 0 C/IEAYIOIMM STalaM:

e ycrTaHOBIeHMe (QakTa ymmmHeHus Qocdonunmnnsasu-
cumoit (asbl CBepTHIBaHMSA IUIA3MBbl II0 pe3yIbraTaM
CKPMHMHIOBBIX TeCTOB, Takux kak AYTB, xaonuHoBOe
BpeMs, TecT Paccena ¢ pasBefieHueM, IPOTPOMOMHOBOE
BpeMsI C pa3BefleHNeM;

® HEBO3MOXXHOCTb OTKOPPEKTUPOBATH Y/IMTHEHHOE BpeMs
CKPVHMHT'OBBIX T€CTOB IIyTeM CMEIIVNBAHNs C HOPMaIb-
HOI 6eCTpOMOOLUTAPHOII IITa3MOI;

® YKOpOYeH)e BpeMeHM CKPMHMHIOBBIX TECTOB WIJIN €ro
HOpMau3aLus Iocae [fo0aBIeHMsI B UCCIEfyeMyIo
IIa3My u36bITKa GOCHONUNNOB M MCKIIOUeHUE ApY-
IMX KOAryjaomaTmii, HalpyMep Hajau4dme MHIUOUTOpa
VIII daxTopa mnu remapuHa.

ITaruents! ¢ ADOC [Ho/MKHBI UMETDh He MeHee OJHOT'O K/IMHU-

YeCKOT0 11 O/JHOTO Ta00paTOPHOTO KPUTEPU L.

3.16.6. OTAMuYUTENbHbIE NPU3HAKU NEPBUYHOIO
TpomMmOGouuTo3a

OTnuunrenpHble NPU3HAKM IIEPBUYHOTO TPOMOOLMTO3a,
00YC/IOB/IEHHOTO K/IOHA/IBHBIM Ie(peKTOM TeMOIIOITUIECKUX
CTBOJIOBBIX KJIETOK (MerakapMOLMTapHBIX KOJIOHMeoOpasylo-
wux eguuaul, — MK-KOE):
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® 4YacToe COYeTaHMe ¢ MueonponupepaTuBHbIMU 3200-
neBaHUAMMK (MIOTULUTEMUEN, XPOHUIECKUM MIEIOIel-
KO30M), UAMOIATUYECKOI KOJIbLIEBOI CHUIEePOOIACTHON
aHeMueil ¥ MUeNTOAVCIUIACTIYeCKIMY CHPOMaMII;

® TIUNepTPOMOOLUTO3 COYETAETCSA C BBISABICHNMEM B Mas-
Ke nepudeprieckoil KpOBU IMIAHTCKUX TPOMOOIUTOB
U (pparMeHTOB IUTOIIa3Mbl METaKapPUOLIMTOB;

e HapylleHue arperanuyu TPOMOOLMTOB, MHAYLMPOBaH-
HOJ aipeHa/IHOM, CIITIEHOMeTaINsi;

® [MarHOCTMYeCKVe KPUTEePUM BKIIOYAOT:

— Kom4aecTBO TpoMbonuToB 600 X 10°/11 1 BeILIE;

— HOpMaJIbHbIe II0Ka3aTe/lN TeMaTOKPIUTA;

— B KOCTHOM MO3T€ IIOBBILIEHO KOTNYECTBO MeraKapuo-
LUTOB IIPM OTCYTCTBUU JPYTUX IATONOTUYECKUX U3-
MeHeHUI1 U punanenbPuitckoit XpoMOCOMBbI;

e 3aboneBaHue pegKoe, pa3BuBaeTcs B Bo3pacte 50-60 et
OIVHAKOBO YacTO KaK Y )KEHIMH, TaK U MY>K4YNH;

e TpoMOOTHMYECKIe HAapyLIeHN:

— apTepuanbHble TPOMOO3BI C NilleMuelt Muoxkapa (1nH-
dapxTom);

— BEHO3Hble TPOMOO3bI B OPbDKEEYHBIX BEHAX, Ilede-
HOYHBIX BeHax (cuuapoM bagma-Kuapn);

TpoMO03 apTepuit majblieB (0TeK, 60Me3HEHHAsI IPUTEMA);

spuTpoMenanrus — 6one3HeHHass KPaCHOTO I[BeTa ChIIlb

13-32 00pa3oBaHMUs TPOMOOB B KOXKE;

e KpoBoTeudeHUs (pa3BUBAIOIIMECS NPU TIOOOM Komnde-
CTBe TPOMOOIIMTOB) U3 >KeMYLOYHO-KUIIEYHOTO TPaKTa
VIV KOXKY, HO OHU PEJIKO YTPOXKAIOT KU3HN;

Jle4eHIie aCIMPUHOM OYeHb ONACHO;

pesKoe CHIDKeHMe KOIMYecTBa TPOMOOLMTOB JOCTHUTA-

eTcsi TpoMbonTOdEpe3OM /UK IPUMEeHeHeM I/ PO-

KcuMoudeBMHEI (1o 400 x 10°/m);

® BO3MOXXHO IIPUCOEIVHEHNE OCTPOTO JIefiKo3a VN Jpy-
roro MyesonponndepaTuBHOro 3a001eBaHM L.

3.16.7. OTnnumuTenbHble NPU3HAKU HacNeCTBEHHbIX
CUHAPOMOB HE40CTAaTOYHOCTU KOCTHOIo Mo3ra

ITox HacneACTBEHHBIMU CHUHJPOMaMM HELOCTATOYHOCTHU
KOCTHOI'O MO3Ta IOHMMAIOT yTHETeHNe OJHOTO MM HECKOJIb-
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KX POCTKOB KpPOBETBOPEHUs (L[UTOMEHUs, BbIABIsIEMAs
B J€TCKOM BO3pacTe), YaCTO B COYETaHMM C (PU3MYECKUMMU
AHOMAa/IVAMI.

1) Anemus Qanxonu:

ayTOCOMHO-JJOMIHAHTHBI TUII HaC/IeJOBaHNS;
OUTOIIEHN ST, MaJTOKJIETOYHBIN KOCTHBIN MO3T;
HU3KOPOCTIOCTB;

TUIIOIIA3YUS VM OTCYTCTBYE OOBLIOTO MajIblia M/IN JTy-
4eBOM KOCTY;

MuKpouedanms;

IUIIONUTMEHTYPOBaHHble IsATHA (11BeTa Kode ¢ MOJo-
KOM);

3HAYNUTETbHBIN PUCK Pa3BUTU JIEiKO3a (Jalle Mueno-
UIHOTO) U paka (CKBaMO3HOTIO, IeNaToLe/UTIISPHOTO Y
20% 601bHBIX 6€3 IUTOIEHII);

006pa3oBaHye SMUTENTMOUTHBIX OIMYXOJIeil IOCe TPaHC-
IUTAHTALMM KOCTHOTO MO3Ta.

2) Anemus JJatimonda-bnexgena — M30NMpOBaHHAS BPOXK-
[leHHas HeOCTATOYHOCTDb PUTPOII093a, BK/IIOYAIOIIIA:

PETUKYTOLUTONEHNIO C MUKPOLIMTAPHOI M/IM HOPMOLI M-
TAapHOII aHEMMeT];

HOPMaJIbHYIO KJIETOYHOCTh KOCTHOTO MO3TIa C M30/MPO-
BaHHOJ SPUTPOUILHON I'MIIOIIA3UEN;

HOpMaJIbHOE KOJIMYeCTBO JIEIKOLUTOB I TPOMOOLITOB;
PasBUTHE CIIOPAJUYIECKOE, HO BO3MOXXHO ayTOCOMHO-JJ0-
MMUHAHTHBIJ TUII HAC/IEJOBAHU;

3a00jIeBaHMe BBIABIIACTCA B TeUCHME IIEPBBIX 6 MeCsALeB
JKU3HY, B 25% CTy4aeB co4eTaeTcs ¢ GU3NYeCKNMY aHO-
MauAMY (IOpOKaMM) Pa3BUTIS;

OT[laJIEHHbIE OC/IOKHEHMSA: CEICUC, XPOHMIECKUIT MIe-
TIOJIENIKO3, TIEPErPy3Ka JKEIE30M.

3) TpansumopHas demckas pumpob1acmoneHus — pes-
KOe, HO BpeMeHHOe TIOfIaB/IeHIie SPUTPOII0I3a:

U30/IMPOBAaHHA A aHEMM I, PETUKY/IOLUTOIEHNUA U Iy 60-
Kas TUIIOIUIA3VIS SPUTPOUIHOTO POCTKA IIPY MCCTIEfi0Ba-
HUY KOCTHOT'O MO3T3;

BBISBJICHE MAPKEPOB HAIIPSKEHNU A SPUTPOLNTA, BKIIIO-
YAOIMX YBeIMYeHNe CpefHero o0’beMa 3pUTPOLITOB,
ypoBHs remornobuna F v yposHs anturesa I (y mereit
cTapiie 2 j1eT);
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BO3MOYKHas Y/IOB/IETBOPUTE/IbHAS I€PEHOCUMOCTD YPOB-
HA CHVDKEHMSA reMoriobuua mo 50 r/i.

4) TpomboyumoneHus ¢ OMcymcmeuem 1y4esvlx Kocmeli:

IOBYCTOPOHHEE OTCYTCTBME JIyYeBbIX KOCTell IIpU Ha/lu-
41y OOJIBIINX MA/IbLIEB;

ayTOCOMHO-PeLleCCUBHBII TUII HACIeLOBaHNUS;
reMoOpparn4yeckuil CUHApPOM, KpoBaBas [AMapes Ipu
yIOTpeblIeHNy KOPOBbEro MOJIOKa M IPUCOe[VHEeHMe
aHEeMUI C PETUKY/IOLUTO30M;

OTCYTCTBUE, He3pe/NOCTb MIM TUIOIIA3uA pas3BUBa-
IOIMXCA MEraKapMOLMTOB IIPM HOPMaJbHOM MMUENO-
U 5pUTPOII0I3€;

BO3MOXXHO€ IIPUCOEIVHEHNE JIEIKEMOVIHON peaKLuu
CO 3HAYMTE/IbHBIM YBe/IMYEH)EM YICIIa JIETIKOLUTOB;
Yepes ol )KM3HM BO3MOXKHA CTaOM/IM3aL s YIC/Ia TPOM-
6ounToB Ha ypoBHe 100-x 10°/71.

5) AmezanoyumapHas mpomooyumonenus — ruIoMeraka-
pUoLUTapHBII aHanor aneMun [Jaimona—-biekdena:

JTy4eBble KOCTY Pa3BUTHI;

TPOMOOLUTOIIEHNSI /IUIIIb B IIePBble MeCSIIbI )KU3HU, CO-
YeTaeTcs C U30/IMPOBAaHHBIM YITHETeHMEeM MeTaKapyOL M-
TapHOTO POCTKA;

peLleCCUBHBINI TUI HacAefOBaHMUA (AyTOCOMHBIN WK
CIIeTI/IEHHBIN ¢ X-XPOMOCOMOI1);

CPOK BbKMBAHMIA 5 JIET;

a¢dexTMBHA TPAHCIUIAHTALNSA KOCTHOI'O MO3Ta.

3.16.8. OTnnunTenbHbIe NPU3HAKN HAacNenCcTBEHHbIX
aHOMasium rpaHynoumToB

1) Bonesuv Anvdepa-Petinu — NOsABIeHME OKpaIIeHHBIX
B CHPEHEBBIil IBET a3yPOPUIbHBIX I'PaHY/I, He COMPOBOXKAAI0-
Ijeecs HapyleHueM QyHKIUU HENTPOUIIOB.

2) Cunopom Yeouaxa-Xueacu — 06yCIIOB/IeH CHTE30M aHO-
MaJIbHBIX MUKPOTYOY/IAPHBIX O€/IKOB:

anbOMHM3M (OTCYTCTBME IIUTMEHTAIVY KOXU U PAfyXK-
HBIX 000710Y€K);

TUTAHTCKIE UTOIIa3MaTIdeCKie TPAHYIIbl B JIEHKOL-
Tax (TpaHy/Ibl HAXOMATCSA BO MHOTHUX KJIETKaX TPaHyIo-
LUTAPHOTO PSfIa);
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[porpeccupyoliye HeBPOIOTrnYecKye HapyeH N s;
TPOMOOLIMTHI He COAEPIKAT IVIOTHBIX TPaHYII;

TsDKeask HeMTPOIeHNs, HapylleHle XeMoTaKcuca o0y-
CJIOBNMBAIOT PeLMVBBI MH(DEKIINIT;

® BO3MO)XHa ITAHI[MTONEHMNS;

e 3¢ ¢eKTUBHA TPAHCIUIAHTALNS KOCTHOTO MO3Ta.

3) Anomanus Mes-XezenuHa — rpaHyIOLNUTDI, COflEPIKaLIVIe
6ornpiune 6a30¢pUIbHbIE BKIIOYEHM S, COYeTAIOIMeCs C TUTAHT-
CKMMU TPOMOOI[MTAMIL:

® AyTOCOMHO-JJOMMHAHTHOE HaC/leJJOBaHIIE;

® TPOMOOLUTOMEHNS C AHOMATUSIMU TPOMOOIIUTOB;

® KpOBOTEYEHMS.

4) Anomanus Ilenveepa-Xv0ama — BPOXKJEHHOE Hapyllle-
HIEe CErMeHTAL[UN STPA):

® AyTOCOMHO-JJOMMHAHTHOE HaC/leJJOBaHIIE;

e Ha/nM4ye ABYX HOJeil B SAApe B 3peNbIX TPaHYIOLMTAX

reTepo3nroT («meHcHeoOpasHble» KIETKM) U OfHA HOJIs
B sifipe Y TOMO3UTOT.

5) Anomanus ncesdo-Ilenveepa-Xvioama — npuobpeTeHHas
[IaTOJIOTUS sI/jpa IpY MUETONPoIudepaTUBHbIX 3a00TeBaHUAX
Y MUEJIOMCIIIACTUYEeCKUX CUHAPOMAX:

e u30bITOYHAs TUIlepcerMeHTauns sjep (IpM HaMM4nUm

5 wu 6oree ponell B HeliTpoduIax), HO yKasaHHas Ia-
TOJIOTMS CYUTAETCS NPOsIBIIEHNEM JOOPOKayeCTBEHHOTO
HAC/Ie/JOBaHMs TOJIBKO IPY MCK/ITIOUEHNM Meraaobmact-
HOJ aHeMIU, BBI3BAaHHON HEJOCTaTKOM (bom/[eBoﬁ KIC-
JIOTHI M BUTAMUHA B, 1edenns anTumMeTabonmTa rupo-
KCMMO4YEBMHBI, Hapyaomeit cuates JTHK.

6) Xponuueckuii epamnynemarmos:

® AyTOCOMHO-pelieCCBHOE Hac/lefjOBaHMe MM CIeIIeH-
Hoe ¢ X-XpOMOCOMOIf;

e HapyuleHyue QaronuTo3a B OTHOIIEHUN KaTajasa-lo3u-
TUBHBIX MUKPOOPraHMU3MOB (CTapMIOKOKKa, OOBLINH-
CTBA TPAMOTPUILATENbHBIX OaKTepmit n rpubKoB) u3-3a
OTCYTCTBUS CIIOCOOHOCTY HEMTPOdUIOB MeTabonmu3u-
POBaTh KUCIOPOJ, B CYNEPOKCH, U/IV NEePEKNCh BOIOPO-
a;

® [IMarHo3 HOATBEPK/AeT TeCT BOCCTAHOB/IEHV S HUTPOCH-
Hero TeTpasonus B CUHUIT popMasaH I10f] BO3JIeiCTBIEM
aKTUBHBIX (OPM KUCIOPOZIa;
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7) Hedocmamounocmo muenonepoxcudasvl — ayToCOMHO-pe-
LleCCUBHOe 3a00JIeBaHMe, CBSI3AHHOE C OTCYTCTBMEM MIMeEIOIe-
pOKCHUiassl B HeliTpoduax, puBojsiiee K yrpare (paronnuTosa.

3.16.9. OTnnunTenbHbie NPU3HaKN Hacle4CTBEHHbIX
(BpOXAEHHbIX) HEATPONEeHun

1) Hetimponenus npu 6onesru Iouie n3-3a N3MEHEHUS apXu-
TeKTOHVMKM KOCTHOT'O MO3Ta IIpY CBSI3aHHOM C YKa3aHHBIM 3a-
6oeBaHMeM BPOXK/JeHHBIM HapyllleH/eM MeTabonn3Ma.

2) [lobpokauecmeennas cemetinas netikoneHus:

® AyTOCOMHO-JJOMMHAHTHBII TUII HAC/Ie[JOBAHNS;

e pacnpocrpaHena Ha bmmwknem m CpegnHem Boctoke,

Y JIUI, HETPOUJIHOM Pachl;
e CHIDKeHMe 4ucna Heitrpodunos fo 2,1 x 10°/1-2,6 x
x 10°/m;

® KOCTHBIJ MO3I HOPMOKJIETOYHDII;

® DIUCK yBeJIMYeHM s Yucia MHQEKLNIT OTCYyTCTBYeT;

e jledeHMs He TpeOyeTcs.

3) Cunopom Kocmmanna (arpaHylIOLUTO3 HOBOPOXKJIEH-
HBIX):

® AyTOCOMHO-peleCCBHOE HaC/leJOBAHE;
HU3KOPOCIOCTb;

MuKpouedans, 3aMefi/ieHre YMCTBEHHOTO Pa3BUTHS;

BpPOJK/IeHHasI KaTapaKTa;

MUeTOMHAsL TUIOIIA3UsI C OCTAHOBKOI PasBUTUS Ha

CTauU TIPOMUETIOL[MTA;

® TsDKeJIble PeLUAMBMUPYIONMe THOVMHbIe MH(EKIUN mpe-
UMYIIeCTBEHHO B TeYeHNe IIePBbIX 6 MeCsIeB )KI3HIL.

4) Huxnuueckas 6036pamHas HeliMpPoOneHUs:

® AyTOCOMHO-JJOMMHAHTHBII TUII HAC/Ie[JOBAHMS;

® JIMXOpajKa, pelMAUBBl MHPEKIMOHHBIX 3a00IeBaHMI

C IePUOAMYHOCTDIO OT 15 0 35 [Heil (B K/1accu4eckoM

BapMaHTe Yepe3 Kaxk/ible 3 Hefesnn);

MMETONTHAS TUTIOTTIA3MsI KOCTHOTO MO3Ta;

BO3MOXKHBIE LIMK/INYEeCKMe KomeOaHus COfepyKaHus

MOHOLIUTOB, TMM(OLNTOB, PeTUKYIOLUTOB U TPOMOO-

LUTOB;
® [IMarHO3 OCHOBAH Ha OIIpele/IleHN} KOMNYeCcTBa HellTPO-

(UIOB IBaXK/Ibl B HEJIE/IO B TeYeHe 8 HefieIb.
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5) Cunopom Ilsaxmana-[atimonda-Ocku — codeTaHue
HEMTPOIIEHUN C HEIOCTaTOYHOCTDIO ITOMIKENTYTOYHOI JKEIe3bl:

ayTOCOMHO-PeLleCCUBHBIN THUII HAC/IeJOBAHNU;
HU3KOPOCTIOCTB;

3aJlep>KKa YMCTBEHHOTO pasBUTHA (B 15%);
MeTadu3apHbIii 1130cTO3 (30%);

MUOKapAaabHbli Gpropos;

HEITPOIEHNSI MOXKET COYEeTaThCsl C aHeMueit, TpoMb0o-
LUTOIIEHIIEN;

HOpMaJIbHasI M/IU YMEHbIIIeHHa s KJIeTOYHOCTb, Hapylile-
HIe MIETOUIHOTO CO3PEeBAHNs, BO3MOXXHO THUIEPIIIA-
3151 9PUTPOUTHOTO POCTKA;

[IOBTOPHBIE MH(EKIIN;

cTeaTopesi, oIpefensieMast UCCIELOBaHMEM Kajla Ha CO-
IeprKaHe KUPa;

MCCTIe[JOBAHN S, JOKA3bIBAOIIVIe 9K30KPUHHYIO HefJOCTa-
TOYHOCTD IIOJI)KETY/JOYHOI XKele3bl;

UCK/TIOUeHMe MYKOBUCLMJ03a (OIpefiesieHre XI0PUI0B
1oTa);

BO3MO>KHOE Pa3BUTIE TAHI[UTOIEHNN /letiko3a (B 5%).

6) Pemuxkynaproiii Ouceetes:

HacJIeOBaHMe Pel[eCCUBHOE WMJIU, BO3MOXKHO, CIeIIIeH-
Hoe ¢ X-XpOMOCOMOIT;

coYeTaHMe BPOXK/IEHHOI'O arpaHy/lIoLuTo3a, aumdore-
HUM U OTCYTCTBMSA KJIETOYHOTO ¥ TYMOPAIbHOTO UMMY-
HUTETA;

MaJIOKJIETOYHBIN KOCTHBIV MO3T;

OTCyTCTBME MUMATUYECKNX Y3/I0B, MUHAAINH U TUMY-
ca;

nHQeKIMU Ha IEPBOM-BTOPOM MecCsLie SKU3H;

uHorza 3G peKTUBHA TPAHCIUIAHTALVIA KOCTHOTO MO3Ia.

7) Bpoxcoennouii duckepamos (cuappom IuHccepa-Koyma—
DHIMeHa):

npeofiaflaHue TUIIA HACHIE[OBAHMSA, CLEIIEHHOTO
¢ X-XpoMOCOMOIi;

ceryaTas IMIEPIMIMEHTAlVA N1, ey, IIeY;
JIJIKOIIJIAKWSA CIM3UCTBIX 000TI0UeK;

nucTpodus Horre;

HETPOIIeHN s WIN aIlIaCTN4YecKasl aHeMMsI Ha BTOPOM
HeCATIICTVHN KU3HY (B IIOJIOBJMHE CTy4aeB);
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CKBaMO3HO-KJIETOYHBIII PaK WM aJleHOKapIMHOMa B XKe-
JTyIOYHO-KUIIEYHOM TpaKTe (y 5-15% OO/IbHBIX).

8) Muenoxaxexkcus — HENTPOIEHNUS C TETPAIIONTHBIMMU
JIEVIKOIIMTAMMU:

TSDKeJIble PelMAVBHUPYIoLIVie MHPEKL U Y HeTell;
yBe/IMYEHME KOMMYIECTBA NBYANEPHBIX KIETOK I'PAaHYJIO-
LUTAPHOTO pAfa C KaXK/I0M CTaiell CO3peBaHuS;
3peble HeMTPO(IIIBI TeTPAIUIOUIHDL, HO JIMIIb HEMHO-
Te IOIAJIaloT B KPOBOTOK, YTO M 0OYCIOBIMBAET Hell-
TPOIIEHNIO;

IOoKa3aHa MHO)XeCTBEHHOCTb aHOManmit pyHKIMit Hell-
TpouIoB.

3.17. OTnnunTenbHble NPU3HaKN CUHAPOMA
MMMYHOJIOrM4eCKNX HapyLUeHU Npu gucnjaasvum
COoeANHUTEJIbHOW TKaHU

3.17.1. NMepBUYHbIN UMMYHOAEDULUT

Cunppom nepsuunoro nmmyHogeduunra (IIMIC) — rexe-
TUYECKH JEeTEPMUHMPOBAHHOE CTOVKOE HapyLIeHNe KOHEIHO
a¢dexTOpHOI QYHKINY ITOBPEX/ICHHOTO 3BeHa MIMMYHUTETA,
B TOM uucje Hecrenuduyeckoro (paronurosa, CUCTEMbI KOM-
IUIeMeHTa) Y/Wnn creny@u4eckoro (KJIeTOYHOro U/UIN IyMo-
PasbHOTO):

Hac/efloBaHUe II0 ayTOCOMHO-PELeCCUBHOMY WM

X-cI1enyieHHOMY TUIIaM;

B/IMsIHUE Ha YPOBeHb Hecrenndpuyecknx GakTopos 3a-

WUTBl (U3UONTOTMYECKOTO TedeHUsl OepeMeHHOCTU Y

3IOPOBOJI MaTepy U PO>KAEHMA 3J0POBOrO JOHOLIEHHO-

ro pebeHKa;

B-xnerounsit MMMyHOZeUIUT (HeUIUT AHTUTEN)

BKJ/IIOYAET:

— HAaCJIeICTBEHHYIO X-CIeIUIEHHYI0 araMMariooyHe-
MIUIO;

— usonupoBaHHbI fedunut JqA wm JqG;

— IpUOOpeTeHHY OOIyI0 BapuabelbHYI TIMIIOraM-
Marno0y11HeMIIO;

T-xnerounslit fepunuT 06yCcIOBIeH:

— TUIIOIIA3MEN TUMYCa;
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meuIUTOM IIypUHHYKIeo3uadocdaTasbl;

cMelaHHbIi B- u T-k1eTouHble feUUTH:

IIpY HEJOCTATOYHOCTY aeHO3MHIe3aMIHA3bI U JIP;
cungpoMme biryma;

CUHJIpOMeE aTaKCUU-TeTeaHTMIKTA3NUY;

cuHppoMe Buckorra-Onppuya;

CeMelHBII aHaMHe3 I03BO/IsAeT BhIABUTb:

Ha/IMYM€e aTOMNYECKOTO TIePMATUTA, 9K3eMbI;
KpanmBHUILY, OpOHXUA/IBHYIO ACTMY;
aQHTMOHEBPOTINYECKIIT OTEK, CEHHYIO IMXOPaJKy, Be-
CEHHU KOHBIOHKTVUBUT;

MUTPEHb, BA3OMOTOPHBII PUHIAT;

Ha/ln4ye y pPOfiICTBEHHUKOB 3/I0Ka4eCTBEHHBIX HOBO-
obpazoBanuit (MMMQOM, paka MOIOYHOIN >Kelesbl U
APYTUX, HOCTY>XMUBIINX IPUYMNHON CMEPTU B MOJIO-
IOM BO3pacrTe);

C60p aHaMHe3a DO/I’KE€H BKIIOYNTD:

BBIABJICHNE Pe3y/IbTaTOB TYOEpKYIMHOBBIX IpOO,
KOXXHBIX TECTOB Ha aJIIepreHbl;

BbLABJIeHNE (PAKTOB O BaKIL[MHALINY, BBEIEHNM CbIBO-
POTOK 1 Ap.;

MMM C (ocnoBHOe 1y HOHOBOE 3a00TI€BaAHNE) IPOSIBILS-
ercs:

[IOBTOPHBIMU M/IV XPOHMYECKUMY MHPEKIVOHHBIMU
3200/71eBAaHUAMIL

ajjieprudeckumu 3aboneBaHusAMu (arommeil, B TOM
qycie aHaQUIAKTUIECKIM IIIOKOM U fIp.);
ayTOMMMYHHOII ITIaTOJIOT el (3aBUCALLIEIL OT I'eHa, pe-
rynupytoitero T-cucreMy UMMyHNTeTa) M MMMYHO-
KOMIIJIEKCHBIMI 3a00/IEBAaHMSAMIU;
3/I0Ka4eCTBEHHBIMU OIYXOJISAMH (B IIEPBYIO OYepenb,
muMdomamn);

COoYeTaeTCs C FeHeTUYeCKM JileTePMUHMPOBAHHOI II1a-
TOJIOTHEl BHYTPEHHMX OPTaHOB M CUCTEM, [IPOSIBIIA-
SICh Yallje Bcero nHgeKIjeil, BbI3bIBaeMOil KOMOMHY-
POBAHHOI YC/IOBHO-IIATOTEHHOI MUKPOGIOPOIT;
HapyuleHueM ¢arounuTosa U CUCTEMbl KOMIIIEMEH-
Ta (cucreMa CHIBOPOTOYHBIX O€/IKOB, COCTOAIIAS U3
9 KOMIIOHEHTOB K/TaCCUYEeCKOTO Iy TH, 3 KOMIIOHEHTOB
a/IbTEPHATUBHOTO IyTY aKTUBayy u 4 Hecrienndu-
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YeCKUX MHIMOUTOPOB, YYACTBYIOLINX B YIIPaBIeHNN
CUHTE30M aHTUTEJI, XeMOTAKCICE U BBICBOOOKIEHU I
TMCTAMUHA), IPUBOISIIEM:

K TsDKENBIM PelVIMBUPYIOLINM, Yallle MMOTeH-
HBIM MH(}eKIMAM;

SI3BEHHDIM JlepMaTUTaM;

HapOJOHTO3y 1 MH(EKINN B IIOTIOCTH PTa;
rpaHy/eMaTo3HOI1 60me3Hu (popMupoBaHme rpa-
HYJ/IeM, COCTOSIINX Y3 MOHOLIUTOB, MaKpodaros,
HellTpo(n/IOB), codeTaolelicss C HapylleHNeM
(daronnTosa, OCyIeCTBISEMOrO IOTUMOPQHO-
sAflepHBIMU HeNTpoduIaMu, U MPUBOAALIEN K
THOVIHBIM MH(})eKuMﬂM KOXXMU, ITOJKO>XHOM K/IeT-
YaTKM, OCTEOMUENNTY, abclieccam;

UXTUO3Y, IPOTEKAIEMY C epUIIUTOM XeMOTaK-
ClICa, COIPOBOXK/AIOIIETOCs TI'eHepanTn30BaHHbI-
mu nHpeKuusAMY, TpuxoduTosoMm;

nebunury kommnemMenTa C, yJacTByloleMy B I1a-
TOreHe3e ayTOMMMYHHBIX 3aboneBanmit (CKB) 1 mp.;
peBmatouzinomy aptpury (PA), nuddysueim 3a-
6oneBanmemM coemuuuTenbHoit TKkanu (I3CT)
(CKB u z#p.), COIPOBOXAIIINMCS HapylIeHNeM
¢daronurosa;

THOMIHOMY MEHMHIUTY, BbI3biBaeMoMy Neisseria
meningitidis, ¥ TOHOKOKKOBOJ MHQeKuuyu (mpu
meduiuTe KOMIUIEMEHTa 5-9 ¥ IpOIepAuHa);
BPOXX/ICHHOMY  aHTMOHEBPOTUYECKOMY  OTEKY
(npu nedunnre MHrN6MTOpa KoMIemenTa C,);
CHUCTEMHOI1 KPaCHOJ BOTYaHKe, BaCKY/IUTaM, I7IO-
mepynonepputy (nedunnt kommnementa C, u C);

e HapylIeHUe KJIeTOYHOTO MMMYHUTETa COIPOBOXJAeT-
cs1 MH(EKUMAMY, BBI3bIBAEMBIMIU T'PaMOTPUILIATE/IBHON
MUKPOQIIOPOIL, BUPyCaMM, TYOepKyIe30M;

® TIIaTOJIOTMSI TyMOPAAbHOTO MMMYHMTETA COIIPOBOXKJaA-
eTcs MH(beKumeIZ, BBI3bIBAEMOJ T'PaMIIOIOKUTEIbHOM
MUKPOGIIOpoit;

e yunThIBaTh, 4TO IIMJIC 06ycnoBnMBaeT:

— IIPOJIOHTMPOBaHHOE TedeHMe MHQPEKIMOHHBIX 3a00-
JIEBAaHUII IIPU NIPOBENEHUN afleKBaTHON 3TUOIOTNYe-
CKOJ1 Tepannu;
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— uHeKLUY, BEI3bIBaeMble HEOOBIYHBIMM BUPYCAMI;

— MOBBIIIEHHYIO IIPeApacloNoXXeHHOCTh K XPOHU-
4eCKOMY BMPYCHOMY MEHUHIUTY, SHIedantnry,
mepmaromnosury, soispiBaemomy ECHO, ppyru-
MU 3HTepoBupycamu npu antutenbHom IINIC,
B YaCTHOCTH Ipy X-CLeIIEHHOI araMMarnaooynnu-
HeMUI.

3.17.2. Annepruyeckue 3aboneBaHns

ITposiBnenus aronuu Kak GOpPMbI CeMelTHOI pepacIoo-
JKEHHOCTY K BBIPAa0OTKe a//IeprudecKmx aHTuTeN (MMMYHOIIO-
6ynmuna E-JqE), npenHasHaueHHbIX [/Is1 CBA3BIBAHMS ajliepre-
HOB, PacIIPOCTPaHEHHBIX B OKPY>Kalollleil cpefe:

aATONMYECKUI IEPMATUT Y [JeTENl PAHHETO BO3PACTa;
YIIOPHBIN SKCCYLAaTUBHBIN JMaTes;

9K3eMa;

HellpofepMMuT (B 60JIee cTapIIMX BO3PACTHBIX IPYIIIAX);
PEeLMAVBUPYIONI OPOHXUT, COYETAIOLINIICA C KOXKHBIM
aTOIMYECKMM CUHJPOMOM;

6poHXMATBHAS ACTMA;

IIOJI/INHO3.

Aronnyecknit gepmarut (B 40% cnydaes) u 6poHXManbHas
acTMa COYeTAaI0TCA C CeNIeKTMBHOI HelOCTaTOYHOCTDIO JqA.
AHadumakTIYecKuIi IOK 00yCIOBIeH:

OTATOLICHHOII HAC/Ie[CTBEHHOCTbIO (POINCTBEHHUKU B
psAzie HNOKOJNIEHMII CTpajaayl pasIMYHbIMU BUJAMM ajl-
neprum);

CTEIIeHbI0 CEHCUOMIN3ALINY, CBA3aHHOM C KOMMYeCTBOM
KoMIUIekcoB aHTureH-anTureno (JqE) u penentopos Ha
TYYHBIX KJIeTKax nin 6asoduax;

KOJIMYEeCTBOM BBIIEIMBILEIOCA U3 K/IETOK TI'MCTaMUHA
(ero 0COOEHHO MHOTO B TYYHBIX KJIeTKaX PbIXJION COeIM-
HUTE/IbHOI TKaHM).

CrenyeT IOMHUTD, YTO JIeKapCTBEHHbIE ajl/ieprudecKue pe-
akuuu yaie (B 80%) Habmoa0TCA y )KeHIuH ot 20 1o 60 et n
penko y mereit mo 10 met, a Takxe ni crapuie 70 fer.

OTcyTcTBUe anneprudeckux 3aboneBaHuit npu Hanbonee
tsoxenpix [IMJIC cBasaHo ¢ yrparoii mpopgyuupoBanus JqE
U pasBUTYEM TUIIEPYYBCTBUTEIbHOCTU 3aMe/IJIEHHOTO TUIIA.
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3.17.3. PazButue ayTOMMMYHHbIX
n uMmmyHonponudepaTuBHbIX 3a60neBaHumn

PasBurtue ayTOMMMYHHBIX 3a0ojeBaHMil (C BBIABICHUEM
PasINYHOTO BMJA AHTUTEN), MUMMYHOKOMIIJIEKCHOJ ITaTONIOT YN
(c yqacTueM MMMYHHBIX KOMIUIEKCOB, T.e. CO€JMHEHMIT aHTU-
TeJI C AaHTUTEHOM) ¥ MMMYHOIIponndepaTUBHBIX 3a00/1eBaHml
(maronormyeckas MMMYHONIPOIU(EPATUBHOCTD XapaKTepn3y-
€TCsI CTaOMIBHOCTBIO 1 BOCIIPOM3BOLMMOCTBIO TA00PATOPHBIX
aHanu3oB). YacToe covyeTaHye ayTOMMMYHHBIX ¥ UMMYHOKOM-
IJIEKCHBIX 3a00/1€BaHMIL:

® C aIepruyecKUMN (3aBUCUMOCTD OT MATOIOTUYU OHOTO
L TOTO YK€ TeHa);

TUIIOIIA3YeN XpsALIel, BONIOC;

BPOXX/IEHHBIMY IIOPOKAMI CePyiLia U KPYITHBIX COCYLOB;
9KTOJiePMa/IbHBIMU JUCIUIA3VSIM;

903UHOpUIMET;

aHeMUell, HeMTPOIeHNeN U AP.;

lenosaBucuMble 3a00neBaHuA (HaaM4ye TOTO VIIM MHOTO
aJIJIeNsi TeHa, CO3MIAIOIero ONpe/ie/IeHHYI0 CTelleHb pucKa 3a60-
7IeBaHMSI) TIOPA3IeTII0TCS:

® Ha MMMYHHbIe paccTpoiicTBa (Mmnactenus rpasuc, CKB,
HedUUNTEI MMMYHHBIX ITIOOY/INHOB);

e (0/Ie3HN C aYTOMMMYHHBIM KOMIIOHEHTOM (MHCY/IMHO-
3aBUCHMBIIl CaXapHbIN uabeT, TUPEeOTOKCUKO3, PeBMa-
TOVUJHBII aPTPUT);

e 0O0/e3HN HEYCTAHOBJIEHHON 3TMONOrUM (pacCesHHBII
CKJIepO3, IIcopuas);

e (onesHu 6e3 MMMYHHOrO KOMIOHeHTa (Mjuomarnde-
CKJMe IeMOXPOMAaro3bl, KOHI'€HUTa/lbHasl TMIepIIIasns
Ha/I[I0Y€YHIKOB, IeNNaKus, JqQA-fepULUT U Ap.).

Haub6omee yacTo ayTonMMyHHBIe 3a60/1eBaHM S ACCOLUUPO-
Baubl ¢ Takumu [TM]IC, kak:

® XPOHMYECKMII CIM3NUCTO-KOXHBIN KaHIU[03 (Tpmana
Yaiitekepa);

e o6ujas BapuabeabHasi UMMYHHasl HEOCTATOYHOCTD;

® CeJIeKTMBHAA HeJOCTaTOYHOCTD JqA 1 fIp.

CreyeT y4YuTBIBATh 3HAUMMOCTD K/I€TOYHBIX MMMYHHBIX
peaKkuuii B maToreHese:

® TIpaHy/IeMaTO3HbIX BaCKY/IUTOB;
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® PEBMAaTOMJHOTO apTPUTA;

e TupeouauTa XamnuMoTo;

® peakIVy TUIIA TPAHCIIAHTAT IPOTYUB XO35MHA.

IToBpexxeHus TKaHell NpKM PasBUTUM AHTUTEIO3ABU-
CUMOIl KJIETOYHO LIUTOTOKCHMYHOCTU (0COO0M BapuaHTe
IV ¥MMYHHOrO THUIIA TIOBPEXIEeHN A TKaHell eCTeCTBEHHBIMMI
KIWIIepaMy, UMEIIMMY pellelITOpPbl Ha pparMeHTe CHely-
¢unueckoro JqE, pearupyloiero Ha iepBoM 3TaIe ¢ KJIeTKOJ-
MUILIEHBIO).

Heiitpanusanum aHTUTeTaMy OMONOTMYECKM AKTUBHBIX
BEI[eCTB, YTO BeJleT K BBIIAJeHUI0 UX QYHKIMU B OpraHU3Me
Y IPUBOJUT K PasBUTHIO:

e B -medunurHoit amemun (amemum ApnmmcoHa-bupme-

pa);

e caxapHoro gmabera 1-ro Tuma (aHTKUTENA K pelernTopam
MHCY/IVHA);

e xoarynomaruit (antutena x VIII ¢akropy cBeprbiBa-
HUA);

e remopparumdeckoro cuHppoma npu CKB (mossnenue
aHTUTEN K Pa3lIMYHBIM KOMIIOHEHTaM CBEPTBIBAOIIEN
CUCTEMBI KPOBI);

e MuacTeHNM (QHTUTENIA K PEL[eNTOPaM AL[eTUIXONIHA).

Tenernueckne dpaxTopsl B maToreHese CKB BKII09aroT:

e yBenMyeHNMe YACTOTHI 3a00/IeBaHMSA B CeMbSIX 0OJb-
HBIX;

® [IOBBbINIEHME YACTOTBI APYIUX 3a00/IeBaHUIl COeVHU-
Te/IbHOV TKaHU;

e runepraMMario0yIMHeMIIO, BBIABIICHNE aHTUHYKIeap-
HBIX @aHTUTeJL, TUM(POTOKCUIECKUX AHTUTET Y POJICTBEH-
HIKOB;

e qoBbllleHHbIT puck passutusa CKB y mnu, mmeromux
JIO>KHOIIOTIOXXUTENIbHYI0 peaknuio Baccepmana;

e uacroe passurtue CKB npu HacnencrBeHHOM feduiure
KOMII/IEMEHTa, ero komnonentos (C, C,, C));

o xmHn4eckuit nonumopdusm CKB 06ycnoBieH MMeHHO
TeHeTMYeCKOI TeTepOTeHHOCTDIO.

CucreMHas CKIepofepMust OTINIAETCS:

® YaCTBHIM BBIABJIEHNEM IMMYHHBIX I XPOMOCOMHBIX aHO-
MaJIiil y pOICTBEHHMKOB IIEPBOI IMHUA POJCTBA;

® PEIKOCTBIO CEMEITHBIX C/Ty4yaeB OOIe3HN.
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Hepmatomuosut ([JM) oTauvaercs:
® PEIKOCTHIO CEMEITHBIX MIPOSIBIEHNT (B TOM YuCIe ¥ 6/1m3-
HELIOB);
® BO3MO)XHOCTDBIO FeHEeTUYECKOIl FeTepOreHHOCTY BapuaH-
ToB J[IM;
® YaCcTBIM COYETaHVEM CO 3/I0Ka4eCTBEHHBIMM OIIyXOJHA-
Mu (mapaHeoriactudeckue (GOpMBI y JIUIL B BO3pacTe
45-64 ner);
e coyeTaHMeM C APYIMMH 3a00/IEBAHNUAMU COENMHNTEb-
HOJI TKaHU;
® pasBUTHEM A/UIEPTUIECKUX ¥ ayTOMMMYHHBIX CUH/[PO-
MOB (ayTOaHTHUTeNa BhIABIAITCA y 80-90% O6ONbHBIX);
PasBuTue BacKy/lIMUTOB, B YaCTHOCTM Y3€/IKOBOTO Iepuap-
TepUUTA, 4aCTO OOYCIIOBIEHO BPOXK[EHHBIM /Ie(UIIUTOM CU-
CTeMBbl KOMIIJIEMEHTA, IIPUBOJALIEr0 K MMMYHHON peakLuu
Ha BBeJleHMe JIe4eOHBIX CBIBOPOTOK, CY/Ib(paHMIaMI/OB, IIpe-
[1apaToB, COJePrKALINX MO/, XMMUOTEPATIeBTIYECKOII TepaIlni,
IpUMeHeHNe BaKIIH, aHTUOMOTUKOB M IIPU HATUINN OBEpPX-
HOCTHOTrO aHTHUTreHa rermaruta B (HBSAg).

3.17.4. HacneacTBeHHbIe ONyX0nu (HacneacTBEeHHbIE
dopmbl paka)

1. IloBblLIeHMEe pUCKA Pa3BUTUA OIIYXOJIN TOI JKe IOKaIu3a-
UMy B 2-3 pasa Bblllle Y pOACTBEHHUKOB | TMHMM poficTBa.
2. Puck 3ab0eBaHM A CBSA3aH C HMDKEM3/IOKEHHBIMU (PaKTO-
pamm:
® KOHKPETHOJI HO30J10TM4ecKoit (popmoii (dale Bcero re-
MOO/IaCTO3bI, PaK MOJIOYHOIL JKe/le3bl, COYeTAHHBIN paK
AVNYHMKOB ¥ MOJIOYHOI >Ke/le3bl, paK KUIIEYHMKA, paK
SH/[OMETPUS);
® TUIIOM HaclefoBaHMA (Ay TOCOMHO-TOMMHAHTHBIIT, ayTO-
COMHO-PeIleCCUBHBIN My X-CI[eT/IEHHBIIT) KaK I10 MaTe-
PMHCKOI, TaK U IO OTLIOBCKOV IMHUAM (y‘{I/ITbIBaH, qTO
MY>KYVMHBI ABJIAOTCA JTIUIIb OOTUTATHBIMY HOCUTEIAMHI
paKa MOJIOYHOII XKejle3bl, AMYHUKOB, paKa 9HIOMEeTPUs).
3. ITaTorenes 06ycnoBeH:
HEeCOBEPILIEHCTBOM MMMYHHOTO Hafi3opa ¢ 06pa3oBaHU-
eM KJIOHA JIEIKO3HBIX KJIETOK;
c/1ab0CThI0 MMMYHHOTO OTBETa Ha OHKOT€HHBIE BUPYCHI
(B wacTHOCTH, Bupyc dmiurerina-bappa);
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XPOHMYECKON YPe3MEPHOI CTUMYIALMEN WM IIPOIN-
(epanmert KJIETOK, pearupyonx Ha aHTUTEH;
XPOMOCOMHOII HeCTaOM/IbHOCTBIO, IIPUBOJALIEN 1 K OITY-
xomu, u IINJIC (onncano e meHee 150 ITMJIC c ycraHOB-
JIEHHBIMU MOJIEKY/IAPHO-TEeHeTUYeCKUMIU JlepeKTaMm);
TTOBBIIIEHHO 9aCTOTOM MYTaljMii T€HOB IMMYHHOM CH-
CTEeMBbI, JIOKa/IM30BaHHBIX B X-XPOMOCOME, IIpefoIpesie-
JAIWUX Pa3BUTHE OHKOIOTMYECKOI aTONMOI UM,
OTnuuurenpHple NPU3HAKM HACTeACTBEHHBIX (opM

paka:

5
6
KOB:

IposiB/IeHNe Y uL, Mooxe 40 jet, y 50% 60/1bHBIX (pak
MOJIOYHOJI JKeJle3bl, IMYHUKOB, KVIIEYHNKa), HO, BO3-
MO>KHO, Bapb/pOBaHNE BO3PacTa BHYTPU OJFHONM CeMbU
U B Pa3IMYHbBIX CEMbAX;
BO3MOXXHOCTb HOBOJ MYyTaLlMM KJIETOK 3apOjbIIIeBOI
NVHUY Y OTHOTO M3 POJMTENEN, a IpU OTCYTCTBUM Ce-
MEITHOTO aHaMHe3a YYUTBIBATb BO3MOXXHOCTD HEITOTHOM
NEHETPAaHTHOCTY MYTaHTHOT'O I'€Ha;
Ha/jM4Ke ONpPEeENeHHBIX TUIIOB HAC/IEJOBAHMA [ HO-
BOOOPa30BaHMIT OHOII JIOKa/IM3aLINN.
. Pak kuneynuka u supomeTpus npu cunjgpome Jlnnya II.
. CuHJIpOM coueTaHMsA paKa MOJIOYHOIL >Ke/Ie3bl ¥ ANYHU-
Ha/M4ue IpOgpOMabHBIX CTUTM (MapKepoB), B 4aCTHO-

CTH aJieHOMBI (KapLITHOMBI) Ca/IbHBIX JKeJ/le3, MHO>KeCTBEHHBIX
KepaTOKCAaHTOM, PasBUTHeE paKa TOJICTOI KUIIKe B 0OIaCcTH ce-
JIe3€HOYHOTO0 yI71a 'y 70% GO/IbHBIX U fIp.

7. HacnepcTBeHHOE pasBUTHE HENPOSHIOKPUHHBIX OIYXO-

e,
[ ]

[oe}

B TOM YMCTIE:
MO3H I tuna (HoBoo6pa3oBaHNUsA apalMTOBUIHDIX JKe-
Je3, TUIIO(N3a, OCTPOBKOBBIX K/ICTOK IO[KETyHTOYHOI
JKeJlesbl);

M3H II tuna (couetaHne paka IMTOBUILHOIN Kele3bl C
(dheoxpoMoLUTOMOTL);

MO3H III tuna (MHOXeCTBEHHbIe HEBPOMBI CIM3UCTBIX
000J104€K, COYeTaIOIMecs ¢ MELY/ULAPHOI afleHOKapLu-
HOMOII ¥ $e0XpOMOLMITOMOIL).

. Y4uThIBaTh, 4TO:

HacJlefloBaHMe BceX TuoB MOH ayTocoMHO-JOMMHAHT-
HOE;
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HEBPOMBI C/IM3VUCTBIX KJIETOK 00YC/IOB/ICHDI UCIIIa3el
IIBAaHHOBCKMX KJIETOK HEPBHOTO I'PeOHsA, COUETAIOTCA C
Map(]aHONOZOOHBIM COMAaTOTUIIOM, TaHIJIMOMAaTO30M
KMIICYHVKA;

U30/MMpPOBaHHAsA (PEOXPOMOLNTOMA BO3MOXHA IIPY Heli-
podubpomarose Pexnuurxaysena u 6onesun I'nnmens—
JInnpay.

9. Hacroe passutne (B 65-70%) reM0o671aCTO30B, BK/IIOYAIO-

LIX:

nuMQOMBI;

MM(OCapKOMBI;

OCTPBIIT M XPOHUYECKNIT TUMQOTIENTKO3;
MuernonponudepaTBHble 3a00IeBAHNA.

10. Pexxe pasBMBAIOTCA SHUTENMAbHbIE ONyXomu (Ipu
cuHjpoMax Buckorra-Onppuya, aTakCum-TeNneaHTMIKTA3NM,
araMMarnoOy/IMHeMIH, CLEIUIEHHOM C II0IoM, oflielt Bapua-
0e/IbHOI UMMYHHOII HEJIOCTAaTOYHOCTH).

11. Cnegcteusa ITUIC:

HOPUBOJAT K YBENMYEHUIO YPOBHA CMEPTHOCTHU OT OITy-
xonen, B 10-200 pas mpepblIIaOmiel 0XUAAEMbIN YPO-
BEHD I 001IIelT IOy IALNY;

HenonHasA Koppekuus [IMC ¢ noMombio TpaHCIIaH-
TalM¥ KOCTHOTO MO3Ta IMPUBOJUT Yepe3 HECKOIBKO JIET
K pasBUTHIO TUMPOM;

Y KEHILIVH pa3BUTHME OIYXOJeil >KelTyl04HO-KUIIEeIHO-
ro TpakTa Bospacraer B 50 pas, mumbom — B 300 pas
(mpm ob1elt BapuabeTbHOCTI UIMMYHHOI HEJOCTATOY-
HOCTH).

12. Pak TONCTOM ¥ IPAMON KMIIOK COIIPOBOXK/IA€TCA Ha/NU-
4YMEM B CEMEITHOM aHaMHe3e:

CEMETTHOTO aleHOMATO3HOTO ITOINIT034;

IOBEHMJIbHOTO ITOJINIIO3Aa;

CIIOPaiMueCcKOTr0 KOJIOPEKTAIbHOTO paKa (afleHoMaTo3a);
HAC/IE[ICTBEHHOTO HEIOIUIIO3HOTO  KOMTOPEKTaTbHOTO
paka;

cunappomos lappHepa, Topko.

13. Pak momKemyJO4HOI XKe/le3bl COIIPOBOK/1aeTCA HAIUYUN-
eM B CeMelfHOM aHaMHe3e:

Hac/IefiICTBeHHOro nankpearuta (cuappom MOH I);
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14.

15.

16.

HaC/Ie[[CTBEHHOTO  MHCY/IMHO3aBUCUMOTO jAuabera
1-ro Tnma;

cuHgpoMoB I'mnnensa-J/InHpay, aTaKCUM-TeleaHTMIKTA-
3umn, JInnaqa II.

DakTOpBI, MpeApacnonaramlye K paKky xXeaygka:
ayTOCOMHO-JJOMIHAHTHBIN TUII HAC/TeOBAHNS;

O (I) rpynmna kpoBu;

CUHZIPOM aTaKCUM-Te/IeaHTUIKTA3NIL;

MIePHNIIVIO3HASI aHEMUA B paHHEM BO3pacTe.

JInmdoMa BO3HMKAET:

npu X-crerneHHoM nuMdonponupepaTuBHOM CUHPO-
Me Ilyptunbo (60meroT Manb4MKy paHHETo BO3PacTa);
arammarnooynmmuemMnun bpyrona;

cungpome Buckorra-Onppuya;

CUICTEMHOJ KPACHOJ BOTYaHKeE.

BryTpurnasHas 3noxkadecTBeHHasA MeTaHOMA:

VIMeeT ayTOCOMHO-JOMUHAHTHBIV TUI HAaC/IeOBAHILS;
BXOJMT B HeKoTOpble BapuaHTel FAMMM-cuHzgpoma.

17. [IBycTOpOHHME HaC/IeICTBEHHbIE PETUHOOIACTOMBI aCCO-
LM POBAHBL:

18.

C OITYXOJIbIO MO3Ta;

KapLVHOMOII JIETKNX;

PaKOM MOJIOYHBIX JKeJIe3;

MeJTaHOMaMIL;

OCTEOTE€HHBIMM CAPKOMaMI.
Onyxo/p-accolUMpOBaHHbIE T€HOJepPMaTO3bl (CIernu-

¢dudeckas KOXXKHasi CTUIMA, ACCOLMMPOBAHHAs CO 3J/I0Kadye-
CTBEHHBIMM OIIYXOJLAMY, IlepeflaBaeMasl 110 BCEM TPeM TUIIAM
Hac/Ie[joBaHMs). YCTaHOB/IEHO 50 pas3nMyuHbIX HACTe/[CTBEHHBIX
OIyXOJ/Ib-aCCOUMMPOBAHHBIX T€HOAEPMATO30B, B TOM YMCIIE:

FAMMM-cUHAPOM — MHOTOYMC/IEHHDBIE AaTUINYIHbIE
PONUHKY, AB/A0NIeCST GaKTOpaMy PUCKa /LA 37I0Kade-
CTBEHHON METAHOMBI KOXXI, BHYTPUITIA3HON METaHOMbI
U PaKa IOJIKETYJOIHOI JKeTe3bl;

CHHIPOM MHOXXecTBa raMapTpoM (cuHgpoMm Koynena),
BKJTIOYAFOIIIIIIL:

— KyIolI000pa3Hble VIN YIUIOeHHbIe Al yIIbl;

— 6oponaBK;

— TOYEYHYI0 KepaTOLepMY JIaJJOHE;

— MHOXXECTBEHHbIE aHTMIOMDbI;
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— JINIOMBY
— manysibl Ha HEOe 1 JlecHaX;

— 60po3ayaThlil (CKPOTA/IbHBIN) A3BIK (MMEIOLINI IPy-
6ble 60PO3MBI, CKIA[IKU HA SI3bIKE);

— ¢akTop pucka i OunaTepanbHOI POPMBI paka Mo-
JIOYHBIX XKere3 I paKa UMTOBUIHO >KeTle3bl;

e cunppouM Ileritna-Erepca, BKrodaromuit:

— MHOXeCTBEHHBIe NMUTMEHTUPOBAHHBIE MaKY/IApHBIE
obpazoBaHusA Ha ry6ax, CIMSUCTOIN IONOCTU PTa,
KOHBIOHKTUB, IePUOPOUTAIBHON 00TacTH U Maib-
nax;

— MHOXeCTBEHHBle TaMapTOMHbIE ITONMIBI KUIIEYHN-
Ka, IMeEIOII[ye TPU3HAKN aeHOM;

— GaxTop puUCKa afeHOKAPIMHOM IBEHAJIIaTUIIEPCT-
HOJ KMIIKY, TOMCTOTO KMIIEYHUKA, OIYXOMU U3 €T0
TPaHyIEMaTO3HBIX K/IETOK;

® IUTMeHTapHas KcepofiepMa (BbIpa>keHHa st KO>KHAs yB-
CTBUTENBHOCTD K COTHETHOMY CBETY):

— ($oT060513HD, C/Ie30TeYeHNEe, KEPATUT;

— TOsIB/IEHMEe Ha OTKPBITBHIX YYACTKAX KOXXV MOPIINH,
IereHepanyy SIUTENNS yKe B IIepPBbIe TOIbI XKU3HII;

— TeJleaHTMIKTA3nN;

— KeparoMBbl;

— IANWIIOMBI;

— puCK PaKTOp PasBUTISA MEIAHOM U paKa KOXU;

e HeilpodubpomaTos (mepudepudeckas HeiipobaacToma,
6omne3Hb PekInMHIXay3eHa):

— Hac/Iefj0BaHMe 10 Ay TOCOMHO-IOM/HAHTHOMY TUIY;

— MHOXeCTBeHHbIe MaKyJIbl IiBeTa Kode C MOIOKOM;

— IIOJKOXXHbIE U IIeKCU(POPMHBIe HelIpod1OpoMbl;

— Y3e/IKM Ha pajy>KHOil 000/I04Ke;

— IJIOMBI 3pUTENBHOTO HEPBa;

e IICHTPaJIbHBII HellpopuoépoMaTo3 (IBYCTOPOHHUII Hell-
podubpomMaTos cyxoBoro Hepsa, BeCTUOYISAPHOTO all-
napara):

— ayTOCOMHO-[JOMMHAHTHOE HaC/leOBaHIE;

— ABYCTOPOHHIE HEBPOMBI C/TyXOBOTO HEPBa;

— 3ajHMe CyOKaICy/IsApHble KaTapaKThl;

— KOXXHble, IIOfKO)XHbIE, IIIeKCU(POPMHbBIE Hepo-
¢bubpoMbr;
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LIBAaHHOMBI /1 3TIEHVIMOMBI CIIMHHOI'O MO3Ta;
OIyXOJIb TPOMIHMYHOIO HEPBA;
MEHUHTVIOMBI;

cunppom JIyn-bap (aTakcus-reneaHrMaKTas3ns, HacIe-
CTBEHHO-HEBPOJIOTMYECKOe 3a00/IeBaHe):

ayTOCOMHO-pellecCBHOE 3a00/IeBaHye C TOBbIIIEHN-
€M Y TOMO3UTOTHBIX HOCUTEJIel pCKa 37I0KaYeCTBeH-
HBIX OIIYXOJIEil, a Y TeTePOSUTOTHBIX HOCUTEIEN —
paKa MOJIOYHOI >KeJIe3bl;

NIPOAB/IAETCA B 2—-3-JIeTHEM BO3pacTe U CTaplile;
aTaKCcus;

Te/leaHIMIKTa3bl;

BUTUINIO;

[UIePIUTMEHTUPOBAHHOE IISITHO B Buje 6abouku
ocsie IpeObIBaHNs Ha COMHIIE;

CHIDKeHMe ypoBHelt JqA, JqE n pyHKIMOHaNbHOI ak-
TUBHOCTY T-mnMponuTos;

cunppoM Buckorra-Onppuya (AuarHocTnyeckas Tpua-

ma:

9K3eMa, TPOMOOLIMTONEHN I, YaCThle MHQEKIIN):
00/1e10T Ma/IbYMKI, MEIOI e B IIePBbIe I'OJ|bl )KUSHU
KMILIeYHble KPOBOTEYEHN S BCIEACTBIIE TPOMOOIITO-
HEeHUY ¥ MUKPOTPOMOOLINTO3a;

9K3€eMa;

JqA-Hedponarus;

[pUCOeHeHNe OaKTepUaabHbIX ¥ BUPYCHBIX VH-
dbexumit;

pasBuTHe TUMPOM U CUCTEMHBIX BaCKY/IUTOB;

6onesnp ['mnnens-JInnpay:

HacnegoBaHME 110 ayTOCOMHO-JOMMHAHTHOMY TUILY;

IIpeapacIo/IO’KEHHOCTD K (I)COXPOMOLU/ITOMQ, 3J/I0Ka-
YE€CTBEHHDBIM OIIYXOJIAM IIOYEK, reMaHImo0IacToMe
CETYATKN, MO3K€4Ka, CIIMHHOTO MO3Ta;

cungpoM JInnua It

aYTOCOMHO—,E[OMI/IHaHTHbIﬁI TUII HACJIeOJOBAHM A,
MHO>X€CTBEHHbIE KepaTOAKaHTOMBI;

ajleHoMa (KapIjHOMa) CaIbHBIX JKeJles;

PaK IPOKCHMAIbHOTO OTAE/NA TONCTOTO KMIIEYHMKA
B 45 neT;

paK 06/1acT cesie3eHOYHOTO YITIa 1 CIETION KIUIIKIA;
CHHXPOHHBIE JI METaXpOHHBIE (POPMBI paKa;



naga 3. uddepeHumanbHbiin auarHo3 C1apoMoB 173

e cyHpapoM JIunya II:

Ha/lu4ye B ceMellHOM aHaMHe3e 6Oone3Hm Kpona
U Heclen(pu4ecKoro si3BeHHOTO KOMNTA;

CEeMEITHBIN aIeCHOMAaTO3HBIN IMOINII03 B PEKTOCUTMO-
UIHOM OTJie/le KMUIIEYHMKA, BbIAB/IAEMbIl B PAaHHEM
BO3PacTe;

BBICOKUII PUCK paKa S3HIOMETPU;

e araMMarnoOyaMHeMMs, CLelIeHHas C X-XPOMOCOMOJT
(BpoXx/ieHHasI araMMarIo0y/IMHeMI):

HacJIelOBaHIe, CllelIeHHOe ¢ X-XxpoMocomoit (6ore-
0T MaJIbYMKIA);

Huskoe copepxanne JqG (menee 100 mr%), orcyr-
CTBMeE APYTUX UMMYHOITIOOY/IMHOB;

HeJOCTAaTOYHasl MIPOAYKLMS aHTUTENI IIPU COXPaHEH-
HOM KJIETOYHOM MMMYHUTETE;

THOJIHbIE TIPOLIECCHl B JIETKUX, IPUAATOYHBIX Ia3y-
XaX HOCa, BbI3BaHHbIE THEBMOKOKKOM, reMOQUIbHOI
MAJI0YKOIL, CTPEITOKOKKOM;

npucoefuHeHne TMMPOM;

e o6ujas BapuabenbHast UMMYHHas HeJJOCTaATOYHOCTD (00-
wMil BaprabenbHbIT UMMYHOeUIUT C Ipeobiafai-
MMM OTK/IOHEHMSAMU B KOMM4YeCTBe U (PyHKI[MOHAIb-
HOJl aKTMBHOCTH [-K/I€TOK):

CyMMapHas CbIBOPOTOYHaA KoHUeHTpauus JqG, JqA,
JgM < 300 mr%;

TUINYHBI APTPUTHL, AT PAHY/IOLUTO3;

BBICOKAS YaCTOTA XPOHMYECKIUX U PeLV/IMBUPYIOLINX
THOJIHO-BOCIIA/INTE/IbHBIX OaKTepUaTbHBIX MHQEK-
11JT 6pOHXOJIETOYHOI CHCTEeMBI (OPOHXWTHI, THEBMO-
HUN), TOP-OPraHOB (OTUTBI, CUHYCUTBI), KUIIEYHNKA
(9HTEpUTBI, KOMUTHI), I71a3 (KOHBIOHKTUBUTHI), KOXa
(mmopepmus), numdoysnos (mumdaseHnTbI);
YCTOMYUBOCTh K BUPYCHBIM MH(MEKLVAM COXpaHEeHa,
HO BO3MOXXHBI TSDKeJIble SHTEPOBUPYCHbIE TIO/IPASU-
KY/IOHEBPUTBI U TOCTBAKI[MHA/IBHBII TIO/IMOMME/INT;
pasBUTHE 3/I0Ka4eCTBEHHBIX OIyXO0JIeil;

e cuHapoM Yennaka-Xuracu (HeilTpoIeHMs, TPOMOOLIM-
TOIEHN:, TUIOraMMarlIo0y/IMHEeMIS) COMPOBOX/ACTCS
HepBUYHBIM HapylleHueM (aronurosa, MHPeKLUIMU
1 BO3MOXXHBIM Pa3BUTHEM HOBOOOPa3OBaHMIL;
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CHHAPOM HecTabunbHOCTY XpoMocoM HulimereHa:

— HM3KOPOC/IOCTD;

— MMKpouedanys, yMCTBEHHas OTCTANIOCTD;

— «IITUYbU» YePTHI TNULA;

— IIOBBIIIEHHAs] YYBCTBUTEIBHOCTD K MHCOMALINM, 00-
Ty YeHUIO;

— pasButue mumMdom;

cuHgpoM CuMoHOBa (OT/IIMYEH OT BBINICONVCAHHOTO

cuHApoMa HmiiMereHa COXpaHHOCTBIO YMCTBEHHOTO

pasBUTIHS);

cungpoM bryma:

— HM3Kas Macca Teja IIPY POXKACHNN;

— OTCTaBaHMe B POCTE;

— IIOBBIIIEHHAs] YYBCTBUTENBHOCTD K YIbTPadUOIETO-
BOMY O0JIy4eHUIO;

— TUIIOIIA3V MOJIAPOB;

— «IITUYbU» YePTHI TNLA;

— TeJICaHTUAKTA3M s Ha JIVIIE;

— IIpUCOe[UHEHE TeIKO30B U TMM(OM;

TUIIOIUIA3NSA XPsALIelt ¥ BOJIOC:

— MetadusapHas gycIIasusa (KOpoTKMe KOHEYHOCTH);

— TOHKJE BOJIOCI;

— ¢maboCTh CBA30K;

— JUCIUIa3us HeIPOHOB KMIIedyHMKa (6onme3Hb Impir-
[IpYHTa);

— MMKpOLMTAapHas aHeMM s, Heil TPOIICHIS;

— HapylIeHe CIlepMaToreHe3a;

— IIpucoefyHeHVe TUM(OM, 3I0KaYeCTBEHHBIX OIYX0-
nen;

Tpuaja Yaiitekepa (CIM3MCTO-KOKHBII KaHAMI03, TUIIO-

TUpPeO3 M NepBUYHAs XPOHMYECKas Ha/IIOYeYHIKOBas

HEJOCTaTOYHOCTD) COYeTACTCS C M30/IMPOBAHHDIM Hapy-

meHneM T-KJIeTOYHOTO UMMYHUTETa;

cunppom Jdu Ixopmxu ([Ju T'eopra) (o6ycnosnen Hapy-

IIEHVEM ITIOTOYHBIX KapMaHOB Ha 8-11 Hefle/le TeCTaln

Of] BIIVSIHMEM psifia PaKTOPOB, B TOM YNC/Ie aJIKOTOJIV3-

Ma Martepu):

— IOPOKM pasBUTM: MUKPOTHATHU:A, He3apalljeHue
TBEPJOrO ¥ MATKOr0 HEOA;
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— HM3KOe PACIONOXKeHNe YUIHBIX PaKOBMH (pacrono-
JKeHIe HaPY>KHOTO CTTYXOBOTO IIPOXOfa HIDKE TNHNIL,
IPOBEEHHOIl OT CBOOOXHOTO Kpasi Kpblla HOCA K
OCHOBAHMIO COCIIEBUJHOTO OTPOCTKA), MX aCHUMMe-
TPUYIHOE IIOMOXKEHNE, YPEe3MEPHO OTTONbIPEHHBIE
yum u feopManyst yIIHEIX pAaKOBUH;

— TUOePTeNopM3M, IIMPOKas MEPeHOCUIId; BPOXK/eH-
Hasl KaTapaKTa;

— pmedopmanys yepera;

— BPOXKI€EHHbIE TIOPOKM CEPALIA, AHOMANUsI LYTU aop-
TBI;

— runorviasusA (amnasus) TMMYyca ¥ MapaljuTOBNU/HON
JKee3bl, COIIPOBOXK/AIOTCS TIOSIB/IEHNEM TeTAHNN Ue-
pes cyTKu (JBO€) IOoCiIe pOX/ieHN s pebeHKa 1 TsxKe-
NBIMM PeUNAUBUPYIOMNMI NHPEKIMAMY, 00YCIOB-
JIeHHBIMI BeUIUTOM T-K/TeTOK.

3.17.5. NepBUYHbIE UMMYHOAE(PULMUTHBIE CUHAPOMbI
C ayTOMMMYHHbIMU HapyLUeHUsIMn

1

e ~ 0 0 0 W

. BeHO3HO-0KK/II03UBHAas1 00/IE3HD ITEYEH:
reraToCIIEHOMET s
TPOMOOLUTOTIEHNST;
IIpUCOeAVIHEHNe IHEBMOHNIA, BbI3BAaHHBIX Pneumocystis
jiroveci.

. X-CIIeTIEHHBIN CUHAPOM UMMYHHO JUCPEr YA NN
9K3eMa;
ayTOMMMYHHas fuapes;
paHHee pa3BUTHe caxapHOro guabdera 1-ro Tuima;
ayTOMMMYHHBIN TUPEOUTNT;
ayTOMMMYHHasl TeMOJUTHYEeCKass aHeMMus, TPOMOOLM-
TOIIEHU L.

. IInoreHHBbIN CTEPUIIbHBIIL APTPUT:
aKHe;
apTpUT (TeCTPYKTUBHBII);
MUO3UT.

. Cunppom bnay:
KaMITofakTuans (kaMmumaogakTuans) (crubarenbHas
KOHTPaKTypa IIPOKCHMATbHBIX MeX(anaHrOBbIX CycTa-
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BOB ITa/Ibl[eB C Hauboee YacThIM IIOPaKeHNeM MU3VH-
1|eB ¥ YeTBEPTHIX HaJIbIIeB);
YBEUT;
I'PaHy/IeMaTO3HbII CUHOBUT;
HETPOIIeHN ;
6onesup Kpona (B 30% ciny4aes).
. AyToMMMYyHHa s ONNINIAHAY/IAPHAs HelOCTaTOYHOCTb.
.[MNJC couetaercs:
C MOpPOKaMI Pa3BUTUA: TMIOIIA3UEN XpsALIeN, BONOC,
9KTOflepMa/IbHbIMM [UCIIA3UAMY, NOPOKAMU CepAlla,
KPYIIHBIX COCY/IOB;
npucoeHeHneM capkoMbl Kamomn;
aJyIeprudeckumy 3aboneBaHMAMHU, TaKMMU KaK yIop-
HBIVI 9KCCY[JAaTUBHBIN [AMaTe3, aTONMYECKUI JIePMaTUT
B paHHEM BO3pacTe, 3K3e€Ma, HEMPOLEPMATUT Y JIIOfEN
6oree crapliero Bo3pacra, KOXKHbIe aTONMYeCcKue Mpo-
SIBJIEHVS] KOMOPOMIHBI C IIOBTOPHBIMM OpOHXMTaMu,
MPOTEKAIIINMI C OPOHXO0OCTPYKTUBHBIM CHHPOMOM,
pe’ke — aTONMM4YeCKOl OPOHXMATBHON ACTMOI, MOJIIN-
HO30M;
ayTOMMMYHHBIMU 3a60/1eBaHUAMH (B 8%), BK/IIOYAIOII V-
mu CKB, cknepofepMuIo, 1epMaTOMUO3UT, Ay TOUMMYH-
HBIl arpaHy/IoLNTO3, TPOMOOLMTOIIEHNIO, MUACTEHNUIO,
IeMOIUTUYECKYI0 aHEMUIO, XPOHUYECKMIT ayTOMMMYH-
HBIVI TUPEOUNT, Hecneumbmqecxnﬁ SI3BEHHBIN KOJINT,
PacCesHHBI CK/IepO3, MHCY/IMHO3aBUCUMBIIL Omader
1-ro Tuma m Takme 3abojeBaHMA, KaK PEBMATON/IHBII
apTpUT, XPOHUYECKNIT ITIOMepyIOHeppUT, HedpoTude-
CKUI CUHJIPOM.

7. AyTOMMMYHHBIII CaXapHBIil fuabeT 1-ro TUIIa MOXET CO-
4eTaTbCs C HEMITPOIIeHNel], aHeMMell, TPOMOOLMTOIIeHIEl, 90-
3uHODUINEIL.

8

. ®axrop pucka B/Y, pasBuBalomerocsi y roMo-/6ucexcy-

anos (70-80%), 12-18% napkomaHOB, gereil 6onbHbBIX (1,1%),
60mbHBIX reMopuneit (6,6%), IPOABIAIOLIETOCS TPeMs 00/Ib-
M IIpU3HaKaMuI:

norepeit Macchl Tesa Ha 10% u 6oree;

JIMXOPAJIKOIA, IPOJOKAIOLIEiics 60Iee OJHOTO MeCs11a;

nuapeeit (cBbllle 1 MecsIa), TOCTOSTHHBIM KalllleM, TaH-
FpeHO3HI)IM 3yI[HH.U/IMCH HepMaTI/ITOM, pOTOI‘HOTO‘-IHI)IM
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KaHAM030M, I'epIIecOM, IOBTOPHBIM OMHOSCBIBAIOINM
JTUIIAeM.
. I'pynnsl kposu u ITNJC:

e O (I) — nosblieHne pucka GopMUPOBaHUSA aOCIIECCOB,
nuManeHonaTnit, cuuanca, paka >Keaynka, IedeHMu,
IIOJI>KETTyJOYHO JKeJle3bl, KMIIEYHMKA, KOCTEN, TOIOBBI,
MATKMX TKaHeil, MOJIOYHBIX >KeJle3 U JIeTKIX;

e A (II) — rHoiiHple mMHpeKyMM, cUPUIUC, TyOEepKy-
nes, pudTepus, calbMOHeNIe3, AU3eHTepUs, paK Iy0bl,
CJIIOHHBIX JKeJle3, JKeyKa, YKeTYHOTO My3bIps, ek
MaTKu;

e B (III) — puseHTepus, maparpuiri, reMo6IacTo3bl, paK
KMIIEeYHMKA, MOJIOYHBIX Kejle3, MOYeII0/I0BOJ CYCTEMBI;

e AB (IV) — raortHo-cenTnyeckye NHQEKLINN, BUPYCHBII
rernatut, OP3, runepeprudeckue peakluuu Ha BBeleHMe
OCIIEHHOJT BaKI[MHBI, paK KOXXM, TOJIOBBI 1 LIeY, KMIIed-
HIKa, TeMOOIacTO3bL.

Y4uTeIBaTh, YTO Y JIIOfEl, y4Ylle BIafielolX JIeBOM Py-
KOI1, B 2,5 pasa BblllIe PUCK Pa3BUTU UMMYHOIOTMYECKUX Pac-
CTPOVICTB, @ BBICOKMII VHTE/IEKT PAa3BUTK, HAMATH MMEIOT
IPsIMYIO IIO/IOKUTEIBHYIO CBA3b C MMMYHOKOMIETEHTHBIMU
KJIeTKaMI.

Ne

3.18. OTnnumMTeibHbie NPU3HAKN NOPaXEeHUs
HEepPBHOW CUCTEeMbI NpPU AUCNIa3nn
COoeANHUTEJIbHOW TKaHU

Pasnmuyaror:

HEBTPOTUYECKIUE PACCTPOIICTBA;
TPEBO>XKHOCTD;

UIIOXOHZPUIO;

IeIpeccuio;

06ceccuBHO-(oOMYECKMe PACCTPOIICTBA;
HEBPOTE€HHYIO aHOPEKCUIO;

medeKThl peun (3aMKaHue, MIETeNIABOCTD U AP.);
ayTU3M;

reMMIKpaHNIO;

LVKJIOTUMUIO;

130 PEHNI0;

MTOBBIIIEHHBII ICUXOTOTUYEeCKNI PUCK:
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— CHIDKEHMS CYOBEKTMBHON OLIEHKM COOCTBEHHBIX
BO3MO>XHOCTEIL;

— HM3KOTO YPOBH: NIPETEH3NII;

— 3MOLVOHAIBHOM YCTONYMBOCTY;

— paHMMOCTH ¥ KOHPOPMU3MA.

3.19. Cunpgpom (6one3Hb) BepHepa

Cunppom (6one3np) BepHepa — mpexieBpeMeHHOe cTape-
HIL€ TTOCTIE JOCTIDKEHVS ABA/IIIATIIETHETO BO3PACTa B COYETAHNUM
C HaC/Ie[ICTBEHHOIT POPMOT KOKHOM AUCTPOGUM — BKIIIOYAET:

CHIDKEHIE MHTE/IeKTa;
paHHee pa3BIUTHUeE ATEPOCKIIEPO3a;

caxapHblil fuaber;

pa3BUTHE 3/I0KAUeCTBEHHBIX OITyXO0JIeli;

yraeTeHye QyHKINM ITOTOBBIX JKesles;

aTpoduIo KOXXU, NOAB/IEHIe MOPIIVH;

HocefieHne, 00/IbICEeHe;

KaTapakTy;

CHIKEHUE OCTPOTHI CIIyXa;

KOHTPAKTyPy CYCTaBOB, aTpO(MIO MBbIIIL, TUCTPODUIO
HOTTeIl;

HU3KUI POCT.

3.20. bone3Hb NletTunHcona-rmndoppa

OTnuuurenbHble IIpU3HaKM:

Kap/IMKOBBII POCT;
rnocefieHne, 0O/IbICEHNE;
KaTapakTa, I7layKoMa B 3 Tofja;
CPOK >XM3HU OT 8 1o 18 ner.

3.21. NopaxeHne opraHoB penpoaykKTUBHOM
cucTeMbl Npu gucnaasmm coeauHuTesIbHOM
TKaHu

PasnmmyaroT:

AQHOMAJIMY Pa3BUTHA U PACTIONOXXEHN S TTOJIOBBIX OPTaHOB:

— T'UIIOTOHAJM3M, COYETAMIIMICA C aCTeHUYeCKI-€eB-
HYXOMJHBIM COMAaTOTUIIOM U JMUCTabHBIMU AMCII/IA-
3USAMU KOHEYHOCTEI;
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— IITO3 MaTK, COYETAIMMIICA CO CIITTAHXHOITO30M;

— BbINaJIeHNe BIaTaINIIa;

— IUIIOIUIA3UsA IIPEefCTAaTeIbHOI JKele3bl IPU aCTeHU-
4eCKU-eBHYXOUTHOM COMaTOTHIIE;

— peTpodrieKkcus MaTKu;

— M3BMUTOCTDb U Ype3MepHas JyIMHa TPyb ¢ pasBuUTUEM
BHEMAaTOYHOIT OepeMeHHOCTH;

I0BEHV/IbHbIe MaTOYHble KPOBOTEUEHN s, 3aJIeP>KKY IO-

SIBJIEHM SI BTOPUYHBIX HIO/IOBBIX IPU3HAKOB;

6ecrronue;

CaMOIIPOV3BOJIbHbIE BHIKMIBIIIN;

HpeXXfieBpeMeHHbIE POJIbI;

9po3uu LIeViKM MaTKyu (IpU MerajjoCOMHON KOHCTUTY-

umm);

KPUIITOPXU3M:

— codYeTaHMe ¢ KOCBIMM ITaXOBO-MOUIOHOYHBIMMU TI'PbI-
KaMu;

— HeNpOIOpPIVIOHAIbHOE YBe/IMYeHVe HIDKHeNl 4acTu
Tesa;

— TPYAHOI rpallMaIbHbII COMAaTOTHII;

— OBOJIOCEHME 110 )KEHCKOMY TUILY;

AaHOPXU3M:

— aCTeHMYeCKV-eBHYXOM/HBIIl COMATOTHIL;

— [OJIroe OTCYTCTBUE CMEHbI MOJIOYHBIX 3Y0O0B;

— IIBIIIHBIE BOTOCHI;

— HeJ0pa3BUTbIe HAPY>KHbIE I10JIOBbIE OPTaHbl;

HOMHUTb, YTO T€HUTAINY OCMATPUBAIOTCSA TI0 OKa3aHMAM

U C paspeleHyst OOIBHOTO C COOMIONEHNEM [IeOHTONOIN-

YeCKMUX [PaBII KaK B CTIOBECHBIX BBICKAa3bIBAHMSAX, TaK 1 B

HeBepOa/IbHOM IIOBEEHNUM, IPUAEPXKUBASACh HMPUHIWUIIOB

CIIOKOJICTBUS, TOOPOXKENaTeIbHOCTH, COCPENOTOYEHHOCT.

3.22. MaTtonorua nop-opraHoB Npv gucnjaasm
COoeANHUTESIbHOW TKaHU

OTnuuuTrenbHble IIpU3HaKN:

«aIeHOMTHBIN» HOC:

— Y3KOe IIEPEHOCHE;

— Cy>KEHHbIE HOCOBBIE XO/Ibl;
— KOHYMK HOCa OITyLIEH;
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CeIJIOBUAHBIN HOC (THIMYeH A1 6one3nu JlayHa U XOH-

IPOMUCIIIA3N);

UCKpUBJIEHVE HOCOBOJI IIEPEerOpOKIA:

— [MOMMHAHTHBII TUII HACTIEIOBAHW;

— OTKJIOHEHME CPeJIHEll YacTU HOCOBOV IeperopofKu
OT CPeAVIHHO JINHUU;

KOJI0OOMa KpbIIbeB HoOca (TomepedyHas Hernybokas

OJJHO- VMJIU JIBYCTOPOHHSA IIje/Ib CBOOOHOTO Kpasi Kpbl-

J1a HOCa), aCCOLIMMPOBAHA CO CJIOXKHBIMIU BPOXKJ€HHBIMU

[IOPOKAMM CepALa;

aHOMa/IMM CUHYCOB (HepaBHOMEpHas BelMYMHA CHUHY-

COB, MaJIBlil 00'bEM), OC/IOXKHACTCS IOMUCUHYCUTAMY;

IUIIOIIA3Us X0aH (Cy>KeHMe 3aJHUX HOCOBBIX OTBep-

CcTHIN);

OTOCKIIepO3;

HEPOCEHCOPHAA TYTOyXOCTb.

MHoroneTHMIT KIMHNYECKUIT OINBIT IIOKAa3bIBaeT, YTO YyXKe

[IPU IePBOM B3I/IsIfie Ha 60JIBHOTO MOXKHO BBISIBUTD TaKue IIPHU-
3Haky JJCT, Kak 4el0CcTHO-NIIeBbIe JUCMOpdUY, HApyLIIeHU s
3peHMsi, OCaHKy, fedopManys HVDKHUX KOHEYHOCTEe! U Jp.
9TO0 N03BOJIAET NP IPOBEJeHNN Ja/IbHelIlIero KJIMHNYeCKOTO
00C/IefoBaHMs U OLIEHKE pe3y/IbTaTOB IapaKIMHUYECKUX Me-
TOJOB AMATHOCTUKM AaKTUBHO BBISB/IATH HATOIOTUIO, ACCOLIMN-
POBaHHYIO C AMCI/Ia3uell COeAVHUTENbHOI TKaHY BHYTPEHHUX
OpPraHOB M CUCTEM.



3akJsiloyeHue

[TpupaBast mOMKHOE 3HAUEHNE OIfeHKe COMATOTHUIIA, BHEIl-
HuM Mapkepam HJIICT, MOXHO afjieKBaTHO OIIeHNMBAaTb MMeEI0-
IYIOCS IATONOTHUIO, SAB/IAIOLIYIOCSA IOBOJOM ISt OOpaleHuns K
Bpauy, MpeflycMaTpuBaTh BO3MOXKHBIE aCCOLMNMPOBAHHBIE OC-
JIO)KHEHM S 1 TTATOJIOTUIO U, B YACTHOCTH, YUUTHIBAT:

CBSI3b IIOBBILICHHON YTOMJIEMOCTH, BSUIOCTY, CTA00CTH
B yTPeHHUe Yachl, Pa3gpaKUTENIbHOCTH, OBICTPOI NCTO-
I[aeMOCTH IIPY aCTEHNYEeCKOM COMATOTHIIE;

CoYeTaHMe TUIePPACTAKUMOCTH, TOHKOCTH, XPYIKOCTHI

KOXV ¥ CUHJIPOMa I'MIIepMOOVIIBHOCTHU CYCTaBOB ABJISA-

eTCs TTOKa3aHueM I IPefyIpex/IeHNA TaKUX OCIOXK-

HEeHWIL, KaK:

— KpPOBOTEUEHMs BO BpeMsA OIEePAaTMBHBIX BMeIla-
TEeJIbCTB M POJIOB;

— 00pa3oBaHus MOCTEONEPALMOHHBIX IPIK 1 IPYObIX
KeJIOUTHBIX PYOLIOB;

— HeBbIHALIMBaHME OepPEeMEeHHOCTI;

— TeMOpparuM4ecKkMii MHCY/IbT, CybapaxHOMJaIbHOe
KPOBOUM3NMAHNE, BBI3BAHHOE aPTEPMOBEHO3HBIMU
aHeBPM3MaMJ TOTTOBHOTO MO3Ta;

soiaBieHre IIMK, pacmnpenne fyru aopThl U/Uan cu-

HycoB BabcanbBpl 10 laHHbIM IX0J], HapyLIeHN A PUT-

Ma U IIPOBOAVMOCTY IIO3BOMAT MpPeAyIpesuTh BHE3aIl-

HYI0 KapIVaAbHYIO CMEPTD Y JINI] MOTIOfLOTO BO3PACTa;

BHemHue ¢enorunudeckre mapkepol HICT, rumoro-

HIA, JMACTa3 MBI KMBOTA HO/KHBI HACTOPAXKMBATD

B OTHOUIEHVY TPBIXK IAPYTOIl TOKAMM3aINN, B JACTHOCTH

nyadparMaabHOi, CKONb3SIENl MaXOBO-MOLIOHOYHOI

C 3aXBaTOM CTE@HKN MOYEBOTO ITy3bIPS I BO3HNKHOBEHN-

eM JU3ypUIeCKUX PacCTPOIICTB;

3MMKAHT, «TOTyOble» CKJIepbl, HapylleHMe pedpaxnum

(Myonus M Ap.) HKO/DKHBI HACTOPAXKMBATh HE TONBKO
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B OTHOILEHUM BO3MOXXHOCT) OTC/IOEHU:A CETYaTKM, pas-
pbIBa ITIa3HOTO A67I0Ka, paHHETO PasBUTHS KaTapaKTbl,
BTOPUYHOII ITIAaYyKOMBI, HO I pellaTh BOIIPOC O pallo-
HA/JIPHOVI Tepaluy TeMOPparm4ecKux MpPOsABIEHUI B
ceTyYarKe, 3Has CyIIHOCTb TeMOPParn4ecKoro CMHLpoMa
npu ICT;

CKO/INMO3, acCUMMETPUYHOE paCIOIOXKeHNe KIIOYnll,
JIOTIATOK, COYeTAoI|Mecs C CUHAPOMOM T'MIIEPMOOUIIb-
HOCTH CYCTaBOB, IJIOCKOCTOIIMEM, BPOXK/IEHHOII IaTo-
JIOTMEV HV>KHUX KOHEYHOCTEl, IPUBOAAT K JOPCAITUN,
PaHHEMY Pa3BUTUIO OCTEOXOH/PO3a KPYIIHBIX CYCTaBOB
HIVDKHUX KOHEYHOCTeN, IPUCOeMHEHNI0 OCTE0NIOpo3a y
JKEHIIVH B II€PMOJie MEHOIIay3bl;

TUIOIIIA3KA Py KU, TeMaHTMIOMBI Ha KOXKe, TeJIeaHI M-
9KTa3UM HOCA, KaliMBbl I'y0 — 4acTble (eHOTUIINYeCcKye
MapKepbl IOPOKOB Pa3BUTHUA COCYZIOB, B YaCTHOCTM CO-
CYLOB TOJIOBHOTO MO3Ta, OPTraHOB OPIOLIHON IIOTIOCTH C
YIPO30J1 paspblBa apTepyaTbHON aHEBPU3MBbI UM apTe-
PUMOBEHO3HOI MabGopMaIL;

TUIOIIA3KA IO04YeK, CMHKMHEe3Us YUIHBIX PaKOBUH, T'M-
MOITa3ysA Pafiy>kKHOII O00ONOYKM, TeMaHIVMOMBI, Telle-
aHTM3KTa3UM, COYeTAloIIMecsd C IPeMMYIleCTBEHHbIM
CTOVIKVM IIOBBIIIEHMEM AMacToandeckoro AJl, — moka-
3aHMS IJIs Lje/leHalpaBIeHHOro f000CIeJOBaHUs C Lie-
JIbIO BBIAB/IEHU S PEHOBACKY/ISAPHOI I'MIIePTEH3MY;
MMONNUS, IIJIOCKOCTOIINE, CKOIMO03, IIOABIKHOE JecAToe
pebpo, TPBIKYM PA3IMYHON JTOKaNN3aLUY, TUIEPCTEHN-
YeCKMil TUI KOHCTUTYLUM — (EeHOTUIINYeCcKye Mpu-
3HAKU JJI PAaHHETO BBIABIEHUSA ¥ NMPOQPUIAKTUIECKUX
MEpPONPUATUI JI/ISI XPOHUYIECKO BEHO3HOI HElOCTaTOY-
HOCTY HV>KHIUX KOHEYHOCTEI;

JCKPUBJ/IEHIE€ HOCOBOIl II€peropofiKM, CKOINO3, Majoe
JKUPOOTIOXKEHNE, IIOCKasi IPYAHAs KJeTKa, PeHOTUIIN-
YecKue NPU3HAKY [IPUCOeRMHEHN S KOMOPOUIHOI IIaTo-
norun nerkux (XOBJIL, Tyb6epKyes u #p.), 4eMy CI10co6-
CTBYeT reHeTUYeCK) JIeTePMMHIPOBAHHbI IepBUYHbIIA
UMMYyHopepuIuT;

aCTEHMYECKOe TENIOCNOXKEHNE, A1acTa3 MbIIIL KMBOTA,
CKO/IMO3 COYeTAITCS ¢ HeppOITO30M, B psifie CIydaes C
CUHIPOMOM [VCIUIa3UM COEIVIHUTENIbHOM TKAHU Ceph-
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112, @ MapKepaMu IIOPOKOB PasBUTHA II0YEK MOTYT OBITH
aHOMa/IMAMM YUIHBIX PaKOBUH 1 X-00pasHas fgedopma-
Vs TONeHe.

Heo6xonuMo nof4epKHYTh, 4TO NpodeccroHaTbHasl OCBe-
ITOMJIEHHOCTb O TeHEeTUYeCKU NeTepMUHMPOBAHHBIX CUHPO-
Max, Hac/le[ICTBEHHBIX 3a00/IeBaHMAX, BPOXK/IEHHBIX OPOKaX
pasBUTUA U PasBUTHE KIMHUYECKOTO MBILICHMN, [O3BOJ-
Iolllee MOJOMTY K 3aKOHYEHHOMY MEAMLIMHCKOMY CY>K[EHUIO
0 KOHKpeTHOM 0OJIbHOM Ha OCHOBE K/IMHUYECKO-aHTPOIOIO-
I'MYeCKOl MOJeI, OTpa’kalolieil (OHOBO-CTPYKTYpPHBIE B3a-
MMOOTHOLIEHN s, STUONOTHIO, VHAVBU/YaIbHbIE IPOSABICHNSA
00/1e3H1, ZAIOT BOSMOYXHOCTb PaHHel! UarHOCTUKM IIaTONIOT -
YeCKMX COCTOSHMIA, TOCTPOEHM S PAaLlMOHAIBHOTO I/IaHa 0Ocrie-
HOBaHMA U OOBEKTMBHOI TPAaKTOBKY IIOJyYEHHBIX pe3yjIbTa-
TOB, Ha3HAYEHM PallMOHA/IbHON HEMEeVKAMEHTO3HON U, IIpu
Ha/IM4YUY TIOKa3aHMUIl, JeKapcTBeHHO ((papMaKomornyeckoin)
Tepamnuy, a Tak>ke IPOBeJjeH I IEPBUYHOI IPOPIIAKTUKY 3a-
00/eBaHMIT y KQXKIOTO YeloBeKa.
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